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MPEANCNOBUE K PYCCKOMY W3OAHUIO

B HacToAWwy0 KHUTY «PyKOBOACTBO MO MeAMaTpumn» BK/KOYEHO He-
CKO/IbKO CamOCTOATE/IbHbIX pa3fesios.

Pasfen, nNOCBALEHHbIA 3a00MeBaHUAM KPOBM MOXHO CUMTaTb
BMO/IHE COBPEMEHHbIM CMPaBOYHO-Yy4eBOHbIM Noco6vem. J1eiiko3bl BbiHe-
CeHbl B pa3fen OHKOMOrMW, YTO MpeACTaBAseTcs BMoOjHe 060CHOBAH-
HbiM. HECKOMbKO HeoOblYHbl A1 MeAnaTpoB OTEYECTBEHHOWM LUKOJbI
rpaHuLbl remaTtonornyeckux nokasateneii. [lo Bceil BepoOSTHOCTW,
Takoe MOHMMaHWe HOPMbl B OMNpefeneHHOW CcTereHn 3aTpyaHseT
[MarHoCTUKY aHeMWil W OLEHKY CABWIOB NIEMKOLUTApHOW (PopMynbl Yy
feteil. [uckyTabenbHbl W rpaHuLbl, U KpUTepuu (U3MONOrMYECKON
aHemumn, a TakXkKe MPaBOMOYHOCTb 3TOFO TEPMMHA B OTHOLLEHUW Heno-
HOLLEHHbIX fgeTeil. OropuyaeT OTCYTCTBME CBeAEeHWUA MO PU3N0N0rMU 1
naToforMm 303MHOGUOB.

Pasgen, NOCBALLEHHbI OHKONOrWMMW, MpefHa3HayeH B MepBYlO0 oue-
pefp 4N NeamaTpoB, a He FeMaTo/Ior0B M OHKOJIOFOB M C Y4eTOM 3TOr0
MOCTPOEH O4YeHb yAa4yHOo. MakcuManbHO CXaTo NpeAcTaB/eHbl CBefe-
HMS MO AWarHOCTMKE, NEYEHWO U MPOTrHO3y MPU OMyXOnsiX pPasHoi
nokanusauuu. bonee nopgpobHbl fJaHHble O NIeKO3ax U AUMGOMaXx.

Pasfen, MOCBALLEHHbIA HEBPOMATONOTUM, TaKXe WCKIHUYNTENLHO
noneseH 19 negmatpoB. Ero aBTopam yfanocb COBMECTUTb M3/IOXKEHNME
OCHOBHbIX MPUEMOB U MPUHLMNOB HEMOCPEACTBEHHONO HeBPOSOruYe-
CKOro 06cnefoBaHUa ¢ YeTKUMU MOKa3aHMSIMKU K NPUMEHEHNIO nabopa-
TOPHO-MHCTPYMEHTa/IbHbIX METOA0B MCCNeA0BaHN U OYEHb LUMPOKMM
MepeyHeM MaToNOrMYECKNX COCTOSHWIA U 3a00NEeBaHMWIA, yAayHO Crpyn-
NUPOBaHHbLIX MGO MO CMHAPOMHOMY, NM60 MO NAaToMOP(ONOrNYECKOMY
npuHumny. K coXaneHuto, u3 pasgena MpPakTUYECKM MWCKIUYEH CUH-
Apom  Pes.

BonesHu KocTeldi M CycTaBOB TakXXe MpeACTaB/eHbl C MCYeprnblBato-
Lei NOMHOTOM, B TOM YWC/e BCE OCHOBHbIE Pa3HOBUAHOCTW AUCMIACTM-
YECKMX MPOLECCOB HACMEACTBEHHOrO U CrOPagMyeckoro Xapakrepa,
06MeHHble 3a00/1eBAHUA U TPaBMbI.

Pasgen «PagmauuoHHbIE MNOPaXEHWs» 3aHUMaeT B TEKCTe PYKO-
BOACTBA BCEr0 HECKO/IbKO CTpaHwuL, OfHAKO OH MpuBAeYeT K cebe BHU-
MaHve neauaTpoB B CBA3M C MOCTAHOBKOW CNOXHbLIX W aKTyanbHbIX
BOMPOCOB, CBA3aHHbIX C OTAANEHHLIMU 3pdeKTaMn 06yUeHNUs ManbIMU
fo3amu. ABTOP pasfena yAenseT OCHOBHOE BHMMaHWe 3ab60/eBaHusAM
[leTel B CBA3W C MOCNEACTBMAMU SAEPHLIX B3PLIBOB WM KaTacTpod.

Hazfeemcsl, 4To CONOCTaB/IeHWe OMbITa U PEKOMEHJaLMil COBETCKOM
M amMepuKaHCKOM LIKON MO pasjenam naTonornu, NpefcTaB/ieHHbIM B
HaCTOALLEA KHWre, MO3BOMNT POCCUINCKOMY 4MTaTento ¢ 60Mblueil yBe-
PEHHOCTbLHO 1 CaMOCTOSTE/IbHOCTBIO PeLlaTh C/I0XKHbIE BOMPOCH! ANarHo-
CTUKW W NIEYEHNS Kak MpyW OTHOCUTENbHO TUMWYHBIX, TaK U Kasyuctu-
YECKMX Cny4yasx 3aboneBaHuii y AeTeil.

Mpocheccop . M. BOPOHLIOB



BONE3HWN KPOBW
18

PA3BUTUE CUCTEMbI TEMOTMO33A

B paHHMe Mepuodbl 3BOMIIOLMMN KNETKM BOAHLIX MPOCTEALLMX Hemo-
CPeACTBEHHO KOHTAaKTMPOBaiM C OKpY)Kalolleil BOAHOM cpedon, a
rasoo6mMeH 1 0OMeH MPOAYKTaMM YXMU3HELEeATEIbHOCTU MeXZy HUMM
OCYLLEeCTBAANCA MyTeM NpocToil auddysmun. B npouecce 3BonOLUN MO
Mepe MOSIBMIEHNS MHOTOK/IETOYHbIX W Ha3eMHbIX OpraHWM3MOB Hauvanu
pa3BMBaTbCS COCYAWCTast CUCTEMA M reMUYeckas XmakocTb. KpoBb, mo-
BMAMMOMY, MNepBOHaYa/lbHO MpeAcTaBnsaa CO60/ NPOCTOM CONeBOW
pacTBOp, aHANOMMYHbINA MO COCTaBY MOPCKOI BOfE; BCKOPE Moc/e 3Toro
Pa3BUINCb  K/ETOYHbIE KOMMOHEHTbI, BLIMOMHAOWME CreLnanbHble
(YHKLUW, OCHOBHblE M3 KOTOPbIX 3aK/HYalTCAa B TPaHCMOPTE AblXa-
TeNbHbIX rasoB, remMocTase, harounTose u ap. B 60AbLIMHCTBE BbICOKO-
PasBMTbIX OPraHU3MOB pPasHbIM JIMHWAM K/IETOK KPOBWM MPUCYLLM pas-
Hble (DYHKLMUN.

Yxe y 3-HefelbHOro amoproHa YenoBeka MOXHO BbISIBUTL MpoLiecc
(hopMMpOBaHNA KpoBW. B 3TOT nepuof B Me304epMasibHbIX TKaHSX
BCTPEYAKOTCS KPYMHble MPUMWUTUBHBIE TEMOMO3TUYECKME K/ETOYHbIE
3/1EMEHTbI, WHTMMHO CBSi3aHHbIE C Pa3BUBANLLMMUCSH COCYAUCTbIMU
KaHanamu. Ko 2-My mMecsily BHYTPMYTPOGHOro mepuoja akTMBHOE Kpo-
BETBOPEHUE YCTaHaBAMBAETCS B MEYeHW, KOTOpasi CTaHOBUTCS OCHOB-
HbIM KPOBETBOPHbLIM OpPraHOM Ha 2—6-M MeCsiLie >KW3HW Moja, nocne
Yero reMornoa3 NnocTerneHHO MepeMeLlaeTcs B KOCTHbIA Mo3r. K MOMeH-
Ty pOXAeHMst pebeHKa OH BbIMOHSET OCHOBHYK pOfb B 06pa3oBaHUu
KpOBY.

Y pebeHKa TrpyfHOro BO3pacTa KOCTHble MOMOCTY 3amnofHEHbI
aKTUBHOM TeMOMO3TMYECKOW TKaHbt0 (KpacHbI/i KOCTHbI Mmo3r). [lo
Mepe pocTa W pasBuTUS pebeHka B AMHHBIX TPyOuyaTbiX KOCTSIX OHa
MOCTEMEHHO BbITECHSETCA XXMPOBOM TKaHb (XKENTbIA KOCTHbIA MO3r).
Mpouecc KpOBETBOPEHMS y [feTeli CTapLlero Bo3pacTa W B3pOC/bIX B
OCHOBHOM MPOWCXOAMT B pebpax, FpyAWHe, MNO3BOHKAaX, Ta30BbIX
KOCTSX, KOCTAX 4epena, B K/IYMLUAX W NONaTOYHbIX KOCTAX. B oTBeT
Ha OMpefeneHHble BUAbl TEMaTONOMMYECKOro CTpecca B XKEITOM KOCT-
HOM MO3re TpybuaTbiX KOCTeli MOXET BO30OHOBUTLCA aKTMBHLIA remMo-
noas.

Mpy nccnefoBaHWM KOCTHOrO MO3ra MpU MHOTMX FeMaToNorMYecKmX
3260/71€BaHUAX MOXHO MOMYUUTb LEHHYH WH(opmaumio. Ero acnupa-
Uns — 6e30MacHbI 1 TEXHUYECKU MPOCTOA MeTod. HecMoTpst Ha TO YTO
MO OTHOLUEHWKO KO BCEA Macce reMOMO3TUYECKOM TKaHM acnmpar co-
CTaBNSieT OYeHb He3HauYUTeNbHYH ee 4acTb, B OONLLUMHCTBE C/y4YaeB
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B3fiTble OZHOBPEMEHHO B Pa3HbIX MecTax acnupatbl YAMBUTENbHO OAHO-
POfAHbI. Y AeTeli rpy4HOro Bo3pacTa MPeanoyTMTe/IbHbIM MECTOM acnu-
paLun CMy>XMT NMPOKCUManbHbIN 0TAen 60nblIebepLOBOA 1 3aaHWIA Tpe-
6eHb MOAB3AO0LUHON KOCTEl. Y [eTel cTapllero Bo3pacTta 3afHui rpe-
6eHb NOAB3AOLIHON KOCTW MO3BOJMISET MOZOWTW K OOLUMPHOMY KOCTHO-
MO3roBOMY MPOCTPaHCTBY, HE rpaHuyallemMy C MaructpaibHbIMU KpO-
BEHOCHbIMU COCYZaMU WM YKU3HEHHO BaXHbIMW opraHamu. buoncus c
MOMOLLbHO WI/bl, MpeanoXkeHHon Jamshidi, No3BoNseT TOYHEE OLEHMTb
KMETOUHbI COCTaB KOCTHOrO MO3ra, Y4eM OObIUYHbIA METOL acnupauuu.
OHa O0T/IMYaeTcs TakXKe ONpefeneHHOW LEeHHOCTb0 MPU  BbISBIEHUN
04aroBOro MopaxeHUs KOCTHOrO Mo3ra npu MeTacTaTU4eckoMm Win rpa-
Hy/fieMaTo3HOM npouecce. B 1abn. 18-1 npueefeHbl TWMbl U COOTHOLLE-
HWe K/IETOK, BCTPEYaloLMXCAd B KOCTHOM MO3re Yy 3[0pOBbIX PYAHbIX
[eTeil n [eTeil cTapulero Bo3pacTa.

Ta6nuua 18-1. MwuenorpamMmma feTeii paHHero M cTapluero Bo3pacta M B3poC/iblX

OtHo-
Manou-
Mveno-  kosgep- ,\LALV?;V(';E_
Bna- Mpo-  UWTbI U Hbe M 303u-  Jiumdo- Hopwmo- b
Bospact CTbl,  MWENMO-  MeTa-  HeWTpo- HOW- LT, 6na- K"',ﬁe“TOK
% untw.% MAENO- UIbHbIE bl % %  CTel % oo
UmMTbI,% neliko- X oﬁ -
umThl, % EM'?
HoBopoxzaeH- 1 2 5 40 | 10 40 12:1
HbliA
7 pHel 1 2 10 40 1 20 25 21:1
6 mec —2 roja 0.5 0,5 8 30 1 40 20 2,0: 1
6 ner 1 2 15 35 1 25 20 2,7:1
12 net 1 2 20 40 1 15 20 3,2: 1
Bspocsble 1 2 21 44 2 10 20 35:1
SPUTPOLUNTBI

[na o6pa3oBaHUs 3pUTPOLMTOB HEO6XOAMMO MNOCTOSHHOE MOCTY-
MfeHWe B OPraHU3M aMWHOKMUCNOT, Xenesa, HeKOTOPbIX BUTaMUHOB U
OPYTUX «CNefoBbIX» MUTATENbHLIX 3/1EMEHTOB. BblpaboTka WX perynu-
pyeTcs cneuntmyeckum rOpMOHOM 3PUTPOMO3TMHOM. Ero nporopmoH,
NpOLYyLMpYeMbIi  3NUTEIMANbHLIMU  KETKaMM  MOYEYHbIX K1yB04KOB,
nocie akTuBauuMu CbIBOPOTOYHLIM (PAKTOPOM CTaHOBMTCA 6GMONOrK-
YecKN aKTVBHbIM 3pPUTPOMNO3TUHOM. JTOT MPOLECC CTUMYNUpyeTca npu
CHWXEHUU OKcuUreHaumu TkKaHW. OCHOBHOe [eiCTBME 3pUTPOMO3TMHA
3aK/loYaeTca B MHAYKUMM rpouecca AuddepeHLMauum CTBOMOBbLIX
KNeTOK M0 AMHUM remono3asa. [pyu 3TOM paHHWe MpeALIeCTBEHHNKM
3pUTPOLUTOB BCTYMNalOT B MNOCMEA0BaTE/IbHOE KNETOYHOE [efleHue.
M3yueHne KOCTHOrO MO3ra B TKaHeBbIX KynbTypax cnocobcTyeT 6onee
MO/IHOMY MOHWMAHWIO MPOLLECCOB PasBUTUA 3pUTPOLMTOB. ocne Kynb-
TUBMPOBAHUA Ma/lbIX MOHOHYK/IEapHbIX NUMQPOLUTONOA0OHBIX KNEeTOK
KOCTHOr0 Mo3ra B MOMYXWAKOW cpefle B TedyeHWe 5—6 fHeld HEMHOro-
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UMCNEHHblE YYBCTBUTE/IbHbIE K 3PUTPONOITUHY MpPeALlecTBEHHUKN
thopmMupoBany OTYETMBbIE CKOMMEHWUA (KNacTepbl) KPacHbIX KAETOK,
Ha3blBAaEMbIE 3PUTPOUAHBIMK  efuHMLAMK, 06pasyoLWMMN  KONOHWN
(9EOK). Ha 12—14-ii geHb KynbTMBMPOBAHMS MOSABAAOTCA 6Gonee
KpyrnHble 00pa3oBaHusl, Ha3blBaeMble 3PUTPOUAHBLIMKU BypcTO6pasyto-
wummn eguHmuamn (9BOE), KoTopble cumTatoTca Hambonee NPUMUTUB-
HbIMWA  CMEeunann3npoBaHHbIMU  MPefLUecTBEHHUKAMN  3PUTPOULHBIX
KNeTOK, He4YyBCTBUTENbHLIX K 3pUTPOMO3TUHY. [Ipouecc KAeTouHoi
AndgepeHLmauMy No Mepe CO3pPeBaHWUS 3IPUTPOLMTA 3aK/IOYaeTcs B
KOHAEHCaUMM W yTpaTe agpa W BblpaboTKe remorno6uHa, Ha [ONto
KoToporo npuxoantca 90% cyxoii Maccbl 3penoro 3puTpouuTa.

TEMOTNOBUH

[ns npouecca OKUCNEHWUs, NPeLCTaBAANOLEro C060M HeoTbeMse-
MYIO YaCTb XXWM3HW, TPebyeTcs MOCTOSHHOE CHabXeHWe TKaHel KWco-
pogoM. B pesynbTaTte 06pa30BaHWs HECYLUMX KWUCIOPOZA MPOTEUHOB U
reMor/iobMHOB 3HaUMTENbHO MOBbICKIACh CMOCOOHOCTL KPOBW BbICTY-
nmaTb B KayecTBe CpeAcTBa TpaHCMopTa rasa. bonee Toro, mpouecchl
COefJUHEHNS 1 AuUccouMaLMn KUCIopoda v remornobrHa npotekaroT 6e3
3aTpar MeTabo/IMUECKON 3Hepruu.

FeMOrfIobuH, CNOXHbIA NPOTENH, COCTOMT W3 >KEe30CoAepKaLLnx
rpynn rema u 6enkoBoro octatka (rnobuH). [AuHamMnyeckoe B3aumMO-
JeiicTBMe remMa C Tr10O6MHOM nNpUAaeT remornobuHy YHUKanbHble
CBOICTBa, HeobXxoAuMble A/11 06pPaTUMOro npoLecca TpaHcmopTa Kuc-
nopofa. Monekyna remornobuHa npefcTaBnsieT coboi TeTpamep, CO-
CTOAWMIA M3 ABYX Map MOAUMENTUAHbIX Leneil, Kaxgas U3 KOTOPbIX
MMeeT remMoByto rpynmy. lonunentugHble Lenu pasHbIX BUAOB FeMO-
rnobuHa XMMUYECKM pasfuuHbl. Hanpumep, Yy 340pOBOro B3pOCNOro
yesioBeKa remMorfiobvH COCTOUT M3 ABYX a- W ABYX /S-LoNUNenTugHbIX
ueneidi. Takum o6pazom, remornobuH A (HbA) moxeT ObITb MpeacTas-
neH kak ccA$- Anba- 1 /?-uenu pasnnyaloTca Kak mo yuciy, Tak 1 no
COCTaBy amWHOKMCAOT. CWHTe3 3TUX Leneil perynupyertcs pasHbIMu
reHamm.

B aputpoumTax amM6puoHa, nnoga, pebeHka v B3pOCNOro 4enoBeka
B HOpPME MOFYT OnpefensTbCs LWeCTb TUNOB reMor/iobrHa: 3M6pUOHab-
Hbli, Gower 1, Gower 2 u Portland tetanbHbiii (HbF) u B3pocnble
Tvnbl HbA 1 HbA2 DnekTpotopeTnyeckas NOABUXHOCTb remoriobmHa
BapbMpyeT B 3aBMCMMOCTU OT €ro XUMWUYECKOW CTpPyKTypbl. CocTaB
NoOMMNENTUAHBLIX Leneld remMorio6MHOB  YenoBeka MpefcTaBfieH B
Tabn. 18-2. Bpemsi MosABMEHWSI B OPraHn3Me ¥ KOIMYECTBEHHbIE COOTHO-
LEHNsT MX TUMOB MpefonpesesieHbl CAOXHBIMM MNpoLeccamy pasBuTUs
(puc. 18-1). [BoiiHOI Habop reHOB ANS Cr-noAvnenTUAHbIX Leneid y
yenoBeka NokanuayeTcs Ha 16-i mape xpomocoMm. Ha 11-i1 xpomocome
B CLIEN/IEHHOM BWJEe NOKa/IM3YHOTCA reHbl, KOHTPONMPYIOLLME CUHTES /?-,
Y~ n 0-ueneii rnobuHa.

OMOpPUOHa/IbHBIE TUMbI remorfiobuvHa. Ha paHHWX cTagmsx pasBu-
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Ta6nuuya 18-2. HopmanbHble reMOrno6UHbLI YenoBeka

emorno6uH CocTas KommveHTapuii
Gower 1 Cre2 Bonblune 3m6puoHaNbHble
remMorno6uHbl
Gower 2 10242} He onpegenstotca 4yepes 3 mec
recrauum
Portland N D . 5
Fetal (yQ ; J:Bm JOMUHVpYIOLLMIT B TeuyeHue BCeld
(yn) N KM3HW njoda remornio6uH,
YCTOWUMBLIA K [eACTBUIO
Lenoyen
A ms2 BorbLuoii remMorno6buH, CBOMCTBEH-
HbIA B3POC/IOMY 4e/I0BEKY
a2 a20?2 OnpegensieTcsi B NOCTHaTa/lbHOM
nepvioge

TMA 3MO6PUOHA YeNnoBeKa B KPOBWM COLEPXUTCA [ABa Tuna MeLNeHHO
murpupytowero remornobuHa (Gower 1 u Gower 2) n Hb Portland,
anekTpodopeTMyeckas NOABMXKHOCTb KOTOPOro nogobHa Takosoi HbF.
Mo cTpykType £-uenb remornobuHos Portland n Gower 1 aHanornyHa
a-uenam. B ToM W gpyrom Tune remorno6uHoB Gower COLepXuTcs
YHUKaNbHbIA BUAL NOMMNENTUAHBLIX LUeneid, TaK HasblBaeMble E£-Lenu.
FemornobuH Gower 1 umeeT cTpyKTypy £2£2, a Gower 2 —U2E: | remo-
rno6uH Portland npeactasneH B Buge CZP2- Y amb6puoHa B BO3pacTte
4—8 Hepn, AOMUHUPYIOT reMorniobuHsl Gower, 04HaKo K BO3pacTy 3 Mec
OHW TMOCTENEHHO WCYe3aloT.

deTasibHble TUNbI remornobuHoB. bBeTta-uenam HbA cooTBeT-
CTBYHOT y-monunenTugHble uenn HbF. MocnegHnini MOXET 6bITb Mpea-
cTaBneH cc2. Ans er0 KONMYeCTBEHHOM OLEHKM 0BbIYHO UCMOMb3YeTCs
ero pPesuCTEHTHOCTb K AEHATYpUpPYHOLWeMy AeACTBUH CWU/bHBIX LLEeMo-
yeid. Yepes 8 Hem BHYTpMYTpOOHOro passuTtns HbF cTaHoBMTCA AoMU-
HUPYIOLLMM TUNOM remMornobuHa, a y nnoga B Bo3pacTe 6 Mec COCTaB-
nset 90% oT o6Llero ero KonmyecTBa. 3aTem MOCTENEHHO CHWXKaeTcs
ypoBeHb HbF, 1 K MOMEHTY poXaeHus OH cocTaBnseT okono 70% ot
o6Lero Konmyectsa. B nocTHataslbHOM MepUoje ero YpPOBEHb CHU-
KaeTca ObIcTpo, U y pebeHka B Bo3pacTe 6—12 Mec OH 06HapyXu-
BaeTCcA NWlb B BMAE CMefO0B. Y AeTeld CTapluero Bo3pacTa U B3pOC/bIX
npu JeHaTypauum LUeoYbilo ero MOXHO OOHapyXWTb B KOMMYecTBax
meHee 2%. [emornobuH F reTeporeHeH, TaK KaK COAEPXWT ABa Tuna
y-Lenen, CUHTE3 KOTOPbIX KOHTPOAMPYeTCs ABYMS HabopamMu reHOB.
3TN Uenn pas3nnyaroTcA NPUCYTCTBMEM B Mo3uuUMM 136 OCTaTtkoB rnu-
umHa (Gy) nnbo anaHmHa (Ay). Y HOBOPOXAEHHOr0 OTHOCUTENbHOE
cooTHoweHne Gy- n Ay-ueneil coctaBnseT 3:1.

B3pocnble Tunbl remornobuHoB. HekoTopoe Konnyectso HbA
(a2?2) moxeT BblTb 06HAPYXEHO YXe Ha CambIX paHHUX CTaAusX pas-
BUTMS ambBpuoHa. Takum o06pas3om, gaxe B Bo3pacte 16—20 Heg BHYT-
PUYTPOOHOrO PasBMTWUSA CTAHOBMTCA BO3MOXKHOW NpeHaTanbHas Amar-
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AnekTpodo-

Puc. 18-1. COOTHOLLEHME TMMOB MOAMMENTUAHLIX Lieneii reMornobuHa y 4enoseka B
paHHUA Nepuog YKU3HM.

lMoKasaHb! XapaKTepHbIe 151 KKAoro nepw)i%zfnekrp%pemqecme TuMbI reMOrNIobUHOB (Moau-
tmkauma ve: Pearson H. A J. Pediatr., , 69. ).

HOCTMKAa OCHOBHbIX remorj06MHOMAaTWA, NpY KOTOPbIX B MPOLECC BO-
BMekalTca /[?- uenu, Hanpumep CEPNOBUAHO-KMETOYHON aHeMun U
6onbLUIOW TanacceMun. Y nofa B Bo3pacTe 6 Mec onpefenseTcs 0Kono
5—10% HbA. B panbHelilleM ero KOJIMYECTBO HeYK/OHHO YBenunyu-
BAeTCA M K MOMEHTY poXAeHus pebeHka OHO cocTaBnsieT noyutu 30%.
Y pebeHka B Bo3pacTe 6—12 mec hopmMuMpyeTcs B3pPOC/bIA TWM remMor
rnobuHa, COOTBETCTBYIOLWUI/ TaKOBOMY Y 3[0pPOBOr0 B3pPOC/IOr0 Yesno-
Beka. MWHOpPHbIA MoATMN B3pOcnoro Ttuna remornobuHa HbA2 cogep-
XUT (5-Uenu N MMeeT CTPYKTypy <X*2- OH onpefensercs fuwb npu
60nbwmnx Konuyecteax HbA. K MoMeHTY poxaeHus pebeHka HbAZ2 co-
cTaBNseT MeHee 1% oOT 0O6LEro KonuyectBa remMornobuHa, OfHaKo K
BO3pacTy 12 Mec OHO AoCTUraet Hopmbl, T. e. 2—3,4%. Ha npoTaxe-
HUW BCEN XM3HM COoOTHOWeHNe HbA ¢ HbA2B HopMe cocTasnset 30:1.

B3aMM0oCBA3b pasHbIX TUMOB remMorsiobnHa B HOpMe. Y nnoja vy
pe6eHKa paHHero BO3pacTa CKOPOCTb CUHTE3a Y- W /?-Lenei u Konu-
yectBO HbA n HbF HaxopsaTca B 06paTHON 3aBUCMMOCTW. XapakTep
3TUX B3aVMOCBA3EA U MeXaHW3Mbl WX PErynsauumM Ao cux rnop ocTaloTcs
HEBbICHEHHbIMW. 10 aHanorMn ¢ KOHLUEeNuMsMM 0 MUKpobuonoruye-
CKON reHeTuKe O6bIIO BbIABMHYTO MPEAMONOKEHNE O CYLLECTBOBAHWM
TaK Ha3blBAEMOro MYyCKOBOIO0 MeXaHW3ma, OCHOBAaHHOr0 Ha perynsTtop-
HbIX reHax. 9TOT MexaHU3M BO BHYTPUYyTPOOGHOM nepuofe crnocob-
CTBYET CMHTE3Y Yy-Lienei, yrHetas BblpaboTKy /?- u (5-ueneit. B nocTHa-
Ta/lbHbIA MEpUoS OH NepeKloYaeTcs TaknM 06pa3oM, YTO yrHeTaeTcs
CUHTE3 (PeTasbHOro reMornobuHa 1 HakanjuBaeTca remorsiobyH B3poc-
noro Tuna. Tem He MeHee MOJOGHbIE PErYNATOPHbLIE MEXaHWU3MbI 40 CUX
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nop He MOAYYWUIM YeTKOro onpegeneHus. Kpome Toro, He paspaboTaHsbl
TepaneBTUYECKNE METOAbl BO3AEWCTBMS, CMOCOGCTBYHOLLME MEPEK/Ye-
HMO Ha cuHTe3 HbF B mocTHaTanbHbIA nNepuod. Bo3MOXHOCTb 3TOr<yY
MOXET MNOBMeYb 3a COOO0M KOPEHHOW MepesioM B K/AWHUKE 60MbLUOi
TasacceMmMm U CeproBULHO-KNETOUYHON aHeMuu.

M3MeHeHNss remorsiobMHOB Npu naTosioruun. MoCcKobKy reMmorso-
OWHbI, cofepxkalive £-Lenu, B HOPME, BCTPEYAKOTCA /Wb HA CambIX
PaHHUX CTaauax BHYTPUYTPOOHOro pas3BUTUS, OHW MPeACTaBNAlOT B
OCHOBHOM TeopeTMYecKuid uMHTepec. Hebonbluve KoMMyecTBa remorso-
6uHa Tna Gower O6blN 06HAPYXKEHbI Y HECKONbKUX HOBOPOXAEHHbLIX C
Tpucommein 13—15. ToBbILLEHHbIA YPOBEHb remornobuHa  Portland
ObiN BbISBIEH B MYMOBWHHOW KPOBW Y MepPTBOPOXAEHHbIX MMafeHLEB,
romo3urotHelx no ff-tanaccemun.

Ha ypoBeHb (peTa/lbHbIX TUMOB remMOrf06MHOB BAUSET Lenblid psag,
(haKTOpOB. Y /1L, reTepo3nroTHbIX No /3-tanaccemuut (HOCUTENW FeHOB
[?-Tanaccemun), ypoBeHb HbF B nocTHaTasbHOM Mepuoje CHUDKaeTCs
mMegneHHo; y 50% 13 HUX B nocnefytowne neprogbl >KU3HU YPOBEHb
ero npesbiwaet 2%. [ns romo3uroTHon Tanaccemun (aHemus Kynu) B
Hacnegyemoin opmMe nepcucTMpytowero eTanbHOro remornobuHa
TUNWUYHBLI 60Mblume KonuyectBa HbF. Y 60/bHbIX C OCHOBHbLIMW BUAaMU
remorno6uHonatum ¢ nopaxexHmem /?-ueneii (HbSS, SC n ap.) ypoBeHb
€ro 06bl4HO MOBbILLEH, OCO6EHHO B AeTCTBE. W, HAKOHeL, OH MOXET
YMEPEHHO MOBbILIATLCA MPY MHOMMX 3ab0feBaHUsAX, COMPOBOX/AA0-
LUMXCA remaTo/IorM4yeckum CTPeccoM, Hanpumep npu reMoIMTUYECKUX U
annacTMYeckoli aHemusix W feiikose. CBA3aHO 3TO C Ma/lOYUCIEHHOW
nonynsiuneid 3puTPOLMTOB, COLEPXALUMX YBENIMUYEHHOE KONYECTBO
HbF, uTO MOXeT 6bITb NMPOLEMOHCTPUPOBAHO C MOMOLLLIO OKPacKW Mo
meTody, npeanoxeHHomy Kleihauer n Betke. Mpu cuHgpomax a-Tanac-
CEMUN MOTyT BCTpeuyaTbCs TeTpamepbl y- (YA wnu Hb Bart’s) nam /3-
ueneid (/24 nam HbH).

OueHb peako m3meHsieTcs ypoeeHb HbA2 (2,4—3,4%). BepxHss
rpaHmua Hopmbl (3,4%) npeBbllleHa Y GOMbLUMHCTBA HOCUTENEA reHa
[?-Tanaccemmm M BONbHbLIX MeranobnacTHOM aHemMuein BCneacTBue
HeAoCTaTOUYHOCTU BUTaMWHa BJ2 unn onuneBoit Kncnotel. CHMKaeTcs
ypoBeHb HbA2 npu xene3ogepuuUMTHON aHEMUM U a-TanacCEMUMN.

METABOJIN3M 3PUTPOLINTOB

KpacHble KneTku KOCTHOFO MO3ra, COAepXaliue sifpo, BbIMOMHSAKT
Lenblid psag MeTabonMyecknx (YHKLUWIA, BKOYAs aKTWMBHbIA CUHTE3
npotevHa. lMocne yTpaTbl fgpa KNeTka NpaKTUYecKn TepsieT cnocoob-
HOCTb K MeTabo/IMYecKoi aKTUBHOCTM, B TOM YMC/E K CUHTE3y 6e/KOB,
HO Mpuo6peTaeT CNOCOGHOCTb TPaHCMOPTUPOBATb KUcnopod. OpHako
3TO 06CTOATENLCTBO, C APYrOi CTOPOHbI, NPeAONpPeAeNseT v NPOAOMIKM-
TENbHOCTb XMU3HW 3PUTPOLLMTA, NOCKOMbKY OH YTpaynBaeT CNOCOGHOCTb
3aMeHsITb WM BOCCTaHaB/MBaTb CBOWM Ge/koBble PEPMEHTHI, UMEIOLLE
)KM3HEHHO BaXXHOE 3HayeHue. B 3penom apuTpouuTe cofepxutcs bonee
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40 hepMeHTOB. MHOIMe M3 HUX UrpatoT B KNETKEe HEeOLEHWMYIO posib, C
[pYroii CTOPOHbI, FEHETUYECKM 00YCNOBMEHHas HEJOCTaTOYHOCTb ApY-
rmx, TakKUX Kak Kartasiasa, He MpWMBOAMT K rmbenu sputpouuTa.

\ 3penbliii 3pUTPOLUT He NpefcTaBnseT coboii MeTaboNMYecKn MHePT-
Oyio kneTky. OH NULIEH MUTOXOHAPWIA, B CBS3U C YeM OTCYTCTBYHOT
BO3MOXHOCTW Ansa reHepaumn AT® nyTem OKUCAMTENbHOro ocdopu-
nuposaHusa B uukne Kpebca. KneTka yTUAM3UPYeT [/IOKO3Y W B
pe3ynbTaTe aHaspobHoro ravkonmsa (NyTb 3Amb6AeHa — Meiteproga)
NpoAyLUpyeTCca MOJSIOYHAsA KMCoTa; oKono 10% rnioKo3bl OKUCNSETCS C
MOMOLLBID MEeHTO30(ochaTHOrO LWyHTa. [ HOPManbHOW >KWU3Hedes-
TeNbHOCTW 3PUTPOLMTA HEOOXOAMMbI MO MeHbLUed Mepe NATb (HYHKLMWIA
monekyn AT®, BblpaboTaHHbIX B MpoLecce MeTabonM3Ma rtoKO3bl.

1. MNopfep>kaHe rpaguveHTa 3M1eKTPonnToB. OCHOBHbIM KaTuo-
HOM 3pUTPOLMTA CMYXXUT Kanuii, a B Nnasme — HaTpuid. MpoTuBoaeii-
CTBME MOCTOSIHHOW TEHAEHLUMW HATPUsS NMPOHMKHYTb B K/ETKY, a Kaius
NOKUHYTb ee MpU NOALAEP>KaHWU B HOPME MOHHOIO rpafMeHTa OCyLLecT-
BMISIETCS C MOMOLLbIO 3Hepro(AT®d)-3aBMCMMOro MembpaHHOro mexa-
HM3Ma, T. €. KaTMOHHOro Hacoca. MNpn HapyLLeHWsX 3TOro MexaHu3Ma B
3pUTPOLUTE HAKaMN/IMBAKOTCA HATPWA M BOAA, UTO COMPOBOXAAETCS €ro
HabyxaHWeM U B KOHEYHOM WuTOre remosimaom. Kpome TOro, sHeprus
YTUAN3NPYETCA KNETKOW AN NOAAepXaHWs B He KOHLEHTpauuM MOHOB
Ka/lbLUMA Ha HWU3KOM YPOBHE.

2. 3anyck sHepronpofykuuu. [ina Hayana peakuuun ramkonusa, B
npouecce KOTOPOW MpoMcxXoauT (hocqopuimpoBaHue rOKo3bl € npe-
BpalleHMeM ee B T/OK030-6-pocat, TpebytoTcs Monekynbl AT®.

3. MopaepXaHue KNEeTOYHOW MembpaHbl M (HOpMbl 3PUTPOLUTA.
[na  coxpaHeHWs CNOXHON (ocONMNULHON CTPYKTYpPbl MeMOpaHbI
apuTpoumTa TpebyeTcsa aHeprusa. CoxpaHeHue [BOSKOBOTHYTON (OpMbI
KNeTKK, MO-BUAVMOMY, TaKXXe 3aBUCUT OT 3HEPreTUYeCcKMX MpoLeccos.

4. Mopaep>kaHMe >Kene3a B remMe B BOCCTAHOB/IEHHOW (ABYXBa-
NEHTHOIA) opme. OKUCAWUTENbHbIE MOTEHLMaNbl BHYTPU 3pUTpOLUTa
MOFyT MPMBOAWTb K OKUCMEHWUIO >Xene3a remornobuHa. Copepxaiiui
TPEXBa/IeHTHOE Xefe30 METreMor/iobvH He BbIMO/HAET TPaHCMNOPTHON
(hyHKUMK (NepeHoc Kucnopoga). bonee Toro, B ciydvae, ecnm MepeKnUcu
N Opyrue OKUCNAKOLWME BellecTBa He WHAKTUBUPYIOTCH, MOXeT Mpo-
M30WTW AeHaTypauus W npeumnuTaums remornobuHa. Knetku, cogep-
Xallime AeHaTypUpPOBaHHbIA remMorfiobuH, ObICTPO YAaATCS M3 COCy-
AMCTOro pycna. 3awjuTa spuTpoLMTa OT BO3LEWCTBUA OKUCAUTENEN B
KOHeyHoM wuTtore 3aBucut oT NADPH n NADH. 3Tu coegnHeHus no-
CTOSIHHO PEereHepupyroTca B MPOLIECCe MIMKO/IM3a U NEHTO3HOMO LUYHTA.
Bo MHOMMX cny4vasix FeHeTMYecKn O0OYCNOBIEHHOW HefOCTaTOYHOCTY
(hepMeHTOB  [/IMKO/IMTUYECKOTO W MEHTO3HOrO nyTeli pa3BuBalOTCA
reMoNIMTUYECKUE COCTOSHWSA, MOCKO/IbKY OTCYTCTBYET 3Heprus, Heob-
X04UMass O/ BbIMOMHEHUS 3TUX XXWU3HEHHO BaXKHbIX (YHKLUIA.

5. MopgepXaHne BHYTPU K/ETKU YPOBHe opraHmyeckmx ¢oc-
(haToB, Takmx kak 2,3-gudocdornuuepat (2,3-4PI) n ATD. 31K
COefJMHEHNS B3aMMOLENCTBYIOT C reMOrsi06MHOM U BAWUSAIOT Ha CTeMeHb
CPOACTBa K KUCNOPOLY.



AHEMIN

AHeMMeil Ha3blBatOT COCTOSIHME, MPWM KOTOPOM YMEHbLLUAETCS 06bEM
3PUTPOLUTOB WM CHMKAETCS YPOBEHb FeMOrIobMHa Mo CPaBHEHMO a
HopMoi. B Tabn. 18-3 npuBefeHbl CpefHUE 3HAYeHWUs remoriobvHa u
remaTokputa U nx KonebaHusi y 340POBbIX AeTell pas3HbIX BO3PACTHbIX
rpynn. Pe3ynbTaTbl HefaBHO MPOBeLEHHbIX OBLUMPHBLIX 06CNefoBaHWiA
petckoro HaceneHus CLUA no3sons0T npegnonaratb 3aBUCKMMOCTb
YPOBHS FeMOrn06vHa OT NPUHAANEXHOCTN K TOW UM MHOA 3THWYECKOW
rpynne. Y AeTteil HErpOMAHON MOMNYNsALUMA OH B CPeAHER Ha 5 r/n HMxe,
YeM Yy [JeTeil eBpOMEeOMAHOM pacbl COOTBETCTBYHLIMX BO3pacTa WU
COLManbHO-3KOHOMMYECKOro  CcTaTyca. BO3MOXHO, 3TO  4acTWYHO
00BbACHAETCA OTHOCUTENbHO OONbLUEN YacTOTOM a-TanacceMmu U anu-
MEHTapHbIX aHeMWid y [eTeil HerpowfHol pachbl.

HecMOTpsi Ha TO UYTO YMEHbLUEHME KO/IMYECTBA LIMPKY/IUPYHOLLEro
remMor/iobrHa COMPOBOXAAETCSA CHIDKEHWEM KUCOPOAHECYLLEN cnoco6-
HOCTW KPOBM, (DM3MONOTMYECKME HapYLUEHWS OTMEYalTCs NWlb Moche
TOro, KakK ero ypoBeHb cTaHOBMTCS Hmxke 70—80 r/n, Korga noss-
nseTcs 6NneHOCTb KOXWU W CAUBUCTbIX 060104eK. K u3nmonornyecknm
NpPYCNOCOOUTE/bHBIM MEXaHM3MaM MpW aHEMUM OTHOCATCA TaXMKapaus,
YBENNYEHNE CEpAeYHOro BbIGpOCa, CMeLLeHMe KPUBOWA Aamccoumauum
(4To 06ycnoBnuBaeT 60MbLIYK AOCTYMHOCTb KUCIOpOda B TKaHW) W
MPUTOK KPOBM K XXM3HEHHO BaXKHbIM OpraHam W TKaHsim. [Mpy aHeMuu
WM TUMOKCUWM BHYTPWU 3pUTPOLMTA YBEINYMBAETCA KOHLEHTpaLus
2,3-0dI. B pesynbTate caBuraeTcs BnpaBo Kpusas guccoumauumn Kuc-
Nnopofa 3a CYeT CHWKEHWS CPOACTBa K HEMY reMor/iobuHa u yBeimuu-
BaeTCA KO/MYECTBO KWCMOPOAa, LOCTaBMsieMOe K TKaHAM. AHanoruu-
HblA CABUI KPUBOW AMCCOLMALMM NPOMCXOAWT Y YesioBEKa B YCMOBMSX
BbICOKOIOpbsi B pe3y/nbTaTe YMEHbLUEHNS KOHLEHTpaLMu KUCIopoga BO
BAbIXaeMOM BO3AyXe. [Mpn MeANeHHOM pa3BUTUM YMEPEHHO BbIPaXKEH-
HOM aHeMUW CUMMTOMATWKA WM OOBLEKTUBHbIE AaHHbIE KpaiiHe 6efHbl,
0fHAKO MO Mepe ee HapacTaHWs, He3aBUCUMO OT MPUYKHBI, B KOHEYHOM
nTore MOSBASIOTCA CNaboCTb, TaxWUMHO3, Ofbllika MpWU PU3NYECKON
Harpyske, TaxuKapgus, pacLUMpstOTCa Kamepbl Cepaua v pasBuBaeTcs
3aCTOHas cepfeyHas HefjocTaTOYHOCTb.

AHemusi mpefcTaBiseT cob60i He HO30/10MMYECKYHO efuHULY, a CBU-
[eTeNbCTBYET O fiexalleM B OCHOBe NaTonorMyeckom npouecce. B co-
OTBETCTBUM C YAOBHON (hM3NONOTNYECKOW (3PUTPOKMHETUYECKOI)
Knaccugukaumein aHemun y pAeTell MPUHATO MOApasfensTb Ha [Be
06LWMpHbIE Tpynnbl: 1) 06YyCNOBNAEHHbIE NaBHbLIM 06pa3OoM YMeHbLLe-
HMEM MPOAYKLMUM 3pUTPOLMTOB MM remornobuHa; 2) ceBsizaHHble C yCu-
NEHHbIM paspyLUeHVemM Wn mnoTepeil apuTpoumToB. [anee npusegeHa
Knaccuukaums aHeMuin y feTeil B COOTBETCTBUM C STUMU KPUTEPUSMU.
Kpome Toro, 4acto Mcnonb3yetcs Mopgonornyeckas knaccupmkawms,
B KOTOPOIi yUMTLIBAETCS CPeAHWiA 00beM spuTpoumTa. BbigenswoT aHe-
MUM MUKPO- (CpeaHuidi 06bem apuTpouuTa MeHee 75 1), Makpo- (cpeg-
HWiA 06bem apuTponmTa 6onee 100 1) MM HOPMOLMTaPHbIE (CpeaHMI
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KNACCUNOUKALWNA AHEMUN

AHeMuK, 06yCNoBMEHHbIE NPEVMYLLECTBEHHO He0CTaTOYHON NPOAYKLMER 3pUTPOLUTOB
W1 remorno6uHa /

YMeHbLUeHME Yucna MpefLIecTBEHHUKOB 3pUTPOLMTOB B KOCTHOM MO3re
M36upaTenbHoe HapyLueHMe 3puTponoasa (naplnanbHble KPaCHOKNETOUHbIE anaasum)
BpoxaeHHas napuuanbHas KpacHOKNeTOYHas anniasvs
MprobpeTeHHas nNapuUuanbHas KpacHOKMeTOYHas annasus (TpaH3WTOpHble 3piT-
pobnacToneHnn y [aetei)
HepoctaTtouHas npofyKuus 3pUMTPOLMTOB WM TFemMOorso6uHa, HEeCMOTpsi Ha TO, 4TO
Uncno MpejLecTBEHHUKOB 3pUTPOLMTOB OCTaeTcsl B Mpefenax HOPMbI

AHEMUS| NPU UHQEKLWK, BOCMAMTENbHOM MPOLIECCE W 3/10KAYECTBEHHBIX OMyX0MsX
AHEMUS MPU XPOHMYECKOM 3a60/eBaHUM MOYeK
BpOXEHHbIE AMCIPUTPOMNOITUYECKME aHEMUN

JednumntHble aHemmm

Merano6iacTHble aHemMuu
OeduunT (onneBoii KUCNOTbl NP HAapyLUEHWM ee BCacblBaHMs
LemuumnT, HapylleHue BCacbiBaHWS WKW TpaHcmopTa BuUTamuHa B,2
OpoToBas auuaypus

MWKpOLMTapHbIE aHeMUU
YKenesogepuumutHas
IMNoXpoMHas, nepeaatollascs no X-cuenneHHoMy TUMY 1 YyBCTBUTEbHAA K NUpK-
[DOKCUHY
OTpaB/ieHNe CBUHLIOM
BecCMMNTOMHOE HOCMTENbCTBO TEHa Tanaccemuut

FemonuTuyeckne aHemmu
BHYTpeHHWe aHOMa/uKk 3pUTPOLMTOB
CTpYKTYpHble AedeKTbl
HacneacTBeHHbI chepounTos
FeMoNUTUYECKMIA 3NANNTOLUTO3
MapoKcu3masibHass HOYHas FeMOrno6MHypus
MuponuKHOUMTO3
depmeHTaTUBHbIE AeeKTbl (HecqepounTapHble remMOMTUYECKME aHeMUK)
depMeHTbl TAMKOAMTUYECKOTO MyTW: MNUPYBaTKMHA3a, FEKCOKMHAa3a W ap.
depmeHTbl NeHTo30(ochaTHOro NyTW W [1yTaTMOHOBOFO KOMMIeKca
HapylueHns cuHTe3a remornobuHa
130n1MpoBaHHOe HapylleHue cuHTe3a remornobuHos $, C, D, E n T. g, wm couve-
TaHus nx
Tanaccemus
BHelwHWe (3KCTpauennonapHble) aHomanum
VIMMyHONOrnM4eckn 06YyCNOBNEHHbIE
MaccMBHO MpMOGpeTeHHble aHTuTena (remonuTuyeckas 601e3Hb HOBOPOXAEH-
HbIX)
M3oceHcnbunmsauma no Rh-thaktopy
V3oceHcnbunmuzayms no rpynnosbiM ¢aktopam A n B
Opyrvie Tunbl rpynn Kposu
AKTMBHOE (HOPMUPOBaAHME aHTUTEN
Mamonatuyeckas ayTOMMMYHHas reMonuMThyeckas aHemusi; 60Ne3Hb XONMOAOBbIX
arrniTUHNHOB
CumnTomaTmyeckme opmbl (KpacHasi BonYaHKa, fmmdoma)
VIHAyuvpoBaHme NneKapcTBEHHbIMW CpefcTBaMu
HevMMyHONOrnyeckne HapyLueHus
Tokcuyeckne (OpMbl, BbI3BaHHbIE NEKAPCTBEHHbLIMW NpenapaTamu, XuMuye-
CKVMMM BellecTBamm
VIH(beKumMmn (Manspus 1 Bbi3BaHHble KIOCTPUANAMM)

CM. TakKe aHeMuW B pasfeniax, MOCBALLEHHbIX MaHUMTOMNEHUU W ne|7||(03y



o6bem apuTpounTa 75—100 ). Beskuia pas, Korga pedb UAET O KAu-
HWYECKW BbIPOKEHHON aHeMuUKW, BO/bLLIOE 3HAYEHUE NPUOBpeTaOT onpe-
feneHne MoponorMm 3puTPOLMUTOB, POM HapyLUEHWS WX BbIpaboTku
Lnn paspylleHns B reHese aHeMMM U, eC/iM BO3MOXHO, BbISIBEHME
OCHOBHOI0 3TMOJ/IOMMYECKOro rMpoLiecca.

\

aHeMun, o6ycNOB/IEHHbIe HeageKBaTHOW MpoAyKLWeld 3IpUTPOLUTOB

dTa rpynna aHemuii pa3BMBAETCS B TeX ClyyasX, €Ci KOCTHbII
MO3F OKa3blBaeTCs HECmoCOo6HbIM BblpaGaTbiBaTb [JOCTATOYHOE KOMM-
YEeCTBO HOBbIX 3PUTPOLMTOB A/ BOCMOMHEHUS YAANEHHbIX W3 CUCTEMbI
KpoBOOGpaLLeHns. Tpy 3TOM MOXET HECKONbKO YMEHbLUUTLCA MPOLON-
XKNUTENbHOCTb WX XXU3HW, O4HAKO MpW afeKBaTHOM FeMorosse 3To OKa-
3bIBAETCS HEeAOCTAaTOUYHbIM A/t TOT0, YTOObI pasBMiack aHeMus. B 60/b-
LUMHCTBE C/ly4YaeB OMpPefenseTcs Manoe YWCI0 PETUKY/IOLUTOB.

AHemua [aiimoHOa — bnekdeHa (HacneAcTBEHHas aHeEMUS
C uM3bupatenbHbIM HapyLleHVeM 3pUTPONo3sa,
HacneAcTBeHHas napumanbHas KpacHOK/IeToYHas arnnasus)

3T0 peAKo BCTpeyvaroLleecs COCTOAHME 06bIYHO MPOABNSETCA B paH-
Hem feTCKoM Bo3pacTe. K Hambonee TUNUYHLIM AMarHOCTUYECKUM Mpu-
3HaKaMm OTHOCUTCA HeAOCTAaTOYHOCTb MPeALEeCcTBEHHUKOB 3pUTPOLUTOB
B KOCTHOM MO3re, KNeTOYHbI COCTaB KOTOPOro BO BCEX APYrnX OTHO-
LUEHMAX He W3MEeHseTCs.

3Tuonorusa. B HEKOTOPbLIX Cly4vasx CeMeiiHblii XxapakTep 3aboneBa-
HUA NO3BONAET Mpeanosiaratb ero reHeTUYEeCKyto OCHOBY. MYXUMHbI U
XKEHLMHbI 3a60/1€BalOT OAMHAKOBO YaCTO. Y HEKOTOpbIX feTeil 6biio
BbISIBMIEHO HapylleHue meTabonusma TpuntoaHa. B otanuve ot apy-
rmx popm rumnonnacTUYeCKon aHeMUn B 3PUTPOLUTAX BOMbHBIX YBEN-
YeHa aKTMBHOCTb afeHO3UHAeamuHasbl. K MOCTOAHHbLIM NpPU3HaKam
3a60neBaHNA OTHOCUTCA YMEHbLUEHWe 4Yucfia 3PUTPOUAHBIX, 06pasyto-
Wux KonoHuun, egmHuy, (3KOE) n sputpoufHbIX 6ypcTobpasytoLmx
efgvHuY, (9BOE) B KOCTHOM MO3re. B CbIBOPOTKE M MOYe MOBbILLIAETCS
YPOBEHb 3pPUTPOMO3TUHA.

KnuHuyeckue nposisneHns. [laxke B nepsble fHU NOCNE POXAEHUS Y
MOMIOBUHBLI  6OMbHLIX [eTeli obpallaeT Ha cebsi BHMMaHWe 6/1eAHOCTb
KOXHbIX MOKPOBOB, OJHaKO BO BHYTPUYTPOGHOM MNepuofe remoroas y
HUX, KaK NpaBuno, ajekBaTeH. BblpaeHHas aHeMusi CTaHOBUTCH OuYe-
BUAHOW 00bIYHO K BO3pacTy 2—6 Mec, MHOrAa HecKONbKO nosaHee. bes
NpoBeAeHUs 3aMeCTUTENbHbLIX TPaHCY3Wil OHa MporpeccupyeT Br/IOTb
[o pa3BuTus cepfeqyHol HefoOCTAaTOUHOCTM W CMepTu 60MbHOro. NepBo-
HayafbHO pa3Mepbl MEYeHW W CeNe3eHKU He yBenuuuBaloTcs. B Lenom
psfe CnyyaB aHemusi C M36upaTesibHbIM HapyLUeHWeM 3pUTPOono3sa
coyeTanachb C BPOXJEHHbIMW aHOMa/IMsMK, B TOM 4uc/e ¢ TpexdanaH-
roBbiM | nasbLeM Ha pykax. Y HEKOTOPbIX 6OMbHbIX OTMevancs (eHo-
TMN cuHgpoma TepHepa, OAHAaKO KapuoTun Obil He W3MEHEH.
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[JaHHble NabopaToOpHbIX WCCNef0BaHUA. JpUTPOLMUTLI  HOPMO-
XPOMHbI M MakpoumuTapHbl. Mo pe3ynbTataM MUCCNefoBaHNA UX hepMeH-
TOB BbISIB/IAOT OHbIE MOMYNAUMW. YPOBeHb TEMOrno6vHa MOBbILLEH,
npu AAWTENbHOM TeyeHWW 3ab0NeBaHUA Ha 3pUTPOLUTAX O6HapyXu-
BalOT ()eTaNbHbI/i MeMOpaHHbIA aHTUreH i. BHayane MOryT oTmMeyaTtbCs
TPOMOOUMTO3 1 B OTAENbHbIX CAy4vasx HeTponeHus. K Hanbonee Bax-
HbIM XapaKTepuCTUKaM OTHOCUTCA OTCYTCTBME MPWU3HAKOB 3pPUTPOMO-
3TUYECKON aKTUBHOCTU B KPOBU U KOCTHOM MO3re, HECMOTPS Ha BbICO-
KU ypoBeHb 3pUTPONO3TUHA. [axe Npu TsXKeNo MNpoTeKaroLlein aHe-
MUM YACNO PETUKYNOLMUTOB YMEHbLUEHO. YuCno npeaLlecTBEHHUKOB 3pu-
TPOUWTOB B KOCTHOM MO3re TakXXe OYeHb HEBe/UKO, NeliKoapuTpobna-
CTMYecKoe cooTHoweHue coctasnser 10—200: 1 B HeKoTOpbIX Cryyasax
MOryT 6biTb O6Hapy)XeHbl ManO4YUC/eHHbIE NMPOHOPMO6MACTbI, Of4HAaKO
6onee 3pesible ()OpPMbl He BCTpeyatoTCsA. [pyrue KneTouHble 3/1EMEHTbI
KOCTHOr0 MO3ra He OT/MYAlOTCA OT HOPMbIl. YPOBEHb XKenesa B CbIBO-
POTKe MOBbILLEH, €€ YKeNe30CBA3bIBaoLLAaa CNOCOOHOCTL CHMKEHA. Mpo-
[LOMKUTENIBHOCTb YKU3HW 3PUTPOLUTOB He M3MEHSEeTCA. B KynbType Kie-
TOK KOCTHOrO MO3ra BbISBNAIOT 3aMeTHOe yMeHblueHue uncna SKOE un
OBOE. B Heb60MblIOM 4ucne cny4vaeB npeagapuTenbHas WHKyb6aums
KMETOK KOCTHOr0 Mo3ra C aHTuTenamu K T-KjneTkaMm COnpoBOXfanach
in vitro Hopmanu3auuelt npouecca CO3peBaHWUs 3PUTPOLMTOB.

OuhdepeHumanbHbIA  AMarHo3. BpoxaeHHble r1nonnacTuyeckue
aHeMuu cnepyeT gudpepeHLMpoBaTb OT APYrMX BWAOB aHeMMWid, npu
KOTOpPbIX B MEPU(EPUYECKON KPOBM YMEHbLLLAETCH YUCNIO PETUKYNOLU-
TOB. AHeMWs B MEepPUOf BbI3LOPOB/IEHNS MOCNEe FEMONUTUYECKON
60/1e3HN HOBOPOX/EHHbIX MHOMAA MOXET COYeTaTbCs C 3aMETHbIM CHU-
YXEHUEM WMHTEHCUBHOCTM 3puTpono3s3a. OHa pa3peLlaeTcs CrOHTaHHO B
Bo3pacTe 5—8 Hef, TOrf4a Kak BPOXAEHHas rMnonnacTuyeckas aHemMus
B 9TOM BO3pacTe 06bIYHO €Lle He BbISBASETCH. ANNACTUYECKUE KPU3bl,
XapaKTepn3yemble PETUKYNOUMTONEHMENR N YMEHbLUEHWEM YMCia Mpea-
LLIECTBEHHUKOB 3PUTPOLMTOB, MOTYT OC/IOXHATb pasHble TUMbl reMonn-
TYeckoli 60ne3Hu. oAo6Hble 3MM304bl TPaH3UTOPHbLI, KPOME TOro,
00bI4HO BbISBAAIOTCA MPWU3HAKM MpPeALUecTBYIOLW el FeMONTUYECKON
6onesHn. CornacHo NocnefHWM AaHHbIM, 3T KPU3bl CBA3aHbl C BUPYC-
HOW WHdpeKkumein (NapBoOBUPYChI).

CUHAPOM TPaH3UTOPHOW 3pUTPO6NACTONEHUN MOXET ObiTb OTAMM-
(hepeHUMpoBaH OT cuHapoma [alimoHfa — brekdeHa no ero passuTuio
B OTHOCUTE/IbHO MO3AHWIA MEepuos U GUOXMMUYECKUM XapaKTepucTUKam
LMPKYNUPYIOLWMX 3PUTPOLMTOB.

MporHo3. Ecnv npu neyeHUM KOPTUKOCTepouamMn pPeMUCCUS He
HacTynaeT, BbDKMBaHME OOMbHbIX 3aBUCUT OT remoTpaHcysuii. Pebe-
HOK CTaplLeil BO3pacTHOW rpynmbl MOXET nepeHecT Yyxe 100 remo-
TpaHCy3uin unu 6onee, B pe3ynbTaTe Yero y Hero HemsBexxHo pas-
BUBaeTCH remocuiepo3. [leyeHb W cefe3eHKa YBENMYMBAKOTCH B
pasmepax, MOXEeT pa3BUTbCA BTOPWYHLIA TMNEPCNeHU3M B CcOue-
TaHUN C NeliKo- 1 TpombouuToneHven. OObIMHO HacTymnaeT 3afepXka
pocTa, OTCYTCTBYIOT MpPU3HaKM MNOMOBOrO CO3peBaHMsA. Yacto npu-
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coefuHseTca  06YC/OBMEHHbIA  FeMOCUAEPO30M  CaxapHblii  Avaber.

bosbHble yMUpatoT 06bIMHO BO BTOPOM 10-1eTuM XU3HWU. B Tepmu-
Ha/lbHOM Mepuofe, Kak MnpasBuio, pa3BMBaeTCA 3acTOWHas cepaedHast
HeOoCTaTOYHOCTb.

NeyeHune. TAXeno60/1bHOMY He06X0AMMO NPOU3BOAUTL FEMOTPAHC-
thy3un. KopTukocTepougbl 3PPEKTUBHbLI NPU paHHEM Hauase feveHus;
MEXaHU3M UX [LeCTBMS B 3TOM C/lyyae OCTAeTCA HeBbIACHEHHbIM. BHa-
yasie Ha3Ha4valT OTHOCUTE/IbHO 60/blune A03bl (2—4 MI/Kr) npefHn30-
NOHa WU 3KBUBANIEHTHbIE [03bl APYruX KOPTUKOCTepomzos. Yepes
1—3 Hep nocne Hayana fleyeHUss B KOCTHOM MO3re MosiBNATCA Mpej-
LUECTBEHHNKN 3pMTPOLMTOB, a B MEpU(epuyecKoin KpoBM OTMevatoT
KPaTKOBPEMEHHbIA PeTUKYNOLMTO3. YPOBEHb FeMOrN106MHA MOXET HOp-
Manun3oBaTbCA yepes 4—6 Hef. B panbHeillemM MOXHO MOCTEMEHHO
CHWXaTb 03y KopTMKocTepompia, nofobpaB HauMMeHbLUYH 3P(heKTUB-
Hyt0. YacTo OHa MOXET OKa3aTbCA OYeHb HW3KOW: Hanpumep, MpeaHu-
30/10H B fj03e 2,5 MI/CYT 1 MeHee He BbI3blBaeT NOBOYHbLIX 3N(PEKTOB U
3amefneHns pocta. Kpome TOro, 3(()eKTUBHbIMW MOryT OKa3aTbCA
PEXUMbI IeYEHUS KOPTMKOCTEPOUZAMU Yepe3 [eHb WU Kypcamu Mo
3—4 pHs B TeueHMe Kaxkgol Hegenw. lMepuogmyeckn neveHve cnefyet
NpekpawaTtb C Lenbio BbISBIEHWUSA 3aBUCUMOCTU pebeHKa OT CcTepouf-
HbIX npenapaToB. CBA3aHO 3TO C TEM, YTO BO MHOIMMX CAyyasax [eTu
«repepacTalT» 3Ty 3aBUCUMOCTb U YPOBEHb FeMOrnobuHa y HUX nog-
fepXuBaetcs B npegenax HOPMbI.

Y 10—15% 60/bHbIX NevyeHne KOPTUKOCTepOMAaMu He COMpPOBOXK-
faetca athheKTOM, B CBA3M C YeM [N MOLAEPXKAHUSA >KU3HWU pebeHKa
HeobXoaMMbl reMoTpaHcy3un ¢ uHTepBaiamu B 4—8 Hepd. [Opyrue
BUAbl JIEYEeHUs, B TOM 4ucne MnpenapaTamul, COAepXalLuMmu >eneso,
KO6anbT, a TakXXe TecTOCTepOH, Heath(eKTMBHbI. [aHHble 06 3adek-
TUBHOCTM UMMYHOZEMNPECCUBHBLIX MpenapaToB TPeGyrT MPOBEPKM,
OfHaKO WX MOXHO pPEKOMEHA0BaTb B pepakTepHbIX CcAy4vasx npu
M3MEHEHHON (YHKUMM T-KneTok. CnieHIKTOMMUA O0ObIYHO He OKasbl-
BaeT 1e4yebHOro JeicTBuUsA, OLHAKO MOXET CMoco6CTBOBaTb YMeEHbLLe-
HUIO umMcna HeOoBXOAMMbIX TFeMOTpaHChy3uidi Npu rUNepcrieHn3Me u
N30UMMYHM3aLMKN. TOCKOMbKY B OTAENbHbIX CYYasX MOXET HACTYMUTb
CMOHTaHHaa peMuccus, cnefyeT rno BO3MOXHOCTY NOALEPXKMBATb XU3Hb
60NbHBIX, pedpakTepHbIX K KOPTUKOCTepOMUAam, C MOMOLLLIO remoT-
paHcy3uid, MCMONb3ys MNPEANOYTUTE/ILHO CBEXYH 3PUTPOLUTHYHO
maccy. MpumeHeHVe KOMMNIEKCOO6PasyoLWNX CPeLCcTB C Lenbio CTUMY-
NMPOBaThb IKCTPaKLMIO M3BLITKOB Xefe3a 06CyX4aeTcs B rnase, NOCBA-
LLeHHON 60MbLIOIA TanacceMmmn. SPeKTUBHOCTb MepecafkM KOCTHOMO
Mo3ra noka He MNOATBEPXAeHa.

Mpro6peTeHHas napuuasbHas KpacHOK/IETOYHas annasuws

Coobuaetcs 0 Uenom psae GpopM NPUMOGPETEHHOI aHeMWM, COMpPo-
BOXAAMOLLENACS PETUKY/OUMTONEHNE W YMEHbLUEHWEM KO/IMYecTBa
NpejLwecTBEHHNKOB 3pUTPOLMTOB B KOCTHOM Mo3re. [puumHa 60/b-
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LUMHCTBA M3 HMX OCTAETCA HEBbIACHEHHOW. B HEKOTOpbIX Cny4yasx y
B3pOCNbIX 6O0MbHBLIX YAaBanoCh AOCTUUbL PEMUCCUMM MOCAe yAaneHus
OnMyXonun BWIOYKOBOW >Kenesbl. VMeeTca coobOLleHME O pebeHke, Yy
KOTOPOro 3TOT BWJ aHEMWUM CBA3aH C TUMOMOR. B gpyrux cnydasx B
nnasme OblM OOHApYXXeHbl aHTWUTENa, YrHeTawolne 3PUTPONOSTUMH,
aHTMTena K spuTpobaacTaM M MHIMBUTOPbI CUHTE3a reMa. BbisBneHue y
HEKOTOpPbIX B3POC/bIX /UL, KOMMIEMEHT3aBUCUMbIX aHTUTEN, LUTOTOK-
CUYHBIX ANS 3pUTPO6IACTOB, HATONKHYNO HAa MbICb O MPOBEAEHUM
MMMYHOZENPEecCcMBHOM Tepanun. MNpu NPUOBPETEHHBIX aHEMUSX C U36K-
paTe/lbHbIM HapyLleHWeM 3pUTPON033a OTMevaeTCs MNOMoXKMTeNlbHas
peakuus 60/1bHOM0 Ha KOPTUKOCTEPOUHbIE MpenapaTtbl. B CBA3W ¢ aTuM
npy ee XPOHUYECKOM TeYeHWUU criefyeT NpPoBecTU NPO6HLIA Kypc neye-
HWA KopTukocTepougamu. Mpu nMx HeahPeKTMBHOCTM MokKasaH Npob-
HbIi KYpC NeYeHUs MMMYHOZLEMPECcCMBHbIMU cpeacTBaMu (LMKNoMoc-
thaH WM asaTuonpuH).

JleBOMULETUH B 60MbLINX J03aX YrHeTaeT 3puTponoas. /3 obpatu-
MbIX (hapMaKonormyecknx 3gdeKToB MpenapaTa cnegyer OTMETUTb
PETUKY/OLUUTOMEHNIO,  SPUTPOMAHYH  TUNEPNAa3vio UM NOsIB/IEHME
BaKyO/M3MPOBaHHbLIX MPOHOPMO6/IACTOB B KOCTHOM MO3re.

3nn3oabl OCTPOW HeLOCTaTOMHOCTM 3PUTPONO033a MOTYT COMPOBOX-
[aTb Uenbll psf BUPYCHbIX WHMeKUWiA. TMpyu 3TOM 3aMETHO YMeHb-
LLAeTCA KOMMYECTBO LUPKYNUPYHOLWUX peTuKynountos (MeHee 0,1%) u
MOBbLILIAETCA YPOBEHb >Kefe3a B CbIBOPOTKe. B acnupaTe KOCTHOro
MO3ra YMEHbLUEHO YMCN0 NPeALleCTBEHHWKOB 3PUTPOLMTOB. JTW 3nu-
304bl  KyNuWpylTCS CMOHTaHHO, MPOAO/MKAKTCA O0ObIYHO B TeueHue
10—14 pHelr M He OCTaBNAKT KaKMX-TMO0 NOCNEeACTBUIA Y AeTeli C
HEU3MEHEHHOW MPOAOMKNTENbHOCTLIO XXM3HWU 3puTpoumnToB. C Apyroi
CTOPOHbI, MPU YKOPOYEHHON MPOLO/MKUTENILHOCTUA WX XXU3HU Y 60/b-
HOFO MOXET Pa3BUTbCA BbIPAKEHHAA aHEMUS; 3TOT MEXaHW3M JIEXMUT B
OCHOBe TaK Ha3blBaeMbIX anjaacTUYECKUX KPWU30B MpW HEKOTOPbIX FeMo-
NNTUYECKNX aHEMUSIX.

TpaH3WTOpHas 3puUTPO6IacTONeHUs AEeTCKOro Bo3pacTa

Bce 6o/bliee BHMMaHWe npuBekaeT K cebe cBoeobpasHbIii
CUHLPOM, OT/IMYAOLLMACA CaMOOrPaHWYEHHOCTLI) TEUEHUS U TSHKENoin
apereHepaTopHoOl aHemuein. Y 3[0pOBbIX paHee [feTeli B BO3pacTe
6 Mec —5 NneT MeANeHHO pa3BMBAETCA aHeMusi, COMPOBOXAAroLLAsACs
PETMKYNOLUTOMEHNEN 1 YMEHbLUEHUEM KOMMYECTBa NpeALIeCTBEHHUKOB
3pUTPOLUTOB B KOCTHOM MO3re. YPOBEHb >Xefe3a B CbIBOPOTKE U ee
)Kene3ocBA3bIBatOLLas CNOCOBHOCTb CHMXKEHbI. YpoBeHb HbF HaxoamTcs
B Mpejenax HOpMbl; MO ()epMEHTATMBHLIM XapaKTepUCTMKaM 3pUTPO-
LMTbl MOXHO OTHECTM K cTapetouleid monynsuum. COS He M3MeHseTcs,
aKTMBHOCTb afleHO3MHAeaM1Ha3bl He yBeNMumBaeTcsl. Pe3ynbTaTbl U3y-
UEHMS KNETOUHbIX Ky/MbTyp KOCTHOrO MO3ra Mo3BOAAIOT Mpegrnofnaratb
B OCHOBe 3a60/1eBaHVA Lenblii psg NaToreHeTUYeCKUX MeXaHM3MOB: B
HEKOTOPbIX CAy4asx — NPUCYTCTBME B CbIBOPOTKE WMHIMOUTOpa 3puT-
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POVAHbLIX CTBOMIOBLIX K/ETOK, B APYrMX — aHOManuu nocnefHux, Bbipa-
Karowmecst 6o B UX YMCNEHHOCTU, NMBO B CMOCOBGHOCTM K peakumm Ha
3pUTPOMNO3TMH. BO3MOXHO, 4TO 3TO ayTOMMMYyHHOe 3abosieBaHue C
NOpPaXeHWEM MEPBUYHbLIX 3PUTPOMAHBLIX NPeALleCTBEHHWKOB, a He 3pe-
NbIX 3pUTPOLUTOB. Y BONLHOIO MOXET HAcTYNUTb CNOHTaHHAaa pPemMuc-
cus; OTCYTCTBYeT HeobX0AMMOCTb B fIEUEHWMM KOpTuKocTepougamu. [o
HaCTYM/IEHNs1 BbI3AOPOBAEHUA MOTYT MOTPeboBaTLCA reMoTpaHchy3nn.

AHEMUW NPU  XPOHUYECKMX UHGEKLMSX,
BOCMa/IMTeNbHbIX Mpoleccax M GOMe3HAX Moyek

AHEMMA OCMIOXKHSAET LEMbliA pag XPOHWYECKUX CUCTEMHbIX 3ab0neBa-
HWIA, CBA3AHHbLIX C UH(EKLUUAMU, BOCMA/IEHUEM WX pacnafoM TKaHelw.
B KkauyecTBe MpMMepoB crefyeT MPUBECTU XPOHWUYECKME THOWHbIE
MH(EKLUM, Hanpyumep OGPOHXO3KTa3nMK U OCTEOMUENUT, XPOHUYECKME
BOCMa/MTE/bHbIE MPOLECChl, HanpuMep PeBMaTu3M, PEBMATOWUAHbINA
apTpPUT U A3BEHHbI KOMMT, a Takxke Mporpeccupyrowme 6051e3Hmn
noyek. HecmoTpsa Ha pasnmume MexaHW3MOB, /IEXALMX B OCHOBE 3TUX
3ab0/eBaHNiA, MPU HWX BECbMa CXOAHbI 3PUTPOKMHETUYECKME aHOMa-
nun.  TIpoJOMKNUTENIbHOCTL XKU3HWM  3PUTPOLUTOB COKpaLlaeTcs yme-
PEHHO, YTO OTpaXKaeT YCUIEHHOE WX paspylueHue B pesy/bTaTe runep-
aKTVBHOCTW PETUKYNO3HAO0TEIMANbHON cucTeMbl. OAHAKO YCW/EHHBIIA
reMosiM3 WMMEeT MeHbLUee 3HauyeHWe, YeM OTHOCUTE/IbHas apeakTuB-
HOCTb KOCTHOFO MO3ra, YTO B CBOK) Quepefb OTPaXaeT CHIDKEHWE ero
aKTVBHOCTU W HEafleKBATHYH) MO OTHOLLEHMWIO K CTEMEHW aHEMUW Bblpa-
60TKy 3puTpOMo3TUHA. bonee TOro, HapywaeTcsd MeTabonm3M xenesa,
B TOM 4uC/e ero BbICBOGOXEHME M3 TKaHel B nnasmy. HakonneHue
MPU  MOYEYHON HeAOCTAaTOYHOCTY TOKCUYECKMX  HeAUann3npyeMblxX
BELLECTB B KPOBM MOXET HEMoCPeACTBEHHO YrHeTaTb 3pUTPOMO33.

KnuHnyeckme nposiseHvs. CHUMNTOMAaTUKa, HEMOCPeLCTBEHHO
CBAI3aHHAasA C YMEPEHHO BbIPXXEHHON aHeMWeR, Mpu 3TOM COCTOSHWK
BecbMa 6efHa; OHa 00yC/0B/IeHa OCHOBHBLIM MaTOIOrMYECKUM MPOLLECCOM.

[aHHble nabopaTopHbIX WCCNefoBaHU. YpoBeHb remorniobuHa
06bI4HO cocTaBnfgeT 60—90 r/n. [ponopunMoHa/ibHOe YMEeHbLUEHWE
ynmcna 3pUTPOLMUTOB, CHUXKEHWE YPOBHSA reMorsiobuHa v remaTokputa
NPUBOAAT K pPasBUTUIO HOPMOXPOMHOM W HOPMOLMUTapHOW aHeMuu.
WN3pegka MoryT 6biTb €/1a060 BbIPaXXEHblI FUMOXPOMUA U MUKPOLMTO3.
YUncno peTuKynouMTOB HaxOAMTCS B MpeAenax HOPMbl UM YMEHbLUEHO,
NefKoUWTO3 BCTPEYaeTCs 4acTo. YPOBEHb CBOOGOAHOrO 3pUTPO-
umMTapHoro npotonopgupmnHa (C3I) HeCKoNbKo MoBbleH (6onee
350 MKr/n), a >Xenesa B CbIBOPOTKE HM3KMiA (B cpegHem 300 MKr/n); ¢
[Jpyroli CTOPOHbI, MPU 3TUX COCTOAHMSAX OTCYTCTBYET Habnogaemoe npu
Xene3oaeuuUNTHON aHeMMM MOBbILLEHME XeNe30CBA3bIBaOLWEN Cho-
COOHOCTM CbIBOPOTKU. B cpeaHem oHa cocTaBnsieT 200 mMrk/mna, a npo-
LIEHT HaCbILLEHNS HU3KWIA. YPOBEHb XKefe3a B CbIBOPOTKE U XKene30CBs-
3bIBAlOLLMIA NPOTEMH OTHOCATCA K MOCTOSIHHBIM U AUArHOCTUYECKM
3HauYMbIM MpM3HaKam. B CbIBOPOTKE 4acTO MOBLILIAETCS YPOBeHb (hep-
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pUTMHA. K/ETOYHbIA CcOCTaB KOCTHOFO Mo3ra He W3MeHeH, npepLle-
CTBEHHVKMN 3pUTPOLMTOB MNPUCYTCTBYIOT B afieKBaTHbIX KOMMYECTBaXx,
Mpn 3TOM MOXET OTMeYaTbCsl rpaHynouuTapHas runepnnasus. B KocT-
HOM MO3re MOXET ObITb YBEIMYEHO KONMYECTBO reMocuiepuHa.

Hepegko AmarHocTuka feduuyuta dkenesa y 60/bHbIX C BOCMAu-
Te/IbHbIM MPOLIECCOM 3aTPyAHEHa: YPOBEHb (heppPUTUHA, KOTOPbIA Cum-
TaeTCs HOPMa/bHbIM ANt 6ONLHOFO C aHEMMEN, MPaBOMOYHO paccmart-
puBaTb Kak OTHOCUTENbHO HU3KWIA Yy GONBHOTO C BOCMAINTENbHbIM
npoueccoM. [ns NoATBEPXKAEHUS AeuUumUTa dKenesa MOXHO MPOBECTM
MPO6HOE /NeyeHMe ero npenapaTamu.

JleyeHune 1 NporHo3. MockonbKy 3Ta rpynna aHeMuUil BTOPMYHA MO
OTHOLLEHMIO K PYrVIM MaTOMOrMYeCcKUM MpoLieccaMm, Ans Hee He Xapak-
TepHa peakuus Ha feyeHMe npenapaTamy enesa TOMbKO MpU OTCYT-
CTBUW COMYTCTBYIOLLETO YKENe304e(PUUNTHOrO COCTOSHMSA. emMoTpaHc-
(hy3nn NPUBOAAT MWL K BPEMEHHOMY MOBbILLEHWIO YPOBHSI FeMOr/o-
OMHa, B CBA3M C YeM MOKa3aHMs K WX MPOBEAEHUIO MOSBASIOTCA Peako.
Ecnm ypaeTcs cnpaBUTbCA C OCHOBHBIM CUCTEMHbIM 3a60/1€BaHUEM,
aHeMus  KOPpPUrMpyeTcsl CMOHTaHHO.

BpoXKAeHHble AM33pPUTPONO3TUYECKME aHEMUM

Mpn 3TUX PEeLecCMBHO HacnefyeMbiX HOPMO- WM MaKpOLMTapHbIX
aHeMusxX B MNPeALIecTBEHHWKAX 3PUTPOLMTOB MOSBAAIOTCA MHOXe-
CTBEHHblE AApa WM aHOMa/lbHO pacrpefensercs XpomaTuH. PasnuyaioT
yeTbipe TWHa aHemuil. VX NpusHaKu 3HaYMTENbHO BapbUPYHT WK e
OQVH ¥ TOT Ke MPU3HaK BCTPEYaeTCs MpU pasHbIX TWnax aHemuii. Mpu
Tune | (okono 15% cny4aeB) spuTpobnacTbl, cofepkaliue Mo fAga
f4pa, OTMYaloTCs MerasiobnacTHoint mopdonorueit, Tun 1l (6onee 60%
Cly4aeB) XapaKTepu3yeTcsi MHOrOfAepHbIMU 3puTpobnactaMn 1 nosno-
XWTENIbHbIM TECTOM X3Ma, T. €. MOBbILUEHHOW KUCAOTHOCTbIO CbIBO-
poTKW. OfHAKO 3TO BbIABNSETCA NUWb MPU [06aBNeHUN HEBONLLIOrOo
KO/IMYECTBa CbIBOPOTKM 3[0POBOr0 YesoBeka. 3pUTPOLMUTLI NpU 3TOM
TUME WHTEHCUBHO arrflOTUHMPYIOTCA aHTK-i aHTuTenamu. O6a Tuna
HacnegytoTca, No-euAMMOMY, Kak ayTOCOMHble npusHaku. MMpu Tune 1l
(okono 15% cny4vaeB) nNPeALECTBEHHUKA 3PUTPOLMTOB B KOCTHOM
MO3re  MHOFOSiA€PHbl WM OT/IMYAKOTCA  FUraHTCKUMU  pasmepamu.
BeposATHO, 3TOT TWM HAacnefyeTcs Kak ayTOCOMHO-AOMUHaHTHbIA npu-
3Hak. Tun IV BcTpeyaeTca pefko. o mopdonornyecknm xapakrepuc-
TUKaM OH CXOAeH c Tunom Il, ogHaKo Mpu HemM OTCYTCTBYKOT COOTBET-
CTBYIOLLME Ceponornmyeckne u3MeHeHus. Bo Bcex cnyyasax aHemus
BblpaXeHa B pasHOW cTemeHW (MHOTZa TOMbLKO Y B3POCALIX), 3PUTPO-
No33 Hea((eKTUBEH W HapylleHbl MNPOLECChl YTUAM3aUUN HKenesa.
UacTo BbISBAAIOTCA Hecneuumyeckmne NPU3Hakym XPOHUYECKOro remo-
Nnn3a, Hanpumep nNpexojallas XenTyxa, >XenyHoKaMeHHas 60/e3Hb U
cnneHomeranus. fledyeHve orpaHM4YMBaeTCca reMoTpaHcysmamn. bosb-
HbIM C BbIP@KEHHbIMW NPU3HAKaMU aHeMUK, HY>KAAKOLLMMCS B MOCTOSH-
HbIX FeMOTpPaHCRY3nsX, PEKOMEHAYETCA CMIEHIKTOMUS.
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(hmsnonornyeckass aHemust y [eTeil rpygHoro BospacTa

Y 300pOBOro HOBOPOX[JEHHOrO YpOBEHb remornobuvHa U remarto-
KpUT 60fiee BLICOKME, YeM Yy [eTeli CTapLlero Bo3pacTa W'y B3pOC/bIX.
Yxe Ha |-/ Hefgene XKW3HW OH HauMHAeT MPOFPECCUBHO CHUDKATLCH, YTO
Npoo/KaeTca B TedeHWe NPUGAM3NTENbHO 6—8 Hed. 3TO CHUXKEHMe
paccMaTpuBatoT KakK (DM3MOSIOTMYECKYIO aHEMUIO TPYAHbIX [JeTeil.
OfHaKo TepPMUH 3aK/toyaeT B cebe NPOTMBOPEUMSs, TaK KakK camblid HU3-
KW YpOBEHb remornobuHa y [AOHOLEHHOro pebeHKa pefko OblBaeT
meHee 90 r/n.

B natoreHese 3TOro COCTOSHWSA 3afeiCTBOBAH UMbl psif hakTo-
poB. Bo-nepBblX, C Ha4yaslOM CaMOCTOATENbHOrO [bIXaHUS HaCbILLeHue
apTepuanbHO KPOBWM KWCNOPOAOM YyBenmumBaetcsi ¢ 45 Ao 95% wu
pes3ko npekpawaetcs 3puTponoa3. OLHOBPEMEHHO YPOBEHb 3pPUTPO-
MO3TWHA, BbLICOKWUI Yy MNOAAa, CHUXAETCA O HeonpeaenseMoro. YKopo-
YeHHas NPOJO/MKUTENBHOCTb XMU3HW 3pUTPOLMTOB NIoja Takxke cro-
co6CTBYET pa3BUTUIO (IM3MONOrMYEcKoin aHemuun. Bonee Toro, 3Hauum-
TeNbHOE YyBe/MYeHMe obuiero ob6bemMa KpOBM, COMPOBOXAaroLLee
ObICTPOE YBE/NMYEHMEe MacChbl Tefla B MepBble 3 MEC >XWU3HW, COo3fjaeT
CUTYyauuio, KOTOPYH 06pa3HO Has3Baiu KPOBOTEYEHWEM B CUCTEMY KPO-
BOOOpalyeHmns. ocne TOro kak K BO3pacTy 2—3 MeC YpPOBEHb eMo-
rnobmvHa pocturHer 100—110 r/n, 3pMTPOMO33 BO306GHOBASETCH.
Mofo6HY0 aHeMUIO CheflyeT paccMmaTpuBaTb Kak (PU3MOM0rMYecKyto
NpUcnocobuTENIbHYIO peakumMio K CyLLEeCTBOBaHWKO BO BHEYTPOOGHOM
COCTOSIHUN.

Y npexZeBpeMeHHO POXKAEHHbIX JeTell TakXe pa3BuMBaeTcs (PU3Mo-
Nornyeckas aHemusi; Mpy 3TOM [JEWCTBYIOT Te e (hakTopbl, 4To U Y
[OHOLLEHHbIX HOBOPOX[EHHbIX, 0fHAaKo 00/iee BbIP@KEHHO. YPOBEHb
remorfniobuHa CHwkaeTca 60nee 3HauMTeNbHO U ObicTpee. K Bo3pacty
3—6 Hed camblil HU3KWIA ypoBeHb cocTaBnsieT 70—90 r/n, a y AeTeid
OYeHb HU3KOM Maccoii Tena OH Elle HIDKE.

Pasnnune Mexay [AOHOLIEHHbIMU W HeLOHOLUEHHbIMW AeTbMW CO-
CTOMT He B CMOCOGHOCTW K BblpaboTKe 3pUTPOMO3TUHA, a, MNO-BUAK-
MOMY, B 00Mee HUM3KOM PEecnMpaTopHOM KO3P(ULUEHTE N MEHbLLIEN
CTeneHn MeTabonMyeckol aKTMBHOCTW Y HefOHOLUEHHbIX. Bonee Toro,
€CNN  MPEeXEBPEMEHHO POXAEHHOMY MAafeHUy nepennBaoT KpPOBb
B3pOC/Oro AoHopa, cofepxXawyto HbA, y Hero cmeLlaeTca Kpueas guc-
coumauma Kucnopoga, B pesysnbtaTe Yero obneryaeTcs nepexop Kucno-
poja B TKaHu. CnefoBaTteslbHO, OMNpefefieHne aHeMunm W pelleHue o
Heo6X0AMMOCTM reMoTpaHcy3unm B 3TOM C/yvae AO/MKHbI OCHOBbI-
BaTbCA He TOJIbKO Ha YpOBHe remMornobuHa, HoO M Ha MOTPebHOCTAX B
KUCNOPOLEe W CPOACTBE K HeMy remoriiobuHa.

Mpn norpaHWYHOM pPaBHOBECUM'IPUTPOMNO33a, OTBETCTBEHHOM 3a
pasBuTMe (HM3MONOTMYECKON aHeMuu, MOryT MPOSBUTLCA COCTOSHWS,
CBAA3aHHbIE C YCW/IEHHbIM FeMO/IN30M, HanpuUMep BPOXAEHHbIE Femosun-
TU4YecKne 60/1e3HU, KOTOpble MOFYT COMPOBOXAATLCS BbIPAXKEHHON aHe-
MUeli B MnepBble HELEeNN >XU3HW.
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[veTta Takxke cnocobHa ycunueatb NPOSBAEHMA (PU3MONOTMYECKON
aHemun. HepocTaTouyHOCTb (DOSIMEBOM KUCNOTbI WM BUTaMMHA E Ha
(hoHe (PM3MONOrMYECKO aHEMUM MOXET YTSKE/UTb ee TeyeHue.

BbII0 MOKa3aHo, UTO y MPEeXAEBPEMEHHO POXAEHHbIX BUTaMUH E
NFPaeT BaXHYK PO/Jb B MOAJEPXaHUN CTabWNLHOCTA 3PUTPOLUTOB.
Y HUX CKyfAeH 3anac 3TOro BMTaMWHA W 4acTO pa3BUBAETCH €ro Hepo-
CTaTOYHOCTb, MPUYEM B TeUeHUe MepBbIX MECALEB XMU3HW ero YpoBeHb
cTaHoBUTCA Hwxe 0,5 mr/n. Ecnv npogyKTbl nNUTaHWs 6oratel NOAWHe-
HaCbILLEHHLIMU >KMPHBIMU KWUCNOTaMK (4TO XapaKTepHO A/s MHOIrMX
KOMMEPYECKM M3rOTOBNSIEMbIX CMeCeil) M OCOGEHHO ecnn pebeHoK
OJHOBPEMEHHO MOJyYaeT XKee30, Y Hero MOXET PasBUTbCA CUHAPOM,
npefAcTaBNeHHbIA TEMONNTMYECKOWA aHeMUeid, TPOMOOLMTO30M U OTe-
Kamn. Cpean 3pUTPOLMTOB BCTPEYAKOTCS MHOFOYUC/IEHHbIE aKaHTO-
UMTbl  MPUYYyANMBOA opmbl (LUMMOBUAHbIE KNeTKWM). B oTHoLweHuu
pebeHKa, POAMBLLErOCA C OYeHb HW3KOW Maccoi Tena, LenecoobpasHo
paccMOTpeTb BOMPOC O MPO(UIAKTUYECKOM BBeAeHWU BuTaMuHa E B
fo3e 5 Mr/cyT; npu ero AMarHoCTUPOBaHHOM feuLuMTe BUTAMWH crie-
fyeT BBOAUTL B TepaneBTuyeckunx gosax (50 mr). CoctaB 60/bLLIMHCTBA
KOMMEpPYECKUX MOMIOYHbIX CMeceii MogobpaH TakuM 06pas3oM, YTO Jaxe
npu go6asneHun >xkefesa B Konuyectse 10—12 mr/0,14 n remonus He
pa3BmBaeTcA. TeM He MeHee MCNOoNb30BaHWe 60fiee BbICOKUX [03 Mpe-
MapaToB enes3a B Nepuof HOBOPOXAEHHOCTW He pekomeHAayeTcsi. OHu
MOTYT He TO/IbKO CMpOBOLMPOBaTbL remMosn3, HO W MpegpacnonaraiT K
CEPbEe3HbIM MHMEKLNAM, OCOOGEHHO NPV NapeHTepasbHOM BBEAEHUM.
Y 60/bHbIX C HapyLLUEHMEM BCACbIBaHWS XUPOB HEAOCTAaTOUHOCTbL BUTa-
MUHa E MOXeT COMpOBOXAATbCA Pa3BUTWEM BbIPOKEHHON FeMOANTU-
UECKO/ aHeMuu, 4TO BCTpeYaeTcs npu MyKOBWUCLMAO3E.

WHaHTUABHBIA  NMUKHOUMUTO3, OFpPaHUYEHHbIA  reMONUTUYECKNIA
MpoLecc, COMPOBOXAAIOLIMACA NOSBAEHNEM MHOTOYMC/IEHHLIX aKaHTO-
LUMTOB B Mepudepryeckoii KpoBK, NO-BUAMMOMY, OTHOCUTCS K NposiBfe-
HUAM HeAOCTAaTOYHOCTU BuTaMuHa E.

OTCyTCTBME 3HAYUTENBLHON KPOBOMOTEPM B NEpUHATa/IbHbINA Mepuos
1 )Xene3o4enUNTHOE COCTOSIHME KaK MPUYUHBI aHEMUW B MepBble 3 Mec
XW3HW MOXHO He MpUHWMaTb BO BHUMAaHMe.

JleyeHue. TMockonbky (M3MONOrMYeckas aHemMusi OTHOCUTCH K CO-
CTOSHUAM, OTpaXaloLWMM MpOLEeCChl PasBUTUSA, JedyeHue npu  Held
06bIYHO He TpebyeTcs, 3a MCKAOYeHWEM obecrieyeHnss NOAHOLEHHOMO
NUTaHWA NS MOAJepXaHUs remornos3a W OCOGEHHO MOCTYMN/eHus
(honneBoinl Kmcnotel WM BuUTamuHa E. TpexaeBpeMeHHO pPOXAEeHHOMY
peGeHKy, MonyyaroLleMy MoJIHOLEHHOe MUTaHWe U HOPMaslbHO Pa3Bu-
BatoLLemMycs, peako TpebyeTcs nepenvBaHne KpoBW. B OTAeNbHbIX Ciy-
Yyasx NpU O4YeHb HM3KOM YpOBHe remornobuHa (Hwke 60 r/n) wm
CONYTCTBYHOLMX 3a60/1€BaHMAX MOXET MOTPe60BaTbCs MNepesvBaHue
He6oMbLINX 00bEMOB 3PUTPOLMTHOA Macchl. B mogobHom cnyuyae pebe-
HOK [JO/DKEH MOMyYNTb CTOMbKO KPOBWU, CKOMbKO Heo6X0AMMO [sis
MOBbILIEHNS YPOBHS remoriobunHa go 90 r/n. Bonee MacCUBHblE remo-
TpaHCQPy3nMm MOryT 3aTAHYTb MPOLECC CMOHTAHHOIO BbI3AOPOBAEHNS 3a
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CYeT YrHETEHWs 3puTPoNno33a. Hu npenapathbl XKenesa, HWA Apyrve npe-
napaTbl, BAMSIOLWME HA KPOBETBOPEHUE, HE3I(WMEKTUBHbI Npyu h3nMono-
FMYecKoli aHeMUK.

MEXOB/IACTHBIE AHEMAU

[ns mMerano6nacTHbIX aHEMUIA XapaKTepHbl M3MEHEHWUs MOpP(Ooriu
3pUTPOLNTOB U MPOLLECCOB MX CO3peBaHMs. Ha Bcex CTagusx pasBuTus
pasmepbl 3pUMTPOLMTOB MPEBbLILLAT HOPMY, SILEPHbLIA XPOMATUH B HUX
OT/INYAETCA HE3aMKHYTbIM pacrnpefefieHNeM 1 HEXHOW CTPYKTYpOiA,
MpoLecchl CO3peBaHMA Aapa W LMTOMNa3Mbl MPOTEKAKT acUHXPOHHO.
C 6MOXMMUYECKON TOYKM 3peHWs B MerasobnacTHbIX TKaHsX cojgep-
Xutcs 6onblioe no otHoweHuio K AHK konnyectBo PHK. Mopdono-
rMYeckue W3MEHeHNsl, CBOWCTBEHHbIE Merasnob6aacTHbIM MpoLeccam,
MOFyT BCTPETUTLCA MPW LENOM psife COCTOSHWIA, HO Yy fAeTen B 60/b-
LUMHCTBE CMy4aeB OHM 00YCNOBAEHbl AeddUUMTOM (DO/TMEBOI KUCMOTI,
W BUTaMuHa B12 wnm Toro u gpyroro. O6a BelyecTBa NpeAcTaBAAOT
co60i1 HeobX0AMMble KO(aKTOPbl B CMHTE3e HyKneonpoTenHos. B CLUA
[leTM C MeranobnacTHON aHemMueil BCTPEYaloTCs PemKo.

HefocTaTouyHOCTb (HONMEBOI KUCNOTbI

Merano6nactHas aHeMusl y AeTeid rpygHoro Bo3pacta. 3abonesa-
HWe pa3BMBaeTCs B pe3yNibTaTe HEeAOCTaTOYHOro MOCTYMNEeHUs Wn
HapyLUeHWs BcacbiBaHUA (hONMEBOM KUCNOTbI. Ee gemumnT B NpofgyKTax
MUTaHMA OObIYHO COYeTaeTcs C ObICTPbIM POCTOM OpraHu3Ma Wm
NHMEKLMENA, NPU KOTOPOI B Held MOBbLILLAETCA NOTPEOHOCTL OpraHu3Ma.
O6blYHO B CYTKM TpebyeTcs MOCTYnneHWe HeGONbLIOro Konmuyectsa ho-
NneBoi KncnoTbl (20—50 MKr/cyT). XKeHCKOe 1 KOpoBbe MOJIOKO 06ec-
neynBaloT afilekBaTHOE ee KO/IMYeCTBO, B KO3bEM MOJSIOKE ee HejocTa-
TOYHO. B cBSi3M C 3TUM HEO6XOAMMO BBOAUTL ee A06aBKU, e KO3be
MOJIOKO C/YXXUT OCHOBHbIM NPOAYKTOM MuTaHus. be3 fononHUTENbHbIX
[06aBOK MOPOLLIKOBOE MOMOKO TaKXe NpeacTaBnseT coboi GedHbI
NCTOYHMK (HO/IMEBOI  KmMcnoTbl. ConmyTCTBYHOLWAA HeJ0CTaTOYHOCTb
aCKOPOVHOBOI KWCMOThI, NO-BUAMMOMY, CHUXaeT AOCTYMHOCTb KOHBIO-
ratoB (hONMEBOW KWCMOTbI, MOCTYyNatoLLlei C NULLEBLIMA MPOAYKTaMU.

KnuHnueckune nposaBneHunsa. He3HauuTenobHble nposiBe-
HUA MerasiobnacTHOW aHeEMUW OblIM OTMEUEHbI Y AeTeld, POAMBLUUXCA C
OYeHb HW3KOW Maccoi Tena, KOTOpbIM PeKOMeHAYeTCs B KauecTBe Mpo-
hnnakTukmn pobaBnsaTb Gonnesyro Kucnoty. Muk 3a6oeBaemMocTn npu-
XOAMTCS Ha BO3pacT 4—7 Mec, T. €. Ha 60/ee paHHWIA MO CPaBHEHUIO C
TeM, B KOTOPOM pa3BMBaeTCH >XenesofepuuutHad aHemus. lomumo
06bIYHbIX MPU3HAKOB TSHKEN0 MNpOTeKaloLWen aHemMun, ans  feTeld
TUMUYHBLI MOBbLILEHHAA PA3fPAXMMOCTb, HeafleKBaTHOE YBeNMYeHue
mMaccbl Tefna W XpoHWYeckas Amapes. B pganeko sawefwnx ciy4asx
MOryT HauyaTbCsi TPOMOOLMTOMEHWYECKME KpPOBOTeueHMs. B kayecTse
CONYTCTBYIOLLMX MPUCOEAVHAOTCA MPU3HAKNW M CUMMTOMbI CKOpOYyTa
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(umHra). HepocTaTo4HOCTb (POMMEBOM KUCMOTbI MOXET COMPOBOXAATb
KBaLLUMOPKOP WM Mapasm.

LaHHble nabopaTOpHbLIX UCCNefOBaHWUWK. AHemus
nporpeccupyeT. Yucno spuTpoLmMTOB HenponpoLnOHanbHO YMEHbLUEHO
MO OTHOLUEHWIO K reMaTOKPUTY; B COOTBETCTBMU C 3TUM aHeMUsi Makpo-
LMTapHa: cpefHuin 0bbem apuTpoLmnToB npesbiwaeT 100 (n. VX gopmsbl
N pasmepbl 3HAYMTENILHO BapbupyloT (puc. 18-2). Yucno peTukynouu-
TOB HEBE/IMKO, OJHAKO B Nepuepryeckoii KpoBM NOSBASKOTCS HOPMOO-
nacTbl ¢ MeranobnactHoit mopdonoruein. MoryT NpMcoeanHNTLCA Held-
TPO- ¥ TpombouuToneHms. HelTpotmabl KPYMHLIX pasMepoB, UX AP0
rmnepcerMeHTMPOBaHoO, Yalle YemM B 5% CNy4yaeB B HUX BbISBAAKOT NATb
CErMeHTOB WM 6onee. AKTUBHOCTb (DOSIMEBOI KMCNOTbI B CbIBOPOTKE
N3MEPSIOT C NOMOLLBI0 MUKPOBUONOrMYECKUX WU U30TOMHbLIX METOLOB
nccnegoBaHns. B Hopme ee ypoBeHb cocTaBnsieT 5—20 Hr/ma, npu ee
HeJOCTAaTOUYHOCTM OH CTAHOBMTCA HMXe 3 Hr/MA. bonee HageXHbIM
noKasaTesieM XPOHWYECKON HeJoCTaTOYHOCTU (DOSIMEBOI KUCIOTHLI CAy-
XWUT ypoBeHb (onata B 3puTpouuTax. B Hopme oOH cocTaBnsert
150—600 Hr/mMn 3puUTPOLMTHON MacChl. YPOBEHb Xene3a U BUTaMUHa
B,2 B CbIBOPOTKE HaxoguTca B nNpegenax HOPMbl WX MOBbILLAETCS.
C mouoii BblgensieTca (POPMUMUHOITYTaMUHOBAsA KMUC0Ta, OCOBGEHHO
nocne npuema BHYTPb FMCTUAMHA. 3HAYUTENbHO MOBLILIAETCA YPOBEHb
NaKTaTAernaporeHasbl B CbIBOPOTKE. JpUTpPOMAHAsA runepniasns obyc-
NOBMMBAET rMNepLeNioNspHOCTL KOCTHOro Mo3ra. B Hem npeo6nagatot
MeranobnacTHble (OpPMbl, XOTA MOryT BCTPeyaTbCs U HEU3MEHEHHbIe
NpeLLWwecTBEHHUKN 3pUTPOLMTOB. Hapagy ¢ runepcerMeHTMpoBaHHbIMU
AApaMyU MEerakapmoLuTOB MOXHO BUAETb KPYMHble aHOMajlbHble Heit-
TpothunbHbIe (OPMbI (TUFaHTCKME METaMUENoLMTbI).

NeyeHune. BHayane (oNnEBYI0 KUCMOTY MOXHO BBOAWUTL MapeH-
TepasibHO B Ao3e 2—5 Mmr/cyT. MOCKO/bKY peakumio Co CTOPOHbI KPOBK
MOXHO OXWAaTb B TEYeHWe 72 4, reMoTpaHChy3ny nokasaHbl NULlb B
TOM Cnydyae, €CiM aHemMusi NMpoTeKaeT TSHKENO0 WM pebeHOK KpaiHe
ocnabneH. JleyeHne ONMEBOI KUCNOTOM cnefyeT NMpPoAo/MKaTb Ha MPo-
TSXKEHUW 3—4 Hed. Y [0BNETBOPUTE/bHBIA pe3ynbTaT MOXKHO NOAY4YUTb
npu ee BBEAEHUWN AaXKe B TaKMX fo03ax, Kak 50 MKr/cyT. 9T «(usmo-
Nornyeckme» [03bl He3(MEKTUBHBLI MPU MEPBUYHOM HEAO0CTaTOYHOCTH
BUTaMUHa B,2 Takum 06pa3oM, C Lenblo AuthdepeHLMpoBaHUS NepBuY-
HOW (pONMeBO HELAOCTAaTOYHOCTU M NEPBUYHON HEJOCTATOUYHOCTM BUTA-
MUHa B.2 MOXHO npuberatb K NoMOLLM 3TOr0 TepaneBTUYECKOro TecTa.
Mpy NOJO3PEHNM HA HOBEHW/bHYIO MEPHULMO3HYIO aHEMUIO WK MpU ee
peuunauBe nocne nedyeHUs chnefyet 0TKasaTbCa OT LA/UTENILHOTO BBefe-
HUA (DONMEBON KMCNOTbI, MOCKOSIbKY OHa MOXET YacTUYHO CrnaguTb
MPOSIB/IEHMS1 aHEMUMW, HE OKa3blBasi MOSIOXKUTENLHOTO BO3AEWCTBUSA Ha
HEBPO/SIOrMYECKMiA cTaTyc. [pu nNpusHakax CKopOyTa crefyeT BBOAWUTb
B TepaneBTMYeCKUX f03ax ackopOuHOBYH Kucnoty. lMMpucoefuHeHue
6aKTepuanbHbIX UHDEKLMIA CAY>XMT NOKasaHWeM K aHTUMOMOTMKOTEpa-
n1u.

Merano6nactHasa aHemMus y 6epemMeHHbIX. oTpebHOCTL B (honne-
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puc. 18-2. Mopconormyeckme aHomManMnm 3pUTPOLMUTOB.

a — WHTaKTHble KeTKW; 6 — cepounTsbl (HacneaCcTBEHHbIA ChepoumnTo3); B — MUKPOLUTBLI (Hepo-
CTaTOYHOCTb (DONMEBOI KWCNOTbI); I — rMNOXPOMHbIE MUKPOLWTBI (Ae(UUMT Xenesa); 4 — LUM30-
LTbl (reMONUTUKO-YPEMUYECKMNIA CUHAPOM); € — KNeTKU-MULLEHN (Tanaccemus).



BOW KMCNOTE 3HAYMTENIbHO YBENMYMBAKOTCA MpU GEPEeMEHHOCTM, YTO
4aCTMYHO 06YC/MOBMIEHO NOTPeGHOCTAMM B Helk nnoga. Moutn y 25%
YKEHLWH K KOHLY OepeMeHHOCTM ee YpPOBEHb B CbIBOPOTKE U 3pUTPOLU-
TaxX CHWXXAETCs, MNPUYEM MPUCOESMHEHME WH(EKLUN YCUIMBAET 3Ty
TeHAeHUM0. YacTto (honmeByt KWUCNOTY PeKOMeHAyeTcs [06aBnsTh B
fo3e 1 MKr/cyT, OCOGEHHO B MOCNEAHWI TpuMecTp GepeMeHHOCTW.

HegocTaTouHOCTb (hO/IMEBOI KMCIOTbI MPU CUHAPOME HapyLUeH-
HOro BcacbiBaHUsl. donmeBass KucioTa abcopbupyeTcs B TOHKOM Ku-
weyHuke. Ero anddysHele BocnasuTe/lbHble WM [ereHepaTUBHbIe
3a60/1€BaHNA  COMPOBOXAAKTCH CHWKEHWEM aKTWBHOCTW  KULUEYHOM
NONUIAyTaMaTAeKOHbOrasbl 1 3HAUYUTENbHbIM  CHUXKEHUEM abcop6-
LIMOHHOW cnocobHOCTW. Llennakns, XpoHNYeCcKnii MHPEKLMOHHBIA 3HTe-
PUT U KULLEYHO-KWLLIEYHbIE CBULM MOTyT 06YCMOBUTHL HEAO0CTaTou-
HOCTb (hONIMEBOI KUCNOThI U pa3BUTME MeranobnacTHoi aHemun. 3me-
peHne YpoBHS (DOIMEBOW KWUCOTbI B CbIBOPOTKE LUMPOKO MCMO/b3YeTCs
ANA OUEHKM abCOpPOUMOHHON CrOCOGHOCTM TOHKOIO KMLIEYHUKA MpW
HapyLeHnax abcopbummn. Mpyu 3TUX COCTOAHMSAX MOXET ObITb MOKa3aH
npvem GonueBbix [06aBOK B fo3e 1 Mr/cyT.

BpoxxaeHHbIe HapyLLeHWs1 BCacbiBaHUSI (DOSIMEBOWM KUCOTbI. Bbina
OTMeYeHa B3aMMOCBS3b CMELMEUYECKOro BPOXEHHOro fedekTa Bca-
CblBaHUS B KMLUEYHMKE (DONMEBOI KUCOThI, COYETAOLLErOCs C HapyLue-
HMEM CMOCOGHOCTU K ee nepeHocy u3 nnasmbl B LIHC, ¢ merano6nact-
HON aHemueid, Cy[OPOXHbIM CUHAPOMOM, OTCTAaBaHWEM YMCTBEHHOIO
pasBuTUA U KanbUnrKaumeid rofioBHOro Mmosra. [ns nogaepaHus
remMaTosiorMyecknux rnokasaTtefieil B mpefesiax HOpPMbl B 3TUX Cly4asx
TpeboBanoch neyeHne (HonMeBO KucnoToin B gosze 15—50 Mmr/cyT.

HepocTaTouHOCTb (hO/IMEBOI KUCNOThI MPY FEMOMIMTUYECKOW aHe-
MU, [ns npouecca remonos3a B HOpMe Heobxoguma ¢onueBas Kuc-
nota. B cBA3W ¢ 3TMM BeCbMa BO3MOXHO, YTO XPOHUYECKWIA FemMonnTu-
YECKMIA MPOLLECC MOXET COMPOBOXAATHCA MOBLILLIEHHON MOTPEGHOCTHIO
B Heil, 4TO, BEPOATHO, Yalle 6biBaeT y B3pOCAbIX, YeM Y feTeir. 'emo-
NNTUYECKAA aHEMUS MOXKET OC/IOXHATLCA MerasnobaacTHbIM 3pUTPONo3-
30M, YTSKENAOWMM ee TeyeHne 1 00yCNoBAUBAOLUM HEODXOLUMOCTb
B reMoTpaHcy3usax. Ecm npyn XpoOHWYECKUX FeMOMMTUYECKUX COCTOS-
HUAX TEYEHME XPOHUYECKOA aHEMUM HEeOQOBSCHUMO YTSKENseTcs Wwim
yBENNYMBAETCA NOTPEGHOCTL B reMoTpaHcy3nsax, HeOOXoAnMO uccne-
[0BaTb KOCTHbI/i MO3F Ha MPeAMET BbISB/IEHUS B HEM Meraso6/acTHbIX
thopm. TMo KpaiiHeid mepe y AeTeid, HaxomsAwWMXcA Ha OObIYHOW AneTe,
MOCTOSIHHOE A06aBneHne (HOIMEBOA KUCNOTbl B MPOAYKTbl MUTaHWS
00bIYHO He MOKa3aHo.

HepocTatouHOCTh (hOSIMEBOI KUCNOTLI MPU JIEHYEHUN MPOTUBOCY-
[OOPOXHBIMA M APYrMW JIEKapPCTBEHHLIMU CpeAcTBaMu. Y MHOMMX
60/bHBIX, NEYEHHBLIX HEKOTOPLIMU MPOTMBOCYAOPOXHLIMI MpenapaTamu
(Hanpumep, AWGEHUHOM, TrekcamugmHoM, (eHobapbuTanom), CHU-
)KaeTca ypoBeHb (POMMEBOA KWCIOTbI, OfHAKO O06LIYHO OTCYTCTBYHOT
aHeMMWSt UM CUMMTOMbI, KOTOPbIE MOF/N Obl CBUAETE/LCTBOBATL O HENA.
fABHas MeranobnacTHas aHeMus BbISIBAISIETCA PEAKO W KOppUrmpyeTcs
(hoNMeBOIN KNCNOTOW Aake Ha (hOHE MPOAOC/MKEHNS NEYEHNS Bbl3BaBLUMM
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ee npenapatoM. K BO3MOXHbIM MexaHW3Mam pa3BUTUSA 3TOr0 COCTONA-
HUA OTHOCWUTCA HapyLleHWe BCacblBaHWs BUTAMUHA MOJ BO3AENCTBMEM
MPOTUBOCYAOPOXHbIX CPEACTB; BbICKA3aHO TakXe MpeAnonoXeHne o
BbITECHEHUN UM (DONIMEBOW KWUCMOTbI M3 COEAVNHEHWIA C CbIBOPOTOYHLIMM
6enkamun-HocuTensiMm. MeranobnacTHyt aHeMWUKO BbISBASAN Y JNL,
MCMONb3YIOLWMX MEepopa/lbHO MPOTMBO3a4yaTOYHble CPeACTBa, YTO CBS-
3aHO, NO-BUAMMOMY, C HapyLlleHWem BcacbiBaHWS (DOSIMEBON KUCMOTbI.

dPapmakonornyeckoe AercTBMe LENOro psga feKapcTBeHHbIX npe-
napaToB MposBASETCA B NepPBUYHOM MNOAABNEHUN aKTUBHOCTW (honve-
BOM KUCNOTbI, B CBA3M C YeM MpW UX BBEAEHMWU, KaK NpaBu/io, passu-
BaeTCA MeranobnacTHas aHemust. 3a CUeT YrHETEeHWs MpOLLeccoB gep-
MEHTaTUBHOr0 BOCCTAHOB/IEHNA (DOSIMEBOA KMCNOTbl A0 MNOSIBEHUS
aKTMBHbIX KO(epPMEHTHbIX (JOpM MeTOTpeKcaT U aMMHONTEPUH NpensT-
CTBYIOT ee yTuwamsauuu. XnopuauH (MMPUMETaMUH, Japanpum),
MCMONb3yeMbIA MpY TOKCOMIa3mMo3e, TakkKe MOXET MpPOBOLMPOBaTb
HeaoCTaTOYHOCTb (DONMEBOI KUCNOTbI U ObITb NPUYNHOI MeranobnacT-
Ho/i aHemuu. Kpome TOro, mocnefHss MOXET GblTb 006yCnoBMeHa neyve-
HMeM GaKTpUMoMm (CouveTaHWe TPUMETONPMMA C CyNb(ameTOKCasonom),
KOTOPbIA HaxoauT Bce GoJiee LIMPOKOE NPUMEHEHWE NPU ledyeHnn 601b-
HbIX C MH(EKLMEeN MOYEBLIBOAALLMX MYTEN U NMHEBMOHWENR, BbI3BaHHbIX
Pneumocystis carinii.

BpoXpaeHHas HefoCTaTOMHOCTb AUrnapoonatpefykrasbl. 3T0
COCTOSIHWE BbISIB/IEHO Y HECKO/bKUX 6O/bHbIX, Y KOTOPbIX He 06pa-
3yeTcs OMONOrMYeCKM akTUBHbIA TeTparugpodonar, 4to COMpPoOBOXAa-
Nocb pasBUTMEM TSXKENO MpoTeKatolleld MeranobnacTHOW aHeMun B
paHHeM BoO3pacTe. VX ycnewHo neunan 601bLIMMK f03amMu (hONMeBOi
WM TeTparmapothonneBoi KUCIoThbl.

HepocTtaTouHOCTb MeTW/eHTeTparnapodonaTpesykrassl BbisiBEHA
Y HEKOTOPbIX 60/IbHbIX C FOMOLMCTUHYPWEN, Y KOTOPbIX OTCYTCTBOBA/IMN
rematofiormyeckne W3MeHeHus.

HepocTtaToyHOCTbL BuUTaMuMHa B2

[na ocywecTBieHns npouecca BCcackiBaHWS BUTaMHa B2 BuTamuH,
MOCTYMMBLUMIA B OPraHW3M C NPOAYKTaMW NUTaHWS, JO/MKEH BCTYMNUTL B
COeJUHEHNE C TMMKOMPOTEMHOM (BHYTPEHHMIA (DaKTop), CEKpeTupye-
MbIM MapueTanbHbIMU KeTKaMu AHa Xenyaka. O6pa3oBaBLUMACA KOM-
MaeKc MoCTynaeT B TePMUHaNbHbIA OTAEN MOAB3LOLUHON KMLIKW, B
KOTOPOM /10Kann3yrTCs Creuuguyeckme 30HbI BcacbiBaHUA. B npucyT-
CTBUM BHYTPEHHEro (akTopa W WOHU3MPOBAHHOIO Ka/bUWs BUTaAMWH
Bi2 uepes cnusncTyo 060/104KY KULLEYHWMKA MOCTYNaeT B KPOBb. TakuUM
06pa3oM, ero HefoCTaTOYHOCTb MOXET 6blTb 00ycnosneHa: 1) Heaje-
KBaTHbIM MOCTYM/IEHWEM B OpraHu3M; 2) HefOCTaTOYHOW cekpeuuein B
Xenynke BHYTPeHHero aktopa; 3) MOrMOWEeHNeM WA YrTHETEHWEM
Komnnekca BUTaMWUH B|2— BHYTpeHHMI akTop; 4) aHoManMsmu
PELENTOPHbIX 30H B TEPMWHA/bHOM OTAene MOAB3AOLIHON KMULLKW.

B cBA3M C TeM 4YTO BUTaMWH COLEPXUTCA B PasHOOOpasHbIX MuLle-

LISbIX nmpofykTax, ero HefoCTaTOYHOCTb, OOYC/MOBAEHHAs anvMMeHTap-
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HbIMW NPUYUHAMK, BCTpeyaeTcs pefko. OHa MOXeT Habnogarbes npu
KpaiiHeM OrpaHMYeHMN AneTbl («CTPOroe BEreTapuaHCTBO»), B KOTOPOWA
OTCYTCTBYIOT MOJIOKO, fAliLa, a TakXe MNpPoAyKTbl XWBOTHOIO MNpo-
NCXOXAeHNs. HepocTatoyHoCTb BMTaMuMHa B2 pegko BcTpevaetcs npu
KBalIMOPKope uanM mapasme. OHa 6blna BbisiBNEHa Y AeTeid, HaxoguB-
lUMXCA Ha TPYAHOM BCKapM/IMBaHUW, MaTepy KOTOPbIX MOfyYanu
HEMONHOLEHHYIO AVETY WU CTpajany NepHULMO3HON aHemueld. ATak, B
CBA3W C TEM, YTO BUTAMWH BJ2 cTONb LUMPOKO pacrnpocTpaHeH B NuLle-
BbIX MPOAYKTax, B GOMbLUMHCTBE CNy4YaeB ero HeAoCTaTO4yHOCTb 06ycC-
NOBMiEHa HapYLUEHUAMU BCACbIBAHNUS.

FOBeHWIbHAA opmMa MEepPHULMO3HOM aHeMUW. DTO PefKo BCTpe-
yarouleecss 3aboneBaHMe CBSI3aHO C HECMOCOBGHOCTHLIO CAM3UCTOW 060-
NOYKW XKeNy[lKa CeKPeTMpoBaTb BHYTPEHHUIA (hakTop. OHO OT/MyaeTcs
0T 3a60/neBaHMs Yy B3pOC/bIX TEM, 4YTO B XKENy[lKe He HapyLllaeTcs
CeKpeums KUCnoTbl U OTCYTCTBYIOT Kakue 6bl TO HM 6blIO FMCTONOMU-
YeCKMe M3MeHeHus. PoamTenn 60MbHbIX AeTell HepPeLKO COCTOST B KPOB-
HO-POACTBEHHOM 6pake, B CBSA3M C YEM BbICKA3bIBAETCS NPEANON0XKEHUE
O peLeccMBHOM TUMe HacnefoBaHWS 3ab0/eBaHuS.

KnuHunueckune npoaBneHusa. CumnTomaTMka CTaHOBUTCH
BbIp&XXEHHOI B Bo3pacTe 9 mec — 5 neT. o BpeMeHM 3TOT Mepmog co-
BnafaeT ¢ MOMEHTOM WCTOLLEHWs 3anacoB BuTamuHa B,2 npuobperten-
HOro NNOAOM B MEPUOL BHYTPUYTPOOHOro pa3sutus. Mo Mepe yTsaxe-
NeHns TeyeHus 60M1e3HN MOABNAKOTCA PasfpaXUTENbHOCTL, aHOPEKCUA U
0eCnOKOMCTBO. HA3bIK Y 60MLHOr0 rnafgkuiA, KpacHblli U 60NE3HEHHBI.
HeBponornyeckne HapyLlueHWs MPOSBAAKOTCA aTakcuel, napecTeswuei,
runopednekcuneid, nosiBneHveM pedgiekcoB babuMHCKOro, pasBUTUEM
KMIOHyCa W KOMbl.

LaHHble nabopaToOpHbLIX wUcCCNefoBaHUK. AHemus
XapakTepusyeTcs MakpoLMTapHOCTLIO U BbIP@KEHHLIM MaKpoOBaioLu-
TO30M 3pUTPOLUTOB. HenTpothmibl OTANYAIOTCA KPYMHbIMK pasmepamMu
M rMnepcerMeHTUpoBaHbl. B faneko 3awefwnx cnyyasx npucoeau-
HAeTCA HEMTPo- U TPOMOOLUTONEHNS. YPOBeHb BUTaMMHa B,2 B CbiBO-
POTKe, W3MEPEHHbIA C NMOMOLLbI0 PaMOaKTUBHBLIX WM MUKPOOMONOrn-
YECKMX MeTofoB, Hwxe 100 nr/mn, YpoBHU >Kenesa W (POMMEBON
KUCNOTbl HaXOAATCA B npejenax HOPMbl WM MOBbILIEHbI. Y POBEHb flaK-
TaTAernaporeHasbl 3HaUUTENIbHO MOBLILLEH MpPeX/e BCero 3a cyeT 1-ro
N 2-ro TepmMoCTabuibHbIX M30DEePMEHTOB. MOXET YMEpPEHHO MOBbI-
watbea (20—30 mr/n) n ypoBeHb 6UANPY6GUHa. YpPOBEHb Xenesa B
CbIBOPOTKE MOBbILIEH. YBENMUYEHHAsA SKCKPELMS C MOYOA METUIMaIOHO-
BOW KWMCMOTbl OTHOCUTCS K HAaLEXHOMY MoKasaTento feduuura BuTa-
MuHa B|2. B oTMume OT B3pOCAbIX Y AeTeil He y#aeTcsi 00Hapy>XuTb
aHTUTeNna K napuetasibHbIM K/ETKaM WM BHYTPeHHEMY (akTopy. B Ha-
yane 3aboneBaHUs KMCNOTHOCTb XKENYLOYHOIO COKa MOXET ObITb CHU-
XeHa, OfHAaKO OHa HOpMa/M3yeTcsa Npu fleyeHnun BUTaMUHOM B2
B 6uonTate xenygka 06Hapy>XMBatOT HEUM3MEHEHHYIO CAM3UCTYHO 060-
NOYKY, OJHaKO B Xeny[o4yHOM CeKpeTe OTCYTCTBYET aKTMBHOCTb BHYT-
PeHHero (akropa.

BcacbiBaHve BuUTamuHa BI2 06bI4HO OLEHMBAOT C MOMOLLbBIO TecTa
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LWnnavHra, npy KOTOPOM WCMOJb3YeTCA PajMOaKTUBHBIA BUTaAMMH.
Mpy BBEAEHUW B OpPraHn3M 30pOBOr0 YesnoBeka HebO/bLUMX KOIMYECTB
BMTaMMHa B,2 B COCTaB KOTOPOro BKIOYeH 5/Co wim @Co, OH coeau-
HAETCH C BHYTPEHHUM (DaKTOPOM >enyLo4yHOro Cekperta M NnocTynaeT B
TEPMUHa/IbHbLIA OTAEN NOAB3AOLIHON KMLUKW, B KOTOPOM BCACbIBAETCH.
MocKobKY BCOCABLUMIACA BUTAMWUH MEPEXOAWT B CBSI3aHHOE C Genkamu
KPOBUW U TKaHeli COCTOSIHWE, B HOPME OH He BblAe/nseTcs ¢ MOYoi. Ecnm
3aTeM BBOAAT 60/bliyto Ao3y (1000 MKr) HepagnoakTUBHOIO BUTaMUHA
napeHTepanbHo (cTpyiiHo), To 10—30% paHee BcOCaBLUErocs pa-
[MOaKTUBHOIO BUTaMUHa MOABASETCA B MOYe. Y 60/bHbIX C NepHULUO03-
HOI aHemWuei Mpu 3TOM 3KCKpeTupyetca o 2% ero. CBA3b HapyLUeHus
BCaCblBaHWS BUTamMMHA C OTCYTCTBMEM BHYTPEHHero (hakropa MOXET
ObITb NOATBEPXKAEHA C MOMOLLLID MOoAUdULMpoBaHHOro Tecta LUun-
NVHTa: pafMoaKTVBHbLIA BATaMWH BBOAAT BMecTe ¢ 30 Mr BHYTPEHHero
thakTopa. Ecnv B OCHOBe HapylleHWsi BCacbiBaHUA BUTaMuHA B|2 nexut
OTCYTCTBME BHYTPEHHero (akTtopa, TO PajvoaKTMBHbIA BUTaMWH
abcopbupyeTtca B afeKBaTHbIX KONUYECTBAX, BbIAENSEMbIX C MOYOIA.

C [Opyroii CTOpPOHbI, €CIN HapyLleHWe BCacbiBaHUS BUTamMuHa 06yc-
NOBMEHO aHOManuell peLenTopHbIX 30H B MOAB3AOLIHON KWLIKE WK
OpYTUMK NpUYMHAMK, CBS3aHHBIMU C KULIEYHWKOM, TO MOC/e BBEAEHWs
BHYTPEHHEro (hakTopa npouecchbl ero abcopbuum He HOPManU3YyHTCS.
Mpn NepHULMO3HOA aHeMumn pesynbTaThl TecTa LUunnnHra He coOTBeT-
CTBYIOT HOpMe Jaxe nocfie UCYe3HOBEHUS reMaToNOrMYecknuX U HeBPO-
NOTMYECKUX MPOSIBNIEHNI 3ab0/1eBaHus.

JleueHue. lNocne napeHTepasbHOrO BBeAEHNA BUTaMuHa B,26bICTpO
pa3BuBaeTCA peakuus CO CTOPOHbI KPOBWU. Pu3monoruyeckas nortped-
HOCTb B BWTaMWHE cOCTaBfseT 1—5 MKr/cyT, U rematosiornyeckas
peakuumsa HabnogaeTcs Npu BBeLeHUM 3TUX [03. Hesposorunyeckue npo-
ABNEHNA 3a60/1eBaHNA C/YXKAT MOKa3aHWEM K BHYTPUMbILLIEYHOMY BBe-
[eHnto BUTamMmHa B o3e 1 Mr/cyT B TeuyeHWe He MeHee 2 Heg. Mogpaep-
XMBaKOLWas Tepanns HeoOXOAMMa Ha MPOTSHKEHWM BCEW XKU3HWU BONb-
Horo. C 3TOW Le/bio AOCTATOYHO BBOAMTb BUTAMWH BHYTPUMbILLEYHO B
[o3e 1 Mr OAHOKpaTHO OAMH pa3 B Mecau. [poTUMBOMOKAa3aHO nepo-
pasbHOe BBeAEHWe npenapara.

HepoctatouHocTb TpaHckobanamvHa. B nnasme pasnvyaloT fsa
OCHOBHbIX BUfa CBA3bIBAKOWMX BuTaMMH B,2 6enkoB, 0603Ha4aeMblX
Kak TpaHckobanamuH | u Il. TpaHcko6anamuH Il npeactaBnset coboii
OCHOBHOE TPaHCMOPTHOE CPeACTBO 4719 BUTamMuHa B|2; ero BpoxaeHHas
HeoCTaTO4YHOCTb Hac/efyeTcs M0 ayTOCOMHO-PELeCCUBHOMY Tuny u
COMpPOBOXJaeTca HapylueHvem abcopbummn 1 TpaHcnopTa BUTAMUHA. Y
pebeHKa paHHero Bo3pacTa Mpu 3TOM Pa3BUBAETCA TAXKEN0 NPOTeKaro-
Was MeranobnacTHas aHemMus; 4ns fedeHUs TpebyeTcsa nNapeHTepaibHOe
BBeJEeHWEe MacCVBHbIX [03 BUTaMuHa B|2.

HepoctatouHocTb BUTaMMHa B2 y ageTeld cTapliero BospacTa.
WHorga npu HapyLleHWn BcacblBaHMS BUTaMuHa B|2 y fgeTeld cTapluero
BO3pacTa OTMeYany aTpodinio CAU3UCTON 000M0YKM XKenyaKa U axnop-
rmapuio, B ApYrux cnyvasx CTPYKTypa CAU3UCTON 060/104kM Gblna He
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M3MeHeHa. HapylweHne abcopbumMn BUTaMMHA MOXET COYeTaTbCcs C
CEMENHbIM CUHAPOMOM, MpPEeACTaBNEHHbIM KOXHbIM MOHWAMA30M, FMMo-
napaTupeosoM U APYrMMy BUAamMn 3HAOKPUHHOW HEA0CTaTOYHOCTU.
B cblBOPOTKe 60MbHLIX 06HAPYXXMBatOT aHTUTeNa K BHYTPEHHEMY (hakK-
TOpy, pe3ynbTatbl Tecta LunamHra y HUX CBUAETENbCTBYHOT 06
OTK/OHEHMSIX OT HOPMbl, OAHAKO OHWU KOPPUTMPYHOTCA NpU BBELEHUM
BHYTPEHHero aktopa wn3BHe. [ns npefynpexaeHus pasBuTUs Mera-
No6NacTHON aHemMuyn GOMLHOMY ChefyeT PerynsipHo BBOAWUTb BUTAMUH
B, napeHTepanbHo. Coo6LaeTcd 0 60AbHOM Merano61acTHOW aHe-
MUWER, y KOTOPOro GbinM OBHapyXXeHbl CTPYKTYPHbIE U3MEHEHUSI BHYT-
PEHHEro (hakTopa.

HapyweHua BcacbiBaHUs BuTamumHa BI2 npu  3a6oneBaHUAX
KMLleYHNKa. B nuTepatype BCTpevaloTCs COOOLLEHMS O HECKOSIbKUX
cy4yasx CemeliHOro HapylleHWs BcacbiBaHWs BUTamuHa B,2 o6ycnos-
NEHHOT0 Ae(eKTOM B KWLUEYHWUKE, MPUYEM B HEKOTOPbIX CAy4Yasix OHO
coyeTanocb € npoTevHypuei (cuHgpom WimepcnyHga); rucronormye-
CKUE W3MEHEHWS B XeNyAKe OTCYTCTBOBa/M, a BHYTPEHHWI (PakTop M
KUCNoTa OOHapy>XWBaJMCb B €ro CeKpete.

Pe3eKLms TEPMUHa/ILHOTO OTAena MOAB3AOLUIHON KULIKM MO MOBOLY
TakUX BOCNaNUTENbHbIX 3a60/1€BaHUIA, KaK PervoHapHblA SHTEPUT WK
Ty6epKynes, TakxKe MOXET COMPOBOXAATbCA HapyLUeHWeM BCacblBaHMA
BUTamMuHa B,2 lMocne yaaneHus TepMUHaNbHOIO OTAeNa KWULIKW U npu
nonyyeHWn pesynbTatoB Tecta LUunauHra, CcBUAETENLCTBYHOLWMX O
HapyLUeHnn abcopbumm BUTaMMUHA, MOKA3aHO ero napeHTepaibHOe BBe-
[leHVe B TeYeHMe BCeil nocnedytollelii XMU3HU GO0/bHOT0. YCKOPEHHbIN
POCT KMLIEeYHON (Nopbl B NOMOCTU AMBEPTUKYNOB WU AYyNAvKaTyp
TOHKOFO KULIEYHMKA TakXe MOXET 006yCNoBUTb HeLOCTaTOYHOCTb
BUTaMMHA B pe3ynbTarte ero notpebneHns 6akTepusiMu, UX KOHKYpUpo-
BaHUA 3a BUTaMWH WM PacLLEensieHns KOMMJIeKCa ¢ BHYTPeHHUM hak-
TOpOM. B nofo6HOM cryyae peakums CO CTOPOHbI KPOBWM MOXET Mocne-
[0BaTb Mocne BBEAEHWS aHTMOMOTMKOB LUMPOKOrO CMEeKTpa AeicTBus.
AHaNorMyHble MexaHW3Mbl MOTYT aKTUBM3MPOBATLCA MPU MHPULMPOBa-
HUM BEPXHWUX OTAEN0B TOHKOMO KULUEYHWKA TAIMCTHbIMU (hopMamu 13
rpynnbl NEHTOYHbIX YepBei (LMPOKWUiA neHTel). Mpu MeranobnacTHol
aHeMMn B 3TOM Clydvae CHWXKaeTcs YpOBeHb BuTamuHa B,2 B cbiBO-
POTKE, B >KE/MYAOYHOM COKE COAEPXMTCH BHYTPeHHUiA (akTop, a
pesynbTaThl Tecta LLnanMHra He KOPPUrMPYHOTCA MPU €ro 3K30reHHOM
BBEAEHUM.

Peakune thopmbl Merano6nacTHbIX aHemMuii

OpoToBas auuaypus npencTaBiseT co6Oi FeHeTM4ecku 06ycnos-
NeHHbI  petheKT OMOCUMHTE3a MNMPMMKAMHA, COMPOBOXAatoWuiica Ts-
)KeNo npoTeKarolleld Merano61acTHOW aHeMuUeR, HEMTPONeHNeRn n Kpuc-
Tannypueid, 00YCNOBMEHHOI BblAeNeHWEM OPOTOBOI KWUCNOTbl. [Mpu
3TOM YacTo 3afepXuBaeTcs (U3MYECKOe W YMCTBEHHOE pasBUTUE
pebeHka. AHeMWsi He MOAAAeTCs BO3AEWCTBMIO BMTaMMHa BI2 wmm
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(hONMEBOI KUCNOTbI, OfHAKO NPELLUECTBEHHWK HYKIEMHOBON KWCNOTbI
(YpuauH) wim - OpoXOKM  0KasbiBalOTCA  3P(eKTUBHbIMKU.  OCHOBHOIA
feeKT cocTouT, NO-BMAUMOMY, B HEAOCTAaTOYHOCTM opoTaTdoctopu-
603unTpaHctepasbl U OpoTMANH-5-thochaTaekapboKcniasbl BO MHOMUX
TKaHAX. 3aboneBaHuWe HacnegyeTca MO ayTOCOMHO-PELECCMBHOMY
TMny. MeranobnacTtHas aHeMusi MOXET pa3BUMTbLCA MNpU  CUHAPOME
Newa — HalixaHa, npu KOTOpOM 6/I0KMPYeTCs pereHepauuns nypuHo-
BbIX HYK/1€0TUAOB.

MmetoTcs coobLleHus 0 ABYX CUTyauusax, MpU KOTOpbIX Mera-
no6nacTHas aHeMusi OT/IMYaacb 3aBMCMMOCTbIO OT TMamuHa U Noaja-
BaslaCb KOppeKuuu npu neveHnn uMm. BeepeHuwe ero B fose 100 mr/cyT
BbI3bIBAI0 ObICTPYH) PEakuMO CO CTOPOHbI PETUKY/OLUTOB M CTabusib-
HOE MOBbILLUEHNE YPOBHA remorjiobuHa. 3aboneBaHne COMPOBOXAANOCh
CEHCOPHO-HEBPANbHOM FNYXOTOM M caxapHbiM AnabeTom. [laToreHes
OCTaeTCA HEBbIACHEHHbIM.

MWKPOUWTAPHBIE AHEMWI
XenesogedpuumntHas aHemus

AHeMmusl, pa3BuBaloOLLascs B pe3yfibTaTe HeAOCTaTOYHOro Ans CUH-
Te3a remornobuHa YpoOBHS efie3a, OTHOCMTCA K Haubonee 4acCTbiM
rematofiormyeckum 3abofieBaHNAM [AeTeil paHHero U cTapluero BO3-
pacta. Ee pacnpocTtpaHeHHOCTb 06ycnoB/feHa 0CO6eHHOCTAMU MeTabo-
NN3MA Kenesa U NuTaHus. B opraHn3Me HOBOPOXAEHHOIO COLEPXMUTCS
okosio 0,5 r, a B opraHu3me B3pOC/IOr0 4yenioBeka —5 T xenesa. Ana
TOro 4TOObl MNOracuTb 33A0/MKEHHOCTb B 4,5 T, OpraHusM [O/KeH
ycBaMBaTb eXefHeBHO B cpegHeM 0,8 Mr MUKpO3feMeHTa B TeuyeHue
nepBbix 15 NeT >Xu3HW. MOMMMO 3TUX MOTPEGHOCTel pocTa, HeobXo-
OVMbl  [LOMOJIHUTENbHbIE  HEBO/bLUME KOMMYecTBa >Kenesa Ans Toro,
4TOObl KOMMEHCHPOBATb 3KCKPETUPYEMOE B HOPME €ro KO/MYecTBO.
CnepoBaTensHo, ANA MoAfepXXaHus y pebeHKa afeKBaTHOrO MOJOXM-
TeNbHOIO PaBHOBECUSA XKefe3a eXeAHEBHO OHO [O/HKHO BCachblBaTbCA B
konnyectee 0,8—1,5 mr. Mockonbky abcopbupyetca scero 10% anu-
MEHTapHOro >Kenesa, B AueTe, obecneunBarolleid onTUManbHOE MuTa-
HWe, ero [O/MKHO cofepxatbcsi 8—15 mMr. bonee apgheKTUBHO Xene3o
BCACbIBAETCA M3 XXEHCKOr0 MOJIOKa, HEXen U3 KOPOBLEro, B CBA3N C
ueM [JeTW, HaxXOAsLiMecs Ha rpygHOM BCKapMMBaHWMW, HYXAaloTca B
MEHbLLUEM €ro Ko/jn4ecTBe, MOCTYyMallWeM Wu3 ApYrux WUCTOYHWKOB
MWTaHUs. B nepBble rofbl XXM3HW B AWETYy pebeHKa BXOAUT OTHOCU-
TeNbHO Ma/lo NPOAYKTOB, 6GOraTbiX ene3om. VIMEHHO MO3TOMY B Hee
HEeobX04MMO BK/OYaTh CheluanbHble KPyrbl U MOSIOYHbIE CMECH, Mpu-
rOTOB/IEHHbIE Ha OCHOBE KOPOBLEFO MOJOKa. B nydwem cnyuvae opra-
HM3M pebeHKa BecbMa HecTabuneH B 3TOM OTHOLLeHWW. Mpu geduunTte
Xenesa B AMETe WM MpU BHELUHeli KpoBonoTepe y pe6eHKa ObICTPO
pas3BuBaeTCsa aHeMus.

OTVoNOrnA. MpeBanupylollee KOAMYEeCTBO Xefesa B OpraHusme
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HOBOPOX/EHHOr0 BXOAMT B COCTaB LMPKY/NMPYIOLLEro reMornobmHa.
Y neTeid, poAMBLUMXCA C HW3KOW MacCOl Tena, a TakKe NpU BbIPaXKeH-
HOM KPOBOMOTepe B MepuHaTa/bHOM Tepuofe YMeHbLuaTcs o6Lyee
KO/MYEeCTBO reMornobmHa u 3anacbl xenesa. 1o mMepe CHVXeHWUs nep-
BOHa4a/lbHO BbLICOKOrO YPOBHSI FeMOrno6uHa y HOBOPOXAEHHOro Ha
MPOTSXKEHUN MEPBbIX 2—3 MEC XKU3HU BbICBOOOXAAKTCA U OTKNafbl-
BalOTCA B AEMO0 3HAYMTE/IbHbIE KOMMYECTBA XeJie3a. ATOro 06bIYHO OKa-
3blBaeTCA [AOCTAaTOMHO Ansa 06pa3oBaHWMA KpPOBW B nepBble 6—9 Mec
XKW3HW; 3anacbl, 06YC/OBNEHHbIE MOCTYMN/IEHWEM >Kefe3a B OpraHu3m
yepes MnaueHTy, WCTOLLAOTCA K MOMEHTY, KOrja macca Tena pebeHka
NpubN3NTENLHO yTpamBaeTcs. Y feTeid, pOAMBLLMXCA C HA3KOW Maccoi
Tena WM nepeHecLUMX KPOBOMOTEPK B NepuHaTasbHOM nepuoge, 3a-
Macbl )Kenesa MOryT ObITb UCTOLLEHbI paHblle, B CBA3W C YEM BaXKHEN-
LUee 3HayeHVe MpUOGPETaoT MULLEBbIE €0 UCTOYHUKK. AHemus, 0byc-
NOBJ/IEHHasA TO/IbKO /IMMEHTapHbIMU (haKTOpamu, PefKo BCTPeYaeTcs y
feTein B nepBble 4—6 MEC XXM3HW, OAHAKO CTaHOBUTCA PacnpoCTpaHeH-
Hol y OeTeil B Bo3pacTe 9—24 Mec. B mocneaytolime nepuoipbl >XM3HM
OHa BHOBb CTAHOBUTCH OTHOCWUTENbHO pefkum  siBneHnem. O6blYHO
[eTun, cTpafaroLiue xene3ofeuUNTHON aHeMueld, NonyyaloT 6onbLuve
KONMYecTBa MOMOKa W YINEBOAHbIX MPOAYKTOB, He 060ralleHHbIX
XKene3om.

MpuunHOA Xene3ogeuUNTHOW aHeMUKM, OCOBEHHO Yy [eTeil cTap-
LUero Bo3pacTa, CrefyeT cumTaTb KPOBOMOTepto. XPOHMYECKas XKefe3o0-
feuuuTHAA aHeMus B pesynbTaTe CKPbITOrO KPOBOTEYEHUS MOXET
6bITb  06yC/M0BfiEHa MPOLECCOM B KeAYyAOYHO-KMLLEYHOM TpakTe,
Hanpumep NenTUYeCKOl N3BOI, MEKKENeBbIM AMBEPTUKY/IOM, MOMMMIOM
WM remMaHrMomoid. B HEKOTOpbIX reorpauyecKknx 30HaX BaXHON Npu-
YMHOI CNYXXWT TNUCTHas MHBa3Ws (Hematogosbl). B CLUA noutn y 73
[ieTeil ¢ BbIPQXEHHOW XXene3ofeuUNTHON aHeMUEn BbISBASIOT XPOHU-
YECcKOe KMLLEYHOe KPOBOTeYeHWe, 06YC/OBEHHOE TEePMOIabU/bHLIM
6enkom, BXOAALWMM B COCTaB LENbHOrO KopoBbero monoka (Wilson,
Lahey v Heiner). Pe6eHOK Npu 3TOM eXeAHEBHO TepsieT ¢ (hekannamu
1—7 Mn KpoBW; 3TOT 00bEM He BOCCTaHaB/MBaeTCs MNpU 3amMecTUTESb-
HOM Tepanuu npenapaTamy Xefesa WM remoTpaHcgy3mnax, HO KpoBO-
noTepsi MOXET 6bITb NpeAynpexgeHa MpU OrpaHUYeHUMn NoTpebneHus
LeMbHOro Mosioka o 470 mMA B A€Hb WKW UCMO/b30BaHMS CryLLEHHOrO
WIN KUMSYEHOr0 MOJIOKa WM ero 3ameHmuTeneid. Takas peakuus co cTo-
POHbI KeMYL0YHO-KMLLEYHOIO TpaKTa He CBfA3aHa C HapyLueHusmMu dep-
MEHTaTUBHbIX MPOLLECCOB B CAM3NCTON 060/104Ke KULIEYHWKA, Hanpu-
Mep C HeOCTaTOUYHOCTHIO 1aKTasbl, U HE UMEET OTHOLUEHWS K TUMNYHOIA
«MOJIOYHON anneprum». BecbMa XapakTepeH TOT (haKT, 4TO aHemus
npoTeKaeT TsKenee W pa3BMBaeTcsi B 60fiee paHHEM BO3pPacTe, Yem
3TOro cnefoBano Obl 0XXUAATL MPU NPOCTON HeJOCTaTOMHOCTU Xefesa B
MULLEBBLIX MPOAYKTaX.

Mpu Janeko sawepwnx cay4vasx B CAU3UCTOW 000/104Ke Xeaymou-
HO-KMLLIEYHOTO TpakKTa O06HapyXWBAKOT TMUCTONOrMYECKNE WU3MEHEHMS.
OHM  MOryT CAYXWTb HEMOCPEACTBEHHbIM MPOsIBAEHMEM feduumTa
Xenesa B TKaHsIX.
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KnuHnyeckne nposeneHus. K Hanbonee BaXHbIM MpU3HaKam
HeJOCTaTOYHOCTM XKefie3a OTHOCUTCA 6/1e4HOCTb KOXHbIX MOKPOBOB.
Mpy Nerko WM ymepeHHO BbIPAXXEHHOM AU(pULNTE, KOrga YpOBEHb
remornobmHa Haxogutcs B npefenax 60—100 r/n, KOMMeEHCaTOpPHbIe
MexaHW3Mbl, BK/toYatowme B cebs nosbieHne yposHs 2,3-0PT n cme-
LeHne KpWBOIW Anccoumaunm  KUCIOpoAa, MOryT OKas3aTbCH CTOfb
3 heKTNBHBLIMU, UTO aHEMUS NPOSBUTCS BECbMA CKYAHON CMMNTOMaTK-
KO. pn QOCTMXKEHUU YPOBHS remornobuHa Hwxke 50 r/n cTaHoBATCA
BbIP&XXEHHBLIMW Pa3fpaxnMoCcTb U aHopekcus. MpucoefnHNAETCA Taxu-
Kapaus, YBeNuMUMBAKOTCA pasMepbl cepila, 4acTo BbICMYLUIMBAOTCA CU-
CTO/IMYECKME LUYMBbI.

B 10—15% cny4aeB nanbnupyeTca yBe/IMYeHHas cenes3eHka, a npu
ONMTENbHO npoTekaroLleM 3ab0/1IeBAHUM MOXET paclUUpATLCA NPOCBET
OMNJIONYECKUX KaHA/IOB KOCTEen uyepena MOfo6GHO TOMY, YTO MPOMCXO-
OUT TMpU BbIPQXXEHHOW TeMOonMTUYeckol aHemun. Tpu afeKBaTHOM
3aMECTUTE/IbHOM JfIeYEHUM 3TU WM3MEHEHWS MOCTENeHHO paspeLlalTCs.
PebeHOK C XXene3ofetMUUTHOW aHeMMWeld MOXKET CTpafaTb OXUPEHMEM
nn6o macca ero Tena yMeHbLUaeTca Ha (hOHe ApYrux npu3HakosB Hefoc-
TATOYHOro NUTaHuA. Hepeako 3amMeTHO M3BpaLLaeTcsa BKyC. XapakTep-
Hble 1S [afeko 3aweflinX Cay4yaes pasfpaKMmoCTb M aHOpPEeKCUs
MOryT oTpaxartb Ae(MuuT Xefesa B TKaHAX. JleyeHwe npenaparamu
Kenesa COMPOBOXAETCA BblpaXXeHHbIM Y/yULLIEHWEM CaMOYYBCTBUA U
noBeAeHNss pebeHKa, MPUYeM 4acTo elle A0 PasBUTUS 3aMETHON peak-
UMM CO CTOPOHbI KPOBMW.

MoHoaMMHOKCHAa3a, MNPefCTaBAlowWan coboi >kene3o3aBUCUMbIN
(hbepMeHT, WMrpaeT peLlalolLy0 posib B HEMPOXMMUYECKMX peakLusaxX B
LHC. YpoBeHb MAQO wMOXeT ObITb oOnpefeneH U B TpomboumTax.
JKeneso CoAepXuTCA TakXKe B KaTasiiase W Mepokcupaase, OfHako WX
610N0rnMYecKoe 3HaueHve He BMOSIHE YCTaHOB/EHO. JIerko JOCTYNHbIE U
TOYHbIE MeTOfbl M3MEPEHUS YPOBHSA >kefe3a B PepMeHTHON cucTeme in
VIiVO OTCYTCTBYIOT, XOTS, BO3MOXHO, WUMEHHO OHa WrpaeT OCHOBHYIO
ponb B MeTabosmM3Me 3TOro MMKPO3/sieMeHTa. B npownom cumtanu, 4to
[laXe Mpu BbIP&XXEHHOM WCTOLLEHMN ero 3anacoB BO BCEBO3MOXHbIX
CUCTEMax OpraHuM3Ma, paBHO Kak Mpu TSHKEeNo MNpoTeKarollein aHemuu,
ero KonM4yecTBO BO BHYTPUK/IETOUHBLIX (DepMeHTax MOAAep>KUBAeTCca Ha
[LO/MKHOM  ypoBHe. TOJ06HbIN TPagWLUOHHBIA B3rNsg B HacTosLllee
BPeMS MOABEPrHYT COMHeHMI0. HefoCTaToOUYHOCTbL >Kefesa MPUBOAUT K
CHWDKEHWIO YPOBHSA TakMX (DepPMEHTOB, KakK KaTanasa W LUTOXPOMbI.

Jednunt >xenesa MOXET BAUATb HA HEBPOIOTMYECKUA CTaTyC M
WHTeNNekT. [lpeaBapuTensHO MOCTYNUBLUME COOGLLEHUS CBUAETENb-
CTBYKOT O TOM, YTO A&XEe NPV HEBbIPDKEHHON aHeMun ero geuumT
CKa3blBAETCA HA KOHLEHTpaLMM BHUMaHUS, COCPefoTOYEHHOCTU U Cno-
COBHOCTM K OOYyYeHVI0 AeTeil Kak paHHero, Tak W cTapLuero BospacTa.

[aHHble n1abopaTopHbIX MccnegoBaHuit. [Mpu nporpeccMpoBaHMm
JeduunTa Xenesa pasBMBaeTCA Lienasd nocnefoBaTeNbHOCTb GUOXUMU-
YECKMX W TemaTofIorMYeckuxX peakumin: 1) ymeHbLUAOTCA 3anacbl u
KO/IMYECTBO TFeEMOCUAEPMHA B MeYeHW M KOCTHOM MO3re; 2) YpOBeHb
(heppuUTMHA B CbIBOPOTKE CTaHOBMTCA HWKe 10 Hr/mn; 3) CHWXKaetcs
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YPOBEHb XXefne3a B CbIBOPOTKE, MOBbILLAETCA 06LLas Xe/e30CBsA3bIBal0-
Lasi crnocobHOCTb, MPOLEHT HaCbIWeHUA CTaHOBUTCA MeHee 15; 4) no-
BbILLIAETCH YPOBEHb CBOOOAHbLIX 3PUTPOLMTAPHLIX NPOTONOPHMPUHOB;
5) pa3BuBaeTCcA aHeMus, MPOrpeccuMpyloT FMAOXPOMUS U MUKPOLMTOS;
6) YMeHbLUAeTCAd aKTUBHOCTb BHYTPUKNETOUHbLIX (DEPMEHTOB, COAep-
Xawux xene3o (MCTOLLEHME KX 3anacoB MPUBEAEHO 34eCb B KayecTse
nocnegHei ctagun geuumTa Xenesa, OLHAKO YdXKe Npu OTHOCUTENbHO
NEerknx nNposBMEHUAX aHEMUM YPOBEHb HEKOTOPbIX COAepXalux
Xeneso ()epMeHTOB MOXET ObITb CYLLECTBEHHO CHWXKEH Kak B Kouye-
CTBEHHOM, TaK W (YHKUMOHANbHOM OTHOLUEHUN).

3anacbl enesa, nNpeAcTaBieHHble reMOCUEPUHOM MeYEHN U KOCT-
HOro Mo3ra, UCTOLWATCs. B CbIBOPOTKE MOXHO ONpeaennTb He60sb-
LLIOe KOMMYECTBO (hEPPUTMHA, XKENe30CBA3bIBAIOLEro 0Oenka TKaHEe.
YpoBeHb ero, no-sBMAMMOMY, M0O3BONSET OTHOCUTENIbHO TOYHO OLEHUTH
3anachbl XXenesa B OpraHuM3Me. Y AeTeil cpefHuiA ypoBeHb (heppuTMHA B
CbIBOPOTKe cocTasnseT 35 HIr/MA; ypoBeHb Huxe 10 Hr/Mn cBuAaeTeNb-
CTBYeT 0 fedmunte xenesa. [lanee ypoBeHb Xefes3a B CbIBOPOTKe CTa-
HoBMTCA HwKe 300 MKr/n, OAHOBPEMEHHO CBA3bIBatOLLas CMOCOOGHOCTb
CbIBOPOTKM MOBbIWaeTcs A0 ypoBHs 60nee 3500 MKr/n, a npoueHT
HaCbILWEHNA CTaHOBUTCA HWKe 15. Mpu ypoBHE HacbILeHNs TpaHcgep-
puHa B 15% >Kene3o CTaHOBUTCA (PAKTOPOM, JIMMUTUPYHOLLMM CUHTE3
remornobuHa, B CBA3M C YeM B OpraHuM3Me YMepeHHO HaKanjuBalTCs
NpefLWwecTBEHHUKN rema. WX 0603Ha4aloT Kak CBOOOAHblIE 3pUTPOLU-
TapHble npoTtonophupuHbl (C3MM). B Hopme ypoeeHb C3I cocTaBnsieT
1,9+0,4 mkr/r Hb (6onee 350 MKI/n UenbHON KpoBW); Npu Xenesoge-
(OMUNTHOW aHeMnM WX ypoBeHb gocturaeT 10,9+ 6,2 Mkr/r Hb (6onee
500 MKr/n uUensHOW Kposw).

Mo Mepe nporpeccuUpoBaHWUs HefOCTATOYHOCTU XKenesa pasmepsbl
3TUTPOLMTOB YMEHbLLUAKOTCA MO CPaBHEHWUIO C HOPMOM, & YPOBEHb remo-
rnobuHa B HWMX CHWKaeTcs. B KONMYECTBEHHOM OTHOLLEHWU MOPgONo-
rMYeckne XapakTepUCTUKW 3PUTPOLMUTOB Hawuydllumm 06pasoM OLeHU-
BalOTCA MO WX CpefHEMY O00ObeMy W YpPOBHIO remornobuHa. o mepe
pocTa W pa3BuTUA pebeHKa CpefHWA 06bEM 3pUTPOLMTA U3MEHSETCH,
4yTo 00YCN0BAMBAET HEOOXOAMMOCTb BO3PACTHOW CTaHAapTM3auuu npu
LnarHocTuke Mukpouutosa (tabn. 18-4). o mepe yTsKeneHus Tede-

Ta 6nuya 18-4. CpeaHnit obbem 3putpounta y peteir, pn(Mkm3

C i 0GbEM SpUTPOLIUTA, i

Bospact PeaH oA povy Mpegen KonebaHwii
HOBOPOX/AEHHbII 119 110—128
6—24 wmec 7 70—85
2—6 net 81 75—90
6—12 net 85 78—95
B3pocnblii 90 80—100

89.58%OCHpOMSBO'D'MTCH no. Koerper M A, Mentzer W C., Brecher C. et al. J. Pediatr., 1976,
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HUA 3ab0/1eBaHUS 3PUTPOLUTLI LehOPMUPYIOTCA, B HUX MNOSABASIOT-
CA MPU3HaKM MUKPOLWTO3a, TUMNOXPOMUM W NOKKMIoumMTo3a (Cm.
puc. 18-2, r). Mpy OTCYTCTBUM 3TUX W3MEHEHWIA AUArHO3 KAUHUYECKU
3HAUMMOIA Kene3oaedUUNTHON aHeMUM He 060CHOBaH. YuMCno peTuky-
NOLMTOB HaxoAuTCA B Mpefenax HOpPMbl WM HECKOSbKO YBEIMYEHO;
MHOrga B nepugeprnyeckoin KpoBU MOTYT MOSBAATLCA HOPMOOGACTHI.
Uncno nemkouuToB He mameHsieTcs. MOXET ObITb BbIpaXXeH TPOM6OLM-
T03 (uucno TpomboumToB 600—1000 109n). C pJpyroii CTOPOHBbI,
WNHOTfa BbISBAAKOT BbIPAXKEHHYK TPOMOOUMTONEHMIO. MexaHu3M 3Tux
M3MEHEHNIA OCTAeTCA HEACHbIM; MO-BUAMMOMY, OHW MPeACTaBAAT
COOOI HEMOCPeACTBEHHbI pe3ynbTaT HefOCTaTOMHOCTU XKenesa U Mo
Mepe fleYeHns ero npenaparamMyv HUBENMPYOTCH. UNCNo KNETOK B KOCT-
HOM MO3re YBEIMUMBAETCH 3a CYET 3PUTPOMAHON runepnnasun. Hop-
M061acTbl OTIMYAKOTCA CKYAHONM (PparMeHTUPOBAHHOW LMTONNA3MO W
MafiblM KOMIMYECTBOM remornobuHa. J1elikounTbl ¥ MerakapuoumTbl He
M3MeHeHbl. [py OKpalvBaHWM KOCTHOrO MO3ra HWUTPOMPYCCUHOBLIM
ronybbIM He Yy[aeTcsi BbIABUTb remMocuaepuH. [pubnusnTenbHO B
V3 cny4yaeB OnNpeaensitoT CKPbITYIO KPOBb B (hekanusax.

JOunhdbepeHumnanbHblii guarHos. XXenesofeULMTHYO aHeEMUIO Crie-
oyeT auddepeHLmMpoBaTb OT APYTUX TUMNOXPOMHbBIX MUKPOLMTaPHbIX
aHeMuid. Mpy OTpaBNeHUM CBUHLOM B 3pUTPOLMTAX MPOUCXOLAT MOp-
(hONOTUYECKN CXOfHbIe M3MEHEHWS, OfHAKO 06pallaloT Ha cebs BHUMa-
Hue rpybble 6a30(uNbHbIE BK/IKOYEHUS B HUX. B KpPOBU 3HAUUTENLHO
MOBbLILIAETCA YPOBEHb CBMHLA U NOSABAAKOTCA CBOBOAHbIE 3puTpOLMTap-
Hble MPOTONOP(PUPUHBLI, B MOYe BbISBAAOTCA  KONPOMOP(MUPUHDI.
Hepeako  OTpaBfeHUtO  CBMHLOM  CONYTCTBYET  HeLOCTAaTOUYHOCTb
xenesa. I3MeHeHMs KPOBM NpY TaslacCEMMUK HANOMMHAIOT TakoBble Mpu
fgeuuute Kenesa, OAHaKO B OT/MYME OT MOCMELHEr0 B HeW MOBbI-
watotca ypoBHu HBA2 v HbF. TposBneHns Manoli a-Tanaccemumu
BCTpeyvarTca nouth y 3% [eTeil HerpoMAHON pacbl U MHOTWX BbIXOALEB
13 KOxkHoi Asumn. pu anarHocTuKe TpebyeTcs KOMMNIeKcHoe o6cneno-
BaHWe peGeHKa, Bblllefllero U3 nepuoga HoOBOPOXAeHHOCTW. Mogo3pe-
HUE Ha TanacCceMuio MOSBASETCA MPU CEMENHOM XapaKTepe rMroxXpoM-
HOM MMWKPOLMTApHOIA aHeMWUW, NPOTEKalolled Ha ()OHE HEW3MEHEHHOro
ypoBHS HbA 1 pedpaKTepHOI K npenapartam »enesa. B nepunog HoBo-
POXAEHHOCTM Y pebeHKa MOXET BblfBNATbCA 3—b5% remorno6uHa
BapT. bosnbluas TanacceMus C BblpaKeHHbIM 3pUTPO6/1acTO30M U remo-
NUTUYECKUM KOMMOHEHTOM He [O/DKHa MpeAcTaBnATb Cob6oi AuarHo-
CTMYECKUX TPYAHOCTe. SPUTPOLMTLI MPU XPOHUYECKMX BOCNANUTENb-
HbIX Mpoueccax WM MHGEKUMAX, OObIYHO OT/IMYAKOLLMECS HOPMOXPO-
MUeld, B OTAEMbHbIX CAyyasax MOryT MposBAATb NPU3HAKU MUKpPOLUTAp-
HOe™, HO YpOBeHb >Kefe3a B CbIBOPOTKE W €e >Ke/e30CBsA3blBatoLLas
CNOCOGHOCTL CHMXKAIOTCA, @ YPOBEHb (DEPPUTMHA OCTaeTca B npegenax
HOPMbl WX MOBbILLIAETCS.

JleyeHue. MocTofAHHAA MNONOXUTENbHAA peakunda opraHmsama npu
)Kel'le30,£l,e(*)l/lL|,VlTH0l7l aHeMnn Ha BBeAeHWe afeKBaTHbIX KO/MN4YecTB
Xenesa OTHOCWUTCA K BaXHblIM AWArTHOCTUYECKMM W TepaneBTUYECKUM
thakTopam. lepopanbHOEe BBEAEHME MNPOCTbIX COMEA ABYXBANEHTHOTO
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Xenesa (cynbgaT, FAOKOHAT, hymopaTt) NpeacTaBnseT co60i Hegopo-
ro 1 y[oBNEeTBOPUTENbHbIA METOZ fedeHus. He nogTBepXAeHbl AaH-
Hble O TOM, YTO J06aB/eHNe KakKuX-1Mbo MUKPO3NEMEHTOB, BUTaMUHOB
W LpYrux reMaTMHOBbIX CY6CTaHUMI CYLLEeCTBEHHO YCU/IMBAET peak-
LM Ha BBeLeHWe NPOCTbIX COMel ABYXBaneHTHOro xenesa. C gpyroi
CTOPOHbI, BCACbIBaHWE HEKOTOPbLIX XENaToB >Kejie3a MOXET Haxo4WTbCs
Ha YPOBHE HWXKe ONTUMANbHOro. [Jns MOBCEAHEBHOIO K/AMHUYECKOrO
NpYMeEHEHNUs Bpa4y CcrefyeT OCBOWUTbL OAWMH W3 HELOPOroCTOALLMX Mpe-
napaToB [BYXBalEHTHOr0o >Xenesa. TepaneBTUYECKYIO [03y ChefyeT
paccuMTbIBaTb, UCXOA4S M3 YPOBHSA 3/IEMEHTAPHOrO Xenesa: B cybgaTe
ero cogepxutcsa 20%, a B rntokoHate 10—12%. [030i 31eMeHTapHOro
Xenesa, ONTUMaNbHON AnA yTUAM3AUUWA CTUMYIUPOBAHHLIM KOCTHbIM
MO3rOM, C/eflyeT cumuTaTb 6 MI/Kr B CyTKW, NpUYeM ee crefyeT pasge-
NUTb Ha Tpu npuema. MpuMeHeHWe 3/1EMEHTapHOro >kefe3a B [03aX,
MpeBbILLAOLWMX 6 MI/KI B CYTKM, HE COMPOBOXAAeTCs 6onee ObICTPON
peakumeli KpoBu. OPPeKTNBHEE OHO BCACbIBAETCA MpPU BBEAEHUM
MeXay npuemamy nuwin. OfHOBPEMEHHbLIA MpueM 6OSbLUNX KOINYECTB
MOJ/IOKa MOXET 3HauMTeNbHO CHWXATb ero BcacblBaHue. HenepeHocu-
MOCTb MPUHUMaEMbIX BHYTPb MpenapaToB >Xefe3a BCTPevaeTcs KpaiiHe
PEeLKO; Xanobbl Ha HapyLleHWe ero BcacblBaHWUSA NPeAbABAAIOTCA valle,
YeM 3TO yjaeTca NoATBepAMTb. MapeHTepanbHOe BBEAEHWE Mpenaparos
Xenesa (KenesocoaepxXalwnii gekctpaH) ayheKTUBHO W BNosHe 6e30-
MacHo, HO NWLWb MPW MPaBUIbHO paccUnTaHHbIX gosax. C apyroi crto-
POHbI, peakUWsi Ha HWX BblpaXXeHa OTHIOAb He B OO/blueli CTeneHn U
pa3BuBaeTcs He ObICTpee, HEeXenu Npu npueme BHYTPb.

PoauTenein pebeHKa, Nevallerocsas npernapatamy >kenesa, Heobxo-
OVMO  MPOMHCTPYKTUPOBaTb OTHOCWUTENbHO MoA6opa  NpaBWsbHONM
AVeTbl, NpefyCMaTpMBAOLLE OrpaHWyeHue KOamM4yecTBa MOMOKA [0
pasyMHbIX npegenos (NpegnoyTutensHo Ao 500 ma B AeHb UK MeHee).
OrpaHuyeHne ero npuema COMPOBOXAAETCH [ABOMHbIM 3PHPEKTOM: B
paunoHe 60/MLHOrO YBeNMYMBaeTCA [0NA NULLEBLIX MPOAYKTOB, 6ora-
ThIX XXE/1€30M, B CBA3M C YeM NPeAynpeXxXaatoTcs XKenyao4HO-KULLEYHbIe
KPOBOTEYEHUS, 06YCNOB/EHHbIE BO3MOXHON HenepeHOCUMOCTbI0 Gen-
KOB KOpOBbEro mosioka. Ecnm nogobHas nepvopueHTauus B MULLEBOM
paLUMOHe OKa3blBaeTCs 6e3yCcrneLlHoli, MOXET OblTb MOKa3aHO NapeHTe-
pasbHOe BBEEHWEe MNPenapaToB >Xenesa.

B rpynnax feteil BbICOKOr0 puUCKa HEAOCTATOYHOCTb >Kenesa npe-
OynpexaaeTca NpPUMEHeHVEM 15 BCKapMIUBaHMA CMecell 1 Kpyn, 060-
FaLeHHbIX WM.

Oxupaemble KIUHWYECKME W FemMaTofIorMyeckme peakuum Ha feve-
HWe npenapaTaMu >xenesa:

12—24 4.  BO3MeLLEHME BHYTPUKIETOUHbIX >Kee3ocofepXalimx (PepmMeHTOB; CyOb-
EKTUBHOE Yyny4ylleHne COCTOoAHUA, YMEHbLUEHNE pa3apaXXUTENbHOCTU;
MNoBblILLEHNE anneTnuTa

36—48 u: Havyano peakunn KOCTHOro Mo3sra; 3putTpougHasa runepnnasna

48—72 u: PETUKYNOLMTO3, AOCTUraloWmii HanboNblUeid BbIPAXXEHHOCTU K 5—7-My
[HIO

4—30 [Heid: MOBbIWEHWE YPOBHS remorno6uHa
1—3 MeC:  BOCMO/HEHWE 3aMacoB >Kefiesa B OpraHuame
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Uepes 72—96 4 nocne Hayana nedveHus B neputepmyeckoii Kposu
YBE/IMYMBAETCS YNCNO PETUKYIOLMTOB. BbIpaXXEHHOCTL 3TOW peakuuu
HaxoguTca B 06paTHO MPOMOPLMOHALHON 3aBUCUMOCTU OT TSHKECTU
aHemmun. Bcnef 3a peTMKYIOLUTO30M MOBbILIAETCA YPOBEHb FEMOr/I0-
6MHa, MPUYEM CKOPOCTb MOBBILIEHNS MOXET JOCTWraTb 5 r/n B CYTKW.
Mocne Hopmanu3aumy cocTaBa KPOBW fIeYeHUe crefyeT NPoAo/mKaTb
elle B TeyeHne 4—6 Hefd. Ero Heath(heKTMBHOCTb MOXET ObITb 00YyC-
NOB/IEHa TeM, YTO pebGeHOK He MOy4vaeT HasHaYeHHbIi npenapar W
nocnefHWn MPUMEHSIETCA B MJIOXO BCacbiBaeMoW hopme, win ecnn y
pebeHKa MPOJO/MKAETCSH CKpbITas KpoBoroTeps. OLMO0YHbIA AMarHos
XenesogeuUNTHOW aHeMUM MOXET 6blTb MOCTaBAEH MpU OTCYTCTBUM
peakuMn Ha feyveHue.

MOCKOMbKY MpU TUMMWYHOW >Kene3ofeuuUTHON aHEMWN MOXHO C
YBEPEHHOCTLIO 0XMAaTh ObICTPO peakuuu CO CTOPOHbI KPOBM, Femo-
TpaHCQy3nM NoKasaHbl NNWb NPU TSHXKENOM TeYeHUNU 60MIE3HN UK NpU-
COeAVMHEHUN UHMEKUWIA, KOTOpble MOFYT NPensTCTBOBaTb TepamneBTu-
yeckoMmy apdekTy. MonbITKM BbICTPON KOPPEKLMUM TSXKENO0 MPOoTeKako-
el aHeMUM C MOMOLLLH TpaHCcy3un NpPeAcTaBAATCA HEHYXHbIMU 1
JaXe OnacHbIMKU B CBA3M TeM, YTO OHU MOFYT COMPOBOXAATbCS pa3Bu-
TVEM TUNEPBOSIEMMU U PACLUMPEHNEM KaMmep cepaua. IpUTPOLUTHYIO
Maccy WM OCaXAEHHbIE 3pPUTPOLMUTBI, MNOMYYEHHbIE OTHOCUTENLHO
HeJaBHO M XpaHMBLUMECA C A06ABIEHVMEM aHTUKOAry/sHTa, YTO rapaH-
TUPYeT HOPMa/bHOE CPOACTBO remornobuHa K KWUCMopoAdy, cneayet
BBOAMTb ME[/IEHHO B KONMYECTBax, AOCTATOYHbIX [ MOBbILIEHMUS
YPOBHSI TeMOr/iobrHa [0 6e30nacHbIX 3HAYEHWiA, MOCAe Yero MOXHO
OXWAaTb peakuuy Ha jedeHUe npenapatamu >xenesa. Kak npaswno,
TSOKENOOObHBIM -~ IeTAM, Y KOTOPbIX YPOBEHb TEMOr06MHa  HbKe
40 r/n, oAHOKPaTHO MOXXHO BBECTM 2—3 MJI/KI 3pUTPOLUTHOM Macchbl.
Mpn NOABNEHUM NPU3HAKOB SBHOWM 3aCTOMHOW CepAeYHON HepoCTaTou-
HOCTW CnefyeT paccMOTPeTb BOMPOC O MOAUMMLMPOBAHHOM 3aMEHHOM
NepennBaHNN CBEXEW 3PUTPOLMTHOI Maccbl. MoXKHO BBecTM (hypoce-
mMug. HeobxoammocTb B MPUMEHEHWUM MPEenapaToB HAamMepcTAHKW, Kak
npaBuio, OTCYTCTBYET.

CupepobnactHble aHemMun

CunpaepobnacTHble aHeMMU MpPefcTaBMsStOT COO0M reTeporeHHyro
rpynny FUNOXPOMHBIX MWKPOLUTApPHbLIX aHeMWUiA, B OCHOBE KOTOPbIX
NneXxat HapylueHust meTabonm3mMa Xenesa WM rema. YpoBeHb xenesa B
CbIBOPOTKE MOBbILLEH. B KOCTHOM MO3re 06Hapy>XMBalTCA KO/bLEBUA-
Hble cuaepobnacTbl: SAPOCOAEPXKALLMEe 3PUTPOLMUTLI C OKOMOAAEPHBLIM
BEHUMKOM, COCTOSILLMM M3 rpybbIX rpaHyn reMocuaepuHa u npegcras-
NAOLWMM COGO0M 3arofIHEHHbIE >KEee30M MUTOXOHAPUMN.

OpgHa 13 hopM CKaepo6MacTHbIX aHEMWIA, Hacnedyemasi Kak X-cuen-
NEHHbIi  PELECCUBHbLIA  MPU3HAK, CMMMTOMATMYECKU MNPOSABASETCS B
nosgHeM feTckom Bo3pacTe. OObIMHO OTMevaeTcsi CrJieHOMeranus.
YpoBeHb CBOGOLHOr0 3pUTPOLUTAPHOro MOPMPUMHA HE MOBbILIAETCA.
B HekoTopbIX cnyyasx npegnonaraetcs gemumt depmeHTa ALA-CUH-
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TeTasbl. Y deTbipex [feTeil Gblna BbisiBfieHa pegpakTepHas cuaepo-
6nactHas aHemua ¢ BaKyonmau,meVl KNeToK-npeAwecTBeHHNKOB B
KOCTHOM MO3re u aucyHKLUMel 3K30KPMHHOTO annapaTta NoAXenypou-
HOW >kenesbl. lpuobpeTeHHble cupgepobnacTHble aHEMWU [AWUATHOCTU-
PyroT1CA Yy B3pPOCNAbLIX B COYE€TaHUM C UENbIM pAAOM BOCNalUTENbHbIX U
3/10Ka4eCTBEHHbLIX NpoOLECCOB, a TakKXe Npu ajaKoroansme.

B psage cnydvaeB fnedyeHue nuUpULOKCMHOM (BUTamuH B6) B go3se
200—500 Mr/cyT MOXET COMPOBOXAATbCA YaCTUYHbIM 3NDPEKTOM, He-
CMOTPA Ha TO YTO MOrYT W OTCYTCTBOBAaTb HapyLleHus meTabonusma
TpunTohaHa W Apyrue MpuU3HaKU HefoCTaTOYHOCTWM BuMTaMuHa BB

OTpaBneHne CBUHLOM

CBUHeL, HapyLlaeT npouecchl YyTUAU3aLMKN Xenesa U CUHTe3 reMo-
rnobuHa, B CBA3M C YeM MPU XPOHWUYECKOM OTPAaB/IEHUN UM MOABNSIOTCS
NpU3HaKM MMNOXPOMHOW MUKPOLUTAPHON aHeMUW. SPUTPOLUTBLI Xapak-
TEpU3YITCA FUNOXPOMHOCTLIO Y MUKPOLMUTAPHOCTLIO, rpybbiMu 6a30-
(UNbHBLIMKM  BKNKOYEHUAMA. Tpyu MccnefoBaHNM NOS MUKPOCKOMNOM B
yNbTPahMoeTOBOM CBeTE BbISB/ISOTCA MHTEHCUMBHAS (PHOOPECLEHLMS,
CBSi3aHHasA CO 3HAYUTeNbHbIM MOBbILIEHVEM YPOBHSI MOP(MPUHOB. Mpu
XPOHMYECKOM OTPaB/IEHUN C MOYOA HEM3MEHHO 3KCKpPeTUpYyHTCsA 60/b-
LUKe KonuyecTBa KOMPOMOp(UPMHOB, a YpPOBEHb CBOBOLHOIO 3pUTPO-
uMTapHoro nopgupmHa npesbiwaet 1500 MKr/n 3puTpPOLMUTOB.

PedKkve TWMbl TMNOXPOMHbBIX MUKPOLMTAPHbLIX aHemuii

3BeCTHbI cnyyau cCOYeTaHUsi FTMMNOXPOMHBLIX MUKPOLMUTAPHbLIX aHe-
MUIA C ApYrMMK aHOMaNMAMU MeTabonmM3Ma Xenesa; Npyu HEKOTOPbIX U3
HUX HapyLlUarTCA NPoLecchl MOGMAM3ALMN WKW PEYTUIM3NLNN XKenesa.
BpoxaeHHOe 0TCYTCTBME CBA3LIBAIOLLErO Xene3o 6enka (aTpaHcheppu-
HEMWSI) COMPOBOXAAETCA TSHKENO NPOTEKatolledA TMNOXPOMHOW aHe-
MuWell, Mpy KOTOPOI TpebyeTcs neyveHne remoTpaHcqy3nusMn B TeYeHue
BCel XM3HM 60/bHOr0. BcacbiBaHMe Xenesa He HapyllaeTcs, WM OHO
OTK/MaAblBAaeTCA BO BHYTPEHHUX OpraHax

Y uenoro psga 60MbHbIX pedipakTepHas TUMNOXPOMHas aHeMus
CONPOBOXJasacb OMYyXOJiEBbIM MPOLLECCOM B MM(ATUYECKOA CUCTeMe
WM NMMGOWAHOA runepnnasvei. Mocne yaaneHns aHOMabHbIX TUM-
(haTMYecKUX TKaHell aHeMus KOpPUrvMpoBanachb.

FTEMOJIUTUYECKWME AHEMWN

OCHOBHOIN MexaHu3, Nexaluii B 0CHOBE FeMOMMTUYECKUX aHEMMUIA,
3aK/l04aeTcsd B COKpaLleHWU NPOLO/IKUTENIbHOCTU XXU3HWU 3pUTPOLLU-
TOB. B HOpMe B KPOBEHOCHOM pycne OHa cocTasfseT 100—120 gHeid;
okono 1% spuTpoumnToB (CcTapetowime opmbl) eXeaHEBHO YyAansakTcs
13 Nepuepryeckort KpoBM 1 3aMeLLaloTcsl paBHbIM YMCIIOM HOBbIX Kile-
TOK, MOCTYNaloLwWmx Wn3 KOCTHOro MO3ra.

B 0TBET Ha COKpalleHUe NPOLO/IKUTENbHOCTU XXWU3HWU 3PUTPOLUTOB
B MepuepnyecKoin KpoBU aKTUBHOCTb KOCTHOTO MO3ra yBe/IMYMBAETCS.
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Uncno peTtuKynouuToB B nepudepuyeckoir kposu npesbiwaetr 2%.
Mpopomkawwmnincs peTUKYynoLUMTo3 B COYETAHUM CO CTABUNBHBIM YPOB-
HEM remornobuHa no3Bonser npeanosioXXnTb TEMONNTNYECKNE Hapylwe-
HUA. rmnepnnasmpyu)Tca IPNTPONO3TUUYECKNE 3I/TEMEHTHI KOCTHOTO
MO3ra Ha (bOHe CHMXEeHNa nnn 06paTHOFO COOTHOWEHNA ﬂeVIKOLI.I/ITOB n
3pUTPOLUTOB B HOpMe cocTasndawwero 2:1 — 4:1. Tpu XPOHNYECKUX
reMonTnyecKnx npouyeccax y ,queVI rmneproq)vm KOCTHOToO MoO3ra
MOXeT pacnpocTpaHATbCA Ha MeAyNnapHble nNpocTpaHcTBa U obycno-
BUTb BblpaXeHHble U3MEHEHNA Ha PEHTreHorpamme, 0COGEHHO KoCTeW
yepena, KWUCTeil pyk u anaHr nanabues.

Bo MHOrux cnyyasx npy reMoMTUYEeCKOM COCTOSHAM MOBbILIAETCS
YpOBeHb CBOBGOAHOIO (HenpsmMoro) 6unupybuHa, HO NpY HeHapyLeHHOW
(hYHKLMN NeYeHU XenTyxa pas3suBaeTcs pefko. pouecc yCKOpeHHOro
paspyLUeHns 3pUTPOLMTOB CMOCOOCTBET YCWIEHHOW 3KCKpPEeUWMU nur-
MEHTOB rema B )Xenyb, MOAJAlOLLENcs KONMYECTBEHHONW OLEHKe npu
M3MEPEHNN YPOBHA YpO6GUNUHOreHa B (hekanusax. Yxe Ha 4-M rogy
XWU3HWN Y pebeHKa MOryT (hopMUpoBaTLCH NMUITMEHTHbIE KaMHU B XKenye-
BbIBOAALMX NyTAX, cocToswmne u3 6unupybuHata Kanbums. Bo Bcex
cyyasx MUITMEHTHOro XOonenutnasa y AeTeil HeOOXOAUMO WCKAOUUTb
BO3MOXHOCTb XPOHWYECKOro TreMOAMTMUYecKoro mnpotecca. C gpyroi
CTOPOHbI, Wb y 15% paeTeil npyu 06pa30BaHMM KaMHEN B XXeNYeBbIBO-
JAWMX NYyTAX OH NPeAcTaBAseT coboi pesynbTaT reMonMTUYECKOR aHe-
MUKW, YPOBeHb remMornobmHa B niasmMe MpW Hell MoBblwaeTcs, CBO60A-
HbI remornobuH BCTYMaeT B HEOOPAaTUMYHO CBS3b CO CMELUPUYECKMU
6enKaMun, HasblBaeMbIMW ranTornobuHamu. KpynHble KoMmMnaekchbl ran-
TOrI06MH — reMorno6vH yaansatoTCA U3 KPOBEHOCHOrO pycna 3a cueT
aKTUBHOCTU PETUKYN03HAOTENNAIbHOW CUCTeMbl. B HOopme YypoBeHb
ranTornobuHa B CbIBOPOTKe cocTasnseT 200—2000 mr/n. Mpu Bblpa-
YXEHHOM TeMO/IMTUYECKOM COCTOSIHAM pacxof rantornobuHa npe-
BblLLIAET CNOCOBHOCTb MEYEHN CUHTE3NPOBATb €ro, B CBA3M C YEM YpO-
BeHb €ro B CbIBOPOTKE CHUXAETCS WM OH BOOOLLE OTCYTCTBYeT. Ypo-
BeHb reMOrMeKcuMHa, Apyroro 6enka nnasmbl, CNOCOGHOIO CBA3bIBATb
remMornobuH, Takxke CHwKaeTcsd. lpouecc kaTabonmsma remornobuHa
COnpoBOXaaeTcs 06pa3oBaHUEM OKUCU Yrnepofa, B CBA3W C YeM KO/U-
YeCTBEHHOE OnpefdeneHne ero B KPOBWM WM BblAbIXaeMOM BO3fyXe
MOXET CNYXUTb [MHAMWYECKMM MOKa3aTesieM remMo/IMTUYEeCKOro mnpo-
Lecca. ITOT METO4 WCCNefOBaHWSA, OAHAKO, TPYAOEMKUIA U pefKko
MCNONb3YETCA B KIUHUKE. MOMUMO MOMYYEHUS 3TUX KOCBEHHBIX [OKa-
3aTeNbCTB reMosin3a, MOXKHO HernocpeACcTBEHHO ONpPeAennTb NPOLOMKM-
TE/IbHOCTb YKU3HW 3PUTPOLUTOB C MOMOLLBIO PaANON30TOMHLIX METOLO0B.
B kayecTBe pafMOaKTMBHbIX METOK Yallle BCEro WCMO/b3yHT Xpomart
Hatpna (NafCr04) u gumsodTophochar (DFIP). lNMocne BBefeHUs
MeueHHbIX 5ICr 3pMTPOLMTOB WCXOAHbIA YPOBEHb PAafMOaKTUBHOCTU B
KPOBM B HOpMe CHWMXaeTcs Ha 50% uyepe3 25—35 gHeit (t) gnsa SICr,
Win nepuog nosypacnafa Xpoma). BeposiTHO, 0 cokpalieHwii npogon-
XUTENbHOCTM XU3HU 3PUTPOLMTOB MOXET CBUAETENbCTBOBATL Nepuof
nonypacnaga MeHee 20 gHeil. DF3P — 6onee goporocToswmii npena-
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pat, Kpome TOro, MoACYMTaTb aKTUBHOCTb, CBSI3AHHYIO C €ro npumeHe-
HWeM, TPYLHO, OfHAKO OH MO3BOMSET HEMNOCPEACTBEHHO WU3MEPUTL MPO-
[OO/MKUTENBHOCTL JKM3HW 3pUTPOLUTOB. B NpakTUYecKoW fesaTenbHOCTU
peaKo MosiBNSeTCHd HeO6XOAUMOCTb NMPUMEHSATHL 3TU METOAbl UCCef0Ba-
HUA.

Mpn pasgpaxeHun (CTUMYNALMUM) UHTAKTHOrO KOCTHOrO MO3ra ero
NPOAYKTUBHAA aKTUMBHOCTbL yBennumsaetca B 6—8 pa3. C TeopeTunyec-
KO TOYKW 3pEHMsi NPy 3TOM MPOAOKUTENIbHOCTL XW3HW 3pUTPOLUTOB
MOXeT ObITb COKpalleHa [0 15—20 pHeli 6e3 pasBMTUS aHeMuu,
O4HAKO Ta WM MHas ee CTeneHb OObIYHO COMPOBOXAAET XPOHUYECKMIA
reMoIMTMYECKNIA Mpouecc. Y 60MbHbIX MPU FeMOSIMTUYECKON aHeMuM,
He3aBMCUMO OT ee TWMa, MOryT NepuoamMyeckd HacTynatb NPUCTYMbI
HeJOCTaTOYHOCTU  (DYHKLUMM KOCTHOrO Mo3ra. 3TM anjpacTuye-
CKUE KPWU3bl XapaKTepusylTcs PETUKYNOLMTOMNEHMEA U 3aMETHbIM
YMeHbLUEHMEM YMCna NpeALlecTBEHHUKOB 3puTpoLUnToB. MHorga BecTpe-
YalTCA TUraHTCKMX pasMepoB aHOMasbHble MNPeALlecTBEHHUKN 3pUT-
ponaHoro psaga (ruraHto6nactbl). AHeMUS MOXKET ObICTPO MepeiTn B
TSXKENYH0, YIPOXAIOLLYIO XU3HW, (hOPMY, MOCKO/bKY HEBO3MOXHA faxe
4yaCTMYHasA KOMMeHcauus npoLecca 13-3a COKpPaLLeHUsA NPOLOIKUTENb-
HOCTW >KU3HM 3PUTPOLMTOB. SMM304bl OCTPOW HEAOCTATOUYHOCTW KOCT-
HOr0 Mo3ra MPexofsl W MNpoao/mkatoTcs B TeueHue 10—14 AHeid.
AnnacTuyeckMe Kpusbl, BO3MOXHO, OOBSCHAIOTCA MNapBOBUPYCHOW
MH(eKLUMeld N MOTYT B TEYEHUE HECKOMbKWX AHEA Habnwogatbes Yy He-
CKOJ/IbKMX Y/IEHOB OfHOW CEMbM, CTPajatloLLMX OCHOBHbIM NaTo/iornyec-
Knm npoueccom. Kpusbl NpefcTaBasoT cOO0M MOTeHLUMaNbHO OnacHbIe,
YIPOXAIOLLUE XMU3HWU OCNOXHEHUS MPU NI060M XPOHWUYECKOM FeMONIUTH-
YecKoM npoLecce.

B LenoM reMonuTUYecKMe aHemum MOryT ObiTb MogpasjeneHbl Ha
fBe 60nblive rpynnbl: 1) 06ycnoBneHHbIe NPeXAeBpeMeHHbIM paspy-
LUEHWEM 3pUTPOLUTOB B CBA3M C BHYTPEHHUMU WX aHOMa/IUAMU U
2) CBfi3aHHble C BO3[AENCTBMEM BHE3PUTPOLMUTAPHBLIX MOBPEXAAOLLNX
thakTopoB. [pu BHYTPEHHMX AetheKTaxX 3PUTPOLMUTOB MPOLO/MKUTESNb-
HOCTb WX >XM3HW COKpallaeTcs B OpraHu3me He TOMIbKO 60/1HOMO, HO U
PeLunueHTa nocse nepemeBaHnus eMy KpoBu 60M1bHOro foHopa. B oTau-
4yMe OT 3TOr0 NPOLO/MKUTENbHOCTb JKU3HW 3PUTPOLMUTOB 6OMLHOIO
reMoNIMTUYEeCKOn aHeMueld, 00YCNOBNEHHOW BHELLUHMMK (haKTopamMu,
OCTaeTca B Mpefenax HOPMbl B OpraHvW3Me 3[0pOBbIX PeLUnUeHTOB.

TEMOJIMTUYECKVE AHEMWIA, OBYC/1OBJIEHHbLIE
BHYTPEHHUMW AHOMAJIMAMW SPUTPOLINTOB

MemMonnTUUecKass MUKpochepounTapHast aHeMust
(HacneacTBEHHbI ChepouUnTOo3, FemMoIUTUYECKAs >KenTyxa)

3aboneBaHne OTHOCUTCA K Haubosiee pacnpocTpaHeHHOW ¢opme
HacNefCTBEHHbIX TFEeMOMMTUYECKUX COCTOSIHWIA, MpU KOTOPbIX OTCYT-
CTBYIOT M3MEHeHWs remornobmHa. KnvHuyeckuMmn npusHakamn ero
CNy>aT BPOX[JEHHOe WM cemeliHoe 3ab0/ieBaHWE KPOBW, COMPOBOX-
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Jatoleecs crijieHoMeranmeir u cgepmyeckon GopmMon 3pUTPOLIUTOB.
3aboneBaHMe BCTpeYaeTcs Yy WL, OOMbLUMHCTBA 3THUYECKUX Tpynm,
OfHAKO ualle OO0MelT XWUTENM CEeBEPHOI 4vacTu EBponsl.

3Tuonorua. 3abonesaHve nepefaeTcs Mo ayTOCOMHO-LOMMWHAHT-
HOMY Tuny; okKono 25% cnyvaeB ero cnopaguyeckue u, no-sMammomy,
NpeAcTaBnAlOT Cco60Oi HoBble MyTaumu. Kak nonaratoT, OCHOBHOA
fedekT 3aknyvaeTcs A0 CMX MOp B HEyCTAaHOB/IEHHOW aHOManiin Gen-
KOB, WM CMEKTPVMHOB, MeMOpaHbl 3pUTPOLUTOB. AHOMasbHbIE KIETKU
XapaKTepusyloTCS MOBbILWIEHHON MNPOHULAEMOCTHIO  A/11  HaTpust W
XapaKTepHbIMU  MOP(ONOTMYECKUMM  NpU3HaKamu. CunMTaeTcsi, u4TO
MOBbILLEHVE YPOBHS HATPUS B KNETKE MPUBOAUT K MOBLILIEHHON YTUAN-
3aumm AT®, HeobxoauMmoi ana paboTbl KaTMOHOBOro Hacoca. [lpex-
[EBPEMEHHbIE CTapeHue W paspylleHue 3pUTPOLWTOB, MNO-BUAMMOMY,
CBAi3aHbl C YPE3MEpPHOIi MeTabo/IMYECKO Hary3koi Ha KNneTKy W yTpa-
TO ee MeMOpaHbl.

CeneseHka NPUHUMAET HEMOCPEACTBEHHOE Yy4acTue B pPas3BUTUM
3aboneBaHNs. B cucteme ee LUMpKynsuuM cO3[aloTcsa creuudmyeckmne
MeTabonMyecKme yCnoBus, OKasblBatoLLMECs CTPECCOPHbIMU Ans chepo-
LUMTapHbIX KNeToK. HebnaronpusTHble YC0BUS, B KOTOPblE OHU MO-
nagalT npyM HEOAHOKPATHOM NacCaxe uYepe3 CUCTEMY LMPKYAaLuu
ceneseHku, 006yCNoOBAMBAIOT UX CeKBecTpauuio u paspylieHune. Cdepo-
LMTbl OTHOCMTE/ILHO PUTUAHLI U C TPYLOM MPOXOAAT Yepes3 Menbyaiilumne
OTBEPCTMA MeXJy KaHanamu W CMHycamu ceneseHku. llocne cnneHak-
TOMWM MPOLECC KyMUPYeTCs, HECMOTPS Ha TO UYTO BUOXUMMWYECKME U
MOP(ONOrnyYecKme M3MeHeHNUs OCTaloTCA.

KnuHnyeckme nposineHusi. 3abofieBaHue pa3BMBAETCA B PaHHEM
BO3pacTe, B HEOHATa/lbHOM MEPVOAE MOXET MNPOSBUTLCA aHeMueihd U
rMneponnmpyouHeMmneid, BblpaXXeHHOCTb KOTOPbIX WMHOrga 00YCn0BAK-
BaeT Heob6XOAMMOCTb CBETO/IEYEHUS WM OBMEHHOro MepesMBaHus
KpoBu. CTeneHb aHeMWM 3HAYMTENbHO BapbMpyeT B pasHble Mepurogbl
MnafeHyecTBa M [JeTCTBa, OAHAKO CPeau Y/IEHOB OAHOW CemMbW OTMe-
YaeTcs TeHAEHUMS K ee OfHOTUMHOMY TEYEHUIO. Y HEKOTOPbIX BO/bHbLIX
C OTHOCWUTENIbHO TSDKESIbIM TEUEHWEM aHEMMWU, pPa3BMBLLENCA B MNepBble
6—8 MecC XW3HU, B fafbHelLleM MOXET HacTynuTb 6o/ee BblpaXXeHHas
KomneHcauua npouecca. OBbIMHO Y 601bHOr0 MoABAsSETCS cnabas >en-
TYLUHOCTb KOXHbIX MOKPOBOB. MOXET YMEPEHHO PacLUMpATLCA KOCTHO-
MO3roBOe MPOCTPAHCTBO KOCTE ueperna, OfLHAKO 3TO BbIPAXKEHO B
MeHbLLEl CTEMEHU, YeM MpW TanaccemMmmmn u remornobuHonatmsx. Mocne
3aBepLUEHNs Mepuoja paHHero Bo3pacTa MouvTU y BCeX 6O/bHbIX Masib-
nMpyeTca yBeIMUEHHAs cefe3eHKa. HecMOTps Ha TO UYTO MUIMEHTHbIe
XKeNuHble KaMHU O6HapyXusanucb y fAeTeli B Bo3pacTe 4—b5 nerT,
00bIYHO >Ke/TUHOKaMeHHas 60Me3Hb AMarHOCTUPYeTCs y AeTeil cTapLumx
BO3PaCTHbIX Fpynn Wi y NOAPOCTKOB. OHa AnarHocTupyeTcs npubnu-
3nTenbHo y 50% 60MbHbIX C HEYJaNneHHoM ceneseHkoil. K Hambonee
TSOKE/IbIM  OCNIOXKHEHUAM Yy AeTeli OTHOCATCA anjaCcTUYecKne Kpusbl,
CBSi3aHHble C MapBOBUPYCHOW WH(EKLMEN.

[JaHHble NnabopaTopHbIX MccnegoBaHuiA. K npusHakam remonmTu-
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4yeckoro 3abo0feBaHWA OTHOCATCA PETMKY/OUUTO3, aHeMus U runep-
ounupybuHemMmsi.  YpoBeHb  FemMornobmHa  06bIMHO  COCTaBAsieT
60—100 r/n, uucno petukynoumtoB —5—20% (B cpegHem 10%).
TUNUYHBIA CepoLMT OTAMYAETCA OT 3PUTPOLMTA MEHbLUUMMK pa3me-
pamMn U OTCYTCTBMEM CBET/ION LEHTPasbHON 30HbI (CM. puc. 18-2, 6).
3TM mopdonornyeckme MNpU3HaKM MOrYT ObiTb BbIP&XKEHbI KpaliHe
cnabo, KpoMe TOro, /iMlb OTHOCUTENIbHO Masnas 4YacTb K/IETOK MOXET
XapakTepu3oBaTbCs CepounTapHoOCTL0. B KOCTHOM MO3re BbISBNAKOT
3PUTPOLUTHYIO TMNEepniasunio, 04HaKo 418 NpeaLecTBEHHUKOB 3pUTPO-
LUMTOB HeTUnuueH chepounto3. CTPYKTYPHbIE aHOMaUK remorniobuHa
OTCYTCTBYIOT.

OCHOBHOW fetheKT 3pUTPOLMTOB MOXET ObITb MPOLEMOHCTPUPOBAH
C MOMOLLBK MEeTOfa OCMOTMYECKON pPe3sUCTEHTHOCTU. B aputpouunTsl,
MOMELLEHHbIE B TMMNOTOHWYECKNIA COMEBOI PacTBOP, NMPOHMKAKT BOAa U
HaTpWiA, YTO MPUBOAMT K UX HabyxaHuto. B HOpme apuTpouuT B (hopme
[BOSIKOBOTHYTOIO AMCKA MOXET YBeM4YMBaTb CBOW 0OBEM, C APYroi
CTOPOHbI, 06bEM CHPEPUYECKOR KNETKM YXKe LOCTUF CBOEro MaKCUMy-
Ma Mo OTHOLUEHMIO K NJowaau ee MoBepxHOCTU. Hebosnblune Konu-
YyecTBa BOAbI, MOCTynawolWme B CHepoLMUT, NPUBOAAT K €ro paspbiBy.
Y 10—20% 60nbHbIX HaCNeACTBEHHbIA CHEPOLMTO3 MOXET ObITb BbISIB-
NeH NULWb nocne MHKy6aumy Kposu npu TemnepaType 37° C B TeyeHue
24 4 [0 onpefeneHns OCMOTUYECKOW Pe3UCTEHTHOCTU. TeCT Ha BbisiB/e-
HMe ayTOremosi3a TakXKe MOXET OKa3aTbCH MO/e3HbIM Mpu AunarHo-
CTUKE BPOXAEHHON MWKpOcHepoLmTapHOi aHemumn. [pyu UHKy6Gauuu
KPOBMW 3[0POBOr0 YefioBeka B CTEPU/IbHBIX YCNOBUAX MpU TeMnepaType
37° C B TeueHune 48 4 B Heil remonnanpyeTca meHee 5% 3pUTPOLUTOB.
AyToremonuns y 607bHOr0 HacneAcTBeHHbIM ChepoLMTO30M 60Mee 3Ha-
ynteneH (15—45%). Ero MOXHO CKOppuMrupoBaTb Mepef Hadaiom
NMHKy6auunn, Ao6aBnss B KPOBb HeGOMbLUME KOAMYECTBA [/IHOKO3b.

OnddepeHumanbHbii - AnarHos. HacnefacTBeHHbI  cepounTo3
cnegyeT AndepeHLMpoBaTb OT APYIrMX BPOXKAEHHbLIX FeMONUTUYECKNX
COCTOSAHMI. [laHHble CEMENHOro aHaMHes3a, pe3ynbTaTbl WCCNeA0BaHMUA
Ma3KOB KPOBW W TeCcTbl Ha OCMOTUYECKYK Pe3UCTEHTHOCTb, & TakXke
ayToremMosin3 OT/IMYalTCA HanboMbluel AMarHOCTUYECKOW LEHHOCTLIO.
Cihepuyeckyto opmy 3puUTpPOLUTLI MPUOGPETAOT MNpYU ay TOUMMYHHbIX
reMONIMTUYECKNX aHEMUAX; MPY 3TOM OHa 060nee BblpaXKeHa, HEXenu
npyv HacneAacTBeHHOM cgepoumTose, a npoba Kymb6ea, Kak npasumio,
NONOXMNTeNbHaA. Y HOBOPOXKAEHHbLIX MpW rpynnoBoi HeCOBMECTUMOCTU
KPOBU C KPOBbLID MaTepu MOXET ObiTb 3aTpPyAHEHO AutdepeHunpoBa-
HMWe HacneACTBEHHOro cdepounTo3a OT FeMONMUTUYECKOW 60e3HN
HOBOPOX/EHHbIX, CBSI3aHHOIW C HECOBMECTUMOCTbIO MO cucteme ABO.
[ns  OKOHYaTeNbHOW MOCTAHOBKU [MarHosa MOXeT MoTpe6oBaThes
HeKoTOpbIi nepuog Ans HabnwogeHus. Cdepuyeckyro hopMmy 3puTpo-
UMTbl MOTYT npuobpetatb MPY KX TEPMUYECKOM MOBPEXAEHUU, UTO
6blBaeT y 60/MbHLIX C OBLUMPHLIMK OXOramu.

JNleveHne. CrNeH3KTOMUA HEU3MEHHO COMPOBOXJAETCH K/IUHMYe-
CKUM 3(hheKTOM. 10 BO3MOXHOCTM Onepaumio cnefyeT OTIOXKWUTb [0
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[JOCTUXKeHUST pebeHKOM Bo3pacTa 5—6 neT. AHemusa, npoTekarowas
CTOMb TSHKE0, YTO COMPOBOXAAETCA 3aMef/IeHVWEM pOCTa U Pas3BUTMS
pebeHKa, W 4YacTble annacTUyecKme Kpusbl CAYXAT MOKa3aHWAMMU K
npoBefeHNto onepauuy B 6o/ee paHHeM Bo3pacTe; A1 060CHOBaHWS
MoKasaHuii K CMIEHIKTOMUM y pebeHKa paHHero Bo3pacTa Heob6XoAvM
[0OCTaTOYHO [AMTENbHbIA Mepuog HabnwgeHus. CnaeH3KToMus npe-
OynpexaaeT >KeMYHOKaMEeHHYK 60/1e3Hb U aniacTUYeckue Kpusbl.
Y B3pOCAbIX C HACNeACTBEHHON MUKPOCHEPOLMTAPHOA aHEMUEW, He
MOABEPTLUMXCA CMNEHIKTOMUM, MOryT pasBUTLCA rEeMOXPOMAaTo3 W
Me4yeHoYHass HeAOCTAaTOYHOCTb. [locne CMAEHIKTOMUU BbICTPO McYe-
3al0T XeNTyxa W PeTUKY/oLMTO3 U HOPMann3yeTcs YpPOBEHb FeMor/o-
6uHa. Mpn 3aTOoM CchepouMTO3 U OTK/IOHEHWE OT HOPMbl Pe3y/bTaToB
Tecta Ha OCMOTMYECKYH) PE3NCTEHTHOCTb CTAHOBATCA 60/ee BbIpaXKeH-
HbiMK. B 6avkaliluem nocneonepauoHHOM Mepuoge MOXET O0TMevaTbCs
TPOMOOLMTO3, OAHAKO NIeYeHNe aHTUKOoarynsHTaMum 0ObIYHO He MoKa-
3aHO. Cencuc He 4acTO OCNOXHSET CMN/IEH3KTOMUIO Y feTell CTapLueit
BO3PACTHOM rpynnbl, OAHAKO WHMUUMPOBAHHLIA WM NMXOPaLsALLNi
pebeHOK [O/MKEH HaxXOAWTbCA MOA TWiaTe/lbHbIM HaboAeHeM; ero
HEeoOX0AMMO f1IeYNTb C YYETOM BO3MOXXHOCTW PasBUTUS YIPOXaroLLel
XWU3HWU WH(ekumn. Teped onepauueld CNAeHIKTOMUM pebeHKy Lene-
co06pa3HO BBECTU MOMMBANIEHTHYH MHEBMOKOKKOBYH BaKUMHY. B no-
CNneonepaLyoHHOM MEepMoAe MHOrMe CneLuanncTbl PeKOMeHLYHT Mnpo-
BECTVM MPO(UIAKTUYECKOE fIeYeHUE MEHULUAINHOM.

HacneacTBeHHbI a1IMNTOLMTO3

OBafibHble WM 3NMNTUYECKON (hopMbl 3puTpounTbl (puc. 18-3)
BCTpeyalTcs npu [06POKAaYEeCTBEHHOM, [OMUHAHTHO HacnefyemMom
COCTOSIHMM B KayecTBe MOP(ONOrMYecKO HaxoLKU NPUBAN3UTENLHO Y
ogHoro n3 2000 obcnefyemMbiX. IAAUNTOUUTLI MOTYT 0OHAPYXKMBATLCA
M NpU TanacceMmun n Xenesoge@uUUTHON aHEMWUMW, OLHAKO B MeHbLUEM
yucne, 4Yem MpW HacNeACTBEHHOM afaunTouMTO3e. [emonn3 06bIYHO
MeHee BbIPaXXEH WM OTCYTCTBYeT, 04HaKo Y 10% 60/bHbIX BbISB/SETCS
K/IMHUYECKA 3HAYMMas remo/IMTUYECKAsa aHemus.

3tronorus. MNpuyrHa 3ab6oneBaHns He BblsicHeHa. pw o6cnefosa-
HUWM YNEHOB CEMbM GOMLHOr0 pebeHKa 006bIYHO Yy OAHOTO U3 poauTenei
BbISIBNANOT 3/IMNTOLMTO3, HE COMPOBOXAAIOLLMIACA FeMONN30M, ApYroi
poauTtens 06bIYHO 340pOB. B HeGONbLIOM yuc/e cnyvaes 3TO pesynbTar
rOMO3UrOTHOIO HAac/NefoBaHMsA. Y HeKOTOpPbIX WL, FeH 31MNTOLUTO3a
cuenneH ¢ nokycom Rh. BUoXuMuYecKue U3MEHEHUS B 3pUTPOLMTAX He
06HapyXeHbl; BbICKa3aHO MPeAMoNoXeHWe O MNepPBUYHON aHoManuu
MeMOpaHbl C BOB/IEYEHMEM B MPOLECC ee CNeKTPMHOB. HeaaBHO nony-
YeHHble pe3y/bTaTbl WCCMEfOBAHWIA CBUAETENLCTBYIOT O B3aVIMOCBSI3U
remMo/IMTUYECKOro 3IMNTOLUTO3a W MUPOMORKNIOLMTO3A.

KnnHnyeckre nposiBneHust. FemMoauTUYecKuiA anaMnTouuTo3 Mo-
XET BbI3BaTb XENTYXY B HEOHATa/bHOM Mepuoge, faxe ecnm Moposo-
rMyeckme NpPU3Haky ero elle OTCYTCTBYIOT; B KPOBU Y HOBOPOXXAEHHOIO
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Puc. 18-3. Mopdonornyeckne aHomanMnm 3pUTPOLMUTOB.
a —3pUTPOLMTbI NpNU HOCUTENLCTBE NMPU3HaKa TanacCeMuu, 6 — KneTkn npu 60/bLLIOI Tanaccemmu;

B—akaHTouuTbl npu aﬁeTa]'II/II'IOI'IpoTeI/IHeMI/IM; r—KNeTkn npu cepnosm,qu-KneTquoﬁ
aHeMuu; 40— 3aNAnunTounTbl NpU  HacneaCcTBEHHOM  3N/TUNTOLNTO3E; e—pazHooGpa3Hb|e (bOprI

ANNNATOUNTOB NpU FEMONIMTUYECKOM 3NINNTOLMTO3E.



NPUCYTCTBYIOT NPUYYLIMBOIA (HOPMbI MOMKUMI0- N MUKHOLUTLI. [pu3Ha-
KA XPOHUYECKOr0 reMOUMTMYECKOro npouecca NposiBstoTcs B 60nee
no3gHeM BO3pPacTe aHeMMWel, XKENTYXOW, CrneHOMEeraaneid U M3MeHe-
HUAMW B KOCTHOI cucTeme. [leTu cTapLumMx BO3PaCTHbIX Fpynn MoryT
CTpafaTb XeNYHOKAMEHHOW 60Me3HbI0, MHOM4a OTMEYarTCs annactu-
Yyeckume Kpusbl.

[JaHHble nabopaTopHbIX muccnegoBaHunin. K Hanbonee BaXHbIM Ana-
FHOCTUYECKUM MpU3HaKaM OTHOCATCA W3MEHEeHUs MOpgoiornuu 3apuTpo-
untoB (cm. puc. 18-3, B). Bonblioe MeCTO 3aHMMalT 3NMNCOMAHbIE
KMETKW, OAHAKO MpU FBHOM FeMO/IMTUYECKOM MpOLecce MpUCYTCTBYIOT
MHOTQUYUC/IEHHbIE MPUYYAVBOMA (OPMbI MOWKWMI0-, MUKPO- U Cthepo-
UMTbl. YMCno peTUKynouuToB YBeUYeHO. B KOCTHOM MO3re BbISBAAIOT
3PUTPOUAHYIO Tenepnnasunito, OAHAKO MNpPefLecTBEHHUKN 3pUTPOLUTOB
He MMEKT 3NUNTONAHOW (opmbl. CTPYKTypa remoriobrHa He nsme-
HeHa. [eHbl aHOMabHbIX eMOrs106MHOB, TanaccemMuum wnKu feuunTa
M-6-®[1 He B3aMMOAENCTBYIOT C TEHOM 3/IIMMTOLNTO3a, B CBA3U C
YeM OfLHOBPEMEHHOE MX MPUCYTCTBUE He YTSHXKENseT TedeHus 3abonesa-
Hu.

JNeuyeHue. Tlocne CNAEHIKTOMMUM YMEHbLLUAETCA TEMOUTUYECKMIA
KOMMOHEHT B KapTWHe 3ab0/1eBaHUA, XOTA remMosin3 40 HEKOTOPOW CTe-
NeHW coxpaHseTcs. Bonpoc 06 onepauuu cnegyeT pellatb TOSbKO Npu
BbIP&XXEHHOM XPOHWYECKOM TeMONMTUYECKOM npolecce. OHa He cro-
COGCTBYET KOPPEKUMM MOP(ONOrMYeCKUX W3MEHEHWUI B 3pUTPOLUTAX,
KOTOpble Y OMEpPUPOBAHHOI0 GONMBHOTO MOTYT ObITb 60/1€ee BbIPQXKEHI.

Apyrve CcTpyKTypHble AedeKTbl

MapakcusMasibHast HOYHas remornobuHypus. [latonorus OTHO-
CUTCA K pefKkoli (hopmMe XPOHMYECKOW aHeMUK, COMPOBOXAAMOLLEACS
BbIP@KEHHbIM BHYTPMCOCYAUCTBIM reMonn3oM. [ns Hee XapaKTepHbl
YCWIEHNE TeMOIMTUYECKONO NpoLecca BO BPEMS CHA, HOYHAs M YTPeH-
HSS reMOr/IobMHYpUMA. “BTO He BPOXAEHHOE COCTOSHWE, NMPUYMHOW ero
CNY)XXUT MafIoN3yUeHHbIA BHYTPEHHWUI fedeKT MeMbpaHbl 3pUTPOLUTOB,
00YCNOBMMBAOLLMIA  MOABEPKEHHOCTb WX TEMOAM3Y MpU BO3LEACTBMM
KOMIM/IEMEHTA CbIBOPOTKU. [MOMUMO XPOHWYECKOr0 reMOSIMTUYECKOTrO
npouecca, y 60/bHOr0 0TMeYaloT TpoMboUUTe- U/Mnu nelikoneHuto. W3
3aCNy>XXUBaKOLWNX BHUMAHWUE OCNOXHEHWIA CnefyeT OTMETUTb THOWHble
NHEKLMKN, TPOM603 U TPOMOO3IMOONMIO. BOonbHblE NPeLbABNAIOT
Kanobbl Ha 6071 B XKMBOTE, CMWHE W rofioBHble 601K. MOCKOMbKY CO-
CTOsIHME BCTpeyaeTcs y 6O0/bHbIX, MEPEHEeCcLUMX anacTUYecKytlo aHe-
MU0, OblNO BLICKA3aHO MPeAMnofoXKeHne, 4To (PaKkTop, BbI3BaBLUMIA ee,
MOXeT npefgpacnonaratb K MapoOKCM3Ma/bHOW HOYHOW TFeMOrobuHy-
pun. [narHo3 OCHOBaH Ha MOMOXWTENbHbIX pe3yfbTaTax TecTa Xama
WM TPOMOBMHOBBLIX TecTOB. po6a Ha NM3NC Caxaposbl TakkKe MOXET
OKa3aTbCA MO0JMe3HON. MOXET 3aMeTHO CHUXKATbCA aKTUBHOCTb aLeTus-
XONMH3CTepasbl B apuTpoumnTax. ChMenskromus He nokasaHa. [pu
TPOoM603e MOMOXKUTENbHBIA 3PPEKT MOXET ObITb MOMYYEH MOCAE ANU-
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TENbHOTO fIeYeHWst aHTUKOarynsiHTamu. B cBA3W € TeM 4TO Y 6O/bHbIX
MPOMCXOAUT MOCTOSIHHAs MNOTEpPsi XKenesa W remornobuHa C MOYOM,
MOXEeT MNOsSBUTLCA HEOOXOAMMOCTL B JIEUEHWM Mpenapatamy enesa.
WHorga nedebHoro sdhekta [OCTMratoT MNpW nepecagke KOCTHOMO
Mo3ra.

HacneacTBeHHbI cTOMaTOUMTO3. [py 3TOM peako BCTpevaro-
LemMcst Moponornyeckom gethekTe NPONCXOANT HabyxaHune apuTpoLm-
TOB, npuobpeTalolmx 6GOKaNOBUAHYIO (DOPMY; B OKpaLIEHHOM Ma3ke
KPOBM B 3pUTPOLIMTAX BMECTO OObIYHOM CBET/IONW LIEHTPaASIbHONM 30HbI
BbISIBNAOT POTOMOAOOHYHO LUeNeByt0 30HY. MOXeT NpUcoeanHNTLCA
remonuTuyeckas aHemusi. Kpome toro, MembpaHa apuTpoLuTOB CTaHO-
BUTCSA MPOHMLAEMOR A1 KaTUOHOB. CMMIEHIKTOMUSA 0BbIYHO Hea(h(ek-
TUBHA, OfHaKO0 MOXET ObITb MOKasaHa OO0/IbHLIM C TSHXKE/I0 MpOoTeKaro-
WMM  TeMOSIMTUYECKMM MPOLEeCcCOM. [1pMOBPETEHHBIA CTOMATOLUTO3
MOXET COMPOBOXAaTb LEMbIA psAg 3ab0neBaHMl, OCOBEHHO MeYeHM.

AKaHTOUMTO3. ITOT pefKunii fedekT MeTabom3ma MNMEOB Xapak-
Tepu3yeTcs HapyLUEHNSMU BCACbIBAHUSA, N3MEHEHWUAMU HEPBHO-MbILLEY-
HOro annapaTa W MUIMEHTHBIM PETUHUTOM. B apuTpounTax WM3MeHeH-
HoOli (hopMbl MOSBAAIOTCS OCTPble BbIPOCTbI (CM. puc. 18-3, B), 0fHaKO
BbIP@XEHHAs TeMOMMTUYECKas aHemmsi 06blYHO OTcyTCTBYyeT. CToMb
BblpaXXeHHble MOP(OIOTNYECKNE M3MEHEHUS, NO-BUAVMOMY, CBS3aHbI C
MOHWKEHHbIM YPOBHEM XO/IecTepyHa U 6eTa-NMnonpoTeNHOB B CbIBO-
POTKe.

MuponoknNounTo3. 3TOT B aHEMUW HacnedyeTcs No peLeccus-
HOMY TWMy, MO CBOEN NpUPOoAe OTHOCUTCH K FeMOSIMTUYECKON U Xapak-
TepusyeTcs Npuyya4nnBoin HopmMor parMeHTUPOBaHHbIX U NOMKWIOLUM-
TapHbIX 3PUTPOLMUTOB U CEpoUnToB. KM3MeHsSeTCA OCMOTUYecKas
PE3UCTEHTHOCTb 3PUTPOLUTOB, CHUXKAETCA WX TepMOCTabu/bHOCTb.
Y HEKOTOpbIX 60/MbHbLIX NUPONOMKWIOLMTO3 COYeTaeTca C 3IMNTOLN-
TO30M. Cr/IEH3KTOMUA MOXET 0Ka3aTbCs 3(P(EKTUBHON, OAHAKO MOC/e
onepauuyu MopgoNorMyeckme U3MeHeHUs CTaHOBATCA 60/ee BblpaXKeH-
HbIMU.

depMeHTHble Ae(eKTbl 3PUTPOLMTOB

Pa3paboTka MeTOO0B KOMMYECTBEHHON OLEHKN (hepMEHTOB 3pUTPO-
LMTOB MO3BOW/A BLILENUTL Le/bIA psfg cneumpuyecknx 3abonesaHuit,
06beMHEHHBIX MOA Ha3BaHWEM BPOXAEHHbIX HeC(epoLuTapHbIX remo-
NNTUYECKUX aHEMMIA, MOCKO/bKY MpU HUX OTCYTCTBYET C(HEepounTo3 M
He W3MEHSEeTCA OCMOTMYEcKas Pe3UCTEHTHOCTb 3PUTPOLMTOB. AHOMa-
nun HepMEHTOB MOTYT PacrnpoCTPaHATLCA Ha OCHOBHble NMyTW KaTabo-
Nn3Ma  [/10KO3bl, aHaspobHbI NyTb 3IM6GAeHa — Meitepxoa, wm
OKUCANTENbHBIA  NeHTo30(octaTHbI  WYHT. W3meHeHna [-6-d[
BCTpeyaroTcs 6onee yem y 100 MAH XXWUTeNel BCex CTpaH; 4mcno 60b-
HbIX C HEAOCTaTOYHOCTbIO MUPYBaTKMHA3bl, MO-BUAMMOMY, AOCTUraeT
HECKOJ/IbKUX ThICAY; BCEMU OCTafIbHbIMU TUMamu (epMeHTHbIX fAedek-
TOB 3pMTPOLMTOB, BEPOSITHO, CTpajaloT He 6ofee cTa YenoBek.
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K 61OXMMUYECKMM KPUTEPUSM, Ha OCHOBAHWU KOTOPbIX AMArHOCTU-
PYIOT 3TW 3a60/1eBaHNs, CrefyeT OTHECTU 3aMeTHOE CHWKEHWE aKTUB-
HOCTU (DEPMEHTOB B 3PUTPOLMTAX, BbISIBSEMOE C MOMOLLbLIO CreLnab-
HbIX MeTOA0B wuccnefosBaHus. Kpome Toro, Heob6XoAvMO MOBbILLEHWE
YPOBHA MeAMaTopoB [/IMKONWU3a, 4YTO NpefllecTsyeT (HePMEHTHOMY
6/10Ky. XapaKTepHO TakXe CHWXeHMe YPOBHSA BeLlecTB, 0bpa3oBaHue
KOTOPbIX 3aBUCUT OT aKTUBHOCTU COOTBETCTBYIOLLEro (hepMeHTa. B Ha-
CTOAILLEe BPeMS LUMPOKOAOCTYMHbI MeTOAbl UCCef0BaHMs 60/bLIUHCTBA
BaXKHbIX (hepmeHTOB (Hanpumep, M-6-d[asa, nNMpyBaTKUHa3a); HeKo-
TOpble uMccnefoBaTenbckue nabopaTopuv 06nafaldT BO3MOXKHOCTAMU
KO/MYECTBEHHO OLEHMBATbL BCE [/IMKONUTUYECKME (DEPMEHTBI U KX
MeamaTopsl.

[eduunt nmpyBaTkMHa3bI

BpoXaeHHas remMonMTMyeckas aHeMusi BCTPeYaeTcsa Y /iy, roMosu-
FOTHbIX MO ayTOCOMHO-PELLECCUBHOMY TeHy, 00YCNOoBMMBaKOLWeMy 3Ha-
YNUTE/IbHOE CHWDKEHWE YPOBHA MUPYBATKMHA3bI B 3pUTpOLUTaX WK
obpa3oBaHMe aHOMabHOro (DepMEHTa CO CHUXEHOW aKTUBHOCTbIO. Mpu
3TOM CHWXatOTCA CMOCOGHOCTb 3puTpoumMTa K reHepauum AT u
ypoBHn AT®, nupyeata u NAD. Konuyectso 2,3-4PI ysennum-
BaeTca. B pesynbTate CHwXeHMsi ypoBHSE AT® HauumHaeTca 6onee
MHTEHCUBHBIA BbLIXOL Kanus U3 SpUTPOLIUTOB, B CBA3W C YeM MPOLO/MKU-
TENIbHOCTb WX >KU3HW 3HAUYUTE/IbHO COKpaLlaeTcs.

KnuHu4yeckune nNposiBfieHNs U faHHble NabopaTopHbIX UcCefoBa-
HWiA. KnnHWYeckue NposiBNEHNs BapbMpYHOT OT TSXKEN0 MpOTeKaloLero
BPOX/EHHOro remMo/fIMTUYECKOro npouecca [0 JIerko NpoTeKatoLlein,
MOSIHOCTbKO  KOMMEHCUMPOBAHHOW aHemMuun, BrepPBble BbISBASEMON Y
B3pocnioro. XXentyxa W aHemMusi MOryT ObiTb Y>KE€ B HEOHATa/1bHOM
nepuoge. EcTb cOOOLIEHNA O cnydvasx A4epHON XenTyxu. BblpaxeH-
HOCTb FeMOJIMTUYECKOr0 KOMIMOHEHTA B MO3AHEM Mepuoje 3aboneBaHus
BapbupyeT y pasHbIX 60/bHbIX, OAHAKO 6/1€4HOCTb KOXHbIX MOKPOBOB,
XeNnTyxa W crnnieHomeranns 06bIMHO OMpefenatTcs Y BeCex. Tshkenas
thopMma 3a60/1€BAHUA OTHOCUTENLHO YAcTO BCTPEYAETCH Y /nL, MPOXU-
BaloWmx Ha CpegHem 3anage CLUA.

MakpounTo3 1 noauxpomarounna B Mnepudepuyeckoii  Kposu
OTpaXKalT yBe/MYeHUe uucna peTukynouutos. CdepounTapHble
(hOpMbl BCTPEYalOTCA Pefko, Of4HAKO 06bIYHO MPUCYTCTBYIOT Masiouuc-
NeHHble  LINMOBUAHbIE MUKHOLMTLL. OCMOTUYECKas Pe3nCTEHTHOCTb
HEVHKYBUPOBaHHbIX 3PUTPOLMTOB He W3MeHseTcs. AyTOreMosnus yme-
PEHHO BbIPAXEH WM 3HAYMTENEeH, OAHAaKo [06aBfeHne [/HOKO3bI
OTHIOJb He BCerga npuBOAMT K KOPPeKUMM M3MEHEHWIA, 4YTO ObiBaeT npu
HacnefCcTBEHHOM C(hepoLnTose.

[unarHo3 yctaHaBNMBalOT Ha OCHOBaHWW pe3y/nbTaToB CneKTpodo-
TOMETPUYECKMX METOLOB WCCNEA0BaHWUs, MO3BONAIOWMX  BbISBUTH
3aMETHOE CHWKEHWE aKTMBHOCTWM  MUPYBATKMHA3bl 3PUTPOLMTOB.
AKTUBHOCTb [pYrux (epmMeHTOB He W3MEHSETCA WM  MOBbILLIEHA.

51



CTpYKTYpHble aHOManuM remMorfiobrHa OTCYTCTBYIOT. AKTUBHOCTb
NMpyBaTKMHa3bl NIENKOLMTOB HaX0AWTCA B MpeAenax HOpMbl, B CBS3U C
ueM WX cnefyeT yAanaTb M3 KPOBU MpU UCCMELOBaHWM €e Ha aKTUB-
HOCTb 3TOr0 (pepmeHTa. Y reTepo3nroTHbIX HOCUTEeNein 3aboneBaHMs
aKTUBHOCTb (DEPMEHTA CHWXEHa YMEPEHHO.

JNeuveHne. [ns KOpPeKUMM Yy HOBOPOXAEHHOTrO runepowunmpyb6uHe-
MU MOXET MOABUTLCA HEOOXOAMMOCTb B OOMEHHOM MepenMBaHUu
KpoBW. Mpu TSXKENO NPOTEKAIOLLEN aHEMUM UK anacTUYeCKMX Kpr3ax
nokasaHbl TpaHC(Y3UW 3pPUTPOLUTHON Macchbl. [pu AAUTENLHOM ee
TEYEHUN UM HEOBXOAUMOCTM YacTbIX reMoTpaHchy3uid Mo JOCTUXKEHUN
60/bHbIM BO3pacTa 5—6 net crefyeT NPOM3BECTM OMepaluio CreHskK-
TOMUU. HecmoTps Ha TO YTO OHa He COMPOBOXAAETCA MOMHbIM M3neve-
HMeM 60/IbHOrO, B MOC/MEOMNEPaLVOHHLIA Neproj YPOBEHb TeMOrnobuHa
noBbillaeTtca. llocne CNAeHIKTOMUM YBEMUMBAETCA YNUCIO PETUKYO-
umtoB (30—60%). WMHOraa MOXET pa3BUTbCS TFeHepaIn30BaHHbIiA
MHEBMOKOKKOBbI/ CENCUC, MPUBOAALIMIA K CMEPTW.

Aedhununt apyrux rMMKoIUTUYECKMX (epMeHTOB

BpoXaeHHble HecthepoumTapHble aHeMUM MOTYT ObiTb 06YCNOBNEHbI
HeLOCTaTOYHOCTbIO TeKCOKMHa3sbl, FnoKogochaTnsomepasbl, hocdo-
(DPYKTOKMHA3bI, avuepanbaernarpudochaTaerngporeHasbl, TpMo30-
thocthaTnsomepasbl n 2,3-guochornmuepaTknHasbl U MyTasbl; 3TU
JeeKTbl HacnefyloTca MO ayTOCOMHO-PeLecCcMBHOMY Tuny. V3BecTeH
Cyyail, Korfja y MaJbuMka C OTCTaBaHWEM YMCTBEHHOrO pa3BUTUSA
HeOCTaTOUHOCTb (hocdornuuepaTkimHasbl Obina cBsidaHa C AeEKTOM,
HacnegyembIM N0 X-cLUenfeHHOMY Tuny. Y feTeil ¢ roMo3nroTHol dop-
MO HefoCTaTOYHOCTU Tpuo3odochaTn3omMepasbl, BbDKUBLUMX B Teue-
HWe MepBbIX MECALEB, NPOrpeccupyroT AUCHPYHKLMSA HEPBHON CUCTEMBI,
OTCTaBaHMe YMCTBEHHOIO pa3BUTMS U aHOManUWM cepaua.

Mpn 3TUX COCTOSHUAX OTCYTCTBYHOT BbIpaXXeHHble Mopgonorude-
CKUe W3MEHEHWs B 3pUTPOLMTaX, €Cc/M He CUMTaTb MOIMXPOMasnio ”
MakpoumTo3. OCMOTMYECKAsA PE3UCTEHTHOCTb He MOABEPrLUMXCA WMHKY-
Gauum 3pUTPOLMTOB HaxoAMTCA B npegenax HopMbl. 3PPEKTUBHOCTb
CM/IEH3KTOMUU BapuabenbHa. OHa MoOKasaHa Npu TSHXKE0 MpoTekaro-
LeM remMoIMTUYECKOM MpoLiecce.

Kpome yKa3aHHbIX FIMKOIMTUYECKUX 3H3MMONATWiA, UHOTAA BCTpe-
4aroTCs 6OMbHbIE C FTEMO/IMTMYECKOW aHEMWEN, CBA3AHHOI C NUPUANH-5-
HyKneoTuaasoir unm ATda3oin, a Takke C Hacnegyemoil HeaocTaTou-
HOCTbHO JpYrvMX 3SpUTpOLMUTapHbIX (EepPMEHTOB (NakTaTrMaporeHasa,
MeTremMOrnobuHpeayKTasa, KaTanasa W Ap.), COMPOBOXAatoLleics
reMosIn3oM.

Odeduumt dhepMeHTOB U ApYyrux COoeavHEHUIA,
yyacTByHOLWMX B MEHTO30(OoCHhaTHOM LMKe

Hanbonee BaxkHas (DYHKUMUSA MEHTO3HOrO LMK/IA, B KOTOPOM nepe-
pabaTtbiBaeTcA 0k0/o 10% rMHOKO3bl, MOCTYMAKLLEA B 3pUTPOLMT, CO-
cTomT B obecneveHnn NADPH wunm BoccTaHOBfEHHOro Tpudocdonu-
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puanHHykneotnga (TPNH) ans npeBpalleHUs OKUCMEHHON (hopMbl
rnyTaTMoOHa B BOCCTAHOB/IEHHYIO. ITOT MPOLECC UMEET HauBaXKHelLLee
3HauveHue 415 (M3M0N0TMYECKOA Ae3aKTUBALMM COEAMHEHWIA OKMCTE-
Neld, TaKNX Kak Nepeknchb BOLOPOAA, HaKan/MBatoLWMXCA B 3puTpoLuTe.
MpU CHWXEHWUN YPOBHSA TyTaTMOHA WM NIHOOLIX APYIrMX COEAVHEHWUi
Wi HepMeHTOB, HeOBXOAUMbIX AN MOAAepXaHUs ero B BOCCTAHOB/EH-
HOM (hopme, FemMOrfobMH MOXET [eHaTypupoBaThCA U MPeLUnuTupo-
BaTbCA M HaxXOAMTbCS B 3PUTPOLNTE B BUAE BK/IOYEHWIA, Ha3blBAEMbIX
Tenbuamu [eliHUa. B 3TOM cnyvae 3puTpouuT BbLICTPO yaansetcs u3
CUCTEMbI KPOBOOGPALLEHNS; OCTPbIA reMONMTUYECKUIA®N MPoLecC MOXET
ObITb pe3ynbTaTOM MOBPEXAEHWA MeMOpaHbl 3pUTpOLMTa MPeLunnTm-
POBaHHbIM FeMOrI06MHOM W PaspyLUAtOLLEro BO3LENCTBUS CENE3EHKMU.

Odednunt rnoko3o-6-pochargernaporeHasbol

HepocTtatouHocTe [-6-®[], npeAcTaBnsitollas coboil Hambonee
BaXKHOe 3ab0neBaHMe B 3TOI Fpynmne, NPUBOAUT K Pa3BUTMIO ABYX K/u-
HWYECKMX CMHAPOMOB: 3MMW304MYECKO FeMOSIMTUYECKOA aHeEMUW, NHAY-
LMPOBAHHON MHMEKLMAMMU UM HEKOTOPbIMU JIEKAPCTBEHHLIMU MNpena-
paTamu, W CMOHTaHHOW XPOHMYECKOW HecthepouuTapHOi remonmTuye-
CKOI aHemun. HefoCTaTOYHOCTL 0OYC/IOBNIEHA HAC/ELOBaHWEM OAHOIO
M3 MHOFOYMCNEHHBLIX aHOMa/lbHbIX affeneli reHa, OTBETCTBEHHOrO
3a CMHTe3 Monekynbl M-6-dJ]. ®yHKUMOHANLHO MOSHOLEHHBIA ep-
MEHT, BCTpeyarolminca y 60MbLLIMHCTBA KL, B NONyaaumun, 0603HavaoT
-6-d [ B+ Y nuu HerpovaHoW packl, NMPOXMBAIOWMX Ha TEPPUTOPUM
CLUA, 4acTo BbISIBNSIKOT HOPMaNbHbIA ee BapuMaHT, 0603HaYaemblin [-6-
& A+ N3BecTHO oKono 100 BapvaHTOB (hepMeHTa, OTBETCTBEHHbIX 3a
LUMPOKMIA CneKTp 6onesHeit KpoBu.

JlekapcTBeHHass remonuTuyeckass aHemus npu geguuyute -6-¢
(4yBCTBUTENBHOCTL K NPUMaxvHy)

CuHTe3 IM-6-d [, B 3puTpouuTe LETEPMUHMPYETCA reHamu, pacno-
NOXEHHbIMU Ha X-xpomocome. CnefjoBaTenbHO, 3a60/1€BaHUSA, CBA3AH-
Hble C AetheKTOM 3TOro (hepMEHTa, Yalle BCTPEYatoTCa y Nl MYyXCKOro
nona. Moyt y 13% My>UMH ¥ 2% >KEHLUMH HErpoOUAHOW packl, NPOXU-
Batowmux B CLUA, BbISBASIOT MYTaHTHbIA (epmeHT (M-6-d [ A-), uto
BbIpa)KaeTca B HEAOCTaTOYHOCTM aKTMBHOCTUM [-6-P[] sputpoumta.
Y xutenein Wtanum v apyrux crpaH cpeivM3eMHOMOPCKOro 6acceiiHa,
BavkHero BocTtoka, ApuKn 1 A3nn TakXKe BbICOKa 4acToTa BapuvaHTa
M-6-® [ B[ Ha3BaHHOrO CPefM3eMHOMOPCKUM, aKTMBHOCTb KOTOPOro
kone6netcs B npegenax 5—40%. AKTMBHOCTb [M-6-® [l y romMmo3unroT-
HOM KEHLLMHbI WM TeTEePO3UTOTHOTO MY>XXYMHbI COCTaBsAeT MeHee 5%
OT HOPMbI. Y TeTepo3UroTHbIX >KeHLUMH aKTUBHOCTb €ro CpegHsas, a B
KayecTBe npumepa MpOM3BOJIbHON MHaKTUBALMKM X-XPOMOCOMbI (FMno-
Te3a JInoHa) MOXHO MPUBECTW [BE MOMYNAUUW 3PUTPOLUTOB: Hensme-
HEeHHble W OT/IMYaloLWMecs HefOCTAaTOYHOCTLK aKTMBHOCTM [-6-D[.

53



TeM He MeHee y reTepo3uUroTHbIX YKEHLLMH, NOyYaroLWmX OKUCAAoLL e
NEKapCTBEHHbIE CPEeACTBa, K/IMHWYECKME MNpU3HaKM remonmsa OTCyT-
CTBYIOT.

BblpaXeHHOCTb fe(heKTa 3HAUUTE/IbHO BapbUpyeT Yy npeAcTaBuTe-
Neii pasHbIX STHWYECKUX FPYMMN: OH MEHEE BbIPAKEH Y L, HEFPOUAHOM
pacbl MO CPaBHEHWIO C E€BPOMEOMAHOA. Y nepBbIX HeJ0CTaTOYHOCTb
(hepMeHTa CBfi3aHa C ero BapvaHTOM, 06/1aJaloWUM OT/IMYNTENbHbIMM
anekTpoopeTnyeckumu ceoicteamn (M-6-d4 A-) n 5—15% akTtume-
HOCTW MO CpaBHEHWMIO C HOPMOW. Kpome TOro, OH HectabuieH B ycho-
BMAX in ViVO, a B CTaperoLmX 3puTpoLmMTaxX, HaXoAaLWMXCS B KPOBEHOC-
HOM pycrie, aKTMBHOCTb €r0 CHWXaeTcsd. Y NUL, eBPOMeOMAHON packl
BCTpEYaeTcs BapuaHT, 0003Hauyaemblit M-6-dJ] B- (cpegmeMHOMOp-
CKWI). AKTMBHOCTb 3pUTPOLMTOB, COAEpPXalunx 3TOT DEPMEHT, KpaiiHe
HM3Ka (4acToTa MeHee 1% OT HOpMbl). TpeTuii pacnpocTpaHeHHbIi
MYTaHTHbIA (hepMEHT CO 3HAYUTENbHO CHVDKEHHOW akTMBHOCTbHO (IM-6-
&1 Canton) BCTpevaeTcsi MpUMepHO Yy 5% >kuteneit Kutasa. Slekap-
CTBEHHbI remonn3 Obln CBA3aH C PAAoOM APYrMX pefKUX BapuaHToB
thepmeHTa. OCHOBHOI Ae(eKT, NMo-BUAMMOMY, 3aK/OYAeTCs B NMPOAYK-
UMM HeCTabuNbHOrO (hepMeHTa, KOTOPbIA ObICTPee MO CPaBHEHWIO C
HOPM&/IbHbIM MEPEXOAUT B HEaKTUBHYHO (opmy.

Mpn 06bluHOM hopme HepocTaTouHOCTM [-6-P[] nNpu3Hakm remo-
nm3a nosiBNAlOTCA Nuwb 4epe3 48—96 4y nocne npvema 60MbHbIM
NeKapcTBEHHOr0 BellecTBa, 06/1a4aloLero OKUCUTENbHbIMWU  CBOW-
ctBaMmu. K Takum npenapaTaM OTHOCATCA aHTUMUPETUKK, CynbdaHus-
amuabl, NPOTUBOMANAPWUIAHbIE CPeAcTBa M HaTaxmHOMOHBLL. Bobbl copTa
Fava, oTHOcAlLMecs K pacnpoCTpPaHEHHbIM MULLEBLIM MNPOAYKTaM B
cTpaHax Cpeu3eMHOMOpbS, B 3TOM OTHOLUEHWW OCOGEHHO CUIbHO feit-
CTBYIOT, BbI3blBas OCTPbIA U TSHKENO NPOTEKatoLWMiA FeMOIUMTUYECKMIA
CUHAPOM, BbI3bIBAaEMbIA (PaBU3MOM. BbIpaXXeHHOCTb remosim3a Bapbu-
pyeT B 3aBMCMMOCTW OT MPUHATOrO Mpenapara, ero KoiuM4yecTsa U cTe-
MeHW HefOCTAaTOYHOCTU (hepMeHTa. B Tskenbix cnydasx MOABNSAIOTCS
remMornobuHypus 1 >Kentyxa, a YpPOBeHb FeMorfiobuHa CHWXKaeTca 1o
60—70%. CmepTb MOXET HacTynuTb B pe3ysibTaTe BbIPaXEHHOro re-
monm3a. OfHako, Kak npaBu/io, Jaxe npy Mpofo/mkarollemcs npueme
NeKapCcTBEHHOro CPefCcTBa HACTynaeT BbI3LOPOBMIEHME, CONPOBOXAAt0-
Leecs NpuY3HaKaMu KOMMeHcaumMn remonmMTuyeckoro npouecca. Mpu re-
MOJIM3E MOXET pa3BMTbLCA MH(eKums. OH npeAcTaBnseT co60M BaXHYIO
NPUYMHY PasBUTUSA TUNEPOUINPYOUHEMUN N SOEPHOI XKENTYXWU Y HOBO-
poxaeHHbIX (B peunn n Kutae) c cpegmsemHomopckum (M-6-d 1 B-) n
Canton Tvnamu epmeHTa. F'eMonnM3 MOXeT ObITb BbIpaXKEH faXKe B TOM
cydae, ecny He ypaeTcsa YCTaHOBUTbL €ro CBA3W C MPUEMOM fiekap-
CTBEHHOro cpeacTBa. Mpu M-6-® O A' reMONUTMYECKMIA npouecc, pas-
BMBAIOLLMIACA MOCne nprveMa MeAMKAaMEHTO3HOr0 CPeAcTBa, O0ObIUHO
HOCUT MPEeXOAALMIA XapaKTep M MPOTEKaeT /Ierko B CBA3W C TEM, 4TO
aKTUBHOCTb (DEPMEHTOB B IOHbIX 3PUTPOLMUTAX, NOCTYMAaOWMX B KPOBe-
HOCHOEe pyC/o, NOYTU He WM3MEHEHa W OHW PEe3UCTEHTHbI K reMonusy.
CNOHTaHHLIA FeMOM3 MPOUCXOAUT NULWb Y NPEXAEBPEMEHHO POXKAEH-
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HbIX JeTeil HerpoufHoi pacbl WU getuuntom -6-®A. CynbaHun-
amuibl UM HadTanaHbl, NPUHUMaeMble GEPEMEHHON, MOTYT MPOHMKATb
B OpraHusM njofja C HefoCTaTOYHOCTbIO [-6-P[l, B CBA3M C YeM Yy
pebeHKa MOryT pa3BMBaATbCS TEMOMMTUYECKAA aHeMUS U XKeNnTyxa.

[aHHble nabopaTtopHOro wuccnegoBaHuss. OCTpoe TSKENO0 Mpo-
Tekatolllee 3ab60neBaHNe COMPOBOXAAETCA reMOrno6uHeMmeid (ypoBeHb
remornobuHa cHmxkaetcst oo 20—100 r/n) n remornobuHypueid. B He-
OKpaLLEeHHbIX Ma3Kax KpoBW WM npernaparax, NPUroToBNeHHbIX Cynpa-
BUTa/IbHO, B 3PUTPOLMTaX MOXHO BUAETb MHOIOUYMCNEHHbLIE OKPYT/ble
BK/tOYeHMs (Tenbua eiiHUa), KOTOpble He BbIABAAKTCA MPU OKpaLlnBa-
HUM Ma3KoB KpoBM MO PaiiTy. MOCKOMbKY KMETKM C 3TUMK BKJ/HOYe-
HMAMU 6bICTPO YAQIAKOTCA U3 KPOBEHOCHOrO pycna, WX 0ObIMHO He
yaaeTca 06Hapy>XuTb 4epe3 3—4 fAHS Mnocne Havana 3aboneBaHus.
O npouecce BbI34OPOB/IEHNA CBUAETENLCTBYIOT PETUKYIOLUTO3 U
MOBbLILLEHWE YPOBHA TeMOrnobuHa.

[unarHos. [narHocTuka OCHOBbLIBAETCA Ha MPAMOM WU KOCBEHHOM
BbISIBNEHUW CHWXEHHOW aKTuBHOCTWU [-6-P [, B spuTpoymTax. psmoe
n3MepeHne No3sonsaeT onpefennts 10% ero akTUBHOCTW WM MeHee Mo
CPaBHEHWIO C HOpPMOI. CHMXEHWE aKTUBHOCTU (pepMmeHTa 6onee Bblpa-
YKEHO Y NNL, eBPONEONIHON 1 a3MaTCKOW, HeXenun HerpougHoi, nonyns-
umn. Pa3paboTaHbl BrOMHE MPUEMIEMble CKPUHUHI-TECTbI, OCHOBaHHbIE
Ha o6ecLBeYMBaHUN METU/IEHOBOrO CUMHEro M BOCCTAHOB/IEHUWU MeTre-
mMornobuHa. HenocpeACTBEHHO MOCMe 3NM304a reMonusa B KPOBU
JOMUHUPYIOT PeTUKYNIOUMTBI U 1OHbIE 3pUTPOLMTLI. PepMeHTaTUBHAS
aKTUBHOCTb MX 3HAYMTENbHO NPEBbILIAET TAKOBYIO CTaperLMX KeToK;
Takum 06pa3oM, CKpuUHUpYyloLlee o6crnefoBaHue cnefyeT OT/OXWTb Ha
HECKO/IbKO Hefleflb And TOro, 4TO6bl YAanoCh BbISIBUTb CHUDKEHWE
aKTUBHOCTU (hEPMEHTa, YTO MMeeT AMarHOCTUYecKoe 3HayeHue. 3abo-
neBaHMe MOXeT ObITb 3aMof03PeHO NpY akTMBHOCTK M-6-®[], Haxogq-
elicd Ha HWXKHEW rpaHuLe HOpMbl, Ha (oHe 60/bLIOr0 KOAMYecTBa
peTukynoumnToB. Kpome TOro, BapmaHtbl -6-® [ MoryT ObiTb 06Hapy-
YKEHbl MPU 3N1eKTPOOPETUYECKOM aHann3e KpoBW.

JleyeHre. K Hambonee BaXHbIM TepaneBTUYECKUM MepOnpUsTUSM
OTHOCUTCA NPefyrnpeXxaeHve remonnsa. B COOTBETCTBYHOLLMX YCNOBUAX
nepej HayanoM JIeYeHUs NeKapCTBEHHbIMW CpeAcTBamMu, 061afaroWwmnmm
OKMC/UTENIbHBIMW CBOMCTBaMM, MYXXUYMH, MPUHaZIexXawmnx K 3THUYe-
CKMM rpynnam, B KOTOPbIX MOBbILEHA 4YacToTa HeAOCTaTOUYHOCTU
M-6-d[ (kutenn [peumn, tora Wtanum, duamnnuH, tora  Kutaq,
eBpemn-cepapabl, NMua HerpouMaHoOro NPOMCXOXAeHMs W Ap.), Heobxo-
aumo obcnefoBaTb Ha MpeameT BblsBNEHWUA (hepMeHTHOro fedekTa.
Mpu remonuse NOAAepPXMBAKOLLAA Tepanusi MOXET BK/IOYaTb B Cebs
remoTpaHcy3mun. Kak npasuio, remMonv3 paspellaeTcs CnoHTaHHO.

[pyrve Bugbl reMONNTUYECKMX aHEMWA,
ob6ycnoBneHHble gepumumtom -6-®[ n Apyrux BeLlecTs

B pefkux cnyyasx XpOHWYecKue reMosIMTUYEeCKMe aHeMUW CBA3AHbI
C BbIpaXKeHHbIM geduuntom M-6-® ], 06ycnoBieHHbIM HacnefoBaHNEM
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BapuaHTOB (PEPMEHTA, OT/IMYAKOLLMXCSH HEMOMHOLEHHOCTLH aKTUBHOCTU
M CTabunbHOCTW. MHOrha COBEpLUEHHO HEOXWMAAHHO Y MWL, C HefoCTa-
TOYHOCTblO [-6-®[ B- (cpean3eMHOMOPCKWIA TwUM) OGHapy>XuBanu
XPOHUYECKMNIA remonn3. STOT BUL aHEMUM HacnefyeTcst Mo X-CuenseH-
HOMY peLecCMBHOMY Tury. YacTo 3a60neBatoT MYXUUHbI, MPOXKBatO-
wye B cTpaHax CeBepHoW EBpombl. AHEMUS Yy HWMX OT/MYaeTcs CTa-
OUNILHOCTBIO, U TEUEHME €8 MOXET YTSHKENMTbCA Mocsie npvema fekap-
CTBEHHbIX CpeAcTB, 001afaloWwmnxX OKUCANTEbHLIMA  CBOWCTBAMU.
CnneHakToMna ManoagekTuBHa. BcTpeyatoTcsi 6OMbHbIE C NETKOiA
(hOpMOWA XPOHMYECKON HecepoLuTapHOi aHeMKM, CONPOBOXKAAtOLLENCs
reHeTM4Yeckn 06YCMOBMEHHON HEAOCTaTOYHOCTLIO TyTaTMOHA 3pUTPO-
UMTOB. J1eKapCTBEHHbIA remMoIn3 CcoyeTancs MHOrga C HefocTaTou-
HOCTbIO 6-(DOChOrOKOHATAErNAPOreHasbl. Y HEeKOTOPbIX HOBOPOX-
[EeHHbIX TMnepbunmpybrHemmns 6bina cBsisaHa C HeOCTaTOYHOCTbIO /Y-
TaTMOHMNEPOKCUAA3bI.

FEMOTNNOBHOMATUN

MonekynsipHble ¥ BUOXMMUYECKME XapaKTEPUCTUKM FeMornobuHoB
[LOCTaTOYHO WM3Yy4eHbl. Bblfo BbIACHEHO, YTO reHbl, KOHTPOJUpPYIOLMe
WX MOSINENTUAHbIE Lenu, NOKanu3yTcs Ha Xxpomocomax 11 u 16.
BblNM N301MPOBaHbI peasnibHbIe TeHHbIE YYACTKM U OnpefesieHa MOJeKy-
nspHas nocnefoBaTenbHOCTL CTPYKTYpbl AHK aTux reHos. Anbga- u
6eTa-Lieny cocToAT NpUMepHO M3 150 aMMHOKKCNOT. BbISICHEHA KX TOY-
Has MocfefoBaTe/lbHOCTb B CTPYKTYpe MOAUMEnTUAHbIX Leneid. B Ha-
CTOfILLlee BPeMsi eCTb BO3MOXXHOCTb BbISIBUTb M TOYHO JIOKa/M30BaTb B
NOO6OM  MOMOXKEHUN 3aMeHY OfHOW aMWHOKWCAOTbl Ha APYryto, 4To
NeXWUT B OCHOBe 06pa30BaHUS aHOMasbHbIX FeMOr/i106MHOB.

K/IMHNYEeCKN 3HAUMMble CUHAPOMbI, CBfi3aHHble C aHOMa/IbHbIMU
reMor/iobrHamu, 06YC/IOB/EHbI 3aMEHOM OfHOM aMMHOKMCAOTbLI Ha Apy-
rylo B CTPYKType anb®a- uam 6eTa-ueneii B3pOCAOr0 TUMa remorso-
6MHa. 3BECTHbI pasHble BapWaHTbl reMor/fiobuHOB, fiLllb HEMHOIUE W13
HWX OTHOCWUTE/IbHO LUMPOKO PacrpocTpaHeHbl y yenoBeka. OObIYHO OHU
NOEHTUPULMPYIOTCA C MOMOLLBK 3/1EKTpOogopesa.

CepnoBMAHO-KNETOUYHbIE TemMornobruHonaTum

CeprnoBUAHO-K/ETOUHbIE TeMOrf06MHONaTUN NpPeLCTaBNsOT CO60i
MPeBOCXOAHYI0 MOJAEeNb MOMEKY/APHbIX 00Me3Held, MPUYEM Ha YpPOBHe
KaK CTPYKTYpbl F€HOB W MEXaHU3MOB WX AEACTBUSA, TaK W KOHEYHOro
KMHWYECKOro cuHapoMa. OCHOBHOW AeheKT 3ak/uvaeTcsa B MpUCyT-
CTBUM MYTAHTHOr0 ayTOCOMHOIO reHa, BbI3bIBAOLLEr0 3aMeHy Ba/nHa
Ha ryTaMWHOBYK KWUCMOTY B MOMOXeHUW 6 6eTa-nmonnnenTuaHON Lenu
(0s/7®6"]). ITa HeGoMblUAsA 3aMeHa CONPOBOXAAETCA rNy6oKUMUM PU3n-
KO-XUMMWYECKMMU  MpOLleccamn:  Ae30KCUTeHauuss MPUBOAMT K U3-
MEHEHMAM,  CMOCOGCTBYIOLMM  OTKMNaAblBaHUIO  Ae30KCUTeHMPOBaH-
HbIX MOJIEKY/T CEPrOBUAHOIO reMorniobuHa B BUAe MOHOHWTEN; nocnes-
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HWe B pe3ynbTaTe arperauuu npeBpawlatoTcs B KpUCTaiibl NpPogon-
rosaton (opMbl, W3MEHAS Tem camblM MeMOGpaHy 3pUTPOLUTOB, 4TO
B KOHEYHOM WuTOre npPUBOAMT K (DOPMUPOBAHUIO  CEPrOBUAHBIX
K/ETOK.

B HacToslee Bpems CeprnoBUAHO-K/ETOUYHYHO aHeMUO BO3MOXHO
[IMarHocTMpoBaTh YXKe y nnioga B Bo3pacTe 16—20 Heg. C 3Toil Uenbto
KPOBb, acnUpUPOBaHHYK W3 MaueHTbl WM MOMYYEHHYID W3 BeHbl
nnoga, WHKyompytT ¢ |AC-neiumMHOM W OLEHMBAKOT CUHTE3 Monunen-
TUAHLIX Lenei peTukynoumtamu. Ecim y nnopa MMerTCs reHbl cepro-
BUAHO-KNETOYHON aHeMUK, CUHTE3VNPYIOTCA TOMbKO anbga-, ramMa- u
6eta-nonunentugHble uenn. C MOMOLLbIO METOAOB C WMCMOJ/b30BaHWEM
pekoMouHaHTHO [OHK 1 epmeHTOB, OrpaHuMUMBalOLNX 3HAOHY-
Kneasy, 6bl10 NokasaHo, 4yTo cermeHT AHK, Hecywmin reH HbS, yacTto
OT/INYAETCA OT CermMeHTa, Hecyllero reH HbA; aToT Npu3HaK No3BoNdeT
[LMarHoCcTMpOBaTh CEPrnoBUAHO-KIETOUHYIO aHEMUIO MPU UCCNe0BaHUK
hnbpo61acTOB aMHMOTUYECKOI XnakocTu. Mpu 6uoncum Tpogobnacta
MOXHO MONYYNUTb AOCTAaTOYHOE KOSIMYECTBO TKaHMW, YTOObl MOCTaBUTb
AnarHo3 y nnofa B Bo3pacTe 10—12 Hef. BO3MOXXHOCTU MpeHaTaslbHOM
[ONarHOCTUKM  MOMOratoT B TEHETUYECKOM  KOHCY/NbTUPOBAHWM MO
noBoLy remorfio6MHoNaTuii.

HocnTtenbCcTBO reHa
CEepnoBUAHO-KNETOYHON aHeMUU

[eH CepnoBMAHO-KIETOUYHOW aHeMUW Yy TeTepo3nroT O6bIYHO He
NposIBNAETCA KAMHMYecKn. OKono 8% Nl HerpouaHoli Mnonynsaumn B
CLUA 4BnatTCca HOCUTENSIMU TEHA, B HEKOTOPbLIX paioHax AQPUKK OHW
BCTPEYAlOTCA 3HAYMTENIbHO yallle. TUMUYHbIE C/lyvyan BCTPeYaroTca U B
OPYTMX 3THUYECKUX Tpynnax cpefuM3eMHOMOPCKOro bacceiiHa v B paiio-
Hax CpegHero n bamkHero BocTtoka. CuuTaercs, 4YTo reH CEpProBUAHO-
KMETOYHON aHeMun 06ecneynBaeT OMNPefeneHHYH Pe3UCTEHTHOCTb K
Manspun. B OTAenbHbIX 3pUTPOLMTax HOCWUTENel reHa COAEpXKMTCS
cmecb remornobmHos HbA un HbS. Ha ponto HbS npuxoamtces
35—45%. [Npn TakOM HU3KOM €ro ypoBHEe B (PU3MONOTMYECKUX YCMO-
BUSAX MNPOLLECC «CEPMJIEHMN» He HacTynaeT. B pegkux cnydyasx Tskenas
FMMOKcus, 06YCMOBMAEHHAs LUOKOM WU TMNOOKCUreHaumed (nonet Ha
60/bLLION BbICOTE B pa3repMeTU3MPOBaHHOM BO34YLUHOM TPaHCMOPTHOM
CPEeLCTBE), MOXeT MPUBECTU K Pa3BUTUIO (PEHOMEHOB, CBA3aHHbIX C
OKK/t03Mei cocyfoB. Kpome Toro, MOryT npUCOEAVHUTLCA CMOHTaHHas
remarypusi, 06bl4HO W3 f1IEBOM MNOYKM, WM YMEPEHHas T[UMOCTEHYPUS;
O[lHAKO aHeMus, remMofiv3 1 Apyrue KIMHUYECKMe NpU3Haky, Kak npa-
BW/IO, He COMPOBOXJAKT HEOC/I0)KHEHHOE HOCWUTE/IbCTBO leHa Cepro-
BUAHO-K/IETOYHON aHeMuW. BeposiTHOCTb ero BbISIBNIEHWUS U APYTUX CO-
CTOSIHWIA Y ML, HErpouMaHoN packl cocTtaBnsieT 8%. HocuTenbcTBO He
B/IMSIET Ha NPOJO/MKUTENbHOCTb XM3HW. B aTOM cnydyae cnefyet u3be-
ratb CMUTyauuil, KOTOpble MOFYT COMPOBOXAATbCA TMMOKCWEW, Apyrue
M3MeHeHNs o6pas3a >XU3HW He TpebytoTcs.
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CeprnoBMAHO-KNETOYHasi aHeMUS!

3aboneBaHne OTHOCMTCA K TsXKenol (hopme XPOHWUYECKOW remosu-
TUYECKOW aHeMWM Y ML, TOMO3UIOTHBIX MO CEeprnoBUAHOMY reHy. Ero
TeueHWe XapakTepusyetcd 60MeBbIMU MPUCTYNamu, CBA3aHHbIMU C
OKKNIO3UEN MeMbyailMxX KPOBEHOCHLIX COCY[0B B pe3y/ibTaTe CMOH-
TaHHOTO «CEPMNSIEHNs» 3PUTPOLUTOB. TPALULMOHHO 3TWM NPUCTYMbI
Ha3blBAlOT Kpu3aMu. Pa3inyaloT HeCKO/bKO WX BapuaHToB, W, Kpome
TOro, Camo MOHSATWE «KPU3» He OTpaxaeT cneuniuku 3aboseBaHuUs.

KnuHunyeckne nposineHuns. [pu3Hakn 601e3HM  0ObIYHO MOSB-
NAIOTCA K KOHLY MepBoro roga >kusHW. bonblioe konunyectso HbF B
3pUTPOLUTAX HOBOPOXKAEHHOrO MPENATCTBYET BbISBNEHUIO HEOOMbLUMX
KONMYECTB HedeTanbHbIX remMorfiobnHoB. [is TOYUHOW AMarHOCTUKA B
paHHWe Nepuobl >KU3HW Heob6XoaMMO npuberaTb K NOMOLUM crieluanb-
HbIX METOAO0B WCC/ef0BaHUsA, HanpumMep 3neKTpogopesa Ha arapoBoM
refie B KUCMOW Cpefie Wi Xpomatorpauu ¢ MCMnonb30BaHMEM MUKPO-
KONOHOK. M0 Mepe CHWXEeHUs B MOCTHaTaNbHOM rnepuoge yposHa HbF
noBsblilwaeTca ypoBeHb HbS. BHyTpUCOCYAMCTOe «CepriieHne» u npu-
3HaKM reMo/IMTUYECKOro npouecca onpeienstoTes yxKe B Bo3pacTte 6—8
Hefl, O4HaKO KMHWUYECKMe MPOsB/IEHUS OTCYTCTBYIOT [0 Bo3pacTa 5—6
Mec.

BonesHeHHble Ba300KKJ/IO3UWOHHbLIE KpWU3bl, Hambonee
yacTblii BapuMaHT 3ab0neBaHWs, COMPOBOXAANOLIMECH WLLEMUEA U
NH(apKTamKn, MOryT 6biTb CMPOBOLMPOBaHbI MHMEKUMAMW WU NOAB-
NAOTCA CMOHTAHHO B NtO60M y4yacTke Tena. epBbIiM NPOSBNEHMEM Cep-
MOBUAHO-KNETOUHOW aHemMun Yy pebeHKa paHHero Bo3pacTa MOXeT
CTaTb CUMMETPUYHbLIA GONE3HEHHbIA OTEK B 06MacTW KWUCTe K cTon
(CUHAPOM KMCTb — CTONA, WM CEPrOBULHO-KNETOYHbIA AaKTUANUT). Ha
PEHTreHorpamMmmax MOXHO BUAETb AeCTPYKUUIO KOCTHOW TKaHu, COnpo-
BOX/AAIOLLYHOCA MepuocTanbHOl peakuymeid (puc. 18-4). Y 60MbHbIX
CTapLLero Bo3pacta CTaHOBATCSH OONE3HEHHLIMU U OTEUHbLIMU KPYMHbIE
CyCTaBbl U OKpyXawolme ux TKaHW. WH(apKTbl OpraHoB OpHOLLIHONA
MOAOCTU MOTYT COMPOBOXAATbCA OONAMU, CUMYNMUPYHOLLMMU OCTPbINA
XUBOT. Cepbe3Hyt O0MacHOCTb, XOTA WM He BCerja nNpUBOAALLYIO K
HEMEeA/IEHHOMY JleTallbHOMY MCXOfy, MPeACTaBAstOT COB0M WHCYMbTHI,
CBSAI3aHHbIE C OKK/O3MEA MO3roBbIX COCyAoB. [lpy 3TOM B KayecTse
OCTAaTOYHbIX SIBEHWA MOFYT COXpaHATbCA remunnerun. OO6LIMPHbIE
MHDAPKTbl NIErOYHOM TKaHW TpyAaHO oTAMddepeHLNpoBaTb OT MHEBMO-
HUW. Ba30OKK/O3MOHHbIE KPU3bl He COMPOBOXAAKOTCH BblPaXXEHHbLIMM
M3MEHEHUAMMN COCTaBa KpOBMU.

K gpyromy Tuny Kpu3oB, HabnofaeMblX TOMLKO Y 60/bHbIX MOJIO0-
[oro BO3pacTa, OTHOCUTCS TaK Ha3blBaeMbli CeKBeCTpa LMOH-
Hbli. M0 HEMOHATHbIM NpUYMHaM 6OMbLUME KOMUYECTBA KPOBW BHE-
3aMHo CKanamBatoTCA B COCyfax MeyeHW U ceneseHkU. MocnefHss 3Ha-
YMTENbHO YBENNUMBAETCA B pasMepax, ObICTPO pa3BMBAOTCA NPU3HAKK
LMPKYNATOPHOrO Kofinanca. Ecnu 6bICTPO HayaTo NoAfepXKuBatoLLee
NeyeHue, 3aKOYaKOLLEeca B rmapaTtalyoHHbIX MeponpuAaTUAX U remo-
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Puc. 18-4. PeHTreHorpamMma KocTeli pyku pebeHKa C CeproBUAHO-KNETOUHOW aHeMue.

Cnenyet OﬁpaTI/ITb BHMWMaHVe Ha OTCYTCTBME WM3MEHEHWI B KOCTSIX B Hayane 3aboneBaHus (a) v ee
[eCTPYKLUMIO 1 M3MEHEHMS B TKaHAX Mepuocta uepes 2 Hep (6)

TpaHcy3nsax, 60onbluas YacTb CEKBECTPMPOBAHHONM KPOBWM PemMobunun-
3yetcs. Mofo6HbIe 3NU304bl YaCTO CTAaHOBATCA MPUUMHOW CMepTUW deTeit
paHHEero Bo3pacTta C CeproBUAHO-KNETOYHON aHeMueld U HacTynawT y
60MbHLIX CTapLUMX BO3PACTHbLIX [PyNn C BapuabenbHbIM  TeueHVeM
60ne3Hn, y KOTOPbIX CN/ieHOMeranus coxpaHsetcs B 6ofee nosgHue
Nepuoabl XU3HW.

K Hanbonee W3yuyeHHbIM TUNaM OTHOCATCA amnacTuuyecKue
KPpU3bl, O KOTOPbIX YXe YNOMWHaN0Ch.

FMnepreMonNnMTMUUYECKUE KPU3bl BCTPEYAtOTCA PELKO U B
OCHOBHOM Y MWL, FOMO3UTOTHbLIX MO CeprnoBUAHO-KIETOYHOMY [EHY C
HegocTatoyHocTbio M-6-® M. Kpu3 pasBuBaeTca nocne ynoTpebneHus
NEeKapCTBEHHbIX CPEeACTB, 06/1afatoLLnX OKWUCUTE/TbHBIMW CBOMCTBAMU.
OH MOXeT ObITb CMPOBOLMPOBaH WHMEKLMEN.

FemMonMTUYECKas aHeMUs U XPOHUYECKME BA30O0KKNHO3UOHHbIE
HapyLleHuns, MOMUMO OCTPbIX KpPW30B, MNPOSBAAKTCA pa3HOO6pasHoi
CUMMTOMATUKON. [porpeccmpytollee CHUDKEHWE (PYHKUUM  NeYeHu
COMpPOBOXAAETCA PasBUTUEM XKENTyxu. BcTpeyatoTcs 60/bHbIE, Y KOTO-
PbIX XenyHokameHHas 60Me3Hb Oblfa 3aperucTpupoBaHa yxe B BO3-
pacTe 3 neT. VHMapKTbl pasHbIX OTAENOB LIEHTPasbHOW HEPBHOW CK-
CTEMbI, MPOSIBASAOLIMECS WMHCY/NbTaMK, OTMeyaroTca y 5—10% peTeit,
MHOrJa C HeobpaTUMbIMU MOCMELACTBMAMM, HanpuMep C remMunierviei.
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OunddysHblin (prubpo3 KNyObo4KOBOrO M KaHa/bLEBOro annapara noyek
NPUBOAUT K MPOrPECCUPYIOLLEMY CHUKEHUIO MX (DYHKLMW; B OTAeNbHbIX
Cllyyasix MOryT HEKpPOTM3MPOBATLCA MOYEYHbIE COCOYKM W Pa3BUTLCA
HethPOTUYECKNIA CUHAPOM.

BHauane ceneseHka 3HauMTenbHO yBenuyeHa B pasmepax. KnauHu-
YECKM YBENUYEHHas Ccefle3eHKa XapaKTepu3yeTcs 3aMeTHbIM CHWKe-
HveM (harouMTapHON 1 PeTUKYN03HAOTENNANbHON (YHKLWIA, YTO Npu-
BOAMT K (DYHKLMOHaNbHOMY runocnneHusmy. B 6onee nosgHue crtaguu
60/1€3HN M3-32 NOBTOPHBLIX MH(APKTOB Cefle3eHKa YMEHbLUAETCa B pas-
Mepax 3a cuyeT (hnbposa, B CBA3M C YeM pPedKo y 60/MbHOro B BO3pacTte
nocne 5—6 net Npu nanbnaumMm 06HapYXMBAKOT YBEMMUYEHHYIO Cene-
3eHKy. Cnyyan TsXKeNo NpOTeKalLlMxX MPOLEeccoB B Nerknx (3a cyert
MH(APKTOB) BCTPEYarOTCa KakK B COYETaHMM C MHMDEKUMENR, Tak 1 6e3
TaKOoBOWA.

BosbHbIe C CeprnoBUAHO-KNETOUYHOW aHeMUEN, a TakKe MepeHecLume
onepaumio CraeHIKTOMUKM, 0COGEHHO B MepBble rofbl XXWU3HU, NoABep-
XXeHbl 3a00/1€BaHNI0 MHEBMOKOKKOBbLIM MEHUHTUTOM W PasBUTUIO CENTU-
uemmn. Moutn y 30% feTell ¢ ceprnoBULHO-KNETOYHOW aHeMMeld cencuc
N MEHWHTUT Pa3BUBAKOTCA B MEPBble 5 1ET XU3HU; YPOBEHb CMEPTHOCTM
npu 3ToM gocTturaet 25%. [OBbIWEHHBIA PUCK MHGEKLMM 06YCNOBMEH
(OYHKLMOHA/TbHOM TUMOCMAEHNEA M HEAOCTAaTOYHOCTbH) B CbIBOPOTKE
OMNCOHWHOB, HanpaBfeHHbIX NPOTUB NMHEBMOKOKKOB. Kpome Toro, 605b-
Hble MOABEPXEHbI Pa3BUTUIO OCTEOMUENINTA, BbI3BAHHOIO Ca/lbMOHeN-
namu.

B KoHUe nepuofa getcTBa 60/MbLIMHCTBO 60/bHbLIX, OCOGEHHO Masib-
YMKOB, OT/IMYAKOTCA OTCTaBaHWEM (hM3NYECKOro W MOSI0BOr0 PasBUTUS.
Y NoApOCTKOB W HOHOLLE/ Ha HOFax 4acTO pa3BMBAIOTCA HE3aXMBalo-
e A3Bbl.

[aHHble 1abopaToOpPHbIX WCC/eA0BaHWNA. YPOBEHb remMOornio6mHa
coctaBnser 50—90 r/n. B maskaX, NPWUrOTOBMEHHbLIX W3 Mepugepn-
YECKOW KpOBW, 00bIYHO BWAHbLI CEPMOBUAHON hOpPMbl 3pMUTPOLMTLI (CM.
puc. 18-3, r). CnNoHTaHHOE «CEeprn/eHMe», 3PUTPOLUTOB KanuansapHoOi
KPOBM MOYTW BCErAa CBUAETENLCTBYET O KIaCCUYECKOW, rOMO3UrOTHOM,
CeprnoBMAHO-KNETOUYHOW 60Me3HW; 3TOT (DEHOMEH He BCTpeyaeTca Yy
HoCuTeNe Mpu3Haka W pefKo BCTpeyaeTcs Mpu BapuaHTax CeproBug-
HO-K/IETOYHbIX COCTOSIHUIA. B Ma3kax KpOBM MOXHO BUAETb MULLEHe-
BUAHbIE KETKU W MOWKWUAOUMTBLI. YMCNO PeTUKYNOLUTOB KonebneTca ot
5 po 15%, kpome TOro, 06bIMHO O6HapyXMBatOTCA HOPMOGNACTbl ©
Tenbua Xayanna —>Konnu., O6Wiee 4MCIO NEenKouuToB AOCTMraeT
12—20- 104n ¢ npeo6nagaHuem HeliTpomios. OTMeuvaeTcst Tpom6O-
umMto3, CO3 cHmxaeTca. W3 gpyrux M3MeHeHWA cnegyeT OTMETUTb
aHOManbHble MeYeHOYHble MNpobbl, rMNepbunMpybruHemmnito n anddys-
HYIO runepraMmarniobynmHeMunto. B KOCTHOM MO3re BbipaXKeHa runep-
nnasuna ¢ npeobnafaHveM 3pUTPOUAHOrO pocTKa. Ha peHTreHorpammax
BbISIBNAIOT pacLUMpeHHble KOCTHOMO3rOBble MPOCTPAHCTBa WM OCTeono-
po3.

[na anarHoCTMKM peluatollee 3HaAYEHUe UMEKT pesy/bTaTbl Ucche-
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[OBaHWS 3pUTPOLMUTOB U remornobuHa. K npocTbiM K BbICTPO BbINOS-
HeHHbIM npo6am Ha npucyTcTBMe HbS oTHocuTcA mpenapaums cepno-
BUAHOW KNeTKW, KOrfja 3puTPOLWThI MOABEPraloT Ae30KCUreHauum wi
e BO34ENCTBMIO BOCCTaHOBWTENEN, TakKUX KaK MeTabucynbut Hat-
pus. MMpu 3TOM B MPOLECC «CePr/eHNs» BOB/IEKAETCH MNPAKTUYECKU
100% 3pMTPOLMTOB Kak Mpu CeproBUAHO-KNETOYHOM 3ab60neBaHum,
TaK Uy HOcuTenell MpuU3Haka, OfHAKO B MEPBOM C/lyyae OHO MPOMUCXO-
OUT 60/1ee MHTEHCMBHO W BbIpaKEHO B O0nblieil cTeneHw. lMoytn B
100% cnyu4aeB «CepnsieHMe» NPOVUCXOAWUT MOcne remMoTpaHCchy3mnm wam
B paHHeM Bo3pacTe. [nd BbisBneHus HbS B apuTpoumTax AOCTYMHbI
3Kcnpecc-npobbl Ha PacTBOPUMOCTb, OCHOBaHHbIE Ha TOM, YTO BOCCTa-
HOBNEHHasa (hopma 3TOro remornobuHa npeacTaBnsieT cobol HepacTBo-
pUMOe BeLLEeCTBO, MPEUUnUTaTbl KOTOPOrO BbI3bIBAKOT MOMYTHEHMWE
pacTBopoB. po6bl Ha «CepnsieHne» 1 PacCTBOPUMOCTb HeNb3si paccMmaT-
pvBaTb KakK [JOCTOBEPHblE C TOYKW 3PEHUS TEHETWKMW, TaK KakK Mpu ux
BbIMO/IHEHMM MOTYT ObITb MOMYYEHbl KakK SI0XKHOMONOXKUTE/bHbIE, TaK U
NOXKHOOTpULaTe/bHble pe3ynbTaTbl. OKOHYaTe/bHbIA BbIBOL O NpUHAL-
NEXHOCTW remMornobrHa MOXHO CAenaTb C MOMOLLbI 371eKTpodopeTu-
YECKOro uccnefoBaHus. Y fAeTei, BbllleAwnx W3 MIafeH4Yeckoro BO3-
pacTa, B 3puTpouMTax NpW CeprnoBMAHO-KNETOYHOW aHeMun cogep-
xutca npnénunsutensHo 90% HbS, 2—10% HbF 1 He M3MeHeHO Konu-
yectBO HbA2 wHo oTcyTcTByeT HBA. Kaxablii poauTens 60MbHOrO
pebeHKa 06s3aTe/IbHO ABNAETCA HOCMTENeM NM60 CeprnoBMAHOIO Npu-
3HakKa, NMbo OfHOro M3 CeprnoBUAHLIX BapvaHToB, /MO0 MNpU3HaKa
Tanaccemum.

OuddbepeHumnanbHblini  gnarHo3. CeprnioBUAHO-KNETOUHAs aHeMus
MOXET COMPOBOXAATLCA LUMPOKMM CNEKTPOM KAMHWUYECKUX MPU3HAKOB
M CUMNTOMOB. B0MIE3HEHHOCTbL CYCTAaBOB B COYETAHWM C LUymMaMu B
cepiue, 0OYCNOBMEHHbIMU aHEMWER, MOXEeT BbI3BaTb MOAO3PEHME Ha
PEeBMaTU3M WM PEBMATOMAHLIA apTpuT. WHorga nosenstoTcs Tpyna-
HOCTWM npn AN(HEPEHLNPOBAHUN CEPNOBUAHO-KNETOUHOW aHeMun ¢
MHEBMOHWEN, OCTEOMMENIMTOM U NeiiKo30M. B cBS3M ¢ 60/bLLOIA Bapua-
6e/1bHOCTLI0 MPU3HAKOB M CUMMTOMOB CEPMOBUAHO-KNETOYHON aHeMUK
CTaHOBMTCA QYEBMAHON HEOOXOAMMOCTb B MPOBEAEHMM 3nekTpodope-
TUYECKNX WCCNeSOBaHWi, Korja peyb MAET O 6O0/bHbIX HErpougHoi
pachl.

JleyeHve. TpebytoT feveHUss Wb 6GOMbHbIE, HaxofdwiMecs B
OCTpOM nepuoge. LlenecoobpasHOCTb Ha3HayeHWUs AOMNOSHUTENbHbIX
[l03 BUTAaMWHOB WM remMaTUHOBbLIX CPELCTB He [0Ka3aHa, XOTA B HeKO-
TOPbIX NeYebHbIX LeHTpax MPUHATO Ha3HayaTb npenapaTbl (POSIMEBON
Kucnotebl. OTCYTCTBYIOT MOKa3aHUA K NleYeHUIO npenapaTamy >kenesa,
332 UCK/IOUEHNEM BGO/bHBIX C YCTaHOB/IEHHbIM Xene304eMUNUTHbIM CO-
cTosHMEM. [lo0 cvMX MOp He MOMy4YeHbl AaHHble, CBUAETENbCTBYHOLLME O
6e30MacHOCTM U AOCTOBEPHON 3D(PeKTUBHOCTU (PAPMaAKOIOrMUYECKNX
MEeTOZOB NeyYeHUs: npu 6oNeBbIX KpU3ax, B TOM YKUCE BHYTPUBEHHbLIMM
MH(Y3USAMU NPenapaToB MOYEBMHbI U NPUEMOM LMaHaTa. [nsa CHATUS
4yyBCTBa AMcKomdgopTa 1 601eBOro cMHApPOMa 06bIYHO C YCMEXOM MOryT
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ObITb MCMNOMb30BaHbl aHaNbreTUKN, Takue Kak KOAevH U npenapatbl
rpynnsl eHoTUasuHoB. CnefyeT u3beratb PerynspHoro npumeHeHus
HapKOTUKOB B CBSAI3N C BO3MOXHOCTbHO Pa3BUTUSA MPUBLIKAHWUSA K HUM.
C nOMOLLLK BHYTPUBEHHOW WHGY3MOHHOW Tepanun cnegyet WHTEH-
CYBHO KOPpUrMpoBaTb COCTOSHWE Aervppartaumu u aumposa. Mpu npu-
coefHeHUN BaKTepuaibHbIX MH(EKLMUIA HEOo6X0AMMO MPOBOAMTL feve-
HWe COOTBETCTBYIOLLMMK MPOTUBOGAKTEPUaNbHLIMKU cpeacTBaMu. [Mpu
06bIYHbIX 60MEBbLIX KpU3ax OTCYTCTBYHOT NoKasaHMs Ans reMoTpaHcdy-
3WiA, OHAKO MPW 4JIMTENbHBIX U KpaiiHe BbIPXXEHHbIX 601X OHU MOryT
ObITb MOKa3aHbl TakK e, Kak npu OOLIMPHOM BOBMEYEHWUM B NPOLECC
NEerkuX WM LEeHTPaIbHON HEPBHOM CUCTEMbI, MOAFOTOBKE GOMLHOIO K
06LLEeN aHeCTe3nN UK XeHWmHe B KoHue Il TpumecTpa 6epeMeHHOCTH.
[ns passefeHus 3puUTPOLMTOB 6OMBHOrO 3puTpoLMTamMu 340pOBOr0
Ye/l0BeKa MepenuBatoT IPUTPOLUTHYIO Maccy. [py yMeHbLUeHUN nocne
3TOro ymcna apuTpounToBs, Hecywmx HbS, go 40% cMMNTOMbI, CBSA3aH-
Hble C OKK/HO3UEN COCyfOoB, OObIYHO NMKBUAMPYHOTCS. YacTuuHoe
3aMeHHOe MepefiBaHWe KPOBWU MO3BOMSET ObICTPO CHWU3WUTL YPOBEHb
KNETOK, MOABEPTLUMXCA  «CEPreHWIo». [emMoTpaHcy3um  urpatoT
PELLAIOWYI0 POfib NPU Sled4eHUU 6O0SbHBIX C CEKBECTPALUMOHHBIMU 1
annacTuyeckummn kpmsamu. CrneHSKTOMMUA O06bIYHO He MokasaHa, 3a
NCK/KOYEHNEM 6OJIbHBIX C MOBTOPHLIMU CEKBECTPALMOHHBIMU KPrU3aMu
UM TUNEPCIEHN3MOM.

Opyrve Buapl remornobuHonatuii

MemornobuH C (223:JTQ- 3TOT TN remMornobuHa BCTpeyaeTcs npu-
61M3NTENBHO Y 2% aMeprKaHLEB HErpouaHoli nomynsuum. Y reteposm-
rotr (HbAC) oTCyTCTBYIOT MNpOSIBNEHMS aHEMWIA WM 3ab0MeBaHus,
O4HAKO B Mepu(epuyecKoi KpoBWU YBEMMYEHO YMCIO MULLIEHEBUAHbLIX
KNeTOK. Y roMo3nroTHbix nuy, (HbCC 3aboneBaHue) BbISBAAIOT Femo-
NNTUYECKYIO aHEMMWIO CpefHeN TSXKECTM C YPOBHEM TreMoraobuHa
80—110 r/n, petukynouutosom (5—10%) n cnneHomeranvein. B nepu-
(hepnueckoil KpoBM BCTpevaeTcs 60/bLUOE YMCI0 MULLEHEBUAHBIX Kie-
TOK K ctepoyutoB (cm. puc. 18-2).

Femor/i06vH D. 3TOT TMN remMornobuHa npeacTaBieH HECKOMbKUMU
BapuaHTamy aHoMasbHbIX FemMorfobuHOB, anekTpoopeTnyeckas noj-
BMXXHOCTb KOTOPbIX aHanormyHa TakoBoW HbS, ogHako o6nagarowimx
OT/IMYHLIMW OT MOCNefHEro GUOXUMUYECKUMU W (DU3UYECKUMU CBOM-
cTBamu. lpy cMHApOMax 3TOro BKaa reMoriobuHoNnaTumM nNpoLecc «cep-
NNeHns» He npoucxogmT. Fomo3nroTHoe coctosHue (HbDD) xapakTe-
pU3yeTcs YMEPEHHO MNPOTEKAlOLWEeid reMONNTUYECKOW aHeMueld B coye-
TaHWM CO CrJjIeHOMeranuen.

FemornobuH E (A25.67C)' MemornobuH E npeo6nagaeT B KPOBM
nuu, npoxusatowmnx B HOro-BocTouHoir AsuK, 0c06eHHO B TawmnaHge.
["lomo3MroTHoe coctoaHne no HbE npossnseTcd ymepeHHO MpoTeKaro-
e reMOMMTMYECKO aHeMWei, COMPOBOXAAOLLEACS MNOSB/IEHWEM B
KPOBM 60/bLLIOTO YMCNA MULLEHEBUAHBIX KNETOK, MUKPOLUTO30M U
Cr/IeHOMEra/nei.
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MemornobuH SC. Ecnn y yenoseka NpUCYTCTBYIOT reHbl Kak s
HbS, Tak 1 gna HbC, y Hero pa3snBaeTCcs YMEPEHHO BblpaXKeHHas aHe-
MUS B COYETaHUM CO Cr/ieHOMeraivein. MoryT HacTynaTb MpUCTYMbl
OKK/1H031M COCYZI0B, OAHAKO OHW MeHee 4YacTbl Y NpoTeKatoT 6onee yme-
PEHHO, HeXenu Mpu CeproBMAHO-KMETOUYHOW aHemuu. VHorga B
KayecTBe OCMNOXHEHWS MOXET MPOM30OATM acenTUUECKUidi HEKpOo3
FONOBKWN OEAPEHHOM KOCTU WM TSHKENoe MOBPEeXAEHNe CeTHaTKu.
B cpegHeM ypoBeHb remorno6uHa coctaenset 0,9—1 r/n. Y 60/bHOr0
B KPOBM BCTPEYAlOTCA MHOFOYUC/IEHHbIE MWLUEHEBUAHbIE  KIETKMU,
OfHaKo 3puUTPOLUTBI, NOABEPriuMecs HeobpaTMMOMY Mpoueccy «cep-
NNeHUs», B NEPUEIEPUYECKO KPOBMN 06bIYHO He 06HapyXusatoTcs. Mpu
3NeKTPOPOPETUYECKOM  UCCMEA0BaHUM TEMOrnobuHa onpegensetcs
npumepHo paBHoe konuyectBo HbS n HbC 1 yMepeHHO MOBbILLEH YpPO-
BeHb HbF. 3ab6oneBaHue 06bIMHO He BAMSIET Ha POCT, OGOMbHONM, Kak
npasuio, JOCTUraeT 3penioro Bo3pacta. [oTeHUManbHYH Yrposy Ans
XU3HW MPeLCTaBNAOT anjacTUYecKMe U CeKBECTPALMOHHbIE KPU3bl.

HectabunbHble reMOor106uHbI

B rpynne, npefAcTaBfeHHON No MeHbLUelk Mepe 50 BapMaHTaMu aHo-
Ma/lbHbIX TFeMOrf0bMHOB, 3amMeHa amMWHOKUCNOT B a- wuau /(-uenax
COMPOBOXJAETCA MOJEKYNAPHOM HeCTabUNbHOCTLIO, BeAyLleid K feHa-
Typauuy u npeyunuTauumn remornioovHa. MpeuunuTupoBaHHbIA reMo-
rnobvH npuKpennseTca K mMembpaHe spuTpoLuMTa, Y4TO 06YCNOBNMBAET
ero paspyLueHue. Mofo6HbIE XPOHNYECKUE FEMOIMTUYECKME MPOLLECChHI
XapaKTepmn3ytoTCs MOSBMEHWEM B 3pUTPOLMTAX BK/IOYEHWUA (Tenbla
leliHUa), a TaKXe BbIAENEHNEM MOYM TEMHO-KOPUYHEBOTO LBETa,
cofepxxalleil AMNMpPPOoBbIE COEAMNHEHNS, OCOBEHHO MOCNE CMIEHIKTO-
MUW. ITW aHEMWUM HAac/efyroTcs Mo ayTOCOMHO-AOMWUHAHTHOMY Tuny.
OGbIYHO KaXAblii BapuMaHT 60Me3HN HOCUT Ha3BaHWe ropoja, B KOTOPOM
OH BrepBble Obl1 0BHAPYXKEH.

Mpu /(-BapvaHTax remonu3 06bIMHO CTAHOBMTCS OYEBUAHLIM Y
pebeHka 4yepe3 3—6 Mec nocne poxaeHus. TsKecTb 3aboneBaHUs
00bI4YHO BapbMpyeT OT KOMMEHCUPOBAHHOW, YMepeHHO MpoTeKatoLlei
aHeMuW [0 TAXKENOro reMosMTUYecKoro npouecca. [ns aTux cocTos-
HWIA XapaKTepPHO CHWXEHWEe CPefHEero YpOBHS reMoriiobuHa B 3puTPo-
umte. Kak npaBwio, MNOSBAAIOTCA XENTyxa W crnjieHomeranus. AHo-
Ma/lbHbIA  remMornobuH coctaBnser 30—40% 0T ero o6LWIEro Konu-
yectBa. C MOMOLLbIO MeTofa 3neKTpodopesa 3T BUAbl reMor/iobnHOB
06HapyXX1BatOTCA HENOCTOSAHHO, OfHaKO NPW HarpeBaHUW remonmsaTa
[0 50°C B TeyeHMe 1 Y aHOMasibHble reMorfiobuHbI NPeLUnUTUPYOTCS,
B TO BpeMsi KaK OObIYHbI/i OCTAeTCA WHTAaKTHbIM. [pnUCyTCTBME HeCTa-
O6UNbHbIX reMOrn06MHOB MOXET 6biTb MPOAEMOHCTPUPOBAHO, €C/N
[06aBNTb CBEXWI remonunsaT B 17% 3abydepeHHbIl pacTBOP M30Mpo-
naHona. MNpu nHKy6auun LenbHOM KPoBK B TeueHue 48 4 nepef cynpa-
BUTa/IbHbIM OKpalUMBaHWEM ee GpUINIUAHTOBLIM T0Ny6bIM  KPE3NSIOM
o6pasytoTca Tenbua [eiHua, YMCN0 KOTOPbIX 3HAYMTENbHO YBENM4Yu-
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BaeTCcs nocne cniaeHakTomuu. MNpy HekoTopbix BapuaHTax (Hb Liopux,
Hb TOpOHTO) BbIPaXXeHHbIA FeMO/N3 MPOMCXOANT MOCNe YyNnoTpedeHns
cynbaHnnaMmuaHbIX npenapaTtoB. CrAeH3KTOMUSA, NO-BUAMMOMY, CMo-
COGCTBYET YNYYLLEHWNIO COCTOAHWUSA BOJbHLIX C YMEPEHHO MPOTEKAOLWUM
3a60/1eBaHVEM, OIHAKO NPY BbIP&XKEHHOM remonnse sQgeKT ee COMHU-
TesleH.

remornobuHel, obycnosnueatowme uymaHos (HbM)

pynny 3 NSt aHOMasibHbIX FeMOr/Io6UHOB Ha3bIBatOT reMorotm-
HOM MS. 3TM remMornobuHbl CBf3aHbl C AOMWHAaHTHO Hacnefyemol
ceMeiiHoli (hopMolA UMaHOo3a, 06YCNOBNEHHOrO METreMOrn06MHeEMUEN.
TunuyHas gna HUX 3aMeHa aMWHOKUCNIOT B CTPaTerMyecky BaXKHbIX
yyacTKax psgoM C NPUKPensieHVEM remoBbIX Tpynn 06Yyc/loBMBaeT
BHYTPEHHEE OKMWC/EHWEe >Xenesa remMa [0 TpexsBaseHTHoOW (heppuue-
cKoil) copmbl. 3aboneBaHus, cBA3aHHble ¢ HbM, xapakTepuaytoTcs
LIMaHO30M W YMepeHHON nonuumTemueid. MNpu BapuaHTax HbM, cBs3aH-
HbIX C 3aMeHOW B /?-uensx, Takmx Kak HbM Saskatoon, 'umaHo3 He
nosieiseTca Ao Bo3pacta 4—6 Mec, Torga Kak npu -BapuaHTax,
Hanpumep npy HbM Boston, oH BpoXaeHHbIA. 3aboneBaHue nepBoHa-
Ya/lbHO 4YacTO TPAKTYIOT KaK BPOXAEHHbIA LIMAHOTUYECKUIA MOPOK
cepaua.

MeTtremornobuHemuun, o6ycnosneHHble HbM, moryT ObiTb 0TAuUp-
(hepeHUUpOoBaHbl OT Apyrnx ee ¢)OopM MO XapaKTepHbIM WU3MEHEHUSM B
CMEeKTpe MNOrnoLeHns pacTBOPOB FeMOrnobvHa M HOPMaNnbHON aKTWB-
HOCTU MeTremornobuHpeaykrtasbl (guadgopasbl). C NOMOLLbIO MeTona
3neKkTpogopesa MOXHO MPOAEMOHCTPUPOBATL UM KOMMYECTBEHHO OLe-
HWTb aHOMasibHble TeMorfIobuHbl. Mpu 3TUX 3a601eBaHMAX HeT MoKasa-
HWIA K NPOBEAEHUIO NIEUYEHUS; METUNIEHOBbLIA CUHWMIA MW acKopOMHOBas
KNCnoTa HeapgeKTUBHbI.

FeMorno6yHbl ¢ M3MEHEHHbLIM CPOACTBOM K KMCnopoay

N3BecTHO 6Gonee 20 BMAOB aHOMaslbHbLIX FEMOr/I06MHOB C 3aMETHO
YBENNYEHHbIM CPOACTBOM K KUCNOPOLY, O YeM CBUAETE/NLCTBYIOT CMe-
LLEHNe KPMBOI AMccouMaLun KUCNOPO4a BNEBO U HW3KOE 3HaveHne PP
(12—18 mm pT. CT.). B pesynbTare NoBbILLEHHOIO CPOACTBA K FEMOr/o-
OWMHY MeHbllee KOMMYeCTBO KWCMOPOAa BbICBOOOXAETCH B TKaHW, 4TO
NPUBOAMT K MX TUnokcun. OHa 00YCNOB/IMBAET MNOBLILIEHHYIO NPOAYK-
LMK 3pUTPONO3TUHA U BTOPUYHYIO MOAULUTEMUID. BOMBLUMHCTBO 3TUX
BapMaHTOB remMornobmMHa MOoXeT 6biTb BbISIBIEHO C MOMOLLbIO 3/1eKTPO-
thopesa.

OnncaHo LWecTb BapuaHTOB remMornobuHa, XapakTepusyroLwwmxcs
3aMETHbIM CHWXKEHWEM CPOACTBa K Kuciopogy. OHW CBSi3aHbl C CeMeit-
HOM (hOpPMOIM XPOHWMYECKOro LMaHo3a, WM «ncesjoaHemuein». Kpusas
Juccoupalmm Kucnopoga npy aTom CMelleHa Bnpaso, a PH npesbilwlaeT
30 Mm pt. CT.
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TANACCEMUN

Tanaccemun nNpefaCcTaBNAOT CO6OM reTeporeHHyk rpynny Hacneg-
CTBEHHO 0G6YC/IOBMEHHBIX TUMNOXPOMHbIX aHEMWRA, TSKEeCTb KOTOPbIX
BapbUpYeT. Y HEKOTOPbIX 6O0/bHLIX FreHETUYECKNA fetheKT 3aKovaeTcs
B TOM, YTO B UX KeTKax (hyHKLMOHMpyeT aHomanbHas MPHK, Torga
KaKk Yy Jpyrux O0NbHbIX MPOUCXOAWT Aeneums reHeTM4eckoro mare-
puana. 1 B Tom 1 B Apyrom ciay4yae HefocTtaToyHoe Konmyectso MPHK
MPVBOAUT K CHWKEHWUIO CMHTE3a MOMMMENTMAHbLIX Lenei remornobmHa.
PasHoO6OpasHble TWMbl TanacCeMmili ¢ pasHO06Pa3HBIMU KIMHUYECKUMM
N GMOXUMMWYECKMMMN MPOSIBNEHMAMM CBA3aHbl C AehEKTOM B M0G0 13
noNMNenTUAHbLIX Leneid (a, /3, y, 6). B oTanumne OT remornobuHonaTuia
npu Tanaccemmax OTCYTCTBYIOT Kakue Obl TO HU 6blI0 HapylleHWs B
XMIMWYECKOA CTPYKType TOT0 WM WHOr0 BMAa TFemMoraobuHa, XOoTH
MOXET ObITb M3MEHEHO KO/MYeCcTBEHHOE coOoTHoweHne HbA2 B HbF.
Mpy  HeKOTOpbIX TWMAx ar-TajlacCeMuini BCTpevaloTcs TeTpamepHble
thopMmbl, Takne Kak HbH (/3-4) n Hb Bart’s (y-4) (cm. pganee). Kpome
TOro, CMHTE3 MNOMMMNENTUAHBLIX Leneli MOXET MOMHOCTbI0 OTCYTCTBO-
BaTb, YTO HabnwgaroT npu /3" Tune /3-TanacceMmun, WM XapakTepmso-
BaTbCS 4YaCTWYHON Hel0CTAaTOUYHOCTbO (/3+ Tvn).

Ualle Bcero BcTpevarowlasncs opma TanacCEMWUK BblpaXkaeTcd B
CHIKEHUM npoayKuun /3-uenein (/3-Tanaccemus). TOT reH pacnpo-
CTpaHeH cpeau MpefcTaBUTENeld STHUYECKUX Tpynn, NPOXWBAOLWMUX B
cpesM3eMHOMOPCKOM bacceiiHe, ocobeHHo B WTanuu, peunu n Ha cpe-
[ON3EMHOMOPCKMX OCTpoBax. Ouaru BbICOKOrO YpPOBHS 3a60/1eBaemMoCTy
BcTpeyatoTca B UHAuM n HOro-BoctouHoit Asuun. OT 3 g0 8% amepu-
KaHLIEB UTA/IbSHCKOrO WKW rpeyeckoro npomexoxaeHus m 0,5% amepu-
KaHLEB HErpovgHoNn monmynsuun SBASKOTCA HOCUTENsMU reHa /3-Tanac-
cemun. Ee vacToTa cpegy npeAcTaBuTeneill 60MbLUMHCTBA HeCpesu3eM-
HOMOPCKMX HapOLHOCTEA HEeBe/MKa, OfHAKO TUMMWYHbIE Cly4au BCTpe-
4alOTCA B pPasHbIX 3THUYECKUX TFpynnax HacefeHWs 3eMHOro Liapa.
Mofo6bHO CepnoBMAHO-KNIETOYHOMY reHY [eH TanaccemMwuu, MO-BUAM-
MOMY, COYEeTaeTCA C MOBbILIEHHON PE3NCTEHTHOCTLID K Mansipun, 4To
MOXET O0OBACHATL reorpauyecknini  xapakTep pacnpoCTPaHeHHOCTY
3TOr0 COCTOSAHUSA. BOMbLUMHCTBO CMYYaeB € KIMHUYECKON TOUYKW 3pPEHNS
MOXHO KnaccuuuupoBaTb Kak 60/bLUIYI0 Y Manyro TanacceMuu, YTo B
Lle/IoM COOTBETCTBYET TOMO3UIOTHOMY WM TETEPO3UroTHOMY TeHOo-
™Mny.

Manass Tanaccemus (HOCUTENbLCTBO MNpU3HaKa /3-Tanaccemmu)

leTepo3nroTHaa ¢opma /3-TanacceMuyt COMpPOBOXKAAETCA He3Hauu-
Te/lbHOW aHemuel. YpoBeHb remorniobuHa B cpegHem Ha 20—30 r/n
HWKE BO3PaCTHOW HOPMbl. 3PUTPOLUTHI  TUMOXPOMHbI, OT/IMYAKTCS
MUKPOLWTAPHOCTbIO, OTMEYalTCA MOWKWI0- 1 0BaoLMTO3 M 4acTo
rpyoble 6a30(uibHble BKMOYEHWA (cM. puc. 18-3, a). BcTpevaroTcs
MMWLUEHEBUIHbIE KNETKM, HO B HEOGOMbLUOM KONMYECTBE; WX He cregyet
cumTaTh cneunuyYeckum s TanacceMun npusHakom. CpegHuii 06bem
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3pUTPOLNTOB COCTaBAAET NPUMeEPHO 65 (1, cpefHUlA YPOBEHb FemMorso-
OMHa B apuTpOLMTE TakXe CHUXEH (MeHee 26 nr). MoXeT yMepeHHO
COKpaLLaTbCA MPOAO/KUTENIBHOCTb YXU3HU 3PUTPOLMTOB, OLHAKO ABHbIE
NnpM3HakM remMonusa, Kak npaswu/io, OTCYTCTBYIOT. YpOBeHb >Kefnesa B
CbIBOPOTKE He W3MEHEH WM MOBbILLEH.

Y HocuTenel reHa TanacceMmMu Hepeko OWMO0YHO CTaBAT AMarHo3
Xene3ofetuUUTHON aHemMuKn, NO MOBOAY Yero MX B TeueHwe AAUTeNb-
HOr0 BpPEMeHMW fieyart rnpenaparamu >xenesa. bonee uyem y 90% nwu,
HocuTeneli reHa, yposeHb HbA2 nosbiweH o 3,4—7,0%, 4TO MMmeeT
[LMAarHocTUYeckoe 3HayeHuwe. MoYTWM y MOMOBUHBLI M3 HUX HECKO/bKO
noebilleH (B npegenax 2—6%) ypoBeHb HbF. B He6onbloil YacTu
TUMUYHBIX BO BCEX APYTUX OTHOLUEHUSX C/lyvyaeB BbISBAAOT HOPMaslb-
HblA ypoBeHb HbA2 1 ypoBeHb Hb B npegenax 5—15% (Tak Ha3sbiBae-
MbIiA BapuaHT /?, 6-Tanaccemun ¢ BbICOKMM YPOBHEM (DETA/IbHOTO remo-
rnobuHa). B pefgknx cnydvasax y pebeHKa, HOCUTENs reHa TanacceMum,
M3MEHEHUS KPOBU OTCYTCTBYHOT («MOMYaLMA HOCUTENb»). ['eMOrnobuH
Lapore OTHOCUTCA K MOMEKYNSPHOMY BapuaHTy, MpeLcTaBasoLeMy
co60i KOM6UHaUWIO /?- 1 6-Lieneid. Y reTepo3nroTHbIX HOCMTENe remo-
rnobuHa Lapore OTMeYaloTCA KAMHUYECKME WM FeMaToNornyeckue npu-
3HaKM Manoil Tanaccemmm.

MoMMmo Toro 4To 3ab0/1eBaHME MOXET ObITb OLLUMOOYHO MPUHATO 3a
Xene3ofeUUTHYIO aHeMUI0, BaXKHble COO0OpaXKeHWs B OTHOLUEHWU
HOCUTENLCTBA reHa TanacCeMWM BO3HUKAOT C FEHETUYECKOW TOUKU
3peHus. EcnM v MaTb, W OTeL, SBAAKOTCA HOCUTENAMWU reHa, npu KaXkaol
6epeMeHHOCTU PUCK Pa3BUTUS OOMLLUOKA TanacceMum coctaBnseT 25%.
MeToauku, MNO3BONAIOLME MPOU3BECTM 3abOp KPOBWM M0fda, CO3jatoT
BO3MOXHOCTb ee MNpeHaTalbHOM AMarHOCTUKKA. C MOMOLLLH NPSAMOiA
acnupaumm KpoBU U3 BeH MaleHTbl NMpu PETOCKOMWM, BbIMOSHAEMONA B
16—20 Hep, 6epeMeHHOCTU, MOXET ObITb MoSlyvyeHa Hebosblias npoba
KpoBuM nnoja. Ee WMHKy6upyloT ¢ neiiuyHoM |J4C, Mocne Yero MOXHO
KO/IMYECTBEHHO OLEHUTb CUHTE3 a-, (S- 1 y-Lenei. Y roMo3nroTHbIX Mo
[?-TanacceMnm NNOLOB C MOMOLLLIO 3TOr0 MeTofa YAaeTcs MpPoAeMOH-
CTpUpOBaTh 3aMETHOE CHWKEHME CuMHTe3a /?-Leneil. B bygyliem BbIsB-
NeHVe MOPAXKEHHbLIX MN/I0A0B CMOXET ObITb OCYLLECTB/IEHO MPU MUCMOJb-
30BaHUM (DEPMEHTOB, OrpaHMYMBAlOWNX SHAOHYKNeasy, 4S8 aHannsa
OHK  ¢unbpobnactoB, MOAYYEHHbIX W3 aAMHUOTUYECKON HKMAKOCTW.
Buoncus Tpodobnacta NoO3BOMSET YCTaHABAMBATbL AMarHo3 y nnoga B
Bo3pacte 10—12 Hepg,

bonblwas Ttanaccemmsa (aHemusi Kynum)

CUMNTOMbI TOMO3WUFOTHOM /?-TaflacCeMUM B BUAE TSXKENO MNpo-
TeKaloLLEen MPOrpeccupytoLleii rTeMONMTUYECKO aHEMUKU 00bIYHO MOSIB-
NATCA B TedeHMe 2-T0 NOMYroaus >XM3HW. [Ns npesynpexmaeHus
BbIP@KEHHON C€naboCcTn U CepAeyvHoin HeaoCTaTOYHOCTU, 00YCNOB/EH-
HbIX aHeMuel, He0OXOAMMO MPOBOAUTL OO/ILHOMY perynspHbie remo-
TpaHCcy3nn. B NpoTMBHOM cnyyae NPOAO/MKUTENIbHOCTb €ro XKMU3HU He
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NpeBbIllaeT HECKONbKUX NIET. Y HefleueHbIX 60/bHbIX WM Y GO0SbHBIX,
KOTOPbIM remMoTpaHciy3nM NPoBOAUANCL TOMLKO B Mepuofbl obocTpe-
HMS aHEMWUM W TeMOoNM3a M HefOCTATOYHO 4acTo, HacTynaeT runepTpo-
huns  3pUTPONOITUYECKOW TKaHW, JOKa/N30BaHHOW Kak B KOCTHOM
mMo3re, Tak 1 BHe ero. KocTu uCTOHYaloTCs, B pe3y/nbTare Yero Moryt
NPOMCXOAUTb UX MNepenombl. MaccuBHas 3KCMaHCUMS KOCTHOro Mo3sra B
KOCTAX NuUeBOro u ceoga depena (puc. 18-5, 18-6) npugaeT nuvuy
60/bHOr0 XapakTepHble 4epTbl. emocnpepos M >Xentyxa Ha (hHoHe
61e4HOCTM KOXU OOYCNOBMMBAIOT € 3e/IEHOBATO-KOPUYHEBLIN OTTe-
HOK. CeneseHKa W MeyveHb YBENMUMBAKOTCHA 3a CYUET 3IKCTpameaynnsp-
HOro remonoasa W remocueposa. Y 60/bHbIX CTapLUero Bo3pacTa cene-
3eHKa MOXeT [OCTWYb CTOMb GOMbLUMX pa3MepoB, UYTO Y HUX MOSB-
NSieTCs YyBCTBO AMCKOMKOPTa M pa3BMBAeTCS BTOPUYHbIA runepcnse-
HU3M. Y AeTeli CTapluero Bo3pacTa 3afiepXXuBaeTcs POCT; BCleACTBuE
SHAOKPWHHBIX HapyLUeHUA Yy HUX PeAKO HacTynaeT Mepuog Mo/oBoi
3penoctn. Yacto B pesynbTaTe CUAEpO3a MOMKENYAOUHOR dkenesbl
pa3BMBaeTCA CcaxapHblii AuabeT. K TepMUHa/IbHOMY COCTOSIHMIO
HepeLKO MPMBOAAT Takue OCMOXKHEHWs, KakK MNepuKapauT U 3acToi-
Has XpOHMYecKas cepfeyHas HeoCTAaTOYHOCTb, OBYC/OB/IEHHbIE CUAe-
po3oM Muokapga. CmepTb 60/IbHOr0, HaxoAALEerocs B 3aBUCMMOCTU OT
MOCTOSIHHBIX TeMOTpaHC(y3uid, 0BbIMHO HacTymaeT B TeyeHue 2-ro
[EecATUNETUA YKU3HW; NINLLL HEMHOTUE U3 HUX LOXMBAKOT 0 3-ro Aecs-
TUNETUS.

[JaHHbIe 1abopaTopHbIX MCCef0BaHUNA. VI3MEHeHUst 3pUTPOLMTOB
npv 60MbLION TanacceMun KpariHe BblpaXeHbl. [OMUMO runoxpoMun u
MUKpoumTo3a (cM. puc. 18-3, 6), B KPOBU MOXKHO BUAETb MHOTOUYMUCEH-
Hble MNpPUYYLIMBOA  (hOpMbl  (parMeHTUPOBaHHbIE MOMKUAOUUTLI 1
MUWLLEHEBUAHbIE KNETKW. B Heil cBO6OAHO LMpPKyMpyeT 60MbLIOE YACNO
Hopm06/1acToB, OCOBEHHO MOC/Me ChNAeH3KTOMMK. [locne Hee OTMe-
4aeTCA TaKXe BHYTPUIPUTpOUMTApHasa MpeumMnutanuns, KOTOpyH Cuu-
TaloT pe3ynbTaTtoM wu3bbiTKa fir-ueneil. B TunMuHbIX cnyvasx fgo
Hayana KOpPeKUMM aHeMun C MOMOLLb0 remoTpaHchy3uidi ypOBEeHb
remorno6vHa MNpPOrpeccMBHO CHWXXAETCA W CTaHOBMTCA MeHee 50 r/n.
Mout y 10% 60MbHBIX FOMO3MIOTHON (HOPMOI TanacceMUnM YypOBEHb
remornobvHa 6e3 remoTpaHCcy3uii NOAAEPXKMBAETCS Ha  Ludpax
60—80 r/n (NpomexyTo4Has TanacceMmusi). YPOBEHb Henpamoro 6maun-
pybuHa B CbIBOPOTKE MOBbILEH. B Hell noBbiWAOTCA TakXke YpPOBEHb
Kenesa M Hacbllwawowas cnocobHoCTb. YposeHb JIAI Takke O4eHb
BbICOK, UTO OTpakaeT He3a(h(heKTUBHOCTb 3PUTPOMNO33a. XapaKTepHOI
OMOXMMMWYECKON YepTOil MOFYT CNYXWUTb 60MbLUME KONMYecTBa theTasb-
HOro remMornobuHa B 3puTpouMUTax. YpoBeHb ero npesbiwaer 70 % B
TeueHue MepBbIX fIET XMU3HU, O4HAKO MO Mepe pocTa pebeHKa OH Hauu-
HaeT CHMKaTbCs. KOAMYeCTBEHHO OLEHUTb C GOMbLUOIA CTENEHbID TOM-
HOCTW [elCTBUTENbHbIA YPOBEHb (JeTaslbHOr0 remoriiobrHa HeBo3-
MOXHO M3-3a 4aCTblX remoTpaHcy3nii. YpoBeHb HbA2 06bIYHO Co-
ctaBfnseT npumepHo 3%, opHako oTHoweHue HbBA2 n HbA 3Haum-
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Puc. 18-5. BHewHwin Bug
601bHOr0 60MbLLUOIA Tanac-
cemumeii (aHemusa Kynn).

CnepyeT 06paTvTb BHWUMaHWe
Ha  runepnnasvi  BepxHeii
YeNntoCTU 1 06YCNOBNEHHYIO eto
naTonoruio 3y6os; 3T M3MeHe-
HUS  MOXHO  MpeAoTBPaTUThL
nyTeM MaccWMBHON TpaHChy-
3MOHHOI Tepanuu.

Puc. 18-6. PeHTreHorpamma
KOCTeli Yepena, Ha KOTOPOWA
MOXHO BWAETb YBE/INYEH-
HYI0 BEpXHIOI YencTb W
3aTeMHeHWe CUHYCOB.
OTmeyaeTcs pacwmpeHue
ANNNOoNYEeCcKOro npocTpaHCTBa,
BblpaXKeHHbIE BEPTUKa/IbHbIE
Tpabekynbl NpUAAlOT NOBEPX-
HOCTW Yepena BWA LLETKW.



Te/IbHO YBEJMUMBAETCS. [UNUpponoBbie COeAMHEHUS, OCOGEHHO nocne
CMNIEH3KTOMMWM, NPUAAIOT MOYe TEeMHO-KOPWUYHEBBIA LBET.

JleyeHne. TemoTpaHCRy3UM NPOU3BOAAT C LEMblO MNOAAEpXKaHMS
remornobuHa Ha yposHe Bbiwe 100 r/n. lMopobHas «runepTpaHchy-
3MOHHafA» TaKTWUKa MO3BOMSET MOMYUUTb KIAMHUYECKN BbIPAKEHHbI
3(hheKT: 60MbHOI CrMOCOGEH BECTM HOPMasibHbI 06pa3 >KU3HW, Y HEro
npefynpexaaeTcs pasBuThE MPOrPecCUpYHOLLEi 3KCMaHCUM KOCTHOrO
MO3ra, NPUBO/ALLEN K MOSBNEHUIO «KOCMETUYECKUX» NPOG/IEM, CBS3aH-
HbIX C W3MEHEHWAMU KOCTEA fNLEBOr0 uYepena, MUHUMMU3UPYHOTCA
pacliMpeHue kamep cepfua v nposBieHns octeonopos3a. OObIYHO He-
06X0AMMO BBOAUTL 3PUTPOLUTHYKO Maccy B fo3e 15 MA/KI Kaxkible
4—5 Hepn. PekomeHAaytoTca elle 6051ee MHTEHCUBHbIE TPaHCHY3WOHHbIE
nporpaMmbl («CynepTpaHchy3un») ans NoaaepXKaHus remMornobmHa Ha
ypoBHe 120 r/n u MONHOro NOAaBNEHUA MpoLecca 3pUTPON0a3a.

Moabop AOHOPOB cnedyeT OCYLLECTBAATb C 0OCOOOA TulaTeslb-
HOCTbI, YTOObl MakKCMMAa/bHO OTAA/IUTb Peakuuio U30MMMYHU3aUUM 1
npesynpeauTb pasBuUTME MNOCTTPAHCHY3NOHHLIX peakuuin. Ons aTux
Lefieli XenaTe/lbHO NepenvBaTh CBEXYH 3PUTPOLMTHYKO Maccy. Jaxe
npy cobMoAeHNN BCEX Mep NPeAOCTOPOXKHOCTM Y 60LHOMO YacTbl (Peb-
pUNbHbIE peakuuu, CBA3aHHble C remoTpaHcdysusMu. Wx uvactoTta
MOXET OblTb CHWXEHA NpW BAVBAHUW 3PUTPOLMUTOB, MOMYYEHHbIX U3
3aMOpPOXXEHHOW KPOBW, WM NpenapaTtoB 3pUTPOLMTOB C MasbiM KOU-
4ECTBOM /IEKOLMTOB. 3TOMY CMOCOGCTBYET U BBeLEeHMe Mepes remo-
TpaHchy3nein cannumnnaTos.

B pesynbTate AAuTeNnbHON TPaHCKY3MOHHOW Tepanuu pa3BuBaeTcs
remocuzaepos, NOCKOMbKY € KaxXabiMy 250 M KPOBWM B TKAHU NOCTYNaeT
npumepHo 200 Mr >kenesa, KOTOpPOE He BbIBOAUTCA W3 OpraHusMa c
MOMOLLbI0  (PU3NONOTNYECKMX MEXaHU3MOB. OC/I0XKHEHUS CO CTOPOHbI
cepgua, KoTopble CTAHOBATCSH O6bIYHO NMPUUMHOW CMePTU 60/bHbLIX, MO-
BUAMMOMY, HENOCPEACTBEHHO CBfA3aHbl C CUAEpPO30M MuoKapaa. OH
MOXET ObITb YMEHbLUEH MpW BBEAEHUM XXeNe30CBA3bIBAIOLLMX Npenapa-
TOB. Hanbonee oGeliatoimm 13 HUX MpefcTaBnseTcs AedeppoKcamuH
AN napeHTepanbHOro BeefeHUs. OAHOKPATHble eXefHEBHble BHYTPU-
MbILLEYHbIE €r0 WHBLEKUMM O0ObIYHO He CMoCcO6CTBYIOT YAaNeHU U3
opraHu3Ma >kenesa B KOMMYECTBAX, IKBUBAIEHTHbLIX MOCTynatoWwuyM B
TKaHW BO BPeMsi remoTpaHcy3un. DPPHeKTUBHOCTL AedeppoKcammHa
MOXHO 3aMEeTHO MOBbLICUTb, €CNM ero BBOAWTL BO BPEMSi CHA B TeUueHue
8—12 y B go3e 1,5—2,0 I NOAKOXHO C MOMOLLbIO MOPTATUBHOW, Aeii-
CTBYIOLLEN OT GaTapeeK WMHGY3MOHHOW nomnbl (5—6 Houell B TeueHue
Hegenun). Y 60nblUIMHCTBA 60/IbHBLIX B BO3pacTe cTaplle 7 NeT Takum
CrMoco6oM yaaeTcs MOoAAepXuBaTh «OTPULIATENbHbIA» 6GanaHc XXenesa.
Mofo6Hble MNporpaMMbl, K MOMOLUM KOTOPbIX MNPUBEraldT MOCTOAHHO,
CMOCO6CTBYIOT M3MEHEHWIO HebnaronpuaTHOro npy 3ToM 3a60/1eBaHUK
MPOrHo3a.

HeorpaHnyeHHble remMOTpaHCcgy3un NO3BONAIOT NpeaynpeanTs Mac-
CVUBHYIO CMJIEHOMETa/InIo, CBA3AHHYHD C pa3BUTMEM 3KCTpamemdynnsp-
HOro apuTpono3ssa. M3-3a yBennyeHus pasmMepoB CeneseHKU U BTOPUY-
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HOr0 FUMEepcrnaeHnM3mMa YacTO BO3HMKAIOT MOKa3aHUs K CMeHIKTOMUK,
KOTOpasi, O4HAKO, He OKa3blBaeT B/IMSIHUA HA OCHOBHOW reMaTo/oru-
YECKMI mpouecc. Y HeKoTOopbIX 60/bHbLIX MOCAe CMIEHIKTOMUU MOXKET
pasBMTLCA TSHKENO npoTekatowmin cencuc. Mo 3TUM nNpuyMHam onepa-
UMK crefyeT MPOBOAMTb TOMbKO MPU CTPOrMX MOKa3aHUAX U Kak
MOXHO B 06O/iee No3gHeM nepuofe XusHu. Haubonee BaHbIM MOKasa-
HUEM K Hell CMY>XUT yBeMYMBAIOLLaACA MOTPeOGHOCTL B remMoTpaHcdy-
31K, YTO MpeAcTaBNsSET COOOIN 3neMeHT runepcnieHnsma. MoTpebHOCTb
B MepeiMBaHUM 3pUTPOLMTHOM Macckl B 06beme 180—200 mn/kr B
TeYeHMe roja MOXET CBMAETEeNbCTBOBATb O TMMEPCM/ieHM3Me W 6bITb
aprymMeHTOM B MO0/b3y CM/IEHIKTOMUM. B HEKOTOpbIX aBTOPUTETHbLIX
MCTOYHMKAX BbICKA3blBAOTCA A0BOAbLI B NO/b3Y MMMYHU3aLUKU 6O/bHbIX
C MOMOLLbIO MHEBMOKOKKOBOW MOAMCaxapuAHoOi BaKUMHbI U Npoguiak-
TUYECKOro NPOBefeHUs MNeHULUAIMHOTEpPanuu.

Apyrvue cMHAPOMbI Tasiaccemmm

MpomexxyTouHasa Tanaccemus

ATOT TEPMMH 4acTO WCNOMb3YHT, KOrAa pevyb MAET O BOMbHBIX, Y
KOTOPbIX KMHUYECKNE MPOSBEHNS 3a00/MeBaHMS 3aHMMAKOT MPOMEXY-
TOYHOE MOMIOXKEHME MO OTHOLUEHUIO K TaKOBbIM MPW GOMbLUOIA WU Manoi
TanacceMuun. Y 60/IbLHOrO MNOABASIOTCS XXENTyXa W YMepeHHas CrjieHo-
Meranmsi, a ypoBeHb remornobuHa coctasnsetr 70—=80 r/n. OTcyTcTBME
BbIP&XKEHHON aHeMUM MO3BONSET BECTU 60/bHOro, He npuberas K
MOMOLLM MOCTOSIHHLIX TFemMoTpaHCy3nid, OAHaKO TpaHC(y3MOHHas
Tepanus y HUX MOXET CMOoCO6GCTBOBaTb MPeaynpeXKAeHU0 3aMeTHbIX
KOCMETUYECKNX AeeKTOB U APYrMX KOCTHbIX aHOManuid. [axe 6e3
PETYNSPHbIX FEMOTPAHCHY3UIA B OpraHM3Me 3TUX 6GOMbHbIX 3a4epPXu-
BatOTCS OOMbLUME KOMMYECTBA >Kenesa, B CBS3M C YeM MOXET pas3Bu-
BaTbCA remocuaepo3. C Lenbi MpeaynpeXxaeHns 3TUX SBMEHUA WM
PEKOMEHAYETCS BO BPeMs MpveMa MWLM MWTb Yail, 3HAYMTENbHO CHU-
YKalOLIMIA BCacbiBaHMe XKefe3a. YacTo NosBnstoTCS MOKa3aHUA K CNeH-
3IKTOMUMN.

BonbHbIe 06pa3ytoT reTeporeHHyr rpynmny: HeKOTOPble U3 HUX SBHO
CTpafalT rOMO3UrOTHbIMK (hopMamK 3abo/neBaHWs, Apyrue npeacras-
NAKOT COOOW reTepo3UroTHbIX HOCWUTENE ero reHa B COYETaHMM C
reHamy [Apyrvmx BapWaHTOB Tanaccemumu, Takux Kak [?, 6 wwm Jlenop.

femornobuH S/3-tanaccemus

Kom0OvHauusi reHa TanacCeMUMM C FeHOM, OTBETCTBEHHBLIM 3a aHO-
MaJ/lbHble /?-Lienn remornobuHa, obycnosnnBaeT 6onee TsXenoe 3ab0-
NeBaHMe, YeM KaXkAbld M3 3TUX MPWU3HAKOB B OTAeNbHOCTU. HbS/?-
Tanaccemus MpeacTaBaseT Co00/ YMEPEHHO BbIPWKEHHYH) TEMOUTU-
UECKYHO aHEMUIO, COMPOBOXAAOLLYHOCH HE3HAUNTENIbHLIMIA WA YMepeH-
HbIMW MpPU3HaKaMK, 00YCNOBNEHHBIMW OKK/HO3ME COCYL0B U BblPaXKEH-
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HOl cnneHomeranueid. B npucyTcTBum reHa /?+ Tanaccemmy npu 3M1ekT-
POhOPETUYECKOM WCCNef0oBaHUM FemornobuHa BbiSBAAOT npeobnaga-
Hue remornobuHa S (60—80%), ocTanbHas 4acTb remorfnobuHa npej-
ctaBneHa HbF n HbA. B HeKoTopbIX ciy4vasXx, Korga npucyTCTBYET FeH
/?0 Tanaccemun, HbA Boo6LLe He onpefensetcs W anekTpodopeTude-
CKas KapTWUHa HanoMWHaeT KapTWHY CeprioBUAHO-KNETOUYHOW aHeMUM.
OfHako Mnpu nocnefHel apUTPOLUTLI OTINYAOTCA HOPMOXPOMHOCTLHO,
Torga kak npu HbS-tanaccemmm 0TMeYaroTCa MX MUKPOLMUTO3 U Cpef-
HUiA 06beM MeHee 75 chn. Kpome Toro, npu o6cnefoBaHUN CEMbM 60/b-
HOro O6bIYHO YAaeTCsl BbIIBUTb, YTO OAWH W3 €r0 POAWTENei ABnseTcs
HOCUTENleM FeHa TajacceMun, a ApYroi — reHa CceprnoBUAHO-KIETOou-
HON aHemMmu.

FemornobuH C/?- n D/3-Tanaccemus

FemornobuH C/S- n 0/?-Tanaccemmny NpPOSIBASETCS HE3HAYUTENbHOM
remMofIMTUYECKON aHeMUEN W BbIPaXEHHOW crnyieHoMeranuen. Mpu anek-
TPOPOPETUYECKOM WCCNESOBAHMUN TEMOrI00MHA OBGHapyXMBaeTcs, 4To
aHoMasibHble remornobuHel (C wm D) cocTtaBnawT 6onee 60 % oOT
06LLEro ero Konm4yecTsa.

FemornobuH E/?-tanaccemust

Kak HbE-, Tak 1 /?-Tanaccemus LUMPOKO PacrpoCTpaHEeHbl cpeau
Xutenein HKOro-BocTouHol Asnn. 3Murpaums HaceneHms U3 3Toro
permoHa B CLLUA npusena K NOBLILIEHWIO B 3TOW CTpaHe YpPOBHSA 3a60-
nesaemocT HbE/?-Tanaccemuein. o KnMHMKE OHAa HanmOMWHAET 60/b-
LYK TanacceMuto, MPU Heil BbIABAAKOTCA TONbKO remorfiobuHbl E n F.

Anbga-Tanaccemums

pynna 3aboneBaHMil, OCOGEHHO pacrnpoCTpaHeHHas Ha Hro-Bo-
ctoke Asnm u B KnTae, npeAcTaBnseT co60i pe3ynbTaT reHeTUYecKnx
[leneumnin ¢ reHeTUYeckn o6ycnoBneHHOW 6nokagoi cuHTesa fif-uenei
(a-tanaccemus). TOHMMaHWE MeXaHW3MOB, feXalUX B OCHOBE CUH-
[pOMOB, [OCTaTOYHO 3aTPYLHEHO B CBA3W C TEM, YTO FEHETUYecKue
OCHOBbl VX BECbMa CNOXHbl. Pa3nnyaloT 4YeTblpe BUAa reHoB, perynu-
PYIOLUMX CUHTE3 a-uenein. Y npeacTtaBuUTeNeil >XenToi packl yaaetcs
BblAENINTb  YeTbipe BapuaHTa CUHAPOMOB: 6GeCCUMMNTOMHOE HOCK-
TeNbCTBO, HOCWUTENLCTBO reHa, 6onesHb HbH u BogsHKy nnoga. Cum-
TatoOT, YTO 3TU CUHAPOMbI COOTBETCTBYIOT YBE/MYEHMUIO YUC/A TEHOB a-
Tanaccemumn ¢ 110 4. INMpn NepBbIX ABYX COCTOAHUAX OTCYTCTBYIOT Cne-
UM(UYECKNe U3MEHEHWS B COOTHOLUEHWAX MajbiX (DpPakuWii remorno-
6uHa Ac i F. C nomoLLbio CreluanbHbIX METOLOB yaaeTcs o6Hapy-
XWUTb CNefoBble KOMUYECTBa remornobuHOBbLIX TeTpaMepoB, He copep-
Xawwmx a-ueneii. K Takum remornobuHam otHocaTca HbH (/%) v Barts
(y4). B nepnof HOBOpPOXAeHHOCTM 3—6 % remornobuHa npeacTaBfieHo
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Hb Barts. Y pebeHka B Bo3pacTe nmocne 6 Mec ero He 06HapyXuBatoT,
3a MCKIOYEHWEM OTAeNbHbIX Cy4vaeB, KOrga MOryT ObiTb BbISIB/IEHbI
ero cnegpl. Hambonee tsxenasa ¢opma 3aboneBaHMsi CBA3aHa C Aene-
LMER YeTbIpeX reHoB a-TanaccemMun, Mpyu KOTOPOIA MOSBASETCA KAMHMKA
BOAAHKM nnoja. B nopobHbIXx cnyyasx npeobnagaet Hb Barts (y4).
3TOT remornobmH XapakTepu3syeTcs aHOMa/lbHbIMW CBOMCTBaMK AWUCCO-
umauuyu Kucnopoga, B pesysbTaTe Yero OH HefOCTYMeH ANs TKaHel B
(hM3M0N0OTMYECKUX  YCNOBHUSIX.

Anba-Tanaccemmns urpaet posnb B BO3HUKHOBeHWM HbH-cuHgpo-
MOB. YMEpPEHHO BbIPaXXEHHAs aHeMUs Mpu HUX CXOfHa C aHemwueid Kynu,
0[HAKO XapaKTepu3yeTcs HecTabunbHOCTbIO remornobuHos (HbH, wm
[?4). NMnua HerpougHoi packl 3a60/1€BalOT PefKo, a TOT PaKT, YTo CUH-
[pOM BOASHKW Nfofa y HUX BoO6LLe He Obln OnMcaH, CBUAETENbCTBYET
0 TOM, YTO FEHETMYECKMe OCHOBbI a-TanacCemMuu y MpeacTaBuUTenei
3TOW 3THUYECKOW FPYMMbl OT/IMYHBI OT TaKOBbIX Y XXWUTE/en Cpeansem-
HOMOPCKOro 6acceiiHa ¥ nuL, a3uaTcKoro npoucxoxpaeHus. CoueTaHue
a-TaslaCCeMMM C MPUCYTCTBMEM TeHOB, 06YCMOBAUBAOLLMX aHOMAIUN
/S-ueneit remornobuHa (/S-tanaccemunsl), He COMPOBOXK/AETCS YTsKene-
HWEM FeMaToNI0rMYecKoro mpoLecca No CpaBHEHUIO C TeM, YTO Hab/to-
[at0T MpU U30/IMPOBAHHOM CYLLECTBOBAHMM 3TWUX MPU3HAKOB.

Hacnegyemblii BbICOKWIA YPOBEHb
thetanbHOro remornobuHa

3T0 WHTEPECHOEe COCTOSIHME XapaKTepPU3YeTCs BbICOKUM YPOBHEM
HOPManbHOro (heTanbHOro reMornobmHa 6e3 Kakmx 6bl TO HU 6bIN0 4pY-
rmx aHomanuii. CumTaeTcs, YTO OHO 0BYC/I0BMEHO FeHEeTUYECKONn fene-
LMeR, B pe3ynbTaTe KOTOPOI y pebeHKa Mocne poXaeHus HapyluaeTcs
MpoLecc MepeBoja CUHTE3a y-Leneil Ha cuHTe3 /S-ueneid. Yaue Bcero
3TO COCTOsIHWE BCTPeYaeTcs Y ML, HEerpouaHoli packl, xuTenein Utanum
n Fpeynn. Y reTepo3nroTHblx nuy yposeHb HbF coctaBnset 15—30 %.
Y nnL, HerpouaHOW packl MO CPaBHEHWUIO C XUTENSAMU Cpesu3eMHOMOp-
cKoro 6acceiiHa 6onee BbiCOKa nponopumst HbF. Tpu 3TOM (heTanbHbIi
remors106MH paBHOMEPHO pacrpefenseTcs cpefu Nonynauuin saputTpoun-
TOB B OT/IMYME OT TaslaCCEMUIA, MPU KOTOPbLIX €ro ypoBeHb BapbupyeT B
pasHbIX KneTkax. OnucaHbl Cayyan FTOMO3UTOTHBIX COCTOSIHWIA MO TeHy,
OTBETCTBEHHOMY 3a BbICOKUI/ YPOBEHb (DETASLHOIO FemMoraobuHa.
Y 6O0MbHbIX 3TOW rpynnbl remMorfiobMH MOAHOCTHIO MnpefcTaBneH HbF,
OAHAKO KIMHWYECKU 3HAuMMas aHeMust WM Kakue-nnbo rematonioru-
Yeckne MposiBNeHus He 06GHapyuBatoTcA. [py OAHOBPEMEHHOM Mpu-
CYTCTBUM TreHa, OTBETCTBEHHOrO 3a BbLICOKWA YpOBEHb (DETa/IbHOro
remorniobuHa, M reHa CeproBUAHO-KIETOYHON aHeMWMM reMaTosnormye-
CKve MpOosiBIEHNS BeCbMa YMePeHHbl. Kak 1 mpy CepnoBUAHO-KIETOu-
HOM aHemuW, MpU 31eKTPOGopese BbIABAAT TO/bKO FeMOrobuHbl S
n F. PaBHOMEpHO pacnpefenieHHble Cpeau NoOnynsauMu 3puTpoLu-
TOB 6onbwve KonuyectBa HDF npenaTcTBylOT npoueccy «cepnne-
HUs.
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FrEMONIMTUYECKME AHEMUIW, OBYCJ/TIOBJIEHHBIE
AHOMANNAMW 3PUTPOLINTOB B 3ABMCMOCTU
OT BHELUHWX ®AKTOPOB

Llenbiin psag hakTOpoB MOXKET BbI3biBaTb MPEXAEBPEMEHHOE pa3py-
LLIeHNe 3pUTPOLUUTOB. VI3 Hanbonee M3yyeHHbIX areHTOB ChefdyeT OTMe-
TUTb aHTUTENA, C KOTOPbIMA CBSI3aHbl MMMYHHbIE TEMO/IMTUYECKNE aHe-
Mun. HanpaBneHHble NPOTUB CNeUnMYecKnX BHYTPEHHUX aHTUTEHOB,
OHW BO3AEMCTBYIOT Ha 3PMTPOLUT TakUM 06pa3om, YTO ero XuaHedes-
TENbHOCTb YXKE HE MOXET OblTb 06ecrneveHa, B CBA3M C YeM OH ObICTPO
paspyllaeTcsi B PETUKYNO3HAOTENNANbHbIX TKAHAX CENEe3eHKM W
neyeHn. K TUMMYHBIM MpM3HaKam 3TOWA Tpynnbl 3a60neBaHWiA OTHO-
cUTCA nonoXuTenbHaa npoba Kywmb6ca, C MNOMOLWBHD KOTOPOA Ha
MOBEPXHOCTU 3PUTPOLINTA BbISBAAIOT CKOMAEHMS MUMMYHOI/I00YIMHOB
MWW KOMMOHEHTOB KOMMJeMeHTa. Hanbonee BaXKHbIM FeMOSIUTUYECKAM
MPOL,ECCOM UMMYHHOIO NMPOMCXOX/AEHWS Y AeTeli ABNAETCA reMoMTnYe-
ckas 00ne3Hb HOBOPOXAEHHbIX, BbI3blBaeMasi TPaHCMIaLEHTapHbIM
MEePEeHOCOM MaTEPUHCKUX aHTWUTEN, aKTUBHbLIX MPOTUB 3PUTPOLUTOB
nnoga.

AYTOUMMYHHbIE TEMOIMTUYECKNE aHEMUM,
CBA3aHHble C Tenj0BbIMW aHTUTElaMN

Mpn ayTOMMMYHHBIX FEMO/IMTUYECKMX aHEMUSX B OpraHusme 60/b-
HOro BblpabaTblBAOTCA aHOMaslbHblEe aHTUTeNa, HarpasfieHHble NPOTUB
COOCTBEHHbLIX 3PUTPOLMTOB 60/LHOr0. [MaToreHeTUYeCKUiAi MexaHu3Mm
3TUX HapyLUeHWn OCcTaeTcsl HeBbIACHEHHbIM. COrnacHo OAHOW W3 Teo-
PUA, OCHOBHOW MNPUYMHON CTAHOBUTCA aBTOHOMHAs nponugepauns
«3anpeTHOro» KA0oHa, NpeAcTaB/eHHOro UMMYHONOMMYECKN KOMMETEHT-
HbIMW K/IETKaMK, YTPaTUBLUMMMK CMOCOBHOCTb pacno3HaBaTb COBCTBEH-
Hble aHTUreHbl. AMbTEPHATVBHLIM OOBACHEHWEM CYXUT MPesnonoxe-
HWe, COrnacHO KOTOPOMY /IeKapCTBEHHbIE Mpenapatbl WM MHEKLNOH-
Hble areHTbl TEM WU MHBIM 06pPa30M M3MEHSIIOT MeMbpaHy 3puUTpPoLUTa,
Moc/e Yero OH BOCMPWHUMAETCS OPraHW3MOM XO035IMHA KakK WMHOPOAHbIN
WM aHTUTEHHBIIA.

AYTOVMMYHHbIE TEMO/IUTUYECKME aHEMUW, CBSi3aHHblE C OAHWUM
M3 MPOSBMEHWI OCHOBHOIO MAaTOMOTMMYECKOro npouecca, Hanpumep ¢
NMMAOMOI, CUCTEMHON KPacHOW BOMYAHKOW UM MMMYHOAEULMTHBIM
COCTOSIHMEM, pacCMaTPUBAOT KakK BTOPUYHbIE, UM CUMNTOMAaTUYECKME.
Y apyrux 60/bHbIX He yaaeTca 06HapyXuTb MX NpUYnH (ngmonatuye-
ckue gopmbl). B 20% cnyyaeB Mpu UMMYHHOM FeEMOMN3E MOXET ObiTb
BbISIBMIEHA PO/b /leKApCTBEHHbIX MpenapaToB. Llenbiii nx psag, Hanpumep
NEHULUNMNHBI U LLethanocrnopuHbl, NPUKPENNSeTca K MembpaHe apuTpo-
LWTa, U3MEHSAS €ro aHTUreHHble CBOMCTBA, YTO MPUBOAUT K BbipaboTKe
aHTWTeN, HamnpaBNeHHbIX MNPOTMB KOMMJ/EKCA 3pPUTPOLUT— NeKap-
CTBEHHbI npenapaTt. [pyrue npenapatbl, TakMe Kak (heHaueTuH u
XVHWAMH, 00pasyoT UMMYHHbIE KOMIMIEKChI, KOTOPbIE, MPUKPENssch K
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3pUTPOLMTY, BbI3bIBAIOT €ro paspylueHue. Anbda-meTungoga npo-
BOLMPYeT ayTOUMMYHHbIA FeMOIUTUYECKUIA MPOLLECC NO HEBbLISCHEHHbLIM
MexaHu13Mam.

KnvHnyeckre nposiBfieHns. 10 KAMHUYECKOMY TEYEeHUIO ayTouM-
MYHHble FeMOSIMTUYECKNE aHeMMW MOryT OblTb NoApasfefieHbl Ha [ge
06LWMpHbIe rpynnbl. lepBas M3 HWUX NpeAcTaBieHa OCTPbIMK TPaH3u-
TOPHbIMM aHEMUAMM Y AeTell paHHero Bo3pacTa, 4YacTo mocne MHAEK-
UMM [biXaTenbHbIX MyTeid. HauMHaloTCA OHW, Kak npaBwio, OCTpo,
CONPOBOXJAl0TCA €/1aboCcTbio, 6/1eHOCTLHO KOXHbIX MOKPOBOB, YXENTY-
XOW, MMpeKcueld n remornobuHypueil. CeneseHka 00bIYHO 3HAUYUTENBHO
yBenuyeHa. Kakue-nmbo OCHOBHble CUCTEMHble 3ab0neBaHWA He
TMNUYHBLL. OTAMYMTENbHOW YepTOi CcnyXaT HeusmeHHas 3 (eKTuB-
HOCTb KOPTWMKOCTEPOWAOB, HWU3KUIA YPOBEHb CMEPTHOCTM U MOMHOE Bbl-
3[l0pOBNeHMEe B TeyeHMe 3 MeC MOCNe Hayana 3aboneBaHuA.

BTopoi TMN ayTOMMMYHHbIX FEMOMTUYECKUX aHeMUW XapakTepwu-
3yeTcs [ANNTeNIbHbIM, XPOHUYECKMM, TeyeHWeM. $HBMIEHUA Tremonu3a
COXPaHAITCA Ha NPOTSHXXKEHWM MHOTMX MeCSLEB WK Jaxe net. YacTto
NPOMCXOAAT M3MEHEHUA APYTUX (DOPMEHHbIX 371eMEeHTOB KpoBW. Peak-
UMA Ha NleYeHne KOPTMKOCTEPOMAaMMK BblpaXeHa B PasHOM CTENeHu K
HernocTofHHA. YpoBeHb CMepTHOCTM cocTasnsfetT 10%. Yacto cmepTb
HacTynaeT B CBA3W C OCHOBHbIM CUCTEMHbLIM 3a60/1€BaHNEM.

[JaHHble nabopaToOpHbIX UCCNefoBaHUA. Y MHOrMX GONbHbIX BbISB-
NAOT BbIPOKEHHYIO aHEMMIO C YPOBHEM TremorsiobuHa Hwxe 60 r/n.
3HaunTenbHbl cepounTos KM nonauxpomasums. bonee 50% uLmpKynu-
PYIOLWNX 3PUTPOLMTOB MpPeACTaB/EHO PETUMKY/oLMTaMu, KPOME TOro,
MOryT BCTpeYaTbCsi HOPMOG6/AcTbl. B HEKOTOPbIX CAy4yasx MnepBOHa-
YaNbHO HW3KWIA YPOBEHb PETUKYMOLWUTOB CBUAETENbCTBYET O TaKoM
OCTpOTE MpoLuecca, MPU KOTOPOW KOCTHbI MO3F eLle NpoCTO He ycnen
oTpearnpoBaTh Ha Hero. Yacto oTmevaeTtcsi neikoumTo3. Unucno Tpom-
60oUNTOB O0ObIYHO He W3MEHSeTCH; WHOrZa MOXET COMyTCTBOBATb
NMMYyHHas TpombounToneHnyeckas nypnypa (cuHapom 3BaHca). Mpo-
rHO3 Mpii CMHApPOMe 3BaHCa HebNnaronpuATHLIA: 3aboneBaHue 4acTo
npuobpeTaeT XPOHWYECKOE TeyeHue.

Y 60nbHbIX 3TOM rpynnbl pe3ko MNOAoXKUTeNbHa npsaMas npoba
Kymbca, B CbIBOPOTKE WHOrfa OMNpefenstoTcs CBOOOAHbIE aHTUTena.
AKTVBHOCTb WX npossnsetca npu Temnepatype 37°C («TennoBble»
aHTUTena); oHW OTHocATCA K Knaccy 1gG. [ns nposBfeHus akTUBHOCTU
3TUX aHTUTeN He TpebyeTcsa MPUCYTCTBME KOMIMIEMEHTa, KPOME TOro,
in Vitro OHWM MOryT He BbI3bIBaTb peakuuu arrntoTuHalymmn. CblBOPOTOY-
Hble aHTWTena W aHTUTeNna, OTMbITble C SPUTPOLUTOB, pPearvpyroT c
3pUTPOLMTAMM MHOTMX fIML, @ He TO/IbKO camoro 6osibHoro. HecmoTps
Ha TO YTO 3TW aHTUTeNa 4YacTo paccMaTpuBanM Kak Hecneuugpuueckue
MaHarrIlTUHUHBI, Pe3y/bTaThl TLLATENbHO MPOBEAEHHbIX WCCNefoBa-
HUIA MO3BO/IUMIN BbISBUTL CMELUPUUYHOCTE MHOTUX M3 HUX ANA onpepe-
NEeHHbIX 3PUTPOLMTAPHbLIX aHTUIEHOB, KOTOpPble OObIYHO BXOAAT B CO-
cTtaB cuctembl Rh. Llenblil psg Takmx aHTUTEN XapakTepu3yeTcs aHTu-e
(br")-cneunduyHocTblo. TMockonbKy 6onee 95% HaceneHMs — HOCU-
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TeNU 3PUTPOLUTAPHOrO aHTUTEeHa «e», aHTUTeNa MOXHO 6bl10 Gbl NPo-
[OMKaTb paccmaTpuBaTh Kak MaHarrlTUHWHLI, ecin 6bl He pesyfib-
TaTbl MPOBEAEHHbIX WCCNEA0BaHUA. B apyrux cnyuvasx 06Hapy>XuBatoT
aHTUTena, cneyuduuHble Ang CTO/b PACNpPOCTPaHEHHOro aHTureHa LW.
MHorga y 60/1bHOr0 NPOUCXOAMT CMOHTaHHaa arrtoTUHaLNs co6CTBeH-
HbIX 3pUTPOLMTOB BO BCEX MCCeAyeMbIX Npobax CbIBOPOTKM, B CBA3M C
4eM ero KpoBb MOXHO OLUMOOYHO OTHECTU K rpynne AB, NONOXWUTENb-
Holi no Rh-thakTopy. Bo MHOrMX cnyyasx Ha NMOBEPXHOCTWU 3pUTpoLMUTa
06GHapyXuBaeTCs TO/bKO KOMMIEMEHT, MpPeACTaB/eHHbIA [aBHbIM
o6pa3om KomroHeHTamn C3 un C4. [na BbIABNEHWS MOKPbITbIX KOMMe-
MEHTOM 3pWUTPOLUTOB ChefyeT WCMOMb30BaTh CbIBOPOTKY KyMbca
«LUMPOKOro cnekTpa». Y 80% 60/bHbIX C OCTPbIM TPAH3UTOPHbLIM Teye-
HWEM aHeMUW NONOXKMTENbHbI pe3ynbTaThl Npodbl Kym6ca KOMNieMeH-
TapHOro TWNna, Torga Kak npu XpOHWYECKOM TeueHun 6onee yem y 80%
60MbHLIX peakums npoTekaeT no Tuny IgG wim pe3ynbTaT npobbl
Kymbca HOCWUT CMellaHHbIA XapakTep. B oTfenbHbiX ciydasx npoba
Kym6ca oTpuuatenbHa, YTO MOXET OblTb CBSi3aHO C €e OrpaHW4YeHHON
YYBCTBUTE/ILHOCTbIO (419 MOMOXMTENLHON peakLmMn Ha MOBEPXHOCTU
MeMbpaHbl 3puUTpoLMTa AO/MKHO HaxoamTbcs He MeHee 250—500 mone-
Kyn 1gG). Ana BbisSiBEHWS aHTUTEN Y BONbHOM0 ayTOMMMYHHOR remo-
NUTUYECKON aHeMuell npu oTpuuatensHoil npobe Kymbca BO3HMKaeT
HeobX0AMMOCTb B MPOBEfEHMU CheLmabHbIX TeCTOB.

JNeveHne. [emoTpaHcy3nMm 06bLIYHO CONPOBOXAAKTCA Mpexoas-
LM 3(PHEKTOM, OHAKO BbIPaXKEHHOCTb aHEMUMN MOXET 06YCNOBUTbL UX
Heo6xoAMMOCTb. 1oabop COBMECTMMOI KPOBWM MOXKET ObITb COMPSXKEH C
60MbLUMMKN TPYAHOCTAMW; AN reMoTpaHcdy3nmn cnegyeT 6paTb KpoBb, €
3pUTPOLNTAMKN KOTOPOI peakums Kymbcea in vitro HanMeHee BbipaXKeHa.
VHorga nosiBnsieTcs Heo6XOAMMOCTb B NepesiuBaHumn faxe He UAeasbHO
COBMECTMMOI MO «KPOCCMETY» KpoBW. Ecnn He nepenutb KpoBb F/y-
60KO aHeMU3MPOBaHHOMY pPeBeHKY, ero COCTOSIHME MOXKET 3HAUUTENbHO
YTSOKENUTLCA BMJOTb [0 HacTynieHns cmeptn. OCHOBHOE MeCTO B
NEYEHUN 3aHMMAKT KOpPTUKOCTepouAbl. [pefHW30/M0H WM  Apyroi
3KBUBA/IEHTHbI KOPTUKOCTEPOWS, CriefyeT Ha3zHauyaTb B fo3e 2,5 Mr/kr
B CYTKW. B HEKOTOPbIX Cny4vasx npy BbIPAKEHHOM TeMOSIM3e MOryT
notpeboBaTbCA 60nee BbLICOKME [A03bl MpeAHM30N0Ha (0 6 Mr/Kr B
CyTKM). JledeHue cnefyeT Mpofo/XaTb O TeX MOp, MOKa He CTaHeT
OYeBMAHLIM 3aTyxaHWe npolecca, Mocse 4Yero fo3y npenapara MOXHO
NOCTENEHHO CHWXaTb. IMpn 060CcTpeHUn 3a60neBaHNUs HEOOGXOAMMO Bep-
HYTbCS K BBEJEHMWIO MCXOAHOM MOSHON A03bl KOpTUKOcTepouga. B Teue-
HWe HECKONbKUX HefieNlb UM MECsLEB HaMeyaeTcs TeHAeHLUMs K CroH-
TaliHol pemuccum. MonoxuTtensHas npoba Kym6ca MOXET COXpaHATLCS
Jaxe nocne 3aTyxaHus npouecca. Y 60MbHbIX, Y KOTOPbIX, HECMOTPS
Ha /ledeHMe KOPTMKOCTEpOoMZamMu, reMofITUYecKas aHeMus He Koppu-
rMpyeTcs, WM ecnnm Af18 NOLAEpPXKaHWs remornobrHa Ha JonycTMMOM
YPOBHE HEOOXOAMMbI KpaliHe BbICOKME [A03bl MNpenapaToB, 3MeKT
MOXHO OXMWAaTb OT CMAeHIKTOMUW. [IpU  XPOHMYECKOM TeyeHUu
pedpakTepHOW K 0ObIYHLIM TepaneBTUYECKUM CPeACTBaM aHeMun onpe-
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JeNeHHbIA 3(h(heKT HacTynaeT nocne NpPUMEHeHWs UMMYHOZAenpeccaH-
TOB.

TeyeHne © nporHo3. OcTpas wupuonatmyeckas ayTOMMMYHHas
reMONMTUYECKass aHeMWsi Y AeTeli MOXET NpoTeKaTb TSHKENo, OfHakKo,
KaK MpaBuo, He OCTaBNsieT NocnefcTauiti. OHa MOXET NpoTekaTb MON-
HUEHOCHO; Y TSHKENOBOMbHbIX OTMeYaeTcs pedpaKTEPHOCTb K KOPTM-
KocTepougam, MMMyHoAenpeccaHTam, He3IP(EKTUBHA HMU CUNIEH-, HM
TUM3KTOMMS. Tpy BTOPMYHOI NO OTHOLLEHWIO K IMM(IOME WU CUCTEM-
HO KpPacHOW BOMYaHKE VMMMYHHON reMOMNTMYECKOA aHEMWM MPOrHO3
OMNpeaensieTcsi OCHOBHbIM 3ab0/eBaHMEM.

AYTOMMMYHHbIE TEeMOINTUYECKNE aHeMun,
CBA3aHHble C XON1040BbIMW aHTUTENAMU

dpUTpoLMTapHbIE aHTWTeNa, aKTUBHOCTb KOTOPbLIX YCWU/IMBAETCA
npy HU3KOI TemnepaType Tena, NOMYYUNM Ha3BaHWE XOMOAOBbIX. OHU
OTHOCATCA K Knaccy IgM 1 ans nposiBNeHnst akTUBHOCTW TPEBYIOT npu-
CYTCTBMSI KOMM/IEMEHTA.

bonesHb Xx0n0[0BbIX arrMOTUHUHOB

Huskuii ypoBeHb XOMOAOBLIX AHTUTENT MOXET OnpefensTbcs U B
KPOBM 3[40pPOBOr0 4esnoBeka. ocne BUPYCHLIX WMHGEKUWMIA UaM MUKO-
NNasMeHHON MHEBMOHUMN X YPOBEHb MOXET 3HAUUTE/IbHO MOBbILLATLCS,
a B OTZeNbHbIX Cy4Yasx AOCTUraeT HeobblYalHOW BennuuHbl (6bln
3aperucTpuposaHbl TUTPbLl 1/30 000 1 6onee). AHTUTena cneumuyHsbl
K aHTUreHy i n cnabo pearvpyroT ¢ 3puTpOLMTaMM NMYNOBUHHON KPOBU
4yenoBeKa, HecywuMu 3TOT aHTUreH. B Maskax KpoBW MOryT BblfiB-
NATLCA CMOHTaHHasA arrlTUHaLMS 1 (heHOMEeH 06pa30BaHUA MOHETHbIX
CTONOMKOB.

Mpn KpaliHe BbLICOKOM TWUTPE XONOAOBbIX aHTUTEN Mnocne BO3-
LEACTBMS Ha OOMBHOr0 X002 MOXET HAaCTYMUTb  BbIPaXKEHHBIIA
BHYTPUCOCYAWCTbIA remMonu3 € remorfiobrHeMuein U remoriobuHy-
puei.

B oTAenbHbIX CyyasX y 60/bHbIX MHPEKLMOHHBIM MOHOHYK/1E030M
pa3BMBaeTCA OCTpas WMMYHOreMo/MTUYeckas aHemusi. B nogo6HbIX
Cnyyasx aHTuTena 061agatloT aHTU-i CreynUYHOCTbLIO.

MapokcmMamanbHas Xo0no0foBas Femorfo6uHypus

JTa Qopma reMoAUTUYECKON aHeMWUWM COMPOBOXAAETCA MPUCYT-
CTBMEM CMELUPUYECKAX XOMOLOBbIX aHTUTEN (remonusuH [oHata —
NaHpwTeliHepa), o6nagalolmx aHTU-P cneuncuyHocTbio. Moyt y
‘/360MbHbIX OHa CBf3aHa C BPOXAEHHLIM W NPUOBPETEHHBLIM CUGNIN-
com. IMpy BLIPRKEHHOW aHeMUK MOKasaHbl remoTpaHcdy3un. bonbHoi
[OMKEH n3beratb MepeoxnaxeHus.
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FreMONNTUYECKNE aAaHEMUM NPU MUHTOKCUKALMAX U UHDEKLMAX

B [0CTaTOYHO GOMbLIMX [03aX MbIWbSK U (EHUNrMgpasnH cro-
COGHbI BbI3bIBaTb FEMOIM3.

eMONINTUYECKNE aHEMWI MOTYT BbICTYNaTb B KauyecTBE OCM0XHeE-
HUS Lenoro psga WMHGeKuuid. B OcHOBE FeMONMTUYECKOro MpoLiecca,
COMPOBOXAAOLLEr0 CENTULEMMIO, MOXET feXaTb HenocpeCcTBEHHOe
MOBPEXAEHNEe 3PUTPOLMUTOB MUKPOOPraHM3MaMn WAM UX TOKCUHaMW.
MapasnTbl B 3pUTPOLMTAX BCTPEYatoTCs Mpu Manspun 1 6apToHennese.
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3PUTPOLIMTO3 (MOAVLMUTEMUS)

06 3pnTPOLUTO3€e FOBOPSAT B TOM C/y4ae, eCM YACIO 3PUTPOLUTOB,
YPOBHM TeMOrN106MHa W remaTtokpuTa U 0OWWiA 06beEM 3PUTPOLUTOB
3HaUMTENbHO NPEBOCXOAAT BEpXHWE rpaHuubl HOPMbIL. Y fAeTel cTap-
Llero BO3pacTa YPOBHW reMornobuHa u remMaTokpuTa, Mo3BONAOLLME
CTaBUTb BOMPOC 00 3PUTPOLIUTO3e, COCTaBAAIOT COOTBETCTBEHHO
160 r/n n 55%, uT0 Habnogaetca npu obLleld macce 3pUTPOLMTOB
6onee 35 MA/Kr. YMeHblUeHWe o6beMa Maa3Mbl MPU OCTPO HACTYMWB-
LeM 06e3BOXMBaAHMUN U 0XOrax MOXET COMPOBOXAATbCA Henponopuuo-
Ha/lbHO BbICOKMMU YPOBHAMW FeMOrnobmHa u rematokputa. OfHako B
3TUX cny4yasax LenecoobpasHee MCMOb30BaTb TEPMUH «TEMOKOHLEH-
Tpauus», HEXeNn «OTHOCUTENbHBIA 3pUTPOLMTO3». OBbEM MacChbl 3pUT-
pOLMTOB MpWU 3TUX COCTOSHUSX HE YBENMYMBAEeTCs; BOCCTaHOBMEHME
ob6bemMa MnasMbl WM pervaparaums COMpOBOXAAETCS HOpManu3sauuei
YPOBHSI TeMaTOKpWTa.

N3mepeHne obuiero obbema 3pUTPOLMTOB C MOMOLLBIO pagnmonso-
TOMHbIX METOLOB WMEET peLlalolliee 3HaueHne B AvgdepeHLmanbHOR
AuarHocTuke. VICTUHHBIA 3pMTPOLUTO3 XapaKTepu3yeTcsl yBeMYeHem
Kak 06Llero umcna 3puTpouUMTOB, TaK U 06LLEro o6bema KpOBW.

BTOPWYHbIA 3PUTPOLINTO3

3pUTPOLMTO3 MOXET COMPOBOXAAThL MH060E COCTOSIHME, MPOTEKalo-
lee C XPOHWYECKMM HEeAOHACHILIEHWEM KWCIOPOAOM apTepuanbHOiA
KpoBUW. MMNOKCKS MOYEK NPUBOAWT K YCWJIEHHON BbipaboTKe 3pUTPO-
MO3TUHA, CTUMYJIMPYIOLLErO YBeMUYeHNe NPOAYKLMN 3pUTPOLUTOB, UTO
B KOHEYHOM UTOre Cnoco6CTBYET YBENMUYEHUNIO UX MacChbl. CaMbIMK Yac-
TbIMW MPUYMHAMKU BTOPUYHOIO 3PUTPOLMTO3a CAYXAT aHOManuu cep-
[e4YHO-COCYANCTON CUCTEMbI, COMPOBOXAAIOLLMECS MPABOMEBLIMU LUYH-
TaMu, 1 60NE3HN NErknx, NPensTCTBYHOLME HOPMAIbHOW OKCUreHaLum.
B kauecTBe npumepa MOXHO MPUBECTU BPOX[EHHbIE CUMHME MOPOKU
cepaua, amm3emMy M 6POHX03KTATMUECKYIO 60Me3Hb. W3 KNMHUYECKNX
MPU3HAKOB OObIYHO OTMEYAKT LMaHo3, TMNEpPEMUI0 CKNep U CAN3UCTBLIX
060/104eK 1 geopmaunio Nanbles no Tuny 6apabaHHbIX nanoyek. Mpu
3TOM YMCNO 3PUTPOLIUTOB U YPOBHWU TEMOF/I00MHA U remaTokpuTa npe-
BbILLAKOT HOpPMY. HacbilleHne apTepuanbHON KPOBM KUC/IOPOZOM CHU-
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XEHO. Y [eTeil ¢ nopokamu cepfla, COMPOBOXAAIOLMMUCA BblPaXKEH-
HbIM LaHO30M, MO Mepe MOBbILLEHWNS YPOBHA rematokpuTa 6onee 65%
MOryT MOABUTLCA CUMMTOMbI, CBA3aHHble C YBE/IMYEHWEM BSA3KOCTM
KpOBW, UTO MOXeT 00YyCnoBMTb He0bXOAMMOCTb KpoBOMycKaHus. C
[PYroil CTOPOHbI, Y pebeHKa OfHOBPEMEHHO MOXET ObiTb AePUUMT
Xenesa (0 YeM CBMAETENbCTBYET MUKPOLMTO3 WM OTHOCUTENIbHO HU3KWIA
YPOBeHb remMorfiobuHa); aHemusi Takoro Tuma MOBbILAET PUCK TPOM-
603a BHYTpUYepenHbIX COCY[0B, B CBA3W C Yem 60/MbHOrO cnefyet
HauyaTb NeunTb npenapatamu >kenesa. K npuymHam BTOPWUYHOIO 3pUT-
pOLMTO3a OTHOCUTCH W MPOXMBAHWE B YC/IOBUSX BbICOKOrOpbA: Mpu
noAbemMe Ha BbICOTY Ha Kaable 1000 M ypoBeHb remMornobuHa nosbl-
Wwaetcqd npubnmsnuTensHo Ha 4%.

MeHee BbIp@KeHHas TUMOKCUA TakXKe MOXET Bbl3BaTb pPas3BUTUE
apuTpoumuTosa. BpoxaeHHas MeTremornobuHeMus, 06YCNOB/EeHHas
HepocTaTouHoCThi0 NADH-peakTuBHOM Auatopasbl, MOXET CTaTb
NPUYUHON CeMEHON (hopMbl LIMaHO3a U 3puUTpOLMTO3a. ITO COCTOSHUE
Hacnefyercs No ayTOCOMHO-peLeccuBHOMY Tuny. [lpu AOMWHAHTHO
Hacnefyemblx (hopmMax LUMaHo3a i 3puTpoLMTO3a y TeMorio6uHOB
MOXET ObITb HapyLUeHO CPOACTBO K Kucnopofy (cm. paHee). Vmetotca
COO6LLEHNS O TOM, YTO Y 340POBbIX MOAPOCTKOB MOXET Habnogarbes
TpaH3UTOpHas (hopma [O06POKAYeCTBEHHOrO 3pUTPOLMTO3a; 3TOT CUH-
[POM He 6blT M3y4YeH B JOCTATOYHON CTEMeHW, AN TOro 4Ttobbl BbIAC-
HWUTb €ro MPUYMHbLI U PacnpoCTpaHeHHOCTb. B uenom psge cemeld
XapaKkTep HacnefoBaHMs [OOPOKaYeCTBEHHOM (HOPMbl 3pUTPOLMTO3A
COOTBETCTBOBAN AOMWHAHTHLIM WM PELLECCUBHBIM COCTOSHUAM. Mexa-
HU3MbI, fleXaline B WX OCHOBE, HE W3YyYeHbl.

Bblna 0TMeYeHa B3aMMOCBS3b 3PUTPOLMTO3a C OMYXONEBLIMA U KUC-
TO3HBIMW MOPaXXEHUAMU MOYEK W COCYAUCTLIMU OMYXONAMU MO3KEUKA,
ecn 3TN OMyXONW CEKPETUPOBANM 3PUTPOMOITUH.

Mpn ypoBHAX TremMaTtokpuTa, npesbiwarwmnx 65—70 %, 3Hauu-
TeNbHO YBE/NNMYMBAETCA BA3KOCTb KPOBW. [pn 3TOM BO3HMKaeT Heo6Xo-
OMMOCTb B MEPUOAMYECKUX KPOBOMYCKAHWAX W 3aMeLLeHUN YyaaneHHoM
KPOBM Nfia3mMoii Uin (hU3MONOrMYECKUM pPacTBOPOM.

3PUTPOLINTO3 ABCOJIKOTHBIN (3PUTPEMMS, MOMMLUTEMUA VICTUHHAS)
1 MNETOPA HOBOPOXXAEHHbLIX

3abonesaHve, COMPOBOXJAIOLLEECH NOMULMTEMUER, NENKOLMTO30M,
TPOM6OLMTO30M W runepniasveil KOCTHOro Mosra, 6b10 3aperucTpu-
pOBaHO y He6OMbLIOro umcna geteid. [na HEro XapakTepHbl BbICOKast
aKTMBHOCTb LUENOYHON hochaTasbl NENMKOLUUTOB U MOBbILLEHHbIA YPO-
BEHb BUTaMuUHa B,2 B CbIBOPOTKE. B NpOTMBONOM0XHOCTL 3pUTPOMAHBIM
NpeALecTBEHHUKAM Y 340POBbLIX WX KyNbTYpbl, .MOMYYEHHbIE OT 60/b-
HbIX, 419 CTUMY/AUMK pOCTa He TPebyloT [00aBNEHUS K HUM 3PUTPO-
Mo3THHa.

Y HOBOPOX[EHHbIX O0ObIYHO MOBbILEHbI YPOBHW TFEMOr06MHa
rematokputa. B Hopme ypoBeHb remorfiobMHa y HUX COCTaBAseT
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147—210 r/n, a remaTokputa — 45—65%. ¥ 300p0OBOr0 JOHOLLEHHOrO
HOBOPOXXAEHHOIO0 06bemM KpoBu paBeH 70—100 mA/Kr, 06bemM Macchbl
aputpountoB — 40—60 Mn/kr. MHorga 3TM YPOBHM MOryT 3HAuu-
TeNbHO MPeBbILLATbL YKa3aHHble Mpedesbl. Y HeKOTOPbIX HOBOPOX/EH-
HbIX C M/ETOPOI MOSABAAKTCA CYLOPOry, PEcrnMpaTOpHLIA AucTpecc-
CUHOPOM, TaxuKapius, 3acToiiHas CcepAeyHas HefoCTaTOYHOCTb U
runepeunupyoruHeMus. MMNornMKeMus U runoKanbUMeMnUs Takxe MoryT
cTaTb MPUYMHOWA CMHAPOMA. Y MOHO3WTOTHbIX G/M3HELOB, Y KOTOPbIX
nnaueHTapHble COocyfbl CBSi3aHbl aHacTOMO3amu, LMPKYuMpytoLLas
KPOBb MOXET pacrpefensTbCa HEPaBHOMEPHO, B pe3y/ibTaTe Yero oAuH
13 GNN3HELIOB POXAAETCA C aHeMueld 1 TMNOBOSIEMUER, B TO BPeMs Kak
Opyrovi cTpagaet nneTopoil. MHorga spuTpouuMTO3 Yy HOBOPOXAEHHbIX
MOXeT 6bITb 06YCNOBNEH BHYTPUYTPOOHOI TpaHChy3neit MaTepUHCKO
KPOBU WM BPOXAEHHON runepnniasvneil HafgnovyeyHnKoB. 3BeCTHO O
MOBbILLIEHHON YacTOTe HEeoHaTalbHOro 3pMTPOLMTO3a MpWM CUHAPOMAX
[ayHa n bekBuTa ¥ y AeTeil, pOAMBLUMXCSH C OYeHb HU3KOW Maccoi
Tena, NOCKONbKY BHYTPUYTPOGHBIA POCT y HMX Obln 3amennieH. B 60nb-
LUMHCTBE C/ly4aeB MPUUMHY 3TOM0 COCTOSHWUS YCTAHOBWUTbL HE yAaeTcs.
Mpy nosBfeHWM Yy Takoro pebeHka TaxWMHO3, 3acTOWHOW CcepLe4HOM
HeJOCTaTOYHOCTW, TUMOM/IMKEMUN WM XKENTYXWU [ANA  YMEHbLUIEHUS
yucna 3puTPOLUTOB U BS3KOCTM KPOBU MOryT MOTpeboBaTbCid KPOBO-
nycKaHus B KonmuyecTBe 10—15 MA/Kr C 3aMeHO yAaneHHON KPOBW
paBHbIM 006BLEMOM NIa3Mbl WX (PU3NOMNOTMYECKOTO pacTBopa.

MNAHUWTOMEHNIA

Mpu annasuyn KOCTHOFO MO3ra WM 3aMeLLeHNM ero remMmornoaTmyec-
KX 3/1EMEHTOB APYrMMK TKaHAMK yrHeTaeTcs obpasoBaHme Bcex (hop-
MEHHbIX 3/1EMEHTOB KpoBW. [lpyM 3TOM KAMHWYECKas KapTuHa Mpo-
ABMAETCA aHeMMWeld, TPOMOOLMTONEHNYECKUMM KPOBOTEUEHMSAMU U CHU-
XKEHVEM PEe3UCTEHTHOCTU K MHMDEKUMAM, 06YC/OBAEHHbIM HeATpone-
Huei. TpaguLMOHHO MaHLUTOMEHUN O6BLEAVHAKT C aHEMUAMU, OAHAKO
NOCNeACTBMS TPOMOGOLMUTO- U HEWTpomneHun 6onee gpamaTUyHbl U
cepbesHbl. CpeAn MaHUMTONEHWUIA BbLIGENAT KOHCTUTYLMOHAMbHBIE 1
reHeTUYecKn 06ycnoBneHHble ¢Gopmbl. [MaHUMTONEHMM MOTYyT 6bITb
NpYOGPETEHHBIMMW, HAaNpUMep MpU MOBPEXAEHUM KOCTHOTO MO3ra XUMU-
YECKUMMW W APYTMMK areHTamu, B TOM Yncie BUpYycaMu, WM Mpy UHBa-
3UM B KOCTHbI/A MO3F MaTO/IOrMyecknx TKaHeld. CHWXKEHME B 3TUX CAy-
yasx MPOAYKLMWM 3pUTPOLMUTOB 06YCOBMAEHO TMNOLENMONAPHOCTLIO
KOCTHOr0 MO3ra WM >ke ero 3amelleHvem. [ns AnMarHOCTMKM peLuato-
lee 3HaYeHWe WMEHT pe3ynbTaTbl MMCTONOMMYECKOro WCCnefoBaHus
KOCTHOFO MO3ra, NOJTYYEHHOr0 MpY CTePHaNbHOW MyHKUUKM uam 6uon-
cnn.
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AHEMUA ®AHKOHW (KOHCTUTYLIMOHATBHAA
AMNACTUYECKAA NAHUWTOMEHUA, CUMHOPOM ®AHKOHW)

KOHCTUTYLMOHANbHbIE — anfiaCTUYecKue aHeMuu  NPeACTaBnsftoT
co60ii cemeiHble (hopMbl 3a60NEBaHWNIA, KOTOPbIE, KaK CUMTAlOT, Hacne-
LyloTCA N0  ayTOCOMHO-PeLecCMBHOMY TWUMY U XapakTepusyTcs
BapbupytoLLeli MeHeTpaHTHOCThIO. o4 BAMSHWEM APYrUX FeHeTude-
CKMX (PaKTOpOB M (HaKTOPOB OKPY>KAIOLLE cpefbl 3KCMPeCcCUBHOCTb
3TUX COCTOSHWUIA MOXeT MeHATbCA. [MpnbnnsntenbHo y /3 60MbHbIX
JeTeli OTMeYatoTCA SIBHble BPOXAEHHbIE aHOMaIMK Pa3BUTKS, 0COBEHHO
MuKpouedanns, MUKpodTanbMusi, OTCYTCTBUE NYYeBOl KOCTU U 60b-
WMX nasbueB kucten (puc. 18-7); MOPOKM pasBUTUA cepiua M nouek
TaKXXe OTHOCUTENIbHO YacTbl. bonee 23 60MbHLIX AETE OTAMYaloTCA
HE6O0/bLUMM POCTOM W FEHEpPasIM30BaHHON TUMepnUrMeHTaLme KOXHbIX
MOKPOBOB. Y HEKOTOPbIX AeTeli BbipaXXeHHbIE aHaTOMMUYecKue AeteKTsl
OTCYTCTBYIOT.

Cpa3y nocne poX[eHws, a TakXe B TeYeHWe paHHEero nepuoga
XXU3HW MPOABMEHNSA MaHUUTEMUM OObIYHO OTCYTCTBYHOT. KnmHuyeckas
KapTuHa pa3BuBaeTCcsi B Bo3pacTe 112—22 neT, B cpegHeM B BO3pacTe
6—38 net. MNepBoHavyanbHO obpallaeT Ha cebs BHMMaHWe CrMOHTaHHOe
MosIB/IEHNE KPOBOMOATEKOB, 4TO O0OYC/0BEHO TPOMOOLMTOMNEHUEN,
3aTem MpUCOEAMHSAIOTCA NPU3HAKN MPOrpeccupyowLlen aHeMun 1 nenko-
neHuu.

[aHHble nabopaTopHbIX uccnefoBaHUi. KapTuHa nepudepude-
CKON KpOBWU CBUAETENLCTBYET O BbIP@KEHHOW NaHUMTONEHUW. DpUTPO-
UMTbl OT/IMYAIOTCA MaKPOLMTAPHOCTLIO, UX CPefHWi 00beM cOCTaBfseT
95—105 thn. O6pawiaeT Ha cebs BHUMaHWE BbIpaXXEHHas TUMOLeNo-
NAPHOCTb KOCTHOTO MO3ra, COYeTatoLascs ¢ YrHeTeHWeM BCeX KNeTou-
HbIX TUMOB W pa3pacTaHWEM >XMPOBOWA TKaHU. B HeM yBEIMUEHO 4MCNO
PETUKYNAPHBIX, MNa3MaTUYECKUX W TYUHbIX K/ETOK. B Knetouubix
KY/IbTypax KOCTHOr0 MO3ra 3HauMTe/lbHO YMEHbLUEHO YMC/O Muenouns-
HbIX U 3pPUTPOMAHBLIX NPeALlecTBEHHUKOB. [10M1e3HbIM LONOMHEHNEM K
pesynbTataM WCCMefoBaHWUS CTepHa/bHOro NyHKTarta cnyxart 6uontar
M TpenaHobMoNTaT KOCTHOrO MO3ra, TakK Kak C VX MOMOLLbLI0 MosyyatoT
[OCTAaTOUYHOE M0 06bEMY KOMMYECTBO MaTepuana, 4To Heob6XxoauMo ans
TOYHOW OLIEHKM KNEeTOYHOCTU KOCTHOro mosra. YpoBeHb HbF noBbilieH
[o 5—15% ewe fo pa3BuTMA aniasMy KOCTHOro mosra wam uuTone-
HuM. OuaroBblii XapakTep €ro pacnpefefieHNss MOXHO BbISBUTb C
nomouibto Metoga Kneiixayapa — BeTke. [pu nccnefgoBaHUM KynbTyp
KOCTHOro mo3ra in vitro yaetca onpefenuTb YMeHbLUEHWE YMCna nNpej-
LUECTBEHHNKOB K/IETOK KaK 3pUTPOMAHOrO, Tak W rpaHynouuTapHoro
paga. Mpu XpoOMOCOMHbIX MCCNeA0BaHUAX IMMQOLMTOB KpPoBU B 60/b-
oM npoueHTe cnydaeB (10—70) BbISBNAIOT aHOMa/IMM B BUAE paspbl-
BOB XpoMaTuj, bpeluei, nepecTpoek, 06MEHOB 1 3HA0peaynanKaunia (y
3[0POBbIX ML, 3TU W3MEHEHMs BCTpeyaloTcs MeHee yem B 10% cny-
YyaeB), KOTOpble MOryT ONpPeAensTbCs A0 MOSBNEHUS ABHbIX MPU3HAKOB
NaHUUTONEHUN. AHANOTNYHbIE U3MEHEHUS OOHAPY>XMBAIOTCA W B Ky/b-
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Puc. 18-7. Kuctm pyk pe-
6eHKa, CTpafatoLlero KOH-
CTUTYLIMOHHOM thopmoti
annacT1yeckoli naHuuTone-
HUK.

Ha npaBoii pyke 1 naney
OTCYTCTBYeT, Ha NeBOW OH
PyAVMEHTMPOBAH.

Typax TKaHeBbIX pn6pob6NacToB, YTO CBMAETENLCTBYET O BO3MOXKHOCTU
MOCTaHOBKW MpeHaTa/lbHOro AuarHo3a € MOMOLLB0  aMHMOLeHTe3a
(coobLieHna B MnevaTy eule OTCYTCTBYHOT).

JleyeHune. TlOMMUMO CMMNTOMATUYECKOTO JIeYEHUA C MOMOLLLIO
reMoTpaHCy3nin 1 aHTMOMOTMKAaMKU, 3PPEKT MOXHO MOMYUUTb MNpU
NpYMeHeHUN cTeponzoB. [ponmMoHaT TECTOCTepOHA Ha3Ha4valT B BUE
.Cy6NMHIBaNbHbIX TabneTok No 1—2 Mr/Kr B CYTKM NpW MaKCUMaJlbHOM
CyTOYHO fo3e 60 mr. MNMpenapaT MOXHO BBOAUTL BHYTPUMbILLEYHO B
fo3e 400—600 Mr ogHOKpaTHO 4epe3 4 Hefd. D(P(hEKTUBHbI TakKXe CUH-
TeTMYeckne Mpov3BOAHbIE aHAPOreHOB. B cBA3M ¢ TeHAeHLUMeENn K KpoBo-
TOUYMBOCTM U KPOBOW3NUAHMSAM B MSTKME TKaHW, a TakXe C Lefbio
3aMefiIeHnst YCKOPEHHOr0 MpoLecca 3aKpbITUS KOCTHBLIX POCTKOBbIX 30H
60/IbHOMY Ha3Ha4yaldT OTHOCUTENbHO HEeOOMbLUME A03bl KOPTUKOCTE-
pomaHbIX mpenaparos, HanpumMep 5—10 Mr NpefHW30/10Ha UK ApYyroro
KOPTUKOCTepOUJa B 3KBUBANEHTHbIX KoAu4yecTBax. B 60/bLUMHCTBE
ClyyaeB MOMOXKMUTENbHASA peakLus CTAHOBMTCA OYEBUAHOW B TeueHue
2—4 wmec. Tlpy 3TOM MOBLILIAKTCA K/IETOYHOCTb KOCTHOrNO Mo3ra u
YpOBeHb remMorfnobuHa. Peakuus cO CTOPOHbI HENTPOMPUIOB 06LIYHO
MeHee BblpaXXeHa, 4WUCM0 TPOMOOLUMTOB YBENNYMBAETCA YMEPEHHO.
Mocne Hopmanu3auMn YpPOBHSA remornobuHa 4acTo CTAHOBMTCA BO3-
MOXHbIM CHWU3WUTbL [03Y aHAporeHa. OfHako nNpy CAULIKOM ObICTPOM
WM PEe3KOM CHWKEeHUWM [03bl 3a00/1eBaHME MOXET peLuAnBMPOBATb.
[ns nopgep>xaHvst MOMYYEHHOW remaTo/IorMyeckoin peakumn 60/b-
LUMHCTBY 60/bHBIX HEO6XOAMMO MPOBOAWUTL MOCTOSHHYIO MOAAEPXKU-
BalOLLYt0 Tepanuio, OfHAKO Yy MHOIMMX W3 HUX B KOHLE KOHLOB pa3Bu-
BaeTCA pepakTepPHOCTb K aHApOreHam.

Mpn neyeHMM aHAporeHamm B YKa3aHHbIX [03aX, HEOOXOLUMbIX As
[LOCTMXKEHUS TepaneBTUYECKOro 3diekTa, y 60MbHOMO MOABAAKTCA
MPU3HaKM 1 CUMMTOMbI MacKy/nuMHM3aLMK, B TOM 4YuCle akHe, rupcy-
TW3M, HU3KWIA TembBp ronoca W yBenM4yeHWe pasMepoB MOSIOBOrO YjeHa
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win knutopa. CUHTETUYECKME MNPON3BOAHbIE aHAPOreHOB OKasblBatoT
MeHee BbIpaXXEHHOe NO6OYHOEe AeUCTBUE, OAHAKO MPOLECC MacKy/MHU-
3auuM TOW WM WHOIW CTEMNeHW, MO-BUAMMOMY, HEM30eXeH W npu UX
ncnonb3oBaHUKU. HekoTopble npenapaTbl TECTOCTEPOHA OKasbiBalOT
TOKCUYECKOe BO3[eiCTBME Ha neyeHb. [0 UX BHeAPeHUS B KIUHWUYeC-
KYHO MpaKTUKy 60MbHble 06bIMHO nornbéann B NO3AHEM [AETCKOM
nepvoge OT KPOBOW3NUAHWIA, MHADEKLWNIA WM OCNOXKHEHWIA, CBSI3aHHbIX C
MHOFOKPaTHbIMU  FeMOTpaHCy3usaMu. HakOMeHHbIA B OTHOLIEHUN
NeYeHNs aHApOreHaMmn OMbIT BCE eLle HefoCTaTO4YHO BEWK, AN TOro
yTo6bl C YBEPEHHOCTbK) OLEHWTb OKOHYaTeNbHbIA MPOrHO3 Mpu X
MCNOMb30BaHUN. Y GOMbHBIX, AAUTENLHO MOAYYalOWNX BHYTPb 60Mb-
LUMe [03bl CUHTETMYECKUX aHAPOreHoB, Yalle BCTpeyatTcsa remopparu-
YECKMe KWUCTbl NeYeHW 1 3N10Ka4YeCTBEeHHbIE renaTombl. Ecin y 60/1bHOM0
€CTb TMCTOCOBMECTUMbIA CUOBAMHI, MOXET ObITb PAacCMOTPEH BOMPOC O
TpaHcnaaHTaumMyM KocTHoro mosra. Y 5—10% 60nbHbIX aHemuein daH-
KOHW pa3BMBaeTCA OCTPbIi MWENOFeHHbIA NEeiKo3, PUCK KOTOPOro
MOBbILLEH Y WX POACTBEHHMKOB.

AHemuio ®aHKOHW crnegyeT AuddepeHLMpoBaTb OT BPOXAEHHOM0
[INCKepaTo3a— pPeakoin opMbl 3KToAepMaNbHOW aucnnasun. [pn Tom
M APYTOM COCTOSIHAW TUMEPNUTMEHTMPOBaHbI KOXHbIe MOKPOBbI, OTMe-
YaKTCA NaHUWTOMEHNSA M HWU3KOPOC/TOCTb. AHOMA/IUM KOCTHOW CUCTEMbI
M NOYeK MpW BPOXKAEHHOM AMCKEPaTO3e HEMOCTOSHHbI.

MPUOBPETEHHBIE ANJTACTUYECKWE NAHLMTOMEHUA

PasHooGpa3Hble  (M3MYECKMe, XUMUYECKME WU UH(EKUMOHHbIE
areHTbl MOTyT 3aMeTHO MOBPEeXAaTb KOCTHbI MO3r 1 06YyClOBUTL pas-
BUTUE BbIPOKEHHON MaHUUTONeHUN. HekoTopble M3 HUX CMOCOGHbLI Bbl-
3BaTb an/jasvio KOCTHOIO Mo3ra Yy /060ro 4esoBeka, MOLBEPrLUerocs
MX BO3QEACTBMIO B COOTBETCTBYHOWEA fo3e. K Takum 061UraTHbIM
JernpeccaHTamM KOCTHOrO MoO3ra OTHOCATCS WOHM3MPYHOLLAA paguauns,
XUMMOTepaneBTUYECKNE CPeACTBa, Hampumep 3MOWXMH, 6-MepKanTo-
NypUH 1 METOTPEKCAT, HEKOTOpPble OpraHU4YecKne pacTBOPUTENN, OCO-
0eHHO O€H3MH. AreHTbl Apyroi rpynnbl CNOCOOHLI BbI3BaTb anaacTu-
YECKYI0 MaHUUTOMEHMI0 NWLWb Y He6onbLIoA (4acTo BecbMa Manouuc-
NeHHOR) rpynnbl vy, Mo60YHbIE peakuuMn €O CTOPOHbI KPOBW B 3TWX
cny4yasx, MO-BUAMMOMY, OTHOCATCA K WAMOCUMHKpasusam. W3 nekap-
CTBEHHbIX NpenapaToB /IEBOMULETUH Yallle BCero 06yCNnoBAUBAaeT pas-
BUTWE annacTMYecKoil naHuutoneHun. Cyfs no pesynbTaTam OLEHOK,
Mwb y ogHoro n3 24 000—60 000 60MbHbIX, MOAyYaloWmUX ero, paso-
BbETCH an/a3usi KOCTHOro Mo3ra; C Apyroii CTOPOHbI, MMEHHO 3TOT mpe-
napat Obl1 OTBETCTBEH 3a pa3BuTue 6oniee yem 50% cnyyvaeB annactu-
YECKMX JIEKAPCTBEHHbIX MaHUUTONEeHUA. W3 Apyrux neKapcTBEHHbIX
npenapartos, C Ae/iCTBMEM KOTOPbIX COMpPsKEHA 3HAYMTEe/IbHasi YacToTa
annasuyM KOCTHOFO MO3ra, crieflyeT OTMeTUTb cyfbaHnnaMuibl, byTa-
OMOH N HEKOTOpbIe MPOTMBOCYAO0POXHbIE CPeACTBA. THXEN0 NpoTeKaro-
LMe MHGEKLMN TakKe MOryT Bbl3blBaTb 3aMETHOE MOBPeXAeHWe KOoCT-
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HOro Mo3ra, 0fHako 4acTo OblBaeT TPYAHO BbIACHUTL, CYXAT OHU Npu-
UMHON WM CNefcTBMEM 3TOFO COCTOSHMA. Hepefko annasus BCTpe-
4aeTcs MpU  ABHbIX MNPU3HAKaxX WH(EKUMOHHOrO renatuta, mnocne
MHEKLMOHHOTO MOHOHYK/E03a WK B KAYeCTBE OCMOXHEeHUs BepeMeH-
HocTu. MpubnusmTensHo B 50% cnyyaeB Npu annacTUYeCKUX NaHUUTO-
NeHWsAX He y[aeTcsa YCTAHOBWUTb KOHTakTa C TOKCMHaMW WA ApYrumu
MOBPEXJAIOLMMN areHTamun; B 3TOM Ciyyae WX MPUHATO OTHOCUTL K
rpynne WAMOMATUYECKUX, OAHAKO MPU 3TOM He C/efyeT WUCK/I4aTb
BO34ENCTBMS (haKTOPOB OKPY>XKAMOLLER cpefbl.

KnuHnyeckmne npusHakym W paHHble nabopaTtopHbIX MCCefoBa-
HWiA. OBbIYHO MepBbIM KAMHUYECKUM MPOSIBJIEHNEM CTaHOBATCA KpO-
BOU3NUSAHUSA, CBA3AHHbIE C TPOMOOLMTOMEHMENR. 3aTeM MpPUCOeLUHSETCA
CUMNTOMaTUKa aHeMWU W HeilTponeHun. CefneseHka W numdartuyeckue
Y3/bl He YBe/IMYMBAIOTCA, 3aMETHO YMEHbLUAeTCs YMCNO 3PUTPOLUTOB,
TPOMOOLUMTOB W HEMTPothnnoB. YpoBeHb (heTasbHOro remMornobuHa
MOXET MpeBbllaTb HOpMY. ACMMPAT KOCTHOro Mmosra 6efeH KneTou-
HbIMW 371EMEHTaAMK; B HEM ONPeAenseTcs B OCHOBHOM >KMpPOBasA TKaHb, a
M3 KNETOUHbIX 3/IEMEHTOB MpeobnafatoT NMMGOLUTLI, NnasmMaTmyeckue
N PETUKYNAPHbIE KNETKU. B KynbType KMETOK YMEHbLUEHO YUCNO CTBO-
NOBbIX K/MeTOK-MpejLlecTBEHHUKOB 3pUTPOUAHOIO W rpaHynouuTap-
HOro psgoB. XpOMOCOMHbIE aHOMa/MK, Kak MpaBwuno, OTCYTCTBYHOT.
YposeHb HbF MoxeT npeBblwath 2%. [daHHble O TOM, YTO MOBbILUEH-
HbIl €ro YpoBEeHb MOXET C/AYXWUTb MPWU3HAKOM 61aronpusTHOro npo-
rHo3a 3ab6oneBaHus, He NOMYYUIN MOATBEPXKAEHMUS. Y HEKOTOPbIX 60/b-
HbIX C annacTUyecKol aHemuen HaxofsaT T-KNeTKu, yrHeTatolne pocT
KaK 3pUTPOMAHbLIX, TaK W FpaHynouuTapHbIX KOMOHWIA.

NeyeHne. CnegyeT obecneuntb HeMed/leHHOe MNpeKpaLleHne KOH-
TakTa 60/bHOr0 C NM0OLIM MOTEHUMUAIBHO TOKCUYHBLIM /IEKAPCTBEHHbLIM
npenapatoM WM JpyruMm MNoBpeXjalolmm areHTom. [lpyu  ocTpom
Hauyane 3aboneBaHUs, COMPOBOXIAOLLEMCA MAaCCUBHLIMU KpOBOTEYe-
HUAMU U CENCUCOM, HEOOXOAMMO MPUCTYNUTbL K UHTEHCMBHOMY nevye-
HUKO C UCNOMb30BaHNEM KOHLEHTPATOB TPOMOGOLUTOB U aHTUOMOTMKOB;
BbIOOp MOCNeAHMX [O/MKEH OCHOBLIBATLCA Ha pe3y/bTatax MccnefoBa-
HWA BaKTepuasbHbIX KyNbTyp U NPo6 Ha YyBCTBUTE/IbHOCTb K aHTUOMO-
TUKaMm. [laxe npu obGecrnevyeHWU Hambonee OMNTUMANLHON MNOAJEPXKU-
BatOLLeli Tepanmn NPOrHO3 NpW TSHKENO MPOTEKaloLel annacTUyecKo
NaHUMTOMEHNN OCTaeTCsl KpaiHe HebnaronpusaTHbIM. Moyt 2/3 60nb-
HbIX YMUPaIOT B TedeHMe 6 MeCc C MOMeHTa fuarHocTupoBaHus 3abone-
BaHusA. BbizgopaBnusatoT MeHee 10—20% 6onbHbIX. Coo06LieHns 06
YCMELIHOM fleYeHNN BO0MbHbIX NPUOBPETEHHON annacTUYecKoW MaHum-
TOMEHWeN aHAporeHamyu W KOPTUMKOCTEPOMAHbLIMKU npernapatamy  He
OblIM NOATBEPXAEHbI pe3yfbTaTaMy HefaBHO MPOBEAEHHbLIX WUCCneno-
BaHWA. LLeHHOCTb Apyrnx BUAOB fIeYEHUS| BeCbMa COMHUTESbHA.

PesynbTaTbl KOHTPOAUPYEMbIX WCCMEf0BaHWA CBUAETENbCTBYHOT O
TOM, 4YTO METOLOM BblOOpa fieyeHUs Npu 3TUX 3aboneBaHUsAX cnepyeT
cuMTaTh TpaHCMNNaHTaLMK KOCTHOrO Mo3ra, eciv B KayecTBe [JOHOpa
MOXET BbICTYNaTb CUBANHI C COBMECTMMOCTbIO no cucteme HLA. Bonb-
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HbIX C BbIP@KEHHLIMU MAHUMTONEHWEH W TUNOLENINSAPHOCTLIO KOCT-
HOro Mo3ra HeobxoAumMo 06CnefoBaTb Ha COBMECTMMOCTb HE TOMIbKO MO
HLA, HO 1 MO CMeLlaHHON KynbType numdounToB. ocne ycTaHoBne-
HUA COBMECTUMOCTW Y 60NbHOFO ¥ CMGAUHIA W MPOBEAEHNS COOTBET-
CTBYIOLLEA MMMYHOZEMNPECCMBHOW Tepanuu MOKasaHa TpaHcnaaHTauus
KOCTHOro Mosra. MpmbnunsntensHo y 50% 6GOMbHBIX KOCTHbIA MO3r
[OHOpa NPWKUBAETCS U HOpPManu3yeTcs nepudepryeckas KpoBb. Yacto
Pa3BMBAETCA peakuusi Mo TWUMY TpaHCMIaHTaT MPOTMB X03AMHa, KOTO-
pas MOXET MpOoTeKaTb O4YeHb TSHKENO.

Koppekums rematofiorMyeckux mokasaTesneid nocne HeygavyHou
TpaHcMIaHTaLMm KOCTHOIO MO3ra U MHTEHCUBHOIO SIeYeHNs UMMYHOe-
MpeccuBHLIMK NpenapaTaMy CBUAETENbCTBYET O TOM, UTO Y HEKOTOPbIX
60/bHbIX B OCHOBE YrHETEHUSI (PYHKLMM KOCTHOrO MO3ra fieXxaT ummy-
HO/MornMyecknme MexaHusmbl. Kputepuu, Ha OCHOBaHWM KOTOPbIX MOFYT
ObITb BbISIB/IEHbI BOJ/IbHbIE, KOTOPLIM MOKa3aHO /IedeHe TObKO MMMY-
HofenpeccaHTamMun, He paspaboTaHbl. OfHako BCe Yalle MOsABMAKTCA
coobLieHns 06 yCnewHoM feYeHnn aHTUTUMOLMTAPHbIM U aHTUAMMAGO-
UMTapHbIM TFN0BYAMHAMKM WM [eKcaMeTa3oHOM B 60/bLIMX A03aX.

TeueHue 3abonieBaHNSA. ECM HEBOZMOXHO 3aCeNTb KOCTHbIA MO3r
[OOHOPCKMMW KNeTKaMu, B pe3y/ibTaTe HeyrnpaBasieMbIX KPOBOTEUEHUI U
MHDEKLUMIA yMMPaOT OKOoMo '/3 60MbHbIX. YacToi MpWUYMHOI CMepTU
CTAHOBMTCA CenTuuUemMus, 06yCNOBNEHHAs MCEBLOMOHAC U CTa(uIOKOK-
Kamn. Y ocTanbHbIX 2/3 feTeil 3aboneBaHMe NpuMobpeTaeT NOAOCTPOE
TeUeHMe. Y HeKOTOPbIX W3 HUX ONpedeneHHbli 3heKT MOXET ObiTb
MONyYeH OT fieUeHNs aHgporeHamu. [onoBMHa feTeid BbI3AOpaBMBaeT,
y LPYroi nonoBuHbI 3a60/1eBaHNe NEPEXOANT B XPOHUYECKYHD hopMy, U
uepe3 HEeCKONbKO MeCALeB WM fIET NOCAe ero Havana OHU YMUpaKoT OT
cencuca WM KpoBoTeueHuin. [locne BbI3AOPOBAEHUS Y HEKOTOPbIX
[eTeil pa3BMBalOTCA N1ENKO3bl U NapoKCcU3ManbHas HOYHas remornobu-

HypUs.

MAHLUWTOMEHNW, OBYC/OB/IEHHbIE 3AMELLEHVEM
KOCTHOIO MOSrA

OungdysHoe 3amelleHne KOCTHOMO MO3ra HEreMarornoaTUyecKumu
TKaHAMWU COMPOBOXAAETCS MaHUMTOMEHMel nepudepryeckoii  KpoBu.
Y peTeii B KOCTHbIA MO3F Yalle BCEro MeTacTasuMpyeT Heunpo-
6nactoma. OcTeoneTpo3, WM MpamopHas 60Me3Hb, 4acTo
COMPOBOXJAeTCA aHeMMell 1 TPOMOOLMTONeHUel BCNeAcTBME 06nuTe-
pauuy KOCTHOMO3FOBbIX MPOCTPAHCTB; KPOMe TOro, MOryT npucoeau-
HATLCS 371IEMeHTbI runepcnaeHn3ma. Mpyu 3aTMx 3aboneBaHUAX Mopgo-
NOrMs 3pUTPOLMTOB YACTO W3MEHEHA, OHW WMEKT (hopMy Cresbl U
oBana. B nepudepnyeckoin KpoBu  BCTpevaroTcd  HOPMOGMacTbl.
Y Hebo/bLUON YacTU GO0/bHBIX C BbIPAXKEHHbLIM OCTEOMETPO30M 3 dek-
TUBHA TpaHCMMaHTaUuMs KOCTHOro Mmosra. OCTpbIl neinkos B
OTAENbHbIX CyYasaX NPOSBASETCA MaHUMTONeHuen. Mpn 3TOM nepBOHa-
ya/lbHO B acnmpaTax KOCTHOTO MO3ra OTMeYalT PeTUKYNSPHY CTPYK-
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Typy. MonyyeHune afekBaTHbIX NPO6 WM GUOMCKS KOCTHOFO MO3ra Apy-
ron noKanMsauum 06bIMHO MNO3BOMSET YCTAHOBUTL MPaBWbHBIA Auna-
rHo3. bBbICTpas HOpManusauus rematonornyeckux rokasarenen B
pe3ynbTaTe KOPOTKOFO MPOGHOr0 Kypca /ieueHnss KOpTUKOCTepomaamu
CBUIETENbCTBYET B MOMb3y JieiKo3a.

Y He6onbLIOro Yncna LeTeil paHHero 1 cTapLuero Bo3pacTa, Y KOTO-
pbiX 3a60/71€BaHME MPOABAANOCH BbIPAXKEHHON aHEMUEN C aHOMaSTbHbIMU
thopMammn 3puTPOLMTOB (B BMAE CNesbl WK oBana), Hopmobnactamm K
00MbLUMM YWC/IOM NEeAKOLMTOB (NeiiKoapuTpobiacTHas aHemusi), Obln
BbISIBNEH MMeNogunopo3. Kpome TOro, y HMUX 6binn yBeNNYEHbI NEYEHb U
ceneseHKa, 4TO O0OYC/MOBNEHO 3KCTPameaynnspHbIM 3pUTPOMO330M.

FTEMOTPAHC®Y3NN

K OCHOBHbIM MOKa3aHWsIM K reMOTPaHC(y3Um OTHOCATCA YMEHbLUEeHWe
ob6beMa LMPKYNUPYIOLLEA KPOBW, OCTPbIA remopparuyeckuii LIOK U
YMeHbLUEHME YuCna 3PUTPOLUTOB, NPUBOAALLME K CHUDKEHWUIO YPOBHS
remorno6uHa. BMecTO LeNnbHOM KPOBWM 4acTo C YCNexoMm MOryT ObiTb
MCNOMb30BaHbl OTAE/bHbIE €6 KOMMOHEHThI, HanpuMmep 3pUTPOLUTHAs U
TpoM6OLMTHASA Macchl, NniasMa W npenapatbl KPOBU, COAepiKalliue cne-
unduyeckne 6enku.

OCTPAA KPOBOIOTEPA

Mpu3HaKM M CMMNTOMbI KPOBOTEUEHWS BECbMa BapbUpYHOT B 3aBU-
CMMOCTV OT pasMepoB M CKOPOCTM KposonoTepu. [Mpu OCTpoil noTepe
15—20% Bcero o6beMa LMPKYNMPYHOLLEA KPOBWM MNOSBASETCA Taxu-
Kapaus, TUMNOTEH3US U MOXET pas3BMTLCS LUOK, COMPOBOXAatoLiuics
cnabocTblo, GECMOKOMCTBOM W yTpaToilt co3HaHMsi. Cpasy e nocne
OCTpOli KPOBOMOTEPW FEMOrN06MH WU FeMaTOKPUT MOFYT HaxoAuTbCA Ha
06MaH4YMBO BbICOKOM YPOBHE, OAHAKO BCKOpE 3a CYET reMOAMIOLUN OH
CHMXAETCA [0 3HaYeHWiA, OTpaxalowux pasMepbl KposoroTepu. B Te-
UeHWe HECKO/IbKMX 4acOoB pa3BMBalOTCA TPOMOOLMTO3 W HelTpothunus,
a B TeueHne GAWXKaMLWNX AHEA — peTUKynounMTo3. CaMbiMK YacTbiMU
NpUYMHAMK TSXKENbIX OCTPbIX KPOBOMOTEPL CAYXAT TpaBma W Xeny-
[OYHO-KMLLEYHblE KPOBOTEUYEHMS NMpW A3BEHHOW 60Me3HW, AUBEPTUKYNe
NOAB3AOLIHON KWLIKM W BapUMKO3HOM paclUMpeHUn BeH MuwesBoja. Y
60/bHBIX C HAPYLUEHMSIMWU FeMOCTaTUYeCKOro MexaHn3Ma HOCOBblE KPO-
BOTEYEHUS WM FacTPUT MOFYT MPMBECTM K 0BECKPOB/MBAIOLLEN KPOBO-
noTepe.

TsKen0e KPOBOTEUEHME B MepuHaTalbHOM NEpUoAe MOXET BbI3BaTb
6enyto acukcuio. KoxHble MOKPOBbl Y pebeHKa cTaHOBSTCA 6nef-
HbIMM, OH HaxOAMTCS B COCTOSIHMM LUOKA, Y HEro OMpefenstoTcs Taxu-
Kapaus 1 HW3KOe BEHO3HOe faBfieHne. VICTOYHMKOM Hapy>XHbIX KPOBO-
TEYEHUI A MOTYT CYXUTb MNYNOBUHA W XKeNYJ0YHO-KULIEYHbIA TpakT. [Jo
Hayana pofoB W B pofax KpOBb Noga MOXET MOCTynaTtb B CUCTEMY
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KpPOBOOOpPALLEHNS POXEHULbI, HEPEAKO MNPOUCXOAAT qeTodeTanbHble
TpaHChy3Mn Mexay OLHOANLOBLIMU 61U3HELAMU.

[aHHble NnabopaTopHbIX MUCCNeA0BaHWIA. AHEMIS NMPU OCTPOI Kpo-
BOMOTepe, KaK MpaBu/o, HOCUT HOPMOXPOMHBIA ¥ HOPMOLMTApPHBIiA
XapakTep. B 3aBMCUMOCTU OT [/IMTENbHOCTWM KPOBOTEUEHWUS M MOMEHTA
3abopa nNpo6 KpoBM MOryT OTMeYaTbCs PETUKYNOLMTO3 U Hopmobnac-
TeMus. Y HOBOPOXAEHHbIX, KakK MpaBuio, pesynbTaTbl Mpobbl Kymb6ea
OTpuLaTeNIbHbI, & YPOBeHb OUAMPY6UHA CHWXEH. [pu NoCcTynieHum
KpOBW M/04a B CUCTEMY MaTepUHCKOrO KPOBOOOPpaLLeHWNs B MOCNeLHEN
MOXKHO BbISIBUTb MONYAALMIO 3pUTPOLMTOB, cogepxawmx HbF (metop
Knelixayapa — BeTke).

JleyeHne. Bo Bcex cnyuvasix, Korga 370 BO3MOXHO, Heo6X0AMMO
npuberate K MOMOLM MEepONpUATUIA, HampaB/feHHbIX Ha MpeKpalleHune
KpoBoTeueHus. [ns neyeHUs LLIOKOBOIO 60/LHOMO C Lieflbl0 BOCCTaHOB-
NEeHWs Y Hero obbeMa LPKYINPYIOLLEA KPOBY CriedyeT NepesinTb Lefb-
Hy0 KpoBb (BHayane B Konuyectse 20 m/kr). Bonpoc 0 Heo6xoau-
MOCTMN JOMNOMHUTENbHbLIX TPaHCMY3Ul L,enecoobpasHO PELnTb Ha OCHO-
BaHMM [aHHbIX OCMOTPa W fabopaTopHbIX MccnefoBaHuid. o nonyue-
HUS KPOBW AN TEMOTPaHCATY3UM YXU3HEHHblE (PYHKLMKU OpraHu3Ma BO
BPEMS LUOKA CriefyeT NOALEPXMBaTb MyTeM BBEEHMS MOCTpajaBLUeMy
nnasmbl M M1a3mMo3amelLarolMx pacTBOPOB, OAHAKO MpW MacCHUBHOW
KpOBOMoTepe 006s13aTeNbHO 3aMeLleHne 3pPUTPOLIMTOB.

XPOHWYECKME AHEMWA

Mpy MeAneHHO pa3BMBAKOLLMXCA aHEMUAX, TeMOrfiobrH npu KoTo-
pbIX CcTabunmnsmpyetcsa Ha ypoBHe 60—90 r/n, y 60MbHbIX MOXET 6bITb
KpaiiHe CKyfHas CMMMTOMAaTWKa, a TPaHC(Y3nMu 0ObIYHO He MOKa3aHbl.
EcnM MpWYMHO aHeMuWu CTaHOBMTCH HeOCTaTOMHOCTb Kakoro-nn6o
cneundmnyeckoro aktopa, Hanpuvep oIMEBOI KUCIOTbI UK XKenesa,
TO Mnoc/e Hadasa COOTBETCTBYHOLLEl 3aMEecTUTENbHON Tepanun HacTy-
naet 6biCTpas OTBETHas peakuus. [lepenMBaHUA KPOBW MOKa3aHbI
TONbKO MPU TSXKENO MPOTEKaloLWein aHeMUW, WUHQEKUMAX WM Apyrux
OCNOXHeHWsAX. TBepablX KPWUTEPMEB OTHOCWUTE/IbHO YPOBHSA TEMOr/0-
O6MHa, Mpu KOTOpPOM MOKa3aHa remMOTpaHCc(y3ns, He CyLLeCTBYeT.
Y HEeKOTOpbIX AeTel C Xene3oaeuuMTHOW aHeMMUel ero ypoBeHb 40—
50 r/n MOXET He COMpoBOXAATbCA BbIPWKEHHLIMU HAPYLUEHUAMM
06LLEro COCTOSHUA WK CepAevHO-cocyamcToli cuctemsl. [ns yao6cTea
OLEHKN 3PPEKTUBHOCTM MEpenvMBaHMS 3PUTPOLMTHOM Macchl Ha ypo-
BeHb remMaTtoKpuTa JOMyCcKaeTcs, 4To NpupocT nocnefHero (B NpoLeH-
Tax) paBeH KOAMYECTBY BBELEHHOW 3PUTPOLMTHOW MacCbl (B MUIAM-
nmTtpax Ha 1Kr). Tak, npy BBeAEHWUM ee B KOMYecTBE 5 MA/KI YpOBEHb
remMaTtokpuTa y peumnmeHTa noBbICUTCA NpumepHO Ha 5%. [Mpu cocTas-
NEeHUN 3TON (HOpMYnbl MOLPa3yMeBalOT, YTO 00LEM KPOBU peLuvnmeHTa
paBeH 75 MA/KF, a ypOBeHb remaTokpuTa— 75% OT YMIOTHEHHOW
Macchl 3puUTPOLMTOB. [pu Nporpeccupyromx pedpakTepHbIX aHeMUSIX,
TaKMX Kak TaflacCeMusi UAM rMNonaacTuyeckne aHeMuu ¢ nsbupartensb-
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HbIM HapyLleHWeM 3pUTPONo33a, ANA NOALEPXaHUS XMU3HWU 6O0SIbHOro
Heo6X04MMbI TemMoTpaHc@y3umn. [ns 3Toro npegnodTuTe/lbHO BBOAUTH
3PUTPOLIUTHYIO Maccy, 3aMOpPOXEHHbIE B IMIULEPUHE Mpenapatbl KPoBu
W KpPOBb, 06efHEHHYHO nerikoumTamu. [pyu MCMONb30BaHWM Mnocnes-
Heli pexke pa3BuBatoTCsA (hebpunbHble peakLnmn, CBS3aHHbIE C 06pa3oBa-
HUEM NeliKOarrlOTUHWHOB. 3PUTPOLMUTHYH) MacCy Npu OLHOKPaTHOM
BBeJEeHUN BBOAAT B Ko/m4yecTBe 15 MA/Kr. ECnn eCcTb NpU3Haky passu-
TV CEepAEYHON HeAOCTAaTOYHOCTW WM e BO3MOXHOCTW, CliefyeT 3Ha-
UMTENbHO YMEHbLIMTL 00bEM BBOAWMON >kuakoctu. [pu  KpaiiHe
TSDKENO NPOTEKAOLIEN aHEMUM C SBIEHWMSIMWA BTOPWYHON CepaeyHOi
HeJOoCTaTOYHOCTM MOTYT 0Ka3aTbCHA MOMe3HbIMU MHOFOKpaTHble Apo6-
Hble TpaHC(y3nWn 3pPUTPOLUTHON Maccbl N0 2—4 MA/KF; Npu 3TOM
cnefyeT pelunTb BOMPOC O LefecoobpasHocTM 0LHOBPEMEHHOMO BBeAe-
Hus hypocemuga. lMNpu ABHOM cepheyvHOl HeAOCTAaTOYHOCTM LEenecoo6-
pasHO NpoBecTU 0OMEHHOe MepenuBaHWe 3PUTPOLMTHON Macchl. Mpe-
napatbl HanepcTAHKA WMEKT B MOLOGHLIX CUTYaLMsX OrpaHUYEeHHYH
LIEHHOCTb.

MepenvBaHne TPOMGOLMUTHOWM Macchl

MepenvBaHne TPOMOOLMTOB 06ecreynBaeT BPEMEHHbI remocTaTu-
yecknii 3(PGEKT Yy HEKOTOPbIX OO0/MbHbIX C TPOMOOLMTOMNEHUYECKNMMU
KpoBOTEeUeHUAMM. TMPOJO/MKUTENBHOCTb XU3HU NEPENUTLIX TPOM6GOLK-
TOB B HOpMe cocTaBnsieT 9—10 aHeil. HecmoTps Ha TO YTO NpW Nepenu-
BaHUW Tennoli JOHOPCKOM KPOBU YPOBEHb TPOMOOLMTOB Y PELUNNEHTOB
MOBBILIAETCSA KpaiiHe HEe3HAYNTeNbHO, KIMHUYECKU BblpaXKEHHOE KPOBO-
TeueHMe MOXeT ObITb OCTAaHOBAEHO. Mcnonb3oBaHWe 06oralleHHON
TpombouuTaMmn Nnasmbl UM KOHLEHTPATOB TPOMOOLMTOB, MOSTYyHYEHHbIX
13 CBEXE KPOBWM U NMOMELLEHHbIX B MaCTUKOBbIE KOHTEMHepbl, N03BO-
NSeT 4OCTMYbL YPOBHA TPOMOOLMTOB, NpubamxkatoLlerocs K Hopme. Hec-
MOTpPSA Ha TO YTO MPeACTaBNAETCA LenecoobpasHbIM NPUMEHEHNE TPOM-
6ounTOB, COBMECTUMBIX MO cucteme ABO M Rh-hakTopy, BbINOAHWTb
3TO 4acTo He yaaetca. [Mpu nepenmMBaHWM KOHLEHTPATOB TPOMOGOLIUTOB
HECOBMECTUMOI KPOBW JOHOPOB NpPo6iemMbl BO3HWKAKOT PeAKo, OAHaKo,
MOCKO/bKY B KOHLIEHTpaTax COAepXKaTcs 3pUTPOLUTbI, MONYUYEHHble OT
NnonoXuTenbHbIX Mo Rh-hakTopy [OHOPOB, OHW He AOMKHbI Nepenu-
BaTbC Rh-oTpuuaTencHbIM peuunueHtam. [lepenvBaHue TpomooLM-
TOB, COBMECTUMbIX C KMeTKaMu peuunueHTa no cucteme HLA, obyc-
NOB/MBAET CLEepXUBaHWE NPOLLECCOB M30UMMYHU3aUuK 1 obecrneynsaeT
BbDKMBAEMOCTb NEpPenunTbiX TPOMOOLMTOB. VX TpaHCHhy3uMM O0KasbiBatoT
BPEMEHHbI 3heKT Mpyn TPOMOBOLMUTOMNEHNSX, CBA3aHHbIX C HeafeKBaT-
HOCTbIO MPOAYKLMM KETOK, HanpuMep Mpu runonaiacTMyeckoi naHum-
TOneHUn W1 neiikose. TpaHcy3um 6GecrnonesHbl NM60 3DPEKT OT HUX
npexoaAaLy, npu yCUNeHHOM paspyLueHun TPpoMOOLUTOB B nepudepuye-
CKOM KpOBW, Hanpumep npu UAMONaTUYECKOW TPOMOOLMTONEHNYECKON
nypnype. Kpome Toro, B pe3y/nbTate BBefeHUS TPOMOOLMTOB OT He-
CKONbKMX [JOHOPOB B OpraHu3Me pelunmeHTa o6pasyroTca u3oaHTuTeNna
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MPOTMB TPOMGOLMTAPHBIX aHTUreHoB. [Mpy nocreaytowmx TpaHcdy-
3UAX TPOMOOLMTOB BbIPXKEHHOCTb TepaneBTUYECKOr0 OTBETAa CHU-
Xaetcs.

MepennBaHue rpaHyoLUTOB

B cBA3M C Manoi MpOJO/MKUTENTbHOCTLIO XKM3HM TPaHyNoLUTOB B
COCYANCTON CETU, UX Manol KOHLEHTpauueli B KPOBM 340POBOr0 Yeno-
BeKa nepenuBaHue LeMbHOW KPOBU 340POBOr0 AOHOPA He MMEET npak-
TUYECKON LeHHOCTU Ans obecreyeHns peumnueHTa neiikountamu. lNpe-
XOLAAWMIA KIMHUYECKMIA U TemMaTonornyeckmin apekT Habnoganm npu
nepenvMBaHMN 60MbHLIM HEWTPONeHWel KpoBW OT [JOHOPOB, CTpafato-
WMX XPOHUYECKUM TpaHy/NoUMTapHbIM fIEAKO30M C OYEHb BbICOKUM
YPOBHEM /1EMKOLMTOB B KpPOBU. W3BneyeHne GOMbLUNX KOANYECTB Held-
TPO(W/bHLIX NENKOLUTOB U3 KPOBM 3[40POBLIX [JOHOPOB MOXET ObiTb
OCYLLECTB/IEHO B CenapaTopax C MOCTOSHHbIM TOKOM KpOBW, paboTaro-
WMX Ha npuHuMne AnughepeHUMpPOBaHHOIO LEHTPUGYIrMpoBaHus 1
OCHaLLEHHbIX BOMIOKOHHbIMK (UnbTpaMu M3 HeinoHa. MMnasmadepes ¢
[BOVHBIM TOKOM KPOBUW W METO[, LEeHTPU(YrpoBaHnUsA MNPy NOCTOSHHOM
TOKE KPOBM TaKXe MCMNOMb3YIT A1 MOAYYeHUs BOMbLUMX KOJIMYECTB
rpaHynoumMToB OT OAHOr0 AoHopa. [locne TpaHchysuyu NenKouuToB
YMEHbLIAETCA YUCNO NeTalbHbIX UCXOLOB CpeAn OO0/bHbIX C CErncucoM,
BbI3BaHHbIX PaMOTPULATENbHBIMA  MUKpPOOpraHusmMamu, Ha (hoHe
BbIP@KEHHON NEMKONeHNN. 3TOT METOA NIeYeHNs MOMy4Ynn pacnpocTpa-
HeHue npu hebpunnTeTe N UHPEKLMAX, CONPOBOXAAIOLLNXCS BblpaXKeH-
HO, HO MNOTEHUMAaNbHO NpPexoasLleid HeNTPOoneHuen, 06YCNOBNEHHON
MPOTUBOONYXO/IEBLIMM MpPenapaTaMu WM TpaHCM/aHTaLMein KOCTHOro
mo3ra. TpaHC(y3us rpaHy/noLUTOB PEKOMEHAYETCS MpU Cencuce HOBO-
POXAEHHbIX C HEATPOMEHMWEN N CHWKEHHbIM TPaHynoLMTapHbIM pe3ep-
BOM.

MnasmMa U ee KOHLEHTPMPOBaHHbIE Npenapartbl

Mpn ocTpoM 06e3BOXMBaHWMA OpraHW3Ma, KOorja YMeHbLUaeTcs
06bEM Ma3Mbl, HO COXPaHSeTCs afleKBaTHOE KOMMYECTBO 3PUTOLMTOB,
nepenuBaHvWe nna3Mbl 06ecrneymBaeT YBeNMUYeHWe 06beMa LUPKYIn-
PylOLLeli KpOBW, BOCCTAHOB/IEHWE LMPKYAALWM UM MOYEYHOro KPOBO-
ToKa. O6bIMHO NnasMy BAMBAKOT B KonmdectBe 10 ma/kr. MpumeHeHWe
CBeXel nnasMbl U ee KOHLEHTPUPOBAHHBLIX MNPenaparoB, TakuUX Kak
thaktop VII 1 pubpuHOreH, npu COCTOSHMSX, CONPOBOXAAtOLLMXCA
MOBbLILLIEHHOW KPOBOTOUYMBOCTLIO, 06CYXAaeTCs B ApPYrux pasjenax
rnasbl. OOblYHbIE nNpenapatbl raMma-rnobynnMHa He MOryT ObiTb
MCNOMb30BaHbl AN9 BHYTPUBEHHOIO BBEAEHWS, TaK KakK Mnpu 3ToM obpa-
3ylOTCA  KPYMHbIE PEaKTWMBHbIE arperartbl, BbI3bIBAKOLLME CHUDKEHMWE
apTepuanbHOro faBneHus U WoK. OfHako 6biny paspaboTaHbl 6onee
COBpPEMEHHbIE MpenapaTbl ramma-rnobynmHa, KOTOpble MOXHO 6e30-
MacHO BBOAWUTb BHYTPUBEHHO.
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CMELA/IBHBIE BOMPOCHI TEMOTPAHC®Y3VOHHOW TEPAMUN

Bbl6op KpoBu g TpaHcy3nn. B KpoBm, cofepxkalleiics npyu TeM-
nepatype 4 °C, XW3HeCNnoCO6HOCTb 3PUTPOLMTOB CHUXKAETCH NPOMop-
LUMOHANbHO CPOKY ee XpaHeHus. [na remoTpaHcdysuid no MoBogy
OCTPOro KPOBOTEYEHWS 3TO HE WMMEET 3HAYeHWs, OfHAKO, ecnn peyb
MAET 0 JEeTAX, HY>KAAILWMXCA B MOBTOPHbLIX reMOTpaHChy3unsx, cnegyet
BbIGMpaTh Hambosiee CBEXYK KPOBb.

B kayecTBe CTaHAApPTHOrO aHTUMKOAry/nsHTa B HAaCTOsLlee Bpems
Bmecto AC/ wncnonbsytoT Lid[J (unTtpaTdoctaTaekcTposa) B CBA3M C
TeM, YTO OHa 3PheKTUBHEe 06ecnevmBaeT XU3HECMOCOOHOCTb N DYHK-
LMOHA/bHYIO MNOMHOLEHHOCTb 3PUTPOLMTOB.

KpoBb, npefHa3HavyeHHas AN MepenvBaHus, LO/MKHA OTHOCUTLCS K
Toii xe rpynne (O, A, B un AB), 4to 1 KpoBb peunnueHTa. Cnegyet
Bcerfa npoBoAuTb NPo6y Ha COBMECTUMOCTL C 3pUTPOLMUTaMU AOHOPa U
nnasmoi peumnueHTta (OCHOBHas npoba Ha COBMECTUMOCTb) MO MeToAYy
Kymbca. XenatenbHo ybeauTbCHd B COBMECTUMOCTW KPOBW [OHOpa U
6onbHOro no Rh-aHTureHam. Jlmua ¢ oTpuuatensHoid mo Rh-thakTopy
KpoBbto (d/d) HMKkOrga He [OMKHbI MonyyaTb Rh-MoNoXMTENsbHYH
KpOBb; 0bpaTHas cuTyauums gonyctuma. HecmoTps Ha TO 4TO 60/bLLON
OnbIT, NPUOBPETEHHbLIA B BOEHHO-MOJIEBbLIX YC/IOBUSX, CBUAETENbCTBYET
0 6e30MacHOCTM BAMBaHWS TaK Ha3blBAeMOW YHMBEPCASbHOW [OHOPCKOA
kpoBu (rpynna O, oTpuuatensbHas no Rh-thakTopy, C HW3KMM TUTPOM
aHTU-A- 1 aHTN-B-n3oremarrfoTMHUHA), HEO6XOAMMOCTL B €8 UCMO/b-
30BaHUM MOABMSETCS KpaiHe peaKo (3a MCKIHOYEHWEM 3KCTPeMasibHbIX
CUTyauuid), NOCKONbKY B HAacTOsLLee Bpems cO3f4aHbl GaHKM KpOBW.

PUCK OCNOXHEHWUI, COMPOBOXAAKLWMX remoTpaHcdysmn. He-
CMOTPA Ha COBPEMEHHble TEXHOMOrMyeckne MeTOfbl, MpeBpaTUBLUNE
nepennBaHne KpPoBWM B OTHOCUTENIbHO 6e30nacHyto mpouenypy, onpege-
NEHHbIE PUCK OCNMOXHEHWI A Bce e cyulecTByeT. CrefoBaTeNbHO,
remoTpaHcgy3um cnefyet NPoBOAUTL NULLL B TOM C/lydae, eCNy Nosb3a
OT HUX 3HAYMTESIbHO MpPeBbILLIAET BO3MOXHbIE OCNOXHEHUA. Mpnbnnsu-
TenbHO Yy ogHoro m3 2000 nuy, pasBMBAKOTCA TSXKENble peakuun B
pesynbTaTe Kak CamMOi Mpouefypbl, Tak W ee OTAaNeHHbIX nocneg-
CTBWI. MICTOYHMKOM MpOG/eM, CBSA3aHHbLIX C reMOTPaHCcy3uamm, MoryT
CNYXUTb CNegytoLime NpPUUUHLI.

OWMBKN TeXHUYeCcKOro nepcoHana. OwnbKM Npu map-
KUPOBKe, HemnpaBufbHas WAEHTUPUKALMSA KOHTEWHEPOB C KPOBbLIO
MOryT CTaTb NPUYUHOW TOro, YTO BO/LHON MONYYMT HECOBMECTUMYIO
KpoBb. Hanpumep, ecnn 601bHOMY C rpynmnoil Kposu O BBECTU KPOBb
rpynnbl A win B, y HEro MOXeT HacTymnuTb BHYTPUCOCYAUCTLIA FeMo-
N3, MPUBOAAWMIA K NEeTaIbHOMY WCXOAY.

M3omMMyHM3auma aputpoumTamu. lMouTu Kaxaplin pas
npy reMoTpaHcy3un peunurnmeHT nosydaeT LOHOPCKUE 3PUTPOLMUTHI,
HecylliMe aHTUreHHble (PaKTopbl, OTCYTCTBYIOLLME Y peuunueHTa. MHo-
rMe M3 HUX MPeSCTaBnAT COB0A Cnabble aHTUreHbl, 04HAKO OHW CMo-
COOHbI BbI3BaTb WUHTEHCMBHOe 06pa3oBaHWe aHTWUTen, YTO Mpu MOBTOp-
HbIX TpaHCQy3usx YBeNUUYMBAeT PUCK AN UMMYHU3UPOBAHHbLIX AL,
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lenatuT. HekoTopble nvua MNpeAcTaBaslOT cO60 6eCCUMMTOMHbBIX
HOCUTENeil areHToB CbIBOPOTOYHOro renatuta. B CLUA o6s3aTensHas
nepef npoBefeHVeM TpaHChy3uy MNpoBepka KpoBW Ha aHTureH HBS
Cnoco6CcTBOBaNa 3aMETHOMY CHWXKEHWMIO pucKa 3ab0/eBaHNA peuunmeH-
TOB renatutom B. OpHako aBcTpanuiickuii aHTureH (HBSAg) o6Hapy-
XWBAKOT B KPOBU NuLlb Yy '/3 LJOHOPOB. B CBA3M C 3TWM OCHOBHOM MO
yacToTe (POpMOI TpaHCHY3MOHHOrO renatuTa CTAHOBMTCA TaK Hasbl-
BaeMbli HU A HM B. Ero vHKy6aUWOHHbIA Nepuof BapbMpyeT, KAUHU-
YeCKW OH MPOTEeKAaeT JIErKO, ero MpOosiBMIEHNA 4YacTO OrpaHWyYMBaloTCA
noBbileHnem ypoBHeid ACT n AJIT. BbIsiBUTb BCEX HOCWUTENel BUpyca
WM MHAKTMBMPOBATL ero B Mnpernaparax KpoBW HepeanbHO. Puck 3apa-
YKEHWS NpW UCMO/b30BaHUM KOHCEPBMPOBAHHOM NnasMbl NPOMOPLUOHa-
NeH uucny [0HOpPoB. [pUMEHEHWe 3aMOPOXKEHHbLIX 3PUTPOLUTOB, Kak
nonaratT, CNOCOOCTBYET YMEHbLUEHWIO pUCKa Mepejayn renatmTa.
Mpn remoTpaHCchy3nax MOryT nepefaBaTbCAd TakXe cUUIUC, Mans-
pus, TOKCOMAa3MO03 W LMTOMErasioBUpYCcHas WHMeKUUs.

CvHgpom nprobpeTeHHOro uMmMmyHogeduunta (CriA4). Bnepssie
CNNJ 6bin BbISBAEH Y MY>XUYMH-TOMOCEKCYa/INCTOB U 6O/IbHBIX HAPKO-
MaHWel, BBOAMBLUMX HApPKOTWKW BHYTPUBEHHO. [lo3aHee OH 6bin Ana-
FHOCTVMPOBAH Y PELUMUEHTOB KPOBM W BOMbHBIX FeMOUINENA, KOTOPbIM
BBOAWAM KOHUeHTpaThbl ¢aktopa VIII. 3TMONOrMYeckum areHTom cny-
XUT BUPYC, n3bupaTenbHO nospexaatolmin T-numdountbl (HTLV-11I).

BecHoin 1985 r. BCIO [JOHOPCKYH) KPOBb, HaxoAsLLytCsi B HaHKax
kpoBu B CLUA, Havanu nccnefoBaTb Ha MpeaMET BbISIBNEHUS B Hei
aHTuTen kK HTLV-III ¢ nomoubo (epMEHTHOIO UMMYHOCOPGEHTHOroO
aHanmsa, No3BO/AIOLLEro, Kak MosaralT, AOCTATOYHO HafeXHO onpe-
[ennTb MHPULMPOBAHHYI0 KPOBb. ITO MEpPONpusATMe B COYETaHUMU C
WCKNHOYEHUEM-U3 YMCNa [OHOPOB JIUL, BbICOKOIO PUCKA MH(ULMPOBAH-
HOe™ [Oo/MKHO cnocobCTBOBaTL COKPALLEeHWIO pacnpocTpaHeHus 3a6o0-
NeBaHNsA MpU MepemBaHuAaX KpoBW.

LinTomeranosupycHas (LIMB) nHtekums. HefoHOLWEHHbIE AeTH,
KOTOPbIM BBOAW/IM CEPOMONOXUTeNbHY Mo LIMB KpoBb, nepeHocunu
TAKenoe 3abofieBaHue, XapakTepu30BaBLUEECA MHEBMOHWeER, renatu-
TOM, TPOMOOLMTOMNEHMEN U reMONUTUYECKON aHeMueid. pu Ucnonb3o-
BaHUWM cepoHeraTuBHOW no LIMB KpoBM 4acToTa WH(MUMPOBAHUA
PeLMNUEeHTOB YMeHbLUIAeTCs.

MMyHM3aLuma npy nepesiBaHUM NIeMKOUUTOB, TPOMOOLUTOB U
npenapaToB 6e/KoB MNiasmbl. JIEMKOUWTLI, TPOMOOLMTLI M HEKOTOPbIE
MPOTEUHbI CbIBOPOTKU HECYT B CBOE/ CTPYKTYpe MOAMMOPMHbLIE aHTW-
reHbl; MHOFOKpaTHblE TPaHCMY3MM MOTyT CONPOBOXAATLCA MOSABIEHVEM
aHTUTeN NPOTWB 3TUX KOMIMOHEHTOB.

Meperpyska cocyguctoro pycna (runepeonemus). Y 60MbHbIX C
XPOHUYECKON aHeMWeil YyBEeNMUMBAKOTCA 00BEM NJasMbl W CepAeYHbIi
BbIOPOC, MO3TOMY BBEfEHWE KPOBU MOXET CMPOBOLMPOBATL Y HUX 3a-
CTOMHYIO CepfievyHyt0 HegocTaTovyHoCTb. CrefoBaTensHO, 6bICTPO BBO-
OnTb 60MblUMe 06BEMbI KPOBM 3TUM 6O0/MbHLIM MPOTMBOMOKA3aHO.

VcToweHne 3amacoB B KOHCEPBMPOBAHHOM KPOBU 1abUIbHbIX
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KOMMOHEHTOB. [1py XpaHeHWW B KPOBW paspyLUaloTcs TPOMOOLUTHI 1
CHVXaeTCA aKTMBHOCTb N1a6WNbHBLIX (haKTOPOB CBepTbIBAHWUSA, TakKux
Kak ¢aktop VIII (akTMBHOCTb €ro nocne XpaHeHMs B TeyeHWe 7 [Held
CHWXaeTca Ha 75%). Mpu MacCUBHbLIX MepennBaHUAX KOHCEPBUPOBAH-
HOM KPOBM WU NpW NpoBefeHUM 0OMEHHOro nepesimBaHuUs NPOUMCXOAAT
CNOXHbIe HapyLIeHUs CUCTeMbl remocTasa. MpruMeHeHMe CBeXel KpoBM
Nno3BoNseT m3bexarb KX. PeKOMeHAyeTcs NPUAEPXKUBATLCA CReayto-
Lero npaswia: MpU MPOBEAEHWM MHOFOKpaTHbIX TpaHCdy3uidi B Teuye-
HVEe HenpoLO/KMTENbHOIO BPEMEHM KaxjJas 4eTBepTas Mopuus Kposwu
[O/MKHA 6bITb CBEXENPUrOTOB/IEHHON. K 3pheKTUBHBIM MeTOAaM OTHO-
CUTCA U BBeLeEHWe B LOMOSIHEHME K 3PUTPOLMUTHOM Macce CBEXe3aMopo-
YKEHHOI nmnasmbl. OCTpble TOKCUYECKME peakLnm MOryT BbITb CBA3aHbI C
MPUCYTCTBUEM LMTpaTa.

Meperpyska opraHusMa >xenesom. B kaxgabix 500 M1 Kposu
cogepXxutcs npuMepHo 250 Mr >kenesa. Y 060MbHbIX, CTpajatoLimnx
pedpakTepHbIMK (hOpMaMmM aHEMMWK, MO MOBOAY KOTOPbIX UM TpebyroTcs
yacTble TpaHC(y3uMW, B KOHEYHOM WTOre pas3BMBaeTCs reMoCcuiepos.
HakannnBasAcb B KOXe, MeyeHu, CeneseHKe N Apyrux opraHax, Xeneso
MOXET NPensaTCTBOBaTb WX HOPMabHOM (YyHKLUMK.

MOCTTEMOTPAHC®Y3NOHHBLIE PEAKLIWN OPTAHN3MA

Annepruyeckre peakumm. B 1—2% npu remoTpaHcdy3nax passu-
BalOTCA a//IePruyeckme peakumum, K OCHOBHbIM K/IMHUYECKUM MposiBe-
HMAM KOTOPbIX OTHOCWUTCS KpanuBHULA, COMPOBOXAAlOLLasacs 3y40oM; B
OTAEMbHbIX CAy4asaxX MOryT NMPUCOEAMHATLCS 3aTpyAHEHHOe AbiXaHue U’
apTpanrmn. MexaHusm pa3BUTUA ITUX peakuuid OCTAeTCA HEACHbLIM,
OfJHaKO OHW MOryT ObITb CBfi3aHbl C anfepreHamy WAM aHTUTenaMu
[OHOPCKO Nna3Mbl. MosiBAeHNWE TONMBKO KPanuBHULLbI HE CAYXMUT MOKa-
3aHMEM K MpPEeKpalleHUto remoTpaHCcdy3nmn; aHTUIUCTaMUHHbIE npena-
paTbl WM KOPTMKOCTepoMAbl MNpeAcTaBnAtOT coboi  3(hheKTUBHOE
neyebHoe ¥ NpoMNaKTUYECKOe CPeACTBO MpW 3TUX peakumsx.

debpu/ibHble peakuun. BeefieHWe B NpPakTUKY OLHOPA30BbIX CU-
CTEM [f1f MepenvBaHWs KPOBWM W3 MNIACTUYECKMX MacC M03BOJIUIIO
NCKMOUYNTL NonafaHve B OpraHvW3M pelunueHTa 60/bLUMHCTBA 3K30-
FeHHbIX MUPOFEHHbIX BewecTB. CeHCMbUNM3aUMA K NeAKOLUTapHbIM
aHTUreHam MoXkeT 06ycnoBuTb PebpubHbIe peakuun, NPosBAsHOLLMecs
03HOG0OM M MOBbILWEHWEM TemnepaTtypbl Tena Ha 1—2°C. OHu pa3Bu-
BalOTCA BCKOpe Mocne reMoTpaHcy3um W NPoAo/KaloTCs B TedeHue
HECKOJIbKMX 4acoB. MNpUMeHEHVE OTMbITbIX 3PUTPOLMTOB C HEGOMbLUMM
UMC/IOM NeKOLMTOB, LUMPOKOE WCMONb30BaHWE CaMLMMIaTOB M03BO-
NAOT CHU3UTb YacTOTy ITUX peakuuid. Pa3BUTUSA BbIPaXEHHbIX (eb-
PUMBHBIX Peakuuii MOXHO M36eXaTb, BBOAA 060/bHOMY BOCCTAHOB/EH-
Hble CBEXE3aMOPOXXEHHbIE 3PUTPOLMUTLI. B UCKIOUNUTENBHBLIX Caydasax
nopums KpoBM MOXeT ObITb 3arpssHeHa 6akTepusmu. [Mpu nepenusa-
HUM MHULMPOBAHHOW KPOBM MOTYT HaCTynuTb TsKenble DebpunbHble
peakuuu, COMPOBOXJAtOLLMeCH LUOKOM, 3aKaHUMBalOLUMCH CMepTbio
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60nbHOro. MockonbKy oTAnGhepPeHUMPOBaTL 3TN peakumMn OT remonn-
TUYECKMX BECbMa TPYAHO, reMOTpaHC(y3unio CrefyeT HeMeleHHO npe-
KpaTuTb, KaK TOMbKO Yy 6OMbHOIO MOSBUTCA NMXOpajka WM O03HOO.

FemonuTMUeCKMe TpaHCY3UOHHbIE peakuuun. [eMonamMTUYecKme
peakuMu COMpOBOXAAKTCA MAacCUBHbIM BHYTPUCOCYAWCTbI paspylue-
HMEM 3PUTPOLMTOB, UTO MNPOSBASETCA SIMXOPAAKONA, 03HOGOM, rOMoB-
HbIMK 601AMK 1 6ONsSMK B 061aCTU CMINHBI. Y aHeCTe3MPOBaHHbIX 60/b-
HbIX 3TV CUMMTOMbI OTCYTCTBYKT. TsDKe/ble peakuun 3aKaH4MBatoTCH
Pa3BUTUEM LLIOKA U OCTPOI MOYEYHOIN HegocTaTouHOCTU. OBbIYHO MOSB-
NATCA  TeMOr0buHeMUs U remornobuHypus. Tpy Nogo3peHnn Ha
remMO/IMTUYUECKYH) PeakLuilo reMoTpaHChy3ulo cnegyet HemeaneHHO
npekpaTuTb. [unarHo3 noaTBepXxaaeTcs MyTeM MOBTOPHOrO onpefgene-
HUA TPYMnbl KPOBW AOHOPA W PeuunmeHTa, MOBTOPHbIX MPO6 Ha COBMe-
CTUMOCTb U UCCNef0BaHMS NNa3Mbl M MOYM Ha NPUCYTCTBME CBOOOAHOMO
remornobuHa. Ana nognepxaHus auypesa cneflyeT HayaTb UH(Y3UOH-
HYl Tepanuio C MNpuMeHeHWeM MaHHUTONa. Kak npasuio, 60/bHOM
MepeXxuBaeT MepBbli OCTPLIA reMOAUTUYECKMIA 3MU304; MpU afeKBaT-
HOM fle4eHUU GONBHOFO C OCTPOI MOYEYHON HeJOCTAaTOYHOCTHIO, Kak
MpaBW/0, HacTynaeT BbI3LOPOB/IEHME.
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HAPYLLEHNS ®YHKUWW NENKOLNTOB

N3yueHne, MoacyeT v uaeHTUMKaLuA NelikoumToB nepudepuye-
CKOM KpOBWM W WX MpPefLecTBEHHUKOB B KOCTHOM MO3re MOryT ObITb
BbIMONHEHbI 6€3 3aTpyfAHeHWiA. Hambonee BaXKHble WX (YHKUUWN CBS-
3aHbl C 3aLMTON OT MH(EKUUN N yaaneHWemM NpoayKTOB pacnaja Kie-
TOK. V3yyeHne NeKoUuMTOB W NENKOLUTAPHOW (POPMY/bl MOXHO pac-
CMaTpuBaTh KakK BaXKHbIA CKPUHUPYIOLLMIA MeTOA, MOCKOJ/IbKY MpU MHO-
rmx 3aboneBaHUsAX OTMEYAKOTCA WX XapakKTepHble U3MeHeHus. B Hopme
3TV noKasaTeNnn nepeyncneHbl B Tabn. 18-3.

JNelikounTbl NPUHATO pasfensTb Ha ABa OCHOBHbIX Kfacca: rpaHy-
NnouunTbl, NpeAcTaBfiEHHble HeWTpodunamMu, 303MHOGUNaMN 1 BGasodu-
naMu, W arpaHynouuTbl, WIN MOHOHYK/eapbl, K KOTOPbIM OTHOCATCH
AMMGOUUTBI U MOHOUWTBI.  KNeTOYHble aHTWreHbl NeKOLWTOB OT/Ku-
YaloTCAd OT aHTWUFEHOB 3PUTPOLMTOB.

TWMbl NEMKOLWTOB

HeliTpodunbl. K npeobnagatolemy Tuny rpaHynoLMTOB OTHOCATCA
HeliTpodubl. B mx agpax pasnmyaloT 1—b5 CermMeHToB, B CBSI3U C YeM
3TW KNETKU Ha3blBalOT NONUMOPKHO-HYKNeapHbIMU NeikounTammu. OHK
oT/MyatoTcs amebonofo6HOM NOABMXKHOCTBIO, XEMOTAKCUCOM W aKTUB-
HbIM (haroumTrpoBaHvem. pu okpawmBaHuKM Mo MeTogy Paiita B WX
LMTONNa3Me BbISBASIOT MEJIKUE rpaHysbl CO CBETNO-(MONEeTOBbIM (Held-
TPOUIbHLIM) OTTEHKOM. [paHynbl NpeAcTaBNAOT COBGO NM30COMBI 1
CofepxaT HeCcKO/ibKO BWIOB PacLLennsolmx (GepMeHTOB, B TOM YuC/e
npoTeasbl, KaTencuHbl U An3ouumbl. Mpu 3axBate HelWTpoduiom bak-
TEPUIA UK ApYrux YacTuL, HauMHaeTcA MpoLecc AerpaHynsaumMm, conpo-
BOX/AOLUMICA BbICBOOGOXKAEHNEM W3 rpaHyn (hepMEHTOB W MPOHWUKHO-
BEHVEM WX B BaKyonu, (POPMMPYIOLLMECH B HEMOCPeLCTBEHHON 61u-
30CTM K MHOPOAHBLIM YacTuuam. lMpouecc daroyuTosa coONpoBOXAeTCA
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pe3KUM ycuneHueM («B3pbIB») METabo/MYecKO akTUBHOCTU U 3HAYU-
Te/lbHbIM  YBE/IMYEHNEM MOI/OWEHUs  Kucnopogda. MeTabonmueckmii
«B3PbIB» COMPOBOXJaeTcs 06pa3oBaHMEM MEPeKMCH BOJOPOAa U 3aMeT-
HbIM YCW/IEHWEM aKTUBHOCTM MeHTO30(hoc(haTHOro NyTM MeTabonusma
FAIOKO3bl.  HapylieHne OUMOXMMWUYECKMX MEXaHW3MOB, fieXalimx B
OCHOBe (parounTo3a ¥ BHYTPUK/IETOYHOr0 MepeBapuBaHuns, MOXET Npu-
BOAUTL K BbIP&XXEHHOMY OCNabNneHno CONPOTUBISEMOCTM OpraHn3Ma.

HenTpothmnbl N0oKannM3yroTca B ONpefeNieHHbIX NPOoCTpaHCcTBax, Wan
nynax. MUTOTMYECKWUI A Nyn MpeAcTaBieH MuenobnactamMu, npo-
MWenouuTaMM U MUENoLMTaMM KOCTHOrO Mo3ra. Co3peBatowuii
Myn COCTOUT M3 METamuesoLMTOB W ManoyvKosaepHbIX (opM, JOCTUT-
LUMX OTHOCUTE/NIbHO MOMHOW AudhepeHLnaLmm 1 yTpaTUBLLMX CMNOCO6-
HOCTb K AEMEHWI0, HO BCE €Lle /IOKA/IM3YHOLNXCA B KOCTHOM MO3re.
3anmacHOM nyn KOCTHOr0 mo3ra MpeAcTaBfieH pe3epBOM 3pefibiX
HEMTPOMbHBLIX (OPM, CMNOCOGHBLIX K 6bICTPO Mo6UAM3aunn. bbino
BbIICHEHO, 4YTO Ha MPOXOXAEHWe BCeX CTaauin audepeHumaumm ot
Muenobnacta 40 3penoro Heltpoduna, NosBASHOLLIEroCs B nepudgepu-
UECKOM KpoBW, KneTKa 3aTpaumBaeT 6—11 [Heid.

B nepudepuueckoii KpoBu HeATPOUIbI HAXOAATCA B ABYX NpubAn-
3UTE/IbHO paBHbIX MO 00beMy Myfnax, MeXAy KOTOpbIMUA OCYLLEeCT-
BNseTcA 00MeH. Myn UMPKYAMPYWLWMWX TFpaHYynouuToB
HaxoAuTCca B YPaBHOBELLEHHOM COCTOSHMM C MaprUHafNbHBIM
NynoM, MpPeACTaBNeHHbIM HeWTpotuiamMm, CEKBECTPUPOBAHHLIMU B
Masible KPOBEHOCHbIe cocyfbl. duU3MYecKas Harpyska, a Takke MHbek-
UM afipeHa/IMHA BbI3bIBAOT MOOUAN3ALMIO KIETOK M3 MapruHa/bHOrO
nyna B CUCTeMy KpOBOOGpalLeHus. Bpems NOay>KU3HW FpaHy/ouUTOB B
Heli cocTaBnsieT 6—9 4, MOC/Me Yero OHWM MPOHMKAKOT B TKaHEB bl
Myn, The BbIMO/HAIOT CBOK MEPBUYHYIO (DYHKUMIO (haroymTosa.
O panbHeiweM UX CyLeCTBOBaHWM B TKaHAX M3BECTHO Mao.

KOCTHOMO3roBOi MWTOTMYECKWUIA W CO3PeBalOWMA Mynbl 0ObIYHO
OLEHMBAKOT MPU WCCNEOBaHMM MyHKTaTa KOCTHOro mosra. mnepTpo-
hua  HeWTPOMILHOrO psja MpPOSABASETCA W3MEHEHVWEM OTHOLLEHUS
MEXAY MUENOUAHBLIMA W 3PUTPOUAHBLIMU 37IEMEHTAMMW, WU MUENo3puUT-
povaHoOro cooTHoweHus (M/3). Tlpu XpPOHMYECKMX BOCNANUTENbHbIX
npoteccax OHO yBennumBaeTcst go 5—10/1 (B Hopme M/ cocTaBnsieT
2—4/1). ApekBaTHOCTb 3arMacHoOro nyfa KOCTHOro mMo3ra MOXHO oLe-
HWUTb MPU UCCNeA0BaHUN M3MEHEHWI YMcna nepudepuyeckux nenkoum-
TOB MOCNe BHYTPUBEHHOrO BBEAEHUS 3KCTPAKTOB 6GaKTepuasibHbIX
SH[OTOKCMHOB WM  CTEPOMAHOrO  COeAUHEHWS  3TMOXONAaHOJIOHA.
B Hopme CTMMy/MpOBaHHbIA TakMM 06pa3om BbIGPOC KNETOK M3 3amac-
HOro Myna NpPUBOAUT K 2—4-KPaTHOMY YBE/IMYEHUIO YMCNa LMPKYIN-
pyrowmx HeidTpomios. lpu runonnasvym KOCTHOTO MO3ra 3TOr0 He
nponcxognT. C NOMOLLbIO PafMOU30TOMHLIX METOLOB WCC/eLOBaHMA
MOXKHO OLLeHWTb BpEMSi, HEOOXOAMMOe A1 CO3peBaHMA U Bblibpoca Heil-
TPO(UIOB M3 KOCTHOrO MO3ra, MM CKOPOCTb 060pOoTa HeMTPOdMnoB B
KpOBW.

Mpouecchl perynauuy 06pa3oBaHUs HEUTPOPUIOB MOTYT ObITb U3Y-
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YeHbl B Ky/IbTYpe KNETOK B MOMY>XMUAKOM arapoBOM refie. B MHTaKTHOM
KOCTHOM MO3re onpeaensietcsi He6OsbLLIOe YMCNO KNETOK, WM efUHWL,
obpasyrowmx KonoHmn (KOE). Mog cTUMynupytowmMm AeicTBUEM Top-
MOHOMOLOGHOr0 rNUKOMPOTENHA, W3BECTHOrO Mo Ha3BaHWEM KOJO-
HuecTumynupytowero taktopa (KC®) n BblpabaTbiBaeMOro MOHOLM-
TamMu KpOBWM U TKaHeBbIMU Makpodaramu, KOE dopmupytoT arperathbl
rpaHynoumTtoB. MeToabl namepeHns KOE n KC® Haxopat Bce 60nee
LUMPOKOE MPUMEHEHUE AN M3YYeHWUs COCTOSIHWIA, COMPOBOXAALLUXCA
MOBPEXAEHNEM HEWTPOPWUIOB, U A8 OLEHKM WX CMOCOBHOCTU K Moj-
BVXKHOCTU U XeMOTakcucy. Ons n3yuvyeHWs MuUrpaumu m nofsUdKHOCTM
NeAKOLMTOB in Vivo MOXET ObITb MCMO/b30BaH METO[, «KOXHOr0 OKHa»
Pe6oka.

TpaH3uTOpHas HENTPONeHWs HOBOPOXXAEHHbIX

HeliTpothmnes xapakTepeH Ans MNepBbiX AHEA HeoHaTa/bHOro
nepvoga, 04HaKO MpW TSHKEbIX MH(EKUMSX, Hanpumep Mpu LMToMera-
NOBMPYCHOW, TOKCOMMa3Mo3e, 6akTepuanbHOM Cencuce, OnmcaHbl Cry-
yan 6aKTepmanbHOW MHGEKLMN Y HOBOPOXAEHHBIX C CEMeiHON hopmoit
HeiATponeHnn. MaTepn HeKOTOpPbIX [EeTeil TakKe CTpafjann Hentpone-
HWEA, 4TO CBUAETENLCTBYET O BO3MOXHON Mepefaye ryMOPa/bHOrO
MHIMOUTOpa WM aHTUTEeN OT MaTepu K pebeHKy. W3oMmmyHu3aums
6epemMeHHOl aHTUreHaMmn NeiKOLMTOB M04a aHanornyHa MexaHusmam
Kh-ceHcnbunumsauun. baktepunanbHble MHDEKL MU 0ObIYHO OTBEYAOT Ha
CaMyt0 WHTEHCUBHYIO aHTWbaKTepuasbHyl0 Tepanuio. ANUTensHOCTb
HeMTPONeHUNn MOXET ObITb PasfIMYHOM, HO Yalle cocTaBnseT 2—4 Hep,

203mHOGMAbI. TMpn oKpacke Mo PoMaHOBCKOMY B 303MHO(MAax
BbISBNAIOT KPYMHble rpybble rpaHyfbl SPKO-KPacHOro Luseta W a4pa,
cojepxallive OfMH-fBa CermMeHTa. B HOpMe 3TU KNeTKM COCTaBasloT
MeHee 5% OT BCEX LUMPKYAUPYIOLWNX NelAKOUMTOB. YMcno 303MHOMN0B
YMEHbLUAETCA NPY BbICOKNX YPOBHAX FOPMOHOB KOPbI HAAMOYEUYHNKOB U
YBEIMUMBAETCA MPU MapasUTapHbIX W aniepruyecknx 3aboneBaHUsX.
303MHOMINS MOXET COMPOBOXAaTb M 60/1e3Hb XOMKKMHA. Y MEpPEHHO
WX YUCMO MOXET YBENNUYMBATLCA B MEPUOL BbI3LOPOBIEHNS MOCMe
BUPYCHbIX MH(eKumit. B CLLA Hambonee BbIpPaXXeHHYH 303MHODUANIO
BbISIBNAIOT NpY TakMX MapasuTapHbIX 3ab01eBaHMSX, KaK BUCLepaibHas
thopma larva migrans n TPUXMHO3, MPXU KOTOPbIX MPOUCXOANUT MHBA3NA
TKaHel renbMUHTaMu. VIMEKTC COOOLLEHNS O CeMEMHbIX M npesnoso-
XKUTENbHO TEeHETMYECKUX (opMax 303UHODUANK.

Basounbl. 3TOT TWN NEKOLWTOB pasnnyatoT Mo rpyobiM TEMHO-
CUHEro LuBeTa rpaHy/namM, 3anofHAWMM LUUTOMNa3My U CTUPaoLLMM
oyepTaHue agpa. B HuxX cogepxatcs 60MbliMe KOMYeCTBa renapuHa u
ructamuHa. B Hopme 3TW KNeTKU cocTaBnsoT meHee 1% oT obLiero
yncna UMpKynupyowmnx neikoumtTos. WX ynucno yBenuumMBaeTcs npu
XPOHUYECKOM MWENOMeiiko3e W reHepanvn3oBaHHON (opmMe 60ne3HM
TYUHbIX KJ/IETOK.

JinmdounTbl. 3T KNeTkn coctaBnaoT 30—60% oT o6Lero unicna
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NeKOLWUTOB KPOBMW. BOMBbLUIMHCTBO M3 HUX MMEHT HeboMbluMe pasmepbl
(9 Mmkm B fnameTpe). OHU OTANYAOTCA TEMHbLIM OKPYT10i (hOopMbl UCCK-
Hs-UepHbIM S4pOM 1 cnabo BbIpaXXEHHOW rony6oi LuTonnasMoi. OHa
6onee BblpaXXeHa B ApYrvX KfeTKax 3TOro Tuna, BO3MOXHO, MpescTaB-
NAOWMUX COOOM toHble hopMbl. JTIMMAGOUMTBI MOrYT aKTUBHO NepeaBu-
ratbCsl, OAHaKO He y4yacTBYHOT B npoieccax paroumtosa. Ha ocHoBa-
HUM (U3NYECKUX U MMMYHONOrMYECKMUX CBOWCTB WX MOAPa3fenstoT Ha
T-n B-KneTku. BbIpaXeHHbIli MMM(OLMUTO3 BCTPEYaeTCs NPy KOK/oLLE
N CUHAPOME WH(EKLMOHHOMO numgountosa. Ans MHEPEKUNOHHOro
MOHOHYK/1€03a XapaKTepHbl 00/bLUME KOIMYECTBA aTUMUYHBLIX TMM$O-
uMTOB. AnnmMdonaasvs BUIOYKOBOA >kenesbl COMPOBOXAAETCA Bblpa-
YKEHHOI NMMGONeHNen 1 MMMYHOrN00YIMHOBON HeA0CTaTOMHOCThHO.

MoHOUUTBI. 3TV KpyMHble ParouUTUPYIOLLME KNETKU XapaKTepu-
3ylOTCA  KPYMHbIM  [0/bYaTbiM  SAPOM M OBWIBHO MpPeAcTaBieHHON
Ceporo LBeTa LMTOMNIa3MON, B KOTOPOW OMpeaenstoTcs HEXHble a3ypo-
(huNbHble rpaHynbl. B Hopme oHKM cocTaBnsAloT 1—5% oT obLwero uncna
LMPKYNUPYIOLMX NEAKOLUTOB; YACMO MX YBENYMBAETCSA NpU Ty6epKy-
nese, CUCTEMHOM MMKKO3e, GakTepuasbHOM 3HAOKapAUTE W HEKOTOPbIX
BUAAX MNPOTO30MHbLIX WHMeKUMA. [Mepes MPOHUKHOBEHWEM B TKaHU
MOHOLMTbI MPOBOAAT B CUCTEME KPOBOOOPALLEHUA NPUON3UTENBHO 8 u.
B TkaHAX OHW MpeBpaLialTCcsl B a/ibBEONsPHbIE Makpodgaru, 3Be3fya-
Thble PETUKYNOUUTbI U Apyrue Buibl TKaHEBbIX MaKpodaros.

WU3MEHEHWE YWNCNA HEMTPO®UNOB

ABCONMKOTHOE YMCNO HEeATPO(UIOB LUMPOKO BapbUPYyeT Yy 3[40POBbIX
L, OTHOCWUTENIbHOE YNCM0 HENTPOMIOB W NMMMGOLMTOB B Neputepu-
YeCKOW KPOBWM 3aBUCMT OT Bo3pacTa (CM. Tabn. 18-1). Y HOBOPOXAEH-
HOFO OHM AOMWHWPYIOT, OAHAKO WX 4YMCA0 ObICTPO YMEHbLUAETCH B
TeyeHMe NepBbIX HECKONbKMX AHEN XU3HW. Y JeTeil rpyaHOro Bospacrta
HeliTpounbl cocTaBnAloT 30—40% OT 06LIero yucna LMpKyanpyto-
wyx neiikountoB. K BO3pacTy npubAn3nTenbHO 5 feT MpoMCXoanT
YPaBHOBELLMBAHNE YKCna HEATPOMIOB U NMMQOLMTOB, a Npeobnaaa-
HWe HeilTpodmnos (NpumepHo 70% OT 06Lero ymcna NeiKouuToB),
TUMWYHOE [N B3POC/bIX, YCTaHaB/MMBAETCA /Wb MOCNE AOCTUXEHUA
nmepmoja MNOMOBOW 3penocTn. Takum 06pa3oM, Yy 3[0POBbIX [eTeit
30—70% oT 06LUero yncna LUMpKYIUpPYOLWNX NeAKoUMTOB NpeacTaB-
NEHO HeWlTpodunamu. B abCOMIOTHLIX 3HAYEHWAX 3TO COCTaB/SET
2,5—6 «10’/n. TMpn NpeBbILEHNN 3TUX MPELENoB MPUHATO FOBOPUTL O
HelTpodmnese, WM HEATPOMILHOM NERKOLMTO3e.

HenTpounes conpoBoxaaeT pasHO06pasHble NI0Ka/IM30BaHHbIE U
reHepann3oBaHHble (OPMbl THOWHBLIX WHGEKUMIA, a Takke HeKoTopble
HEMH(EKLMOHHbIE BOCNaNUTeNbHbIe npouecchl. MMpu 3ToM yBenMum-
BaeTCs KakK o0Olliee 4nCio NEeKOUWTOB, TaK U OTHOCUTE/IbHOE YUCAO
HelTpogmnos. Kpome TOro, MOryT nosiBUTbCA MHOMOYUCNEHHbIE Hecer-
MEHTMPOBaHHble (MaIOYKOSAEPHbIE) HEATPOUALI WM MeHee 3pefble
KNeTKN (MeTaMnenouuTbl U MUEeNouuTbl), TaK Ha3biBaeMbIA CABUM Gop-
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Myfbl KpOBW BneBo. Kak npaswno, y feTeil paHHero Bo3pacta 6onee
Bblpa)KeHa, YeM Yy B3pOC/bIX, peakums Ha MHpekuuio. Yucno neinkoun-
TOB Y HUX MNpWU 3TOM 3HAYUTE/NIbHO 60/bluee, B 6OMbLUIEM KOIUYECTBE
NPUCYTCTBYIOT 1 He3penble (toHble) opMbl. Ecnn obLee ymcno neiko-
umMToB npeBbiwaeT 40-1097, NPUHATO TOBOPUTL O JIEKEMOWUAHOW
peakumn. OB6LIYHO ee NMPUYKHA, HanpuUMep WH(EKLUMS, MHTOKCUKALMS 1
[p., O4eBMAHA, OAHAKO WMHOrfa KapTWHAa KPOBM CXOAHA C TAaKOBOW MNpu
XPOHMYECKOM Muenoneiikose. OTAMUMTENbHAs 4epTa eiKeMOWAHbIX
peakUuii, 3aK/H04aeTCA B YCUIEHUM aKTUBHOCTU LUENOYHON hocdaTasbl
HelTPOgKNOoB, TOr4a Kak npyu XPOHMYECKOM MWEN0Neliko3e oHa cnabas.
HeiiTpodnnes npu uHGEKUMAX WAM BOCMANEHWUSX COMPOBOXAAETCH
MOBbILLEHWEM aKTUBHOCTW W TuUnepTpotneli BCeX HeWTPOMIbHBIX
nynoB. C Apyroi CTOPOHbI, TPAH3WTOPHbIA HEWTPOUIE3 NPU OCTPbIX
CTPECCOBbIX COCTOAHWAX OTPaXKaeT M3MEHEHMs NpefBapuTensHO cdop-
MUPOBaHHbIX HEWTPOMUNOB B LUPKYNUPYIOLLEM W  MapruHaibHOM
nynax, HeXenu [eNCTBUTENIbHOE YBeNMYeHWe KX NPOAyKUMW. Takas
thopma HeinTpogmnesa He COMPOBOXAAETCS M3MEHEHMSIMU B KOCTHOM
Mo3re.

Mpy HeliTponeHnn YMEHbLLUAETCA YUCNO LUPKYIUPYIOLLNUX HEATPO-
thmnos. OHa COMPOBOXAAET pasHO0bpasHble BPOXAEHHbIE M Npuobpe-
TeHHble 3a60/M1eBaHNA U NPeACTaBAseT co6oi pe3ynbTar MM60 CHUKEHUS
NPOAYKUMM KNeToK, NN60 UX YCUNEHHOro paspyLueHns Ha nepudepuu.
Mpn uncne HeliTpounoB MeHee 1,5- 1091 60NbHble CTAHOBATCA He-
006bIYaiiHO YyBCTBMTENbHBIMI K BaKTepuaibHbIM UHDEKLMAM, 0COBEHHO
K MHDEKUMSAM KOXM 1 AbIXaTeNlbHbIX MYTe. Y HUX 4acTO U3bA3BAAKOTCS
CNN3NCTble 0GOMOYKM HA BHYTPEHHEA MOBEPXHOCTW LUEK W B MPSMON
KWLLIKE.

MHpaHTUNbHA ¢Gopma nNeTanbHOro arpaHyno-
unmTtosa. OTAMUNTENLHOM YepTO 3TOr0 CeMeinHOro 3aboneBaHus
CMY)XWUT €ro Hayajlo B PaHHEM BO3pacTe C MOBTOPHLIMM TsXKENo Mpo-
TEKAKLWMMN THOWHLIMA WH(EKLMAMMK, OCOOEHHO KOXMW W nerkux. Hei-
Tpounbl NGO MONHOCTLHO OTCYTCTBYIOT B MEPUXIEPUYECKON KPOBW,
nnbo ux ymcno He npesbiwaeT 0,3 ¢ 109/n; onpeaensoTca abCoNOTHbIN
MOHOLMTO3 U 303nHOGUAUA. Ynucno TpOMOOLMTOB He U3MeHsIeTCs, npu-
3HaKW MEepBUYHON aHeMuW, KakK MpaBWi0, OTCYTCTBYKOT. B KOCTHOM
MO3re BbISIBASKOT HEMHOrOYMCNEHHbIE 3pefible MPeLLUeCTBEHHUKA Heit-
Tpogunos. HelTpounbHbIA pAf NpefcTaBneH aHOMaslbHO BaKyon3n-
POBaHHbLIMM MPOMUENOUUTaMU 1 MuenoumTamn. OBbIYHO He u3Me-
HatoTcs KOE n KC®. YBenuumsaeTcs YACNO IMMGOLMUTOB U NiasMo-
LUMTOB, YMCIO 3PUTPOLUTAPHLIX U MErakapmouuTapHbIX 37EMEHTOB He
N3MEHSETCS.

MeTogbl 3PPEKTUBHOIO fedeHUs He pas3paboTaHbl. eMaTUHOBbLIE
npenapaTbl, KOPTUKOCTEPOUAbI W CMIEHIKTOMUS  He3(EKTUBHDI.
AHTUBMOTUKM MOTYT OKa3aTb BPEMEHHOe [eiiCTBMe, 0f4HaKO M3-3a Cen-
cuca pebeHoK 4acTo ymMupaeT B paHHeM BO3pacTe WM B MepBble rofbl
XW3HW. PesynbTaTtbl HabMOAEHUA 3a YfleHaMW CeMbU BOMbHOIO MO3BO-
NAT cuMTaTh, 4YTO 3ab0/eBaHME HacnefyeTcsa Mo ayTOCOMHO-peLec-
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cuBHOMY Tuny. OCHOBHOI [e(eKT, nexalimii B OCHOBe 3abofieBaHus,
OCTaeTCA HEBbISICHEHHbIM.

TpaH3uTOpHas HeWTpPpONeHWA HOBOPOXAEHHbIX.
[ns pebeHka B HeOHaTa/lbHOM MNepuofe XapakKTepeH HerWTpodunes,
04HAK0 MpU MH(EKUMAX, HanpuMmep LUTOMErasioBMpYCHOM, TOKCOM/as-
mMo3e, OakTepuanbHOM Cencuce, Yy HEro OnpefensitoT HEeNTPONeHUHo.
EcTb c0o06LLEHNSA 0 clyyasX GakTepuanbHOW MHGEKLUMM Y HOBOPOXKAEH-
HbIX C ee CeMeiiHOM (hOpMOiA. Y MaTepeii HEKOTOPbIX AeTel Takxe bbina
BbISIB/IEHA HEWTPONeHMs, YTO CBUAETENLCTBYET O BO3MOXHOW mepefave
ryMOpaibHOr0 MHrMoMTOpa WM aHTUTEN OT MaTepu pebeHky. Mexa-
HW3Mbl N30MMMYHMW3aLMM GEPEMEHHON K aHTUIeHaM NeliKouMTOB noga
aHaIorMyHbl TakoBbiM Rh-ceHcMbunusauun. bakTepuanbHble WHGEK-
UMM 0BbIYHO MOAJAKTCA BO3AEMCTBMIO MHTEHCUBHON aHTUbaKTepuab-
HO Tepanuu. [AMTeNbHOCTb HEWTPOMEHUM MOXET BapbMpoOBaTb, HO
Yalwle coctaefser 2—4 Hep.

XpoHMUYecKas HeltTponeHus. lpyu 3TOM COCTOSHMKN MOSIB-
NAOTCA OTHOCUTENBHO YMePeHHbIe KIMHUYeCKMe npusHaku. OT netanb-
HOFO arpaHy/ioLuTo3a ero OT/IMYaloT OTHOCMTE/IbHO JIETKOe TeyeHue u
cnopagnyHocTb cyvaeB. PebeHOK 4YacTo cTpagaeT MOBTOPHLIMU MHEB-
MOHMAMM, KOXHbIMW WMH(EKUUAMN U U3bA3BJIEHUEM CMU3UCTON 060-
NOYKW MoNocTW pTa. BcneacTBme mManoro yucna rpaHysnouMToB B Ouva-
rax BOCMasieHUs 0OblYHbIE MPU3HAKM MH(EKLUM, B TOM YUCNe HarHoe-
HWe, MOTFYT ObiTb €Nabo BbipaXeHbl. B nepudepuyeckoin KpoBn yMeHb-
LIaeTca YNUCMO NEKOLMTOB WM HEMTpPOogmnoB; abCoMOTHOE YMCIO Mo-
cnepgHmx coctaenset 0—1 109n. AHemus, Kak MnpaBu/io, He onpefe-
NseTcs, 4MUCNo TPOMOOLMTOB He u3MeHseTcA. OObIYHO OnpefenstoT
KOMMEHCATOPHbIE MOHOLMTO3 U 303UHO(MANI0. B CHIBOPOTKE BbISBASIOT
Anhdy3HY runepramMMariobyiMHeMnto, B KOCTHOM MO3re 4acTto 6s10-
KUpYeTCs MpOLLeCC CO3PeBaHMA Ha CTafuu MUenouuTa wim MeTamueno-
UMTa, KpOMe TOro, OTMevyaeTcsi MaasMouuTos. VI3meHeHus apuTpoum-
TapHbIX U MErakapuounTapHbIX 3/1EMEHTOB HEXapaKTepHbl. Y HeKOTo-
PbIX 60MbHBIX MPU 6OMbLLIMX FTHOMHBIX MH(EKLNAX NPOMCX0AUT MOBMAun-
3aumsi HEeMTPOUIbHOW peakumn.

WHpekums MOXeT nofAaBaThCs BO3AENCTBUIO COOTBETCTBYHOLLMX
aHTMOMOTMKOB. TOMbITKA CTUMYNUPOBaTbL TFPaHy/0Mo033 C MOMOLLbHO
KOPTUKOCTEPOMAOB WM APYrUX CPeACTB, Kak NpaBuIO, OKasblBatoTCH
Mano3((eKTUBHLIMU. Y HEKOTOPbIX GOJbHBLIX C BPOXAEHHOW HENTpo-
NeHWen HacTynan napajokcasibHbli 3ahPeKT Mocne seYeHUs UX NeBo-
MuUeTuHoM. C BO3pacToM Yy pebeHKa MOABASETCA TeHAEHUMS K ynyu-
LUEHWIO COCTOSIHWS, & MHOrAa B MO34HeM Mepuofe AeTcTBa HacTynaeT
nonHaa pemuccus. CemelHblii xapakTep 3a6oneBaHns M03BONAET Mpej-
MOSIOXNTb KakK ayTOCOMHO-AOMUHAHTHBINA, TaK 1 ayTOCOMHO-pPeL,ecCmB-
HbIA TUM HacnefoBaHus. HekoTopble criyyan 3aboneBaHus, MoO-BUAM-
MOMY, OTHOCATCA K Criopaguyeckum. [lpu nccnegoBaHUM KNETOUHbIX
KYNbTyp KOCTHOTFO MO3ra AeTeii C XPOHWMYECKOW HeWTPOMeHuein He
YOAeTCH BbIABUTb KaKOM-1MOO TWUMWYHOW KapTWHbI, 0ObIYHO omnpejge-
NAOT KOMoHMecTUMynupyrowmin taktop (KC®). HeinTponeHns MoxeT
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COMpPOBOXAaTb pa3HO06pas3Hble GOpMbl MMMYHOAEUUMUTHBIX COCTOSA-
HUiA. B Mogo6HbIX cnydasx MOKasaH aHainm3 MMMYHOTI00Y/IMHOB.

MpuobpeTeHHble HENTPOMEHMUWU. YMeHbLUeHNe O06LLEro
yucna NeiiKouuToB M HENTPOMEHUA YacTO BCTpeyatoTcs Npu MHOro4m-
CNEHHBIX BMPYCHBLIX MHGEKUMAX, OCOBEHHO MpU pO3e0sie HOBOPOXKAEH-
HbIX, KOPW, KpacHyxe W rpunne. HeliTponeHns XapakTepHa Takxe A/
OPHOLLIHOTM(O3HOM W napaTUgo3Hoin MHDeKUMn n 6Gpyuennesa. Mpu
TSXKENbIX THOMHbIX 3a60/1eBaHNAX OHAa OTHOCUTCA K BaXXHbIM MPOrHO-
CTMYECKMM MpU3HAKaM, 4acTO YKasblBaloLWMM Ha WX TFeHepasn30BaH-
HocTb. WHorfa ee BbISBNAIOT Y OOMbHbLIX PEBMATOMAHbLIM apTPUTOM U
CUCTEMHON KpacHOW BOMYaHKOW; naToreHe3 HEWTPOMEHWM MNpu 3TUX
3a00/1€BaHNAX OCTAETCHA HEBLISICHEHHBLIM, XOTH HE WCK/IOYEHO, UTO OHa
OTpaXkaeT Nepuepryeckyto CEKBECTPaLMI0 WM TUMEpYTUAN3aLUIO.

MprobpeTeHHble OPMbl HEATPONEHUM MOTYT UMETb ayTOUMMYH-
Hyt0 npupogy. lMpn CeponornyeckMx UCCNefOBaHWUAX Ha aHTUHENRTPO-
(UnbHbIe aHTUTENa MOryT ObiTb MO/YYeHbl MOMOXKUTE/IbHbIE Pe3y/b-
TaTbl. B nogo6HbIX cuTyaumsax spekT B BUAE YBEIMUEHUA uncna uup-
Ky/IMPYIOLLMX HEATPOMWIOB MOXET ObITb NOMYYEH OT MPUMEHEHNS KOp-
TUKOCTEPOMAHbLIX NpenapaToB. Y AeTeil paHHero Bo3pacTa C CUMHAPO-
MOM ayTOMMMYHHOI HENTPONEHMN OYeHb HEBEIMKO YMCNO HenTpodu-
nos (vmeHee 0,3 m109n1) B KpoBM. OO6LIYHO 3TO BbISBASETCA CAyYaliHO
npn o6cneaoBaHnM pebeHKa C MH(eKLMed. HeidTponeHnsi coxpaHseTcs
B TeyeHne 6—24 mec, a 3aTem CMOHTaHHO paspellaeTcs. Mamma-rnoby-
NH, BBeAEHHbIA BHYTPUBEHHO B fo3e 400 Mr/Kr, MOXeT cnoco6CcTBO-
BaTb ObICTPOW, HO OTHOCWUTE/IbHO KPaTKOBPEMEHHOW HOopMaan3almm
ymcna HenTpogunos.

B nuTepatype BCTpeyaloTCa COOOLLEHMS O HECKOSIbKMX Chyydasx
NpuoGpeTeHHOro AeuumTa Meau, COMPOBOXAAIOLLErocs BblPaXXEHHOM
HeWTponeHVen M aHOMaJMAMM KOCTHOM CUCTEMbl. YPOBEHb Mean B
CbIBOPOTKE Y 3TUX fAeTeil Obin KpailHe HWU3KWMM, a KpOBb HOpMasM3oBa-
nacb y HUX MOC/e fIeYeHNs npenapaTamu, COAepXaluMm mefb, NPUHU-
MaeMbIMU  BHYTPb.

Kak pesynbTaT MCTOLLEHMSI 3anacoB KOCTHOTO MO3ra HemTponeHus
MOXET COMPOBOX/aTb NEKO3bl, anaacTUYeCKYH MaHUMTONEHUIO U ANC-
CEMMHUPOBaHHbIE (DOPMbI HOBOOOPA30BaHMIA, Hanpumep Heipobnac-
Tomy. B faneko sawepfwimx cnydasx MeranobnacTHbIX aHemuin, obyc-
NOB/IEHHBIX HEJOCTaTOMHOCTLH BUTaMMHa B,2nnn onmeBoin KUCNOTHI,
OHa MOCTOSIHHA, YTO, BO3MOXHO, CBSI3aHO C He3W(EKTUBHOCTbLIO NEKO-
noasa. C Apyroil CTOPOHbI, YBEIMYEHHAA Cene3eHKa CrnocobHa (ub-
TpOBaTb WM CEKBECTPMPOBaTb 6GOMbLUME KOMMYECTBA HEATPOPUIOB 13
nepuepnyeckoro KpoeoobpalleHusi. VoHusmpytowas paguayms u
Takue NeKapcTBEHHbIe MpenapaTtbl U XMMUYeCKre BellecTBa, Kak aMou-
XWH, MeTOoTpeKcaT M 6eH3MH B COOTBETCTBYIOLLMX [03aX, MOCTOAHHO
BbI3bIBAIOT YrHETeHWEe (YHKUMM KOCTHOrO MO3ra.

LUnknunyeckas HeWWTponeHusa. 3aboneBaHiie nposBnseTcs
NpUCTyNamy NXOPafoYHOr0 COCTOSIHMSL U U3bS3BIEHNEM CAM3UCTON
0060/104KN NOMOCTa pTa B COYETAHWM C BbIPAKEHHOW HEATPOMEHUEN.
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Yawe 3aboneBalOT [JeTu B Bo3pacte okono 10 net. HelTponeHwus
COXpaHseTcs B TeueHne 5— 10 fAHeld, 3aTeM YMNCNO NEKOLUTOB HOpMa-
NN3yeTcs, a CMMMITOMaTMKa ucuesaeT. [10go6HbIe 3MW304bl PeLMAnBY-
PYIOT C nepuoguyHocTbio B 14—30 gHelt (Yawe 19—21 feHb). B KocT-
HOM MO3re B OCTpPbIii MEPUOS YMEHbLUAETCA UMCIO0 MPeSLeCTBEHHNKOB
HEATPO(UNOB WM HapyllaeTCs WX CO3peBaHWe. B nmepuog pemuccuii
KPOBb M KOCTHBIA MO3F Haxo4ATCs B npefenax HOpMbl. HOraa HeiiTpo-
MeHWK NpeAaLlecTBYeT MOHOLMTO3. TeueHue, Kak npaswo, fLobpokaye-
CTBEHHOE, OfHAKO BCTPEYaloTCs COOOLLEHMS O pasBUTUM TaKUX KaTta-
CTPOhUYECKNX OCMOXHEHWIA, Kak nepgopaums KULLEeYHWKa U Neputo-
HUT. JledyeHne CUMMNTOMATUYECKOE, MPY WMH(EKUUM BBOAAT aHTMOMO-
TUKMW.

AHaNorMyHoe reHeTMYeckn 060YyCNoBMeHHOe 3aboneBaHMe 3aperu-
CTPMPOBAHO Yy C06GaK MOpPOAbl Cepblii KoM,

HepoctatouHOCTb (PYHKLMU NOMXKENYLOUYHON Kenesbl
N HenTponeHus
(cuHgpom bognaHa — LLBaxmaHa)

JTOT CeMeHbIii CUHAPOM MPOSIBASETCA BbIPAXKEHHON XPOHWYECKOW
HelTponeHnen Ha (hoHe HefOCTATOYHOCTM (DYHKLUMW MOMKENYA0UHON
XKenesbl, CBA3aHHOW C aTPOMUEN 1 XXUPOBLIM MEPEPOXAEHNEM ee TKaHW.
OT KNCTO3HOro (hmbposa (MyKOBUCUMAO03) OH OTNINYAETCS OTCYTCTBUEM
M3MEHEHWI YPOBHA 3MEKTPOSIMTOB B MOTE U U3MEHEHWI B Nerkux. B
nepngepuyeckoin KpoBM YMEHbLLUAETCA YWUCMO HEATPOGuIoB, a MHorga
N TPOMOOLMTOB, 6ONbHON CTAHOBUTCA aHEMWYHbIM. B KOCTHOM Mo3re
YMEHbLUIAETCA YMCNO KETOUHBLIX 3/1EMEHTOB. Y HEKOTOPbIX 60/bHbIX
npu peHTreHorpagMyeckom 06CNef0BaHUM BbISBAAIOT MeTa(u3apHbIii
Am3ocTo3. Hanbonee BbIpaXXeHbl CUMNTOMbI, CBA3aHHbIE C HeLoCTaTou-
HOCTbIO (DYHKLIMN MOLKENYLOYHON >Kefe3bl, CONpoBOXAaloLLenca Hapy-
. LUEHMEM BCacblBaHMWS, AMapeeil 1 OTCTaBaHMEM pocTa. 3TO COCTOSIHME
cnegyeT AndgepeHLMpoBaTh OT CUHAPOMA pedpakTepHOl cuaepo-
61acTHON aHemMuW, AN KOTOPOM XapakKTepHbl BaKyO/M3MPOBaHHbIE
* MPeALIeCTBEHHNKN KETOK B KOCTHOM MO3re 1 (rbpo3 3K30KPUHOBOIO
oThena NOMKenymo4HOW >kenesbl. SNEKTUBHbIE METOAbI /IEUEHNUS He
pa3paboTaHbl; 3aMecTUTeNbHasA Tepanusi C MOMOLLb0 (hepMEHTOB MOA-
XKeNyLoYHOW >Kenesbl MO3BOJMISET HMBENMPOBaTh HapylleHMe BCacbiBa-
HUS.

ﬁ‘ eﬁTpOﬂeHMﬂ, OﬁyCﬂOBl’IeHHaﬂ NneKapCcTBeHHbIM U

cpeacTBamMm (3I'|OKAL|ECTBEHH|:>||7| arpaHynoumTos)

CUHApPOM NpOosBASETCH 3aMeTHbIM YMeHbLUEHWEeM Yucia HeMTpogu-
NoB B NepuepryecKon KpoBM WM WX MpPeSLIECTBEHHUKOB B KOCTHOM
Mosre Ha (hOHe TSKENbIX CUCTEMHbIX MH(eKUMiA. 3aboneBaHne 06bIYHO
6bIBaeT NPEXOAALLMM, OAHAKO B OTAE/bHbLIX CyYasxX MOXET HaCTynuThb
NeTaibHbIA  UCXOA.
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3Tronorus. JlekapcTBeHHble npenapaTbl UK (akTopbl, CNOCOOHbIE
BbI3blBaTb 3TO COCTOSIHWE, MNPOSABAAOT MNOAOOHbLIE CBOWCTBA MWL B
HEKOTOPbIX C/TyYasx, YTO CBUAETENbCTBYET O BOSMOXHOW UAMOCUHKpa-
3uM K HUM. WIHOrga, Hampvmep npv HeTponeHun, 06yCnoBeHHON npu-
eMOM amuaonuMpuHa, BO3MOXKHA MMMYHONOrMYyeckas OCHoBa 3aboneBa-
Hus. CoeamHsisicb ¢ 6eNKOM HelTpodmna, 3TOT npenapar AencTByeT
KakK ranTeH, MOCKO/IbKY 06pa3yeTcsl aHTUIeHHbIA KOMMEKC, B CBOK
oyepedb CTUMYNMPYHOLWMIA 06pa3oBaHUE aHTUTEN K NEWKOLUTapHbIM
aHTMreHam. B nocnefHee BpeMsi NIeKapCTBEHHbIM BELLECTBOM, ualle
BCEr0 BbI3bIBAIOLLMM HEWTPOMEHNIO, CUMTAKOT MPOU3BOLHOE amMUAOMNu-
pUHa AUnuMpoH (NupanruH). MprMeHeHWe 3TOro NOTEHUMANbHO onac-
HOro rnpenapara B KaUecTBe CUMMTOMATMYECKOrO NpY fIeYeHnmn nuxopa-
Jawero 60/MbHOr0 B HACcTOsALLEe BPEMS CUMTAETCA HeOorpaBfaHHbLIM.
HeiTponeHnsa. pasBuBatoLLasacad MocAe NPUMEHEHWS (HheHOTUA3WHOB,
06yCnoBneHa TOKCUYECKUM YTHETEHWEM CUHTE3a HYK/IEMHOBbLIX KWUCOT.
MonycuHTeTUYECKUE NEHUUMNNUHBLI  (OKCALMNAUH, METULUANWUH) B
6onblIMX f03aX 4epe3 3—4 Hef, NeYEeHNS MOTYT BbI3blBaTb arpaHysno-
uMTO3. lNMocne nx OTMeHbI, KaK NPaswio, GbICTPO HACTYNAaEeT Bbl340POB-
neHve. K gpyruMm fnekapCTBEHHbIM npenapaTtaM, [JelCTBUE KOTOpPbIX
COMPOBOXAAETCA BbIPAXKEHHOW HeWTpOMneHWeid, cneayeT OTHECTU Npo-
M3BOAHbIE TUOMOYEBUHBLI W CyNbhaHUNamMmuiHble cpeictsa. Bo MHoOrmx
cyyasix MNPUUMHY ee YCTAHOBWUTb He YAaeTcs.

KnuHuyeckue nposisneHus. Ond HeATponeHuw, WHAYLUPOBAHHOW
amuaonNMpUHOM, XapakTepPHO OCTPOE Hayano C NoTpscaloLLMM O3HOOOM.
B apyrux cnydasx OHa MOXET pa3BMBaTbCH UCMOABOMbL. Y 60/bHOIO
4yacTo W3bA3BAAETCA CAM3MCTas 000/104Ka MOAOCTM pTa M MpsSMON
KULLKW, MPUCOEAMHAIOTCA KOXHble MHMEKLUMU M MHEBMOHMA. Temnepa-
TYpHas KpuBas HOCWUT CEMTUYECKUIA XapaKTep, Hepeaku «Temnepartyp-
Hble CBEYKMW», C APYFOi CTOPOHbI, OTCYTCTBYIOT OUarn rHOMHOIo sKccy-
faTa, B CBA3M C 4YeM OOblYHbIE MPWU3HAKW TFHOMHOW WHGEKUMU MoryT
OTCYTCTBOBaTb. pn HE3I(EKTUBHOCTU aHTMOMOTUKOB, Ha3Ha4YaemblX
Mo MOBOAY 3TWMX WH(eKunid, okono 20% 60MbHbLIX yMupaloT B 1-10
HeZento 3a6oneBaHNs B CBA3W C pa3BuTMeM cercuca. MoXeT Npoun3oinTu
nepgopaums KuLLIEYHNKA.

[JaHHble nabopaTopHbIX uccnegoBaHnii. O6Liee YACN0 NENKOLMTOB
y OONbHbIX YMEHbLLUAETCH, YUCI0 LUPKYIUPYIOWMX HENTPOMPUNOB He
pocturaet 1e 1091, HO HepeLKO MPUCOEAMHSAIOTCS KOMMEHCATOPHbIE
MOHOLMTO3 W 303nHO(GUAMS. PoABAEHUS aHeMUU wamM TpomboumTone-
HUM OTCYTCTBYIOT. V3MeHeHUs B KOCTHOM MO3re 3aBUCAT OT CTaguu
3a60neBaHNA. Ha ero BbICOTe KOCTHbIA MO3F UMEET K/ETOUHYIO CTPYK-
TYPY, UMCNO MpeSLecTBEHHUKOB 3pPUTPOUAHOIO psja U Merakapuouu-
TOB Hax04uMTCS B npefenax HOPMbI, a NPeALIEeCTBEHHUKOB HeATPOpUIb-
HOro pafga ymeHblUeHO. W3 KneTok, cogepxawwmx aapo, 5—20% npea-
CTaBNeHbl MNna3MaTUYecKUMK  KfeTkamu. BbI34opoBneHnto  npepLue-
CTBYET HOpManuM3auus rmpoLecca rpaHysonos3a B KOCTHOM MO3re,
BbIpaXXaKoLLasaca CO3peBaHNEM K/ETOK, MPOXOAALLMX Lefblii psag CTaguii
pasBuTKS. Ha 3Tol CTagmMm MOXET CO34aThbCs NI0XKHOE NpeacTaBieHne 0
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TOM, UYTO B KOCTHOM MO3re OCTaHOBW/INCb MPOLLECChl CO3PEBaHUA Kie-
TOK. Yepe3 4—5 fHeli nocne noOsiBNEHUS B HeM MpefLlecTBEHHUKOB
3TUX K/IETOK B Nepugepuyeckoin KpoBu MOSBASAKOTCA 3pefible HeATpo-
unbl, 4TO COMPOBOXAAETCA GLICTPLIM CHUXEHVMEM TeMnepaTypbl Tena
N yNnydlleHWem COCTOSHUS 60/1bHOrO.

Neyenne. K Hanbonee BaXKHbIM MEpONPUATUAM OTHOCMTCA Hemesd-
NeHHas OTMeHa /leKapCTBEHHbLIX MpenapaToB, KOTOpble MOrYT WMETb
NPUYMHHYIO CBA3b C pa3BMTUeM 3aboseBaHUs. BObHOrO ¢ MHQeKLurei
Heo6XoAMMO NeYnTb aHTUBUOTUKAMK B TepaneBTUYECKUX f03aX. Bbibop
MX JO/HKEH OCHOBBIBATLCA Ha pe3yfibTaTaxX WCCMeLOBaHNA KYNbTYp U UX
YYBCTBMTENBHOCTM K aHTUOMOTMKAM (MPU COOTBETCTBYHOLLMX YCI0BUAX
cnengyeT MCNosib3oBaTb 6akTepuuMaHble aHTUOBMOTMKK). [loKasaHus K
NPOMNIaKTUUECKOMY MPUMEHEHMIO TMOCNEAHUX OTCYTCTBYIOT. LleH-
HOCTb KOPTWKOCTEPOWUAOB HeBenuKa. BonbHbIM, Yy KOTOPLIX Bbln 3ape-
rMCTPUPOBaH 3MNU304 NPUOOPETEHHON NEKAPCTBEHHON HEWTPONeHNUN,
HeZOMyCTMO BHOBb Ha3HayaTb BbI3BaBLUMIA ee Mpenapar Wi TecHO
CBAI3aHHbIE C HUM [pYyrue fieKapcTBEHHbIe BellecTBa. B kauyecTse mog-
[IEPXXMBAIOLLEA Tepanunm B Mepuoj BbIPaXKEHHOW HeWTPONeHUM npu-
MEHANINCb TPaHCQy3nn NenKOUMTHOR Macchl.

BPOX/EHHBIE AHOMA/IN NEMKOLIUTOB

Y 3p0poBbix vy 90% HeATpPohuIoB B Nepuiepuyeckoin Kposu
NMeloT ABa — YeTblpe cermeHTa. JUwWwb 0Kono 5% ux npeacTasneHo
HecerMeHTMPOBaHHbIMU  (NaNOYKOAZEPHbIMK) opMaMu U MeHee 5%
COAepXaT NATb CerMeHTOB WM 6onee. YBeMYeHne Ynucna HecerMeHTu-
POBaHHbIX ()OPM, WM TaK Ha3bIBaEMbI CABUI (hOPMY/ibl KPOBW BEBO,
00bIYHO CNYXWUT MNPU3HAKOM WHMEKLMN WM BOCNAIMTENbHOrO Mpo-
Liecca, B TO BpeMS KakK rMMepcerMeHTaums, win Tak HasblBaeMbli CABUT
(hopMynbl KpPOBM BMNPaBO, Yallle BCTPeYvaeTcs npu MeranobnacTHbIX
aHeMWsIX, BbI3BaHHbIX HEAOCTATOMHOCTHLIO BUTaMMHa B2 wumm donnesoli
KUCNOTHI.

HacnegcTBeHHast  runocermMeHTauus ieikouMToB  (aHOMaus
Menbrepa — Xt3Ta). ITOT AeeKT CerMeHTauun HemTpoduioB Ha-
cneflyetcsl No ayTOCOMHO-AOMUHAHTHOMY TUMY. Y reTepo3nuroTHbIX NuL,
6onee 90% UMPKYNMPYIOLWMX HEATPOGUIOB W 303MHOGMIOB NGO He
CerMeHTMpPOBaHbI, MO0 MMEIOT BCero fApa cermeHta. darouurtapHas
CMOCOBHOCTb 3TUX K/ETOK He CHWXaeTcs. Kpome Toro, y 60/bHbIX He
MOBbLILIAETCA CKNOHHOCTb K MH(EKLMAM. [TOMO3UTOTHbIE COCTOAHUS, MO-
BMAVMMOMY, MOTYT ObITb NeTasbHbIMU.

HacneacTBeHHass runepcerMeHTaumst NeiikouMToB  (aHoOManus
YHgpuua). 3Ta peAko BCTpevaroLaacs aHoManus, Hacrefyemas no
ayTOCOMHO-JOMUHAHTHOMY TuMy, OT/M4aeTca npeobnafaHueM B KPOBU
HEATPOPUNOB C YETbIPbMA-MATLIO CermMeHTaMu wn 6onee. KnuvHuue-
CKMe MpOsBMIEHUS MpU 3TOM OTCYTCTBYIOT.

AHomanusas Mot — XerrnnHa. 3TO [AOMWHAHTHO Haciefyemoe
COCTOSIHME CBSI3aHO C AHOMa/IMSIMU  HEWTPO(UIOB M TPOMOBOLIMTOB.
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BcTpeuaeTca peako. HeWTpodunbl B GOMbLUMHCTBE CBOEM COAepXKaT
unTonaasmMaTUYeCKMe BKIKOYEHUS HenpaBUIbHOW (opMbl  rony6oro
LiBeTa, aHaformyHble TenbLam, onucaHHbiM Dohle. MocnefHue cocToAT
13 NPeuunuMTUPOBaHHOrO Matepuana PUGOCOMHOr0 MPOUCXOXAEHUA U
06bI4YHO BCTPeYatoTCA MpU TAKENO NPOTEKAKLMX CUCTEMHbIX MHMDEK-
umax. Y 60nbHbIX ¢ aHOManueln Malis — XerrnnHa Heo6a3aTeNnbHO pas-
BUTUE MH(EKUNUN. Y HUX ONpefenstoTcs aHOManbHO 6onbLune Tpombo-
UMTbl U MHOrda TpombouuToneHus. ocnefHss NofjaeTcs KOppekuun ¢
MOMOLLbIO  CM/IEHIKTOMUM.

AHomanua Anpgepa. Npu aToM COCTOAHWUW, HacnefyemMoM, no-BuUaun-
MOMY, MO ayTOCOMHO-PeLLeCCBHOMY TuMny, HEATPOPUNbHbIE FPaHybI
OT/InYalTCs 60MbLUMM pasMepoM M OKpallnBatoTCA 60/1ee MHTEHCUBHO,
YeM rpaHy/fibl WHTAKTHbIX HEWTpounoB. OHU UMEHT XapaKTepHbIi
LBeT NaBaH/bl WM CUHUIA OTTEHOK, YTO MO3BONSET IErKO OTAU( GepeH-
LMpoBaTh MX OT 303MHO(UAOB. Y HEBONLLIOr0 Yncna 60bHbIX C MYKO-
nonucaxapuaosamy MOryT BCTpeyaTbCs 40 HeKOTOPOM CTeneHu aHano-
FMYHbIE TpaHynbl B HeTpodunax (Tensua Peiinan) wvam vawe meTa-
XPOMHbIE TpaHynbl B UuTOMnasme nuMm@ounToB (Tensua MuTBoXa).

KAYECTBEHHbBIE WM3MEHEHWSA HEUTPO®W/IOB

Llenblii psig CMHAPOMOB, COMPOBOXAANOLUNXCA AedeKTaMu HernTpo-
(hMN0B, XapaKTepu3yeTCs MOBbILLEHHON YYBCTBUTENIbHOCTLID K UH(EK-
UMAM, HECMOTPA Ha afeKBaTHOE YMCI0 HEeWTPOMMUIbHLIX KNETOK B
nepugepuyeckoii KpoBu.

BonesHb KpoHa (XpoHWYeckasi rpaHynematosHas 60ne3Hb) npo-
ABNAETCA MeTaboNnyeckuM [e(eKTOM, a WMEHHO HeLOCTaTOYHOCTbIO
NADP-okcuaasbl, B pe3ynbraTe Yero HedTpoO(unbl yTpayuMBatoT CMo-
COOHOCTb K MepeBapuBaHWMI0 HEKOTOPLIX BWAOB OaKTepuii nocne ux
tharounTnpoBaHus.

HepocTaTouHOCTL  MMeNoNepoKcnaasbl. Y He6oMbLIOro uncna
60/IbHbIX C MOBbILIEHHON BOCMPUUMUYMBOCTBIO K THOMHBLIM UH(EKLUAM U
HapyLLEHWEM CMOCOBHOCTUM HEMTPOMMIOB K MepeBapuBaHUIO GaKTepuii
WM ero 3aMeffleHMEM OMpefensoT HeAoCTaTOYHOCTL (hepMeHTa Mue-
nonepokcuaassbl.

HepocTaTo4HOCTb [/1H0K030-6-hocthaTaermaporeHasbl. Y aetei
KaK HerpougHoi, Tak W eBpOMeouAHOM pacbl C HefOCTATOUYHOCTbIO
-6-d /[ B apuTpOLMTaxX aKTUBHOCTbL MOCNeAHeN B NeliKouuTax 06bI4HO
COXpaHeHa WU HeCKOMbKO CHWXeHa. OfHako Y HEKOTOPbIX 60/bHbIX
aKTUBHOCTb €e B JIEMKOLMTaX MOXeT COCTaBfATb He 6onee 1% oOT
HOPMbI. Y HMX B TEUEHWE BCEI >XU3HM MOBbILLEHA BOCMPUUMYMBOCTL K
MHEKUMAM, UTO TWUMWYHO NS  XPOHMYECKON  rpaHy/seMaTO3HOM
60ne3Hu.

CuHgpom >Kob6a. K 60/bHbIM C 3TUM CMHAPOMOM OTHOCAT L,
CTpafaloLLMX NOBTOPHBLIMMU TSXKENO MPOTEKAIOLWUMU XONOAHBIMU CTau-
NIOKOKKOBbIMM abcueccamm Ha Koxke. YpoBeHb IgE B CbIBOPOTKE Yy HUX
3aMeTHO MOBLILLAETCH, @ XEMOTAKCUC HeWTPO(MUIOB YrHETEH.
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HapyLueHne cnocobHOCTN NeMKoLUUTOB K XeMoTaKcucy. pouecc
MUTpaLumn NeiiKoLWTOB B 04arn BOCMaNEHNs U MH(EKLUMN B OMpeaeneH-
HON CTeneHn 3aBUCUT OT CUCTEMbl KOMMAEMEHTa; CnefoBaTe/lbHO, Npu
BPOXAEHHON MM NPUOOPETEHHON HeAOCTaTOYHOCTU B /06O ee hase
3aMefl/leHie MNPOLECCOB XEeMOTAKCMCa MOXET MPUBECTU K PasBUTUIO
MH(EKUWA. 3BECTHBI Ciyyan W30/IMPOBAHHOMO HapyLUEHMS Cnoco6-
HOCTW K XEMOTaKCWCY, CBA3aHHOIO C K/IETOYHbIMU aHOManUsMU (CUH-
OPOM NEHMBLIX /1EMKOLMTOB).
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FEMOPPATMYECKWE COCTOAHWNA

XKungkoe cocTosiHMe W CBEPTbIBAEMOCTb KPOBW MOAAEPXKMBAKOTCS B
[ANHAMWYECKOM pPaBHOBECUW C MOMOLLbK TOUHBIX PErynumpyroLmx mexa-
HW3MOB A1A TOro, 4TO6bl NOCNe TPMBMATbHON TPaBMbl He HacTynano
06eCKpOBMBAHNA OpraHM3amMa W NpeaoTBpallanocb CMOHTaHHOE TPOM-
6006pa3oBaHMe. 'eMOCTaTMYECKMIA MeXaHM3M MO CBOE MpMpoge MHO-
FOKOMMOHEHTEH: B HEro BK/IOYEHbl MECTHas peakUus KPOBEHOCHbIX
COCya0B, pa3HO06pa3Hast aKTMBHOCTb TPOMOOLMTOB M Kackaj B3aMmo-
LENCTBUIA LMPKYNNPYOLWMX Ccreuntnyeckux (akTOpOB CBEPTbIBAHUS.
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MepBbIM MPENATCTBMEM K KPOBOTEUEHMIO CMYXWUT 3HAOTENNiA COCYZOB.
Mpn HapyLleHUn LenoCTHOCTM ManblX COCY[OB aKTUBHbIE MPOLECChl KX
CY>)XEHUS U CAABNEHWS OKPYXXAOLWUMU TKaHAMU 06ecrneymBatoT KOH-
TPOAb 3a Me/bYailMK ouaramy KpoBoTeueHWs. [lpu 3TOM He nos.-
nseTca  HeobXoAMMOCTM B  MOOUAM3aLMM MpoLecca CBEpPThIBaHWUS,
04HAKO AN MOALEPXaHWs LeNIOCTHOCTM MasblX COCYZOB U MX 3HAOTE-
NNabHOW CTabUALHOCTY peLlaroLlas pofb NPUHAANEXMT TPOMbOLMTaM.
FemocTaTuyeckme COCTOSIHWS, CBA3aHHble C HapyLleHWsMU TPomOOoLm-
TOB 1 pacTBOPMMbIX GENKOB, MPeAcTaBNAOLWMX CO60iA (haKTopbl CBEp-
TbIBaHMWS, MPOSBAANTCA 60nee ApaMaTUUHO U MPUBOAAT K CUTyaUuWsim C
60nee BbIPaXXEHHbIM YPreHTHbIM XapaKTepoM.

CXEMA CUCTEMbI CBEPTbIBAHWA KPOBU

CornacHo KfiacCM4eckoli cxeme, MpOLEecc CBEPThbIBAHWSA KPOBU Mpo-
TekaeT B Tpu asbl: B (base | B pe3ynbTaTe B3aMMOAEACTBUA NiasMmbl,
TPOMOOLMTOB U TKAHEBbIX COKOB (OPMUPYETCA FUMNOTETUYECKOE
BELLeCTBO, Ha3blBaeMoe TpombonnacTuHom; B ase Il npoTpom6buH B
NPUCYTCTBUMU TPOMOOMNACTUHA U KaNibLya NPeBpaLlaeTca B TPOMOWH;
nocnegHwin B hase Il ¢ NomoLLblO pacTBOPMMOro GUbpMHOreHa npe-
BpalLlaeTcsd B PasMUMMbliA  BU3yanbHO (MOPUHOBLIA CrycTtok. 3Ta
YMNpoLLeHHas CXema, BKUalowWwas B cebs BCEro LUeCTb BeLlecTs, 6bli1a
NoABepPrHyTa AanbHeiilleli pa3paboTKe, B pe3ynbTaTe 4Yero K HacTos-
LeMy BpeMeHW BbISIBIEHO OKO0JI0 12 hakTOpOoB, U BMOAHE 060CHOBAHHO
COXPaHWUTbL 3Ty KOHLENLWIO, B OCHOBE KOTOPOI NEXUT MpeLcTaBfieHne 0
3-tha3Hol peakumun. B Tabn. 18-4 nepeumcnieHbl U3BECTHblE (haKTOpPbI
CBEpPTLIBAHUA KPOBM M 4acTo ynoTpebnisiemMble CUHOHWMbI. [ogpobHas
CXema CUCTeMbl CBEpPTbIBAHUA MNpefcTaBfeHa Ha puc. 18-8.

B thase I, noMumo Bce YBeNMUMBAIOLLErOCH 4MCNa OTKPbIBAEMbIX
(haKTOpPOB CBePTbIBAHUSA, ObINM BblAeNeHbl BHYTPEHHAS U BHELLHASA CUC-
Tema. BHYTpeHHUIA MexaHW3M CBs3aH C nocrefoBaTeNbHbIM jepMeHTa-
TUBHbIM NpeBpalleHnemM HeakTuBHbIX thopMm (akTopoB XII, XI n IX
AKTMBUPOBaHHbIN (hakTop IX B3ammofeicTByeT c ¢paktopom VIII,
TpomboLuTapHbIM (PaKTOPOM 3 U KajibLMeM, YTO NPUBOAUT K aKTUBa-
umn daktopa X. AKTUBUPOBAHHLIN PakTop X B3aMMOAENACTBYET C (hak-
TOpOM V, Ha3blBaeMbIM NPOTPOMOMHA30M, CMOCO6HOM MpeBpaLaTe Npo-
TPOMOUH B TPOMOWH, 4YTO COMPOBOXAAETCA TeHepauuein aKTUBHOCTU
nnasmbl. BHeWHUA MexaHW3M CBfi3aH C MpeBpaLleHNeM HeaKTUBHOM
thopmbl hakTopa VII B aKTMBHOE COCTOSIHME C MOMOLLbI BellecTBa
(TpomMb6oNnacTMH), MPOM3BOAHOr0 TKAHEBOW >KMAKOCTU. Bo BHeLUHel
CUCTEME aKTMBMPOBaHHbIA (hakTop VII HenmocpeACTBEHHO aKTUBMPYET
thakTop X

dasza Il cBa3aHa ¢ (hepMeHTaTUBHbLIM pacLyenieHnemM HeaKTUBHOIo
NpoTpoM6rHA Ha 6ofee MefKWe MOMEKY/bl, Of4Ha W3 KOTOpbIX Npej-
CTaBNSET CO60N aKTMBHbIA TPOMOWH. [Nsi OCYLLECTBNEHNS 3TOr0 Mpo-
Llecca Heobxo4MMO NPUCYTCTBME B KadecTBe cyb6cTpata daktopa I, a
TaKXe aKTUBMPOBAHHbLIX (hakTopoB X ¥ V K Kaibuus.
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Ta6bnunua

MexayHapogHoe
umpposoe 060-
3HayeHue

VI
VI

VIl

X1

X1l

X111

18-4. ®aKkTOpbl CBepTbiBAHWA

KPOBM

CUHOHUM

®dnbpuHoOreH

MpoTpom6uH

Tpomb6onnacTtuH
Kanbunii

NlabunbHbIli hakTop npoakuene-
pUH

AKTUBUPOBAHHbIN nabunbHbli
hakTOp akuenepuH

CTabunbHbIli  hakKTop MPOKOH-
BEPTUH

AHTUTEMOMUNBbHBbIN akTtop,
nnn rno6ynuH

®akTtop Kpucrtmaca, Tpom6o-
nnactuyeckunii KOMMOHEHT
nnasmol

®akTop CTioapta — lMpayasp

MpepwecTBeEHHNK Tpomb6onnac-
TUHa nnasmbl
dakTOop XaremaHa

dakTOop, cTabunusnpyoLLni

hunbpunH

MprmeyaHus

LUnthpoBoe ob6o3HayeHue WUCNONb-
3yeTcs pejKo; M3BeCcTHa BPOX-
feHHas ¢dopma HegocTaTtou-
HOCTM (ahubpuHOreHemums)

LUndposoe ob60o3HayeHWe UCNONb-
3yeTcs pejko; M3BeCcTHa BPOX-

fNeHHas ¢GopMa HegocTaTou-
HOCTK

Cneyndmnyecknii hakTop He
BbISIBNEH

LUndppoBoe o603HayeHMe UCNONb-
3yeTca pefko

M3BecTHa BpoOXAeHHas Qopma
HejoCTatoyHOCTM  (Maparemo-
ununa, 6onesHb OBpeHa)

B HacTofliee BpemMa He oOTAe-
nsetca o1 gakrtopa V

M3BecTHa BpoOXjeHHas
HefoCTaToYHOCTH

Femounus A (knaccu4yeckasn
remodhunnung); passueaeTca npu
BPOXX/JEHHOW HeA0CTaTOYHOCTU

topma

Mpn BpOXAeEHHO! HepjocTaTOu-
HOCTU pasBuBaeTca remodu-
nma B
N3BecTHa BpoOXfAeHHaa ¢dopma
HeAOCTaTOYHOCTH
N3BecTHa BpoXfAeHHasa dopma
HeAO0CTaTOYHOCTH
BpoxfeHHasa dopma HefjocTatou-
HOCTU He  cOMpoBOXAaeTcs
KAMHUYECKUMU CcUMNTOMamMu
N3BecTHa BpoXxAaeHHaa ¢opma
HeAO0CTaTOYHOCTH

M HakoHel, B a3y Il TpomObMH oOTWennseT YeTbipe HE60MbLUMX
NenTUAHLIX OCTaTKa OT MOMeKynbl (PUOPUHOreHa, B pesynbTare 4ero
0BHaXalTCA peakTMBHblE TOUKM (DMOPMHOBOrO MOHOMepa. MOHOMEpDI
B [Ja/ibHeiilleM CMOHTaHHO MOAMMEPU3YIOTCA MO TUMY KakK KOHel B
KOHel, TaK U OOKOBbIX OTBETB/IEHWIA, B pe3yfibTaTe 4yero obpasyetcs
thmbpuH. daktop XllIl cnocobeTByeT npoueccy o06pa3oBaHMs naTe-
paibHbIX MOCTMKOB C MOMOLLGH CMEeUnpUUecKnx NenTuaHbIX nepe-
KPECTHbIX CBSI3eN MeXAay HUTAMM (MbpuHa, B pe3ynbTaTe 4ero obpa-
3yeTcs CTabu/ibHbIA CrycTOK, VMEIOWWIA TPEXMEPHYH KOH(UIypauumio.
MexaHn3M CBepThIBaHNS KPOBU HaxOAUTCA BO B3aMMOAENCTBUM C ApY-
r’MMU CUCTEMAaMK, Hanpumep C KUHWUH-KaNIMKpPenHoBouW W pubpuHonu-

TUYECKOIA.
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MNospexpaeHne
COCYANCTON CTEHHU

Pednekc
CyxeHune cocyfoB  OO6GHaXeHHble |/|3M!9HEHH|=~H71 BbicBO6OXAEHVE
KONnareHosble sHpoTenMin TKaHeBOro (hakTopa
BO/IOKHA
Tpom6oUUTbI

®aktop BunnebpaHpgra |

Apresnsa
Ao _
Arperauus
CepoTOHUH | Peakuus
BbICBOOOX/EHWSA
*
MpoTpom6UH
TpomM60OCTEHUH
(peTpakyuns
KPOBSIHOTO ®dunbpuHoreH
Crycrka) ®OUGPUHOBLIA MOHOMEP
®n6pUHOBLI Nonumep
I»"
CTabunbHbI
TpombouuTapHo-
(hMOPUHOBLIA CrycTOK
AHTUBATOPbI
MnasmuHoreH MnasmuH
VHrméuTopbl
MpoayKTbl
paciienneHus
hnbpuHa

Puc. 18-8. MexaHu3m remocrasa (cxema) (no: Nathan D. G., Oski F. A. Hematology of
Infance and child hood.—Ed. 2.—Philadelphia, W. B. Saunders, 1981).

JNTABOPATOPHAA OLIEHKA MEXAHV3MA TEMOCTA3A

JTabopaTopHble NPo6bl MMEKT BaXKHOE 3HaYeHWe AN AUArHOCTUKM
reMopparuyeckux 3a6oneBaHUiA, OfHAKO TPYAHO MEPeoLeHNTb Posib
aHamHesa, BK/Yas CeMeliHblil, U AaHHble (r3MKanbHOro 06cnefoBa-
HUS. BonbluMe BPOXAEHHblE AE(EKTbl CUCTEMbl CBEPTbIBAHUS KPOBWU
MouyTU BCErAa COMPOBOXAANTCA YKa3aHUsMM B aHaMHe3e Ha CKJIOH-
HOCTb K KPOBOW3/NIMSIHWAM U ANUTENbHBIM KPOBOTEUEHWUSIM MOC/e He3Ha-
UMTENbHBLIX TPaBM.
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Mo uucny TpOMOOUMTOB, pesy/bTaTaM MaHXeTOYHOro Tecta U Bpe-
MEHN KPOBOTEYEHWS OLEHWUBAKOT COCTOSHWE Ma/lblX KPOBEHOCHbLIX COCY-
JOB. MaHXeTOUYHbIA TecT BbIMOJHAIT ClefylLWmUM 06pa3om:
MaHXeTy TOHOMeTpa pas3fyBatoT A0 TakoW CTeneHw, 4To6bl CTpenka
npubopa 3aHANa Ha LUKane CpedHee MONOXEHWE MeXAy Uudpamu,
0603HaYaloLLMMN CUCTONMYECKOE U ANACTONIMYECKOE AaBleHne, 1 0cTa-
BaslaCb B HEM B TeyeHue 5 MWH. B Hopme npu cpaBfeHUM cOCy[oB
nneya Ha y4vyacTKe KOXu nnaowaabto 212 cM2 o6pasyeTcsi MeHee NATU
neTexuanbHbIX 31eMEHTOB. Bosblee UnCO NeTeEXMin CBUAETENbCTBYET
0 TPOMOGOLMTONEHNN, HAPYLUEHUN (YHKLUUM TPOMOOLMUTOB WA MOBbI-
LLUEHHOA NOMKOCTM (MnnM ANCHYHKUMK) Manbl'’X cocyaoB. OnpepdeneHune
BPEMEHUN KPOBOTeYeHUA no ANBM MOMOraeT OLEHWUTb COCY-
OUCTYIO 1 TPOMOOUMTapPHY (as3bl CUCTEMbl remocTasa. MaHXeTKy
TOHOMeTpa (UKCUPYIOT Ha pyke 06CnefyeMoro W pasfyBaloT ee [0
TOr0 MOMEHTa, MOKa CTpefika He OCTaHOBUTCA Ha LM(pe, COOTBET-
cTBytoLLeit 40 MM pPT. CT. 3aTeM CKasbrnenem MPoM3BOASAT Ha KOXe pas-
pe3 2 MM JIMHON U rny6uHoI. MOoSBAAIOWLMECS Kaniu KPOBU YAANsoT C
nHtepeanamu B 30 c. B HopMe KpoBOTEYEHME OCTaHAB/UBAETCA B Teue-
Hue 4—8 MuH. OnpepeneHve 4Yucna TPOMOGOLMTOB OYEHb
BaXHO Ana 1to60ro 60/bHOM0 € NOA03PEHNEM Ha HapylUeHUe CUCTEMbI
remocTasa. lMpu ux uucne meHee 40 ml09n TecTbl, Ha pe3ynbTathbl
KOTOpbIX BAMSET DYHKUWUA TPOMOOLMTOB, HaNpuMep Bpems KpoBOTeYe-
HUA U MaHXETOYHbI/, O0BbIYHO MO3BOMSIOT BbIBUTL OTKAOHEHMS OT
HOpMbl. K MeTogaM OUEeHKM (hYHKLMM TPOMOOULWTOB criefyeT OTHeCTU
M TECTbl Ha PEeTPaKuMi0 KPOBSHOrO CrycTka, afresvio Tpom6ouuToB
CTEKNAHHbIMU OycuHaMu (TecT 3a/bLiemMaHHa) W arperauuio TPomobo-
LMTOB.

Mo BpeMeHU CBEPThIBAHUSA KPOBU MOXHO OLEHWUTbL COCTOSA-
HWe BCEro MexaHu3ma cBepTbiBaHUA. Bpems, Heobxogumoe A1 06paso-
BaHWA NIOTHOrO CrycTKa B CTEK/SAHHON Npo6upKe, B HOPMe COCTaBNseT
8—12 MUH; Npu O0CO6EHHO TLWATENLHOM WUCCNEA0BaHUN B Tpex npobup-
Kax BEPXHAA rpaHuua HOpMbl cocTaBnseT 15—19 muH. OTa npoba
OTHOCMTCA K MeTofam rpy6oii OLEHKM remocTaTMyYeCcKOro MexaHu3ma;
Mpu BbIP@XEHHbIX AeeKTax CBepThiBaloLLeli CUCTEMbI BPeEMs CBEPTbI-
BaHWS KPOBM MOXET He U3MEeHATbCH. Ero oueHka € MOMOLLbIO Kanus-
NAPHbIX TPY6OK HeHafexHa.

CyLLecTBYIOT MpOCTble WM TOYHbIE METOAbl OLEHKWM CBePTbIBaHUS
KpoBM B Kaxpoi hasze. [Mpyu nto6OM remopparmyeckom COCTOSHUM
npexae BCEro HeoOXOAMMO OUEeHUTb afdekBaTHOCTb hasbl Il TMpnu
OTCYTCTBMW afleKBaTHOr0 KO/MYecTBa (PUOPUHOrEHa KPOBb He CBEPThI-
BaeTcs, NO3TOMY pe3ynbTaTbl ApPYrux nabopaTopHbIX Npob6, npu KoTo-
PbIX AO/KEH 00pa3oBaThbCH BUAWMBIA CryCcTOK, OyAyT CBMAETENbCTBO-
BaTb 00 OTK/JIOHEHUM OT HopMbl. Pasza Il MoXeT ObITb OUeHeHa Mo
TPOMOGWHOBOMY BpPEMEHMU, T. € BPEeMEHW, HeobXoauMOMY Ans
CBEPTbIBaHMS Mna3Mbl NOcne A06aBfeHMs K Helk 6blubero TPOMOUHA.
B Hopme oOHO cocTtaBnser 15—20 c, a ero yBe/iMYeHUe CBUAETESb-
CTBYET O rMMOMUOPUHOrEHEMUN NN O LUPKYINPYIOLLEM B KPOBW aHTK-
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KoarynsHTe. YpoBeHb (MOPUHOreHa MOXHO OMNPefenuTb C MOMOLLbO
XUMUYECKNX U UMMYHONIOTMYECKUX METOZO0B.

®a3y Il foCTaTOYHO MNPOCTO MOXHO OLEHWUTb C MOMOLLbLIO MpPOo-
TPOMOMHOBOINO BpPEeMEeHMW, T. e. BPEMEHN, He0BXOAMMOro Ans
CBepTbIBaHMA Ma3Mbl Nnocne fobasneHns TPOMOONIacTUHa U KasbLms.
B Hopme oHO cocTaBnseTr 12—14 c. Mpu mHTakTHOCTM (basbl Il ero
yBeMYeHNe YKasblBaeT Ha HefoCTaTO4HOCTL (pakTopos Il, V, VII n
X Kak Mo OTAeNnbHOCTM, TakK U B UX KOM6UHauuu. PasbpocaHbl U fo-
CTYMHbI Crieuuguyeckne MeToabl OLEHKM 3TUX akTopoB. [Ans HapyLue-
HMA NPOLLECCOB KOarynsuum ypoBeHb MOHWU3MPOBAHHOMO Kaibuua A0N-
XeH ObITb Hke 1,25 MMonb/n.

®a3y |, Hambonee CNOXHbIA Yy4yaCTOK MexaHM3Ma CBepTbiBaHUS,
MOXHO OLEeHUTb C MOMOLLbID Leforo psaga TecToB. [og aKTWBMU-
POBaHHbLIM YaCTUYHLBIM TPOMOONNACTUHOBBLIM Bpe-
MeHeM (AYTB) nogpasymeBaloT BpeMs, HEOOXOAUMOE NS CBEPThI-
BaHUA MNa3Mbl, aKTUBMPOBAHHOW MyTeM WHKy6aLun C KaonuHOM, T. €.
NPy MCKMHOYEHUN BO3LEACTBUA KanbUMa M TPOMOGOLUTOB WM Avnua-
Horo ¢hakTopa 3 (napumanbHblil Tpom6onaacTuH). B Hopme AYTB co-
cTaBnsieT 25—40 c. Ero onpegeneHune HECNOXHO, 3TO [ELEBbIA U
HaleXHbI MEeTof OLeHKU agekBaTHOCTU (hakTopoB XlI, XI, IX n VIII.
Bpemsa noTpebneHuns npoTpombGuUHa MpeacTaBnser coboi
CTaH4apTHbI METOA OLEHKM MPOTPOMOMHA C MCMOJSIb30BAHWEM CbIBO-
POTKM BMECTO Ma3Mbl. MOCKO/bKY B NpoLecce Koarynauum Kposu pac-
Xo4yeTcs NPOTPOMO6UH, B CbIBOPOTKE B HOPME COAEPXUTCA HebOosbLUoe
ero KO/IM4ecTBO, a MPOTPOMOUHOBOE Bpems B Hell yBenmyeHo fo 35 ¢
nnn 6onee. HepocTaTovyHOCTb pasHOO6pasHbiX (akTopoB (asbl |
COMPOBOXAAETCA CHWKEHHOW yTunusaumeid npoTpombuHa. Ecnm npo-
TPOMOUHOBOE BPEMS CbIBOPOTKM CYLLECTBEHHO HE OT/IMYAeTCH OT Mpo-
TPOMBGUHOBOr0 BpPEMEHW Mfa3Mbl, BECbMa BepOsfTHa HeLOCTAaTOUYHOCTb
0fHoro u3 (paktopoB ¢hasbl .

OnpegeneHve reHepaumm TpombomnacTMHa OTHOCUTCA
K Hambosiee 4YyBCTBMTENbHbIM MeTOAaM W3 BCEX CYLLECTBYIOLUMX A1
oueHkn casbl 1 Tocne MHKy6aumMm CMecw, COCTOsLLed W3 Mnasmebl,
CbIBOPOTKM M cybcTpata TPOMOOLMTOB, Yepe3 perynsipHble UHTEPBasbI
OLEHMBAKOT  TPOMOOMIACTUYECKYHD aKTMBHOCTb. HeaocTaTouHOCTb
no6oro pakTopa hasbl | NPOSBUTCA U3MEHEHVEM reHepauun Tpomoo-
nnactuHa. [lpn onpefeneHHoW MOAM(MKaLMM Tecta MOXHO Mpo-
M3BECTU TOYHYKO KOMMYECTBEHHYIO oOueHKy akTopos VIII n IX

UyBCTBUTENLHOCTL 3TUX TECTOB LUMPOKO BapbupyeT. Tak, Hanpu-
mep, Konuyectso aktopa VIII B nna3me Bcero 1—2% OT HOPMbI OKa-
3bIBAETCA BMOJIHE LOCTATOYHLIM 4115 MOALEPXaHWS BPEMEHW CBepTbiBa-
HUA KPOBM B (hM3MONOTMYECKUX Npefenax. YposeHb (aktopa VIII, co-
cTaBnaowmnini 3—5% 0T HOPMbI, He BNUAET Ha pe3ynbTaTbl Onpejene-
HWA NoTpe6nieHnUs MpPoTPpoMOMHA. OTKNOHEHMS OT HOPMbl Pe3y/bTaToB
npo6 Ha AUTB K reHepaunto TpombonnacTMHa CTaHOBSATCSA O4YeBUA-
HbIMX NpU CHWKeHUW akTopa VIl go ypoBHs 15—20% OT HOpPMbI.

Mpu n3meHeHnsax AYTB, notpebneHns NpoTpombuHa WM reHepa-
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UMM TpombonnacTuHa crnocobbl MX KOPPEKUUM NO3BOMSIOT MAEHTU(K-
LMpoBaTh CNeun@uKy HefOCTaTOYHOCTU (HaKTOPOB CBepPTbIBaHUA. pu
abcopbuumn MHTaKTHOW MnasMbl CynbgaTom 6apus B Meil CoXpaHsaoTes
thaktopbl VIII n XI. B MHTaKTHOI CbIBOPOTKE coaepxKatcst hakTopbl IX
n Xl. CneposatesibHO, €C/v 3TU U3MEHEHWUS MOTYT 6bITb CKOPPUTMpO-
BaHbl MpW A06aBNeHMM abCcopbMPOBaHHOI MNa3Mbl, HO He Mpw Ao6aBne-
HUW CbIBOPOTKM, MOXHO CUMTaTb [OKa3aHHbIM HEAO0CTaTOYHOCTbL (Pak-
Topa VIII. Ecnv Xe OHWM HOpPMann3yoTcs Npu A06aBfEHUN CbIBOPOTKM,
a He afcop6bupoBaHHOM Mna3Mbl, AWArHOCTUPYIOT HELOCTaTOUYHOCTb
thakTopa IX. Hopmanusauus 3Tux nokasaTenein npu Ao6aBneHun Kak
CbIBOPOTKM, TaK W Niasmbl CBUAETENbCTBYET O HEAOCTATOMHOCTU (hak-
Topa XI.

HAPYLIEHWE TMPOLECCOB KOArynauun.
N3MEHEHNA ®A3bI |

Femohmnnm OTHOCATCA K Hambonee 4acTo BCTpeyarolmMMmcs U
Cepbe3HbIM (hopMam BPOXKEHHbLIX HapyLLUEHWUIA MPOLECCOB CBEPTbIBAHNS
KpoBu. OHM CBsA3aHbl C TFEHETUMYECKM OOYCNOBMEHHOW HeJoCcTaTou-
HocTblo pakTopoB VIII, IX wwm XI.

FrEMOoUNNA A (HEOOCTATOYHOCTb ®AKTOPA VIII,
KNACCUYECKAA TEMO®UINA,
HEOOCTATOYHOCTb AHTUTEMO®WU/IBHOTO ®AKTOPA

Okono 8% cnyvaeB 3aboneBaHWiA reMouAnein CBA3aHO C NPUCYT-
CTBMEM Ha X-XPOMOCOME reHa, OTBETCTBEHHOrO 3a BbIP&XXEHHOe CHWU-
YeHWe akTMBHOCTU B nnasme akTtopa VI (aHTUremodunbHblil Gak-
Top, AF®). Monekyna nocnegHero COCTOWUT, MO-BUAMMOMY, U3 ABYX
Y4acTKOB: BbICOKOMOJIEKYNSAPHOro, 0603Havaemoro V1llar n cofepxa-
Wwero aktop BunnebpaHia v aHTUrEHHYIO LeTePMUHAHTY, W BTOPOro,
HN3KOMONEeKYNspHoro, o6o3Havaemoro V1llk n obnagatowiero npokoa-
FYNSHTHOW, WM CBEPTbIBAOLLEN, aKTUBHOCTbIO. BbinvM nonyyeHbl crie-
uMuryeckne aHTUTeNa, Hanpas/eHHble MNPOTMB TOM0 W APYyroro
yyacTka Monekynbl. CnefoBaTtefisHO, €CTb BO3MOXHOCTb W3MEPSATH
ypoBHU B nnasme Villar n VIK; y 340p0oBbIX /UL, YPOBEHb UX YPaBHO-
BELLIEH.

Y 60nbHbIX remodunmein A ypoBeHb B KpoBu Vlllar HaxoguTtcs B
npegenax Hopmbl, a ypoBeHb V1K cHmxeH go 0—5%. 3abonesaroT
06bIYHO MaNbyMKK, MaTepu KOTOPbIX ABNAIOTCH HOCUTENbHWULAMW Npu-
3Haka. [pn HOCKTE/NbCTBE COXPaHAETCA B Mpefesniax HOpMbl YPOBEHb
aHtureHa Vlllar, Ho Ha 50—60% OT HOpMbl CHUXeH ypoBeHb VIIK.
B HacToslee Bpems 3TO NO3BONSET WHAEHTU(HULMPOBATL C OOMbLUON
TOYHOCTBIO YKEHLMH-HOCUTENbHUL, U [aeT BO3MOXHOCTb MPOBOAUTL
reHeTUYecKne KOHcynbTauum. B 80% cnyyaeB B CeMeliHOM aHamHese
BbISBMAIOT XapakTepHble npusHaku. Cnopagnyeckne cryvyanm MoryT
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npeLcTaBnAaTb COGOA HOBble MyTauuuM W OT/MYAKTCA TEHAeHUMen K
TSXKENIOMY TeyeHWMto 3ab0/eBaHns. BbIpaXKeHHOCTb KAMHUYECKUX Mpo-
SIBMEHNIA 3aBUCUT OT ypoBHA akTopa VIII B nnasme. Y Tsxeno6onb-
HbIX OH cocTaBnsieT 1—2% 0T HOpMbl, NP YMEpeHHOM TeyeHun 3a60-
NeBaHns CHWxkaeTca Jo 2—5% 0T HopMbl, a npu fierkom — 10 6—30%.
Kak npaBuno, KAMHWKa ero OT/IM4YaeTcs MOCTOSIHCTBOM Y YJIEHOB OJHOM
N TOW >Ke CeMbMU.

KnuHnyeckune nposiBnieHns. MNockonbky daktop VI He npoHuKaeT
yepes NAaueHTy, TeHAEHLMA K KPOBOTEUEHUAM MOXET CTaTb OYEBMAHOM
y)Ke B HeOHaTa/lbHOM nepuoge. OObIYHO MOCNe MHBLEKLUWIA 06pasytoTes
remaTtoMbl, a onepaums o6pe3aHWUs CONPOBOXIAETCA KPOBOTEUEHUEM.
C Opyroi CTOpPOHbI, BO MHOMMX Cnyyasx KAMHWYECKUEe NPU3Haku oTCyT-
CTBYOT. M0 Mepe MoBbILIEHNS aKTUBHOCTU Y pacTyLlero pebeHka noss-
NAOTCA TEHAEHUMM K Ype3MepHOMY 06pa30BaHMIO  KPOBOUIUSHUIA.
MwuHUMaIbHbIE TPaBMbl Y HEr0 COMPOBOXAAKOTCA Pa3BUTUEM OOLUMPHbIX
BHYTPUMbILLEYHbIX reMaToM. OTHOCWUTENbHO JIErKne MOBPEXJEHUS,
HanpuMep f3blka WM CN3UCTON 060/I0UKM Ty6, COMPOBOXAAIOTCS KPO-
BOTEUEHUAMU, MPOLO/MKAIOLLMMUCA B TeYEHWE HECKOSIbKMX 4acoB Wn
JaXe OHel, 1 YacTO CTaHOBATCA UMEHHO TeM COBbITMEM, KOTOpOe 06yc-
NOBAUBAET YCTaHOBMEHNE AnarHos3a. Y 90% 60/bHbIX NPy BbIPXKEHHOW
NaTonormn yxke K Bo3pacty 3—4 feT NosABAAITCA OTYET/IMBbIE K/IMHU-
YeCKMe MNPU3HaKW MOBLILIEHHON KPOBOTOUMBOCTW.

OTANUNTENbHOW YepTol reMouauy Cy>XuT remMapTpos. Kposous-
NNAHUA B NOKTEBbIE, KOJEHHbIE W FONEHOCTOMHbIE CYCTaBbl COMPOBOX-
JatoTcs 60N1SAMU B HUX, OTEKOM W OrpaHUYeHneM ABVKEHUA. 3TO MOXeT
6bITb BbI3BAHO OTHOCUTE/ILHO HEOO/MbLUOIN TPaBMOM, M 4YacTO CO3[4aeTcs
BMeyat/ieHne, YTo OHW MOSIBUSINCH CMOHTAHHO. [10BTOpPHbIE remopparuu
MOTYT MNPUBECTU K [ereHepatuBHbIM W3MEHEeHWSM B CycTaBe, COMpo-
BOX/AtOLLMMCS OCTEONOpPOo30M, aTpouell MbIlL, 1 B KOHEYHOM uUTOre
NPUBOLALLMM K HENOABWMXXHOCTU cycTaBoB. OnpefeneHHoe 6ecno-
KOMCTBO 6O0/IbHOMY [OCTaBMSHOT MEpUoAbl CMOHTAHHOW remarypum,
0fHaKo 06bIYHO OHa He ObIBaeT BbIPAXKEHHON. HeOoTNOXHbIe COCTOSAHUS,
YrpoXaroLine >KU3HW, 06YC/OB/IMBAIOTCA BHYTPUYEPENHLIMUA KPOBOMU3-
NNAHUAMU U KPOBOTEYEHUAMU B 06/1aCTW  LLUEW.

Y 6onbHbIX € ypoBHem haktopa VIII, npeBbiwaowmm 6% ot
HOPMbI, BbIP@XXEHHas CMMMNTOMAaTUKA MOXET OTCYTCTBOBAaTb. «Jlerkas
thopma remounun» B 3TOM C/yvae MOXET MPOABAATLCA /UL CKIOH-
HOCTbIO K A/INTENIbHBIM KPOBOTEYEHUAM MOC/e yaaneHus 3y60B, Apyrux
XUPYPruyeckmx BMELLATENIbCTB WM TPaBMbl.

[JaHHble nabopaTopHbIX UccnefoBaHWA. XapaKTepHble N3MEHEHUS,
MMetoLLIMe 3HAYEHUe ANA AMArHOCTUKU W BbISBSEMbIE MPU MPOBeLEeHUN
TECTOB Ha Koarynauui, 06ycnoB/eHbl BbIpaXXEHHOW Hef0CTaTOYHOCTbIO
thakTopa VIII.  AKTMBMPOBaHHOE 4acTMYHOE TPOMOOMNACTUHOBOE
BpeMS 3HAUMTENbHO YyAnuHseTcs. [loTpebneHne MpoTpomMOUHa M3Me-
HAETCA CTO/b 3HAYMTENIbHO, YTO MPOTPOMOMHOBOE BPEMS CTaHOBUTCH
NPaKTUYeCKW OAHO3HAYHbIM KaK [AJ1 Nia3Mbl, Tak U A4S CbIBOPOTKU.
3HauMTeNIbHO HapyllaeTcsa reHepauus TpomobonnacTuHa. 3MeHeHHble



noKasaTenu KOppUrMpyrTcs npu A00aBNEHUM WHTAKTHOM Niasmbl,
agcopbupoBaHHON cynbdaTtom 6Hapus. [o6aBneHWe CbIBOPOTKM He
conpoBoxaaetcs apdekTomM. Mpu 60nee NErkom TeyeHMn 3aboneBaHUs
N3MEHSATLCS MOryT TOMbKO AUTB 1 reHepauus TpombonnacTuHa.

JledeHwne. BonblUoe 3HayYeHMe B yxofe 3a 60/bHbIMU AeTbMU, CTpa-
Jalowymmn remodununeid, UMeeT npedynpexaeHve Tpasm. B nepuog paH-
Hero feTcTBa KpoBaTb M MaHeX pebeHKa cneflyeT 06KnafbliBaTh MOAYLLU-
KamMu, a oby4yeHuWe ero xofb6e [AO/MKHO MPOXOAWUTH MPU TLLATE/lbHOM
HabnogeHnn 3a HuM. Mo mepe pocta pebeHka cnefyeT MNoowpsATb K
Yy4acTUI0 B HEKOTOPbLIX BUAAX (PU3NYECKON aKTUBHOCTM, HE COMPOBOX-
JaloLLmMxcs NoBbILLEHHBIM PUCKOM TpaBmaTtum3alumu. BecbMa BaXKHO Mpu-
[EePXMBATLCA TaKTWKKW, 3aK/OYaloLeics B HEYTO CPefHEM Mexay
Upe3MepHOIi ONeKoW W BCe03BOMIEHHOCTbIO. ALETWUICANMLUI0BAA KUC-
nota w Apyrve nekapcTBeHHble Mpenapatbl, BAUAIOLME Ha (YHKLUIO
TPOMOOLMTOB, MOrYT CNPOBOLMPOBATL CUIbHOE KPOBOTEYEHME, B CBA3M
C 4YeM OHWM CTPOr0 MPOTUBOMOKAa3aHbl 6OMbHLIM remotuanein. [Mo-
CKOJ/IbKY 60/bHO/ pebeHOK MOXET MoflyyaTb NpenapaTtbl KPoBU B Teue-
HWe BCEM XXW3HW, ero criefyeT B Bo3pacTe 3—6 MeC MMMYHWU3MPOBaTh K
BUpycy renatuta B.

Mpn KpoBOTEYEHUM peluatoLlee 3HAUYeHME NPUOBPETalT 3amecTu-
TeNbHas Tepanus, MNO3BOMAKOLWAA MpeaynpeanTs 60MeBOA CUHAPOM,
HefeecnocobHOCTb U KPOBOTEUEHMS, Yyrpoxarwolne XusHu. Llenb ee
COCTOUT B TOM, 4TOObI AOBECTM YpOBEHb B nnasme ¢aktopa VI go
TakUX 3HAYEHWiA, MPY KOTOPbIX CO34aeTCsH HafeXHOCTb CUCTEMbl FEMO-
cTasa. Ha coBpeMeHHOM 3Tare 3TO MOXET OblTb OCYLLECTB/IEHO fIULLUbL C
MOMOLLI0 BHYTPUBEHHBLIX WHAY3WIA CBEXeW NiasMbl WM €8 KOHLEH-
TPMPOBAHHbLIX MPENApPaTOB (CBEXYIO WM CBEXE3aMOPOXEHHYIO M1a3My
BBOAAT B KonumyectBe 10—15 ma/kr depes 12 u). Cobnwogas 3ToT
PEXUM BBefEHWI, ypacTca noagepxunsatb (aktop VIII Ha ypoBHe
Bbille 10—25% MO CpaBHEHWUIO C HOPMOIA. B CBA3M C OMacHOCTbLIO Nepe-
rpy3Ku CUCTeMbl KPOBOOOPaLLLeHWs B TeUeHWe 24 4 He clieflyeT BBOAUTH
6onee 30 MA/Kr nnasmbl.

B03MOXHOCTY NeveHnsi 60/bHbIX FeMOUAnein yBeNMumamcb nocne
TOro, Kak 6biy paspaboTaHbl KOHLEHTPUPOBaHHbIE npenapaTbl dak-
Topa VIII. OHM no3BOMAKOT TOYHO paccymTatb 03y, HeobXoaumyto
4N cO34aHMs reMoCTaTUYecKoro ypoBHs (aktopa. CorfacHo pesysb-
TaTam uccnefosaHus, B 1 mn nnasmel cogepxutcs 1 EL dakTopa VIII.
CnepoBatenbHO, MNOCKOMbKY 06bLeM Ma3Mbl COCTaBASET MPUMEPHO
45 mn/kr, ans nosblweHnst ypoBHsA (aktopa VIII npu remodwmnum c
0 po 100% Heobxoammo BeecTn 45 EL/Kr ero KoHueHTparta. O6bI4HO
Ana Toro 4tobbl ypoBeHb thaktopa VI y peuunueHTa noBbiCUACS A0
50— 100%, ero npuxoguTcs BBOAWUTL B Ao3e 25—50 EA/Kr. Mockonb-
Ky Bpems ero nosypacnaja B nnasMme coctaBnfer 8—12 u, ana nopnep-
XKaHWA XKENaeMoro ypoBHA He06X0AMMO MPOBOAWTL MOBTOPHbIE UH(Y3UN.

CyllecTByeT HECKO/IbKO BMAOB KOHUeHTpatoB aktopa VIII. Hau-
6onee [JelleBblA M3 HUX — KPUOMPELUNUTAT, KOTOPbIA MOXeT ObITb
NpUroToB/IeH B 06bIYHOWA BaHKe KpoBW W3 CBEXel nnasmbl. M3 250 mn ee
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06bI4YHO yAaeTcs NoMy4MTb OfHY YNaKOBKY KpuonpeuunuTata, cogep-
Xawyto 75—125 E[l hakTopa VIII. OagHako ero Konm4yecTso B pasHbIX
YyNakKoBKax MOXeT BecbMa BapbupoBaTh. BBefeHue kpuonpeumnuTara B
KOMIMYECTBE COAEPXMMOr0 OAHOW YNakKOBKM Ha 5 KI Macchl Tefia MOXeT
06yCNnoBUTL MOBLILIEHWE YPOBHA (hakTopa B Ma3me peuunueHTa [0
50% oT HopMbl. TOCKOMbKY Kpuonpeuunutat roToBMTCA U3 OAHOM
3aroTOBKW KPOBW, T. €. MO/YUYEHHON OT OAHOr0 AOHOPa, TO PUCK TaKUX
TPaHCY3UOHHbIX WHMEKUUIA, Kak renatut B wam CMA[, nocne ero
BBEAEHNS 3HAUYMTENbHO MEHbLUMIA, YeM MOC/e BBEAEHWS KOHLEHTPAToB,
NPUroToBNSEMbIX U3 60MbLIMX 06LEMOB NasMbl. HekoTopble uccnefo-
BaTe/IM PEKOMEHAYIT MWCNO0Jb30BaTb KPUOMPeuunuTar nfid JeveHus
JeTeli paHHero Bo3pacTa. lMpuMmeHsieMble B MOCMeAHEee BPEMS KOHLEH-
TpaTbl AIT npoBepeHbl Ha OTCYTCTBME B HWX BUPYCOB rematuta wu
CMnfa. PUCK MH(UUMPOBAHNA UMM MOXHO CHU3WTL elle 6onee, ecnun
KOHLIeHTpaT nepes BBEAEHWEM HarpeTb.

B HacTosilee Bpemsi JOCTYMHbl KOMMEPUYECKME Mpenaparbl, Coaep-
Xawime 60MblIMe KOMMYeCcTBa OTHOCUTENbHO uuctoro akrtopa VIII.
OHY BbIMYCKaKOTCA B BUAE NMOPUAN3MPOBAHHBLIX MOPOLLKOB, pacgaco-
BaHHbIX BO (hnakoHbl Mo 250—500 Ef, npuuem pacTBOp ANs UHGY3UK
MOXET ObITb NMPUIOTOB/EH HEMOCPEACTBEHHO Mepef Hel. 3Tu npena-
paTbl Ype3BbIYAHO YA06HbLI M MPOCTbl B 06palweHun. WX aeiicTBue u
HU3KUIi YpOBEHb B HWMX 6e/lKa MO3BOMAKT ObICTPO HOPManM30BaTb
remMocTtatuyeckme ypoBHM aktopa VIII npn BBeAeHUM B OYEHb
He6oNbLLNX 06BLEMAX.

B KoMMepueckux KoHueHTpaTtax akTtopa VIII cogepxatca Takxe
aHTU-A 1 aHTU-B un30remarrfitoTUHWHBI, MO3TOMY MNPU BBEAEHUUN UX
60nbLIOr0 06beMa y ML, C rpynnoi KpoBn A nin B MOXET nMpoun3onTu
reMonu3 Kposu. [lpuUCYTCTBYHOLMIA B KOHUEHTpaTax (uOpUHOreH
MOXET CTaTb MNPUYUHOIA TMNepPUOPUHOreHEMUN.

Mpy CUNbHOM KPOBOTEYEHWW Yy pebeHKa, 60MbHOro reModunnei,
HEOOX0AUMO HEME/eHHO MPUCTYMUTL K 3aMecTUTENbHOW Tepanuu.
MeCTHOe fledeHMe [O/MKHO 3aKIiuaTbCA B HAIOXKEHUW  AaBsiLLeit
MOBA3KN W MPUMEHEHWM XO0N0Aa, OAHAKO 3TMMW MEPOMPUATUSMU HU B
KOEM CNyvyae Hefb3s MOAMEHATb 3aMeCTUTeflbHylo Tepanuio. [lpu
remMapTpose cnegyet ob6ecneynTb 60/bHOMY MOBbIWEHWE YPOBHS (hakK-
Topa VIII go 50%, a 3aTem, MO MeHbLLEA Mepe B TEYEHWE CReAyHOLLMX
48—72 4, NoAAepXXnBaTb €ro XoTa 6bl Ha YPOBHE, MpeBbllatowem 5%
OT HOpMbI. [11f 3TOr0 MpW OpAMHAPHbLIX KPOBOTEYEHMAX AOCTATOYHbLIM
OKa3blBaeTCs OfHOKpaTHOe BBeAeHME KOoHLUeHTpaTa (aktopa VI B
no3e 20—30 Ef/kr. B Hayane KpoBOTEYEHMS MOKasaHa MMMOOWUIM3a-
UMs, OfHAKO B TeueHue 48 4 C Ue/blo npeaynpexaeHus ¢ubposa u
aHKuno3a cycTtaBa cCfefyeT nNpucTynuTb K MacCUMBHbIM (HU3NYECKUM
ynpaxHeHusiMm. Borpoc 0 He06X0AMMOCTU acnmpawmMm KpoBu U3 cycTasa
OCTaeTcsl CropHblM. Ecnn B pes3ynbTaTe HECBOEBPEMEHHOrO Hauvana
3aMeCcTUTE/IbHOI Tepannn KOXa Hafj CyCTaBOM HarpsbkeHa, acnupayus
KPOBW, BbINOMIHEHHAA MOC/E MPOBEAEHNA afeKBATHOrO NeYeHUs npena-
patamn aktopa VI, MOXeT cnocob6CcTBOBaTb CHATUIO GOMEBOr0 CUH-

ne



Apoma. Bepgyulein B BefieHUM 60bHOMO C FeMapTPO30M BCE e 0CTaeTcs
3aMecTUTeNbHasa Tepanus, O 4YeM CBUAETE/NIbCTBYIOT pPaBHOLEHHbIE
pe3ynbTaThbl fIeYeHUs, NPOBEAEHHOr0 Kak C acnupalmein Kposu u3 cyc-
TaBa, TakK W 6e3 Hee. VIHTEHCMBHasA 3amMeCTUTeNlbHasA Tepanus npenapa-
Tamu (haktopa VIII B coueTaHun € aeKBaTHbIM OPTOMEANYECKUM Befe-
HMeM BOMbHbIX C remMapTpo30M BO MHOMMX Cy4vasix MO3BOMSET npemy-
npeauth feopMaumio cycTaBa M MHBaMAM3auuio 60/bHOro. Jlvua ¢
NOAOGHLIMW OCNOXHEHUAMU B HACTOSILLLee Bpemsi BCTPEYalOTCA 3Hauu-
TeNbHO pexe. Tpu KPOBOM3MUAHUAX B XWU3HEHHO BaXKHble OpraHbl,
HanpuMep B rOMI0BHOM MO3F WM 0611acTb LUen, O TaKXe Mpu MOAro-
TOBKe 60/bHOr0 K GONbLUIOK Omepauuu MokKasaHa WHTEHCUBHAs 3ame-
CTWUTENbHAA Tepanus, HanpasfieHHas Ha MnojjepXaHue YPOBHS B Nasme
thaktopa VIII Bbiwe 75% B TeueHue 2 Hed. MMOCTOSHHOE ero BHYTPU-
BeHHOe BBeAeHMe B 103e 2 E/(Kr «4) o6ecneymBaeT MOCTOSHHLINA Ypo-
BeHb 50%. [Npu KPOBOTOUMBOCTM CAM3UCTLIX 060M0YEK, NPU 3KCTpakK-
UMM 3yBOB 3aMeCTUTeNbHYHO Tepanuio MOXHO MPOBOAUTL Ha (hOHE BBe-
[IlEHNA 3MCUMNOH-aMWHOKANPOHOBOM KucnoTel (100 Mr/Kkr 4epes 6 u).
MyHKTMPOBaTb [0MNYCKaeTCA TONbKO NMOBEPXHOCTHbIE BeHbI; acnupauus
KPOBW M3 GEAPEHHON 1 APEMHOR BEH O4YeHb OMacHa: Mocfie Hee BO3MO-
XEH feTaNibHbIA Mcxod. HakonneHbl ybeauTenbHble AaHHble, CBUAe-
TeNbCTBYIOLLME O TOM, YTO paHO HA4aToe fleYeHUe npenapaTaMu gak-
Topa VIII conpoBOXAaeTcs CHMXKEHWEM YPOBHSA 3a60/1€BaeMOCTU U
WHBaNIMAM3aLMN 1 CNOCOBCTBYET YMEHbLLEHWIO 036l BBOAMMOrO npena-
paTa M COKpALLeHW0 CPOKOB JIeYEeHWS NpU KPOBOTeuYeHUsX. Pogutenu
60/IbHOr0 W [eTW CTapLmMxX BO3PACTHbLIX rPYMnMn MOryT ObiTb 0OY4YEHbI
MeToZaM BHYTPWMBEHHOrO BBEAEHWS KOHLEHTPATOB B AOMALUHWX YCIO-
BUSX, YTO MO3BOJISET CYLLECTBEHHO CHW3WUTb- NPOLO/MKUTENBHOCTb FOC-
nuTann3aumm, yYpoBeHb 3a60/1EBAEMOCTM U 3HAUMTENbHO 3KOHOMUTb
cpescTBa.

OCHOBHbIMM NPENATCTBUAMW K MPOBESEHMUIO NleYEHUS B LOMALLHUX
YCNOBUAX CNYXAT HefJOCTYNHOCTb KOHLEHTPATOB W UX LeHa. Bpag num
BbI3bIBaE€T COMHEHME TOT (DaKT, YTO NIeYeHUe Ha JOMY C MEeproSMYECcKOi
OLIEHKOI ero pesynbTaTOB W KOHCy/bTauueld nevaliero Bpava npeg-
CTaBnsieT cOOO OMTMMasbHbLIA MOAX0S K BefleHUO pebeHKa, cTpafaro-
Lero reMoquanein, 1 4NeHOB €ro CeMbM, HO MO3BO/SET HAAesTbCs Ha
TO, YTO 3TO MO3BO/IAT HbIHELLUHEMY MOKONEHWNO 6OMbHBIX AeTei nepeitu
B CTapLUMe BO3pacTHble rpynnbl 6e3 BbIPOKEHHOW (U3NYECKOW W MCu-
XWNYecKol wnHBanugmsauun. C Apyroil CTOPOHbI, B pe3y/bTaTe 3TOro
MOryT pa3BUTLCA OTAANEHHbIE OC/OXHEHWS. HapylleHne akTUBHOCTU
neyveHOUHbIX (PepMeHTOB 06HapyXmBatoT Y 50% 60MbHbIX. W3BECTHbI
cfyyanm pasBUTUS XPOHUYECKOrO AakTUBHOrO rematuta u UuMpposa
neyeHW. Y MHOMMX 60MbHbIX BbISBAAIOT aHTUTENa K BUpycaM renatura
B un CMda (HTLV-III). 310 noaTBepXAaeT Heob6X0AUMOCTb aKTMB-
HOM MMMyHM3aUMU NpoTMB rematmta B. MHorue B3pocnble 60/bHbIE
CTpajalT TUMepTeH3Neld W MnaTonorveid Mouyek, COMPOBOXAAMOLLECS
reMaTypuveit; MpWuYMHblI UX OCTAKTCA HEBbISICHEHHbIMU. COrnacHo
HeAaBHO MOMYYEHHbIM AaHHbLIM, MPU FeMOPWUANU NETKOW U CpegHeit



TSHKECTU ypoBeHb (hakTopa VIII B KpoBM NOBbILIAETCA MOCNe BBeAEHUS
[ecMorpeccMHa n faHasona.

NHrnébutopel aktopa VIII. Y 5—10% 60/bHbIX pa3BuMBaeTCs
pepakTepHOCTb K nedveHnto aktopom VIII, yto cBA3aHO ¢ o6pas3oBa-
HVWEM B KPOBW MHIMOUTOPOB U aHTMTeN. O6pa3oBaHe UHIMOMTOPOB He
3aBMCUT OT YMCna TpaHCMy3wil nnasmbl, B CBA3N C YeM 3aMeCTUTENb-
HYl0 Tepanuio He CneflyeT npepbiBaTb B HaZexAe MpefoTBpaTUTb 3TOT
npouecc. OHM oTHOCATCA K IgG 1 xapakTepusytoTcsa cneunduyeckoi
aKTUBHOCTbO npotue aktopa VII. VIX TUTp MOXeT Konebatbecs OT
BECbMa HM3KOrO A0 KpawHe BbICOKOro, caMo MpUCYTCTBME MHIMOBUTOPOB
MOXET HOCUTb Kak TPaH3UTOPHbIA, TaK M BeCbMa MOCTOSHHbLIA Xapak-
Tep. EOvHWUEN MHIMOMPOBaHUA CUUTAIOT MHIMOMPYIOLLYI0 aKTUBHOCTb
B 1 M1 nnasmbl, B pe3ynbTaTe AeNCTBMS KOTOPOWA YpOBEHb (hakTopa
VIII B 1 M1 MHTaKTHOW nnasmbl cHwkaeTcs ¢ 1 go 0,5 EA. Ecam tutp
MHrMOGWUTOpa BbLICOK, €ro [eicTBME NPeofoneTb MNPAKTUYECKM HEBO3-
MOXHO. OfHaKo Mpu KPOBOTEYEHUW HeOoOXOAMMO HauyaTb BBefeHUe
MacCMBHbIX A03 KoHUeHTpaTa aktopa VII v npuctynutb K 06MeH-
HOMY MepenuBaHUI0 CBEXe KpoBu. [axe B NPUCYTCTBUM WHrUGUTOPA
3TO MOXEeT OKa3aTb BpeMeHHoe fAeiicTBue. [ofobHas 3amecTuTeNbHas
Tepanus [O/MKHa OrpaHWMuYMBaTLCA NUWb C/TyYassMU  KPOBOTEUYEHWIA,
YrpoXatowmnx >KusHu. TMonbITKM NPOBEAEHUS MMMYHOAENPECCUBHOM
Tepanuum B NOJOOHBLIX CUTyaUMsaX OKasaucb 6e3ycrellHbIMU.

HoBbllii MoaxoA K NeYeHWIO AeTeil, cTpadalolimx remodunuveid, B
opraHuM3me KOTOpbIX 06pasyeTca WHrnéuTop caktopa VIII, 3aknio-
YyaeTcA B NPUMEHeHWW KoHUeHTpaToB (hakTopa IX (Konyne, Propiex),
cofepXxalimx HebosnblUMe NpUMecH akTMBMpOBaHHOro aktopa VIl u
Apyrux akTopoB CBEPTbIBAHUA. JTa rpynna akTUBUPOBaHHbLIX (DAKTO-
pOB BK/IHOYAETCA B KacKaf CUCTEMbl CBEPTbIBAHUA LUCTa/lbHEE YPOBHS
takTopa VIII (cm. puc. 18-8) u, Takum 06pa3oM, He nopdaeTcs few-
CTBUIO MHrMéuTopa.

MNpeHaTanbHasA guarHocTMKa. PUCK nepegayn naoLy MYyXCKOro
nona OT MaTepu-HOCUTE/IbHULbI reHa remouauu coctasnset 50%.
lMpeHaTanbHasg [OMarHOCTMKA BO3MOXHA C MOMOLLbIO UCCNEef0BaHUA
KpoBW nnofa (MY>CKOro nofna), nonyyaemor npu tetockonuu. B ero
nnasme onpegenstot ypoeHb Vllar n VIIIK;, Kak 1y 60nbHbIX 6onee
cTapluiero Bo3pacTa, ypoBeHb Vlllar, 3HauMTeNbHO MPEBbLILLIAOLLWIA
ypoBeHb VK, cBMAETENLCTBYET O MOpaxeHUn nnoga (My»XCKoro
nona). C HegaBHero BPEMEHWN CTan0 BO3MOXHO pacrno3HaBaTb reMogu-
oy nnoga no nonumopguamy OAHK B thmbpobnactax amMHMOTUYe-
CKOW ngkocTu. buoncus Tpogobnacta no3BoaseT NOCTaBUTb AMArHO3
y 10—12-HepensHOro nnopa.

FrEMO®UNNA B (HEAOCTATOUYHOCTE PAKTOPA IX,
BONE3Hb KPUCTMACA)

Mout y 15% 60MbHLIX rEMOPUANSA reHeTUYecku 06YycnoBneHa
HefocTaToOuHOCTHIO (pakTopa IX. KnMHM4Yecku oHa He OT/nMYaeTcs OT
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TakoBOW npu HegocTaTouHocTn aktopa VIII. Hacnegyetcs 3Ta
thopma remouamm  no  X-cAenseHHoMy peueccuBHomy Tuny. 1o
TSDKECTU K/IMHWYECKUX MPOSBEHUIA OHA LUMPOKO BapbUpYeT B COOTBET-
CTBUM C YpPOBHEM (akTopa IX B CbIBOPOTKE.

[aHHble nabopaTopHbIX UCCNef0BaHUN. Y 60/1bHOr0 00bIYHO U3Me-
HAloTcs AUTB, notpebneHve npoTpombuHa W reHepauus Tpombonna-
CTMHa. In vitro 3TW W3MEHeHUs KOpPPUrMPYHOTCA Npu  406aBNeHUm
MHTaKTHOW CbIBOPOTKWM, HO He afcopOWpOBaHHO MNa3Mbl.

NleyeHune. 3amecTuTeNlbHas Tepanus 3ak/lOYaeTca B UHQY3UAX
nnasmbl. [py KPOBOTEYEHUM HEOGXOAMMO BBOAUTL €e B KOJIMYECTBe
10—15 mn/Kr uepe3 12—24 u. Peakumsi Ha nevyeHue 60/ee BblpaKeHa
Mpu MCMO/Mb30BaHUN CBEXEW WM CBeXe3aMOPOXEHHOW, 4YeM KOHcep-
BMPOBAHHON MNfa3Mbl; KPUOMPEUUNMTAT U KOHLEHTpaTbl (hakTopa
VI HeapeKTUBHBI.

Kommepueckue koHueHTpathl haktopos Il, VII, IX n X (Konyne,
Propiex) 6oratbl thaktopom IX (okono 250 E[l B ogHOM (hnakoHe), B
CBA3M C YEM WX MOXHO BBOAWUTbL B TEX e f03ax, 4To W npenapatbl
thaktopa VIII. MockonbKy nepuog nonypacnaga paktopa IX cocTas-
NSeT OKONMO 24 4, ero MOXHO BBOAMTb pexe, 4yeM Mpenapatbl (ak-
Topa VIII. HekoTopble KOMMeEpYecKne KOHLEHTPaThl 3arpAsHeHbl BUPY-
COM CbIBOPOTOYHOrO renatmra, nostomy mx (ocobeHHo npu 3abonesa-
HUAX MNeYeHn) CcnegyeT WUCMONb30BaTb C OOMBLUOA OCTOPOXHOCTBIO.
Kpome TOro, mocse fnevyeHUss aTMMU KOHLEHTpaTamu Yy 60/bHbIX, 0CO-
OeHHO B MNOC/EONepaLuoHHOM MNepuoae, MOXET MNPOM30ATN TPomM603
COCYZ0B, 4TO, NO-BUAMMOMY, 00YCNOBMIEHO MPUCYTCTBUEM B HUX aKTW-
BMPOBaHHbLIX (PAKTOPOB CBEPTLIBAHWUA KPOBU.

[OPYTVE BWbI FTEMO®WINAIA

Memodmnna C (HegocTaTouHOCTb (hakTopa Xl, HegoCTaTOUYHOCTb
B Nnasme npeALlecTBEHHMKA TPoM60onaacTuHa). 3TO 06bIYHO NErko
npoTekarollee 3abo/neBaHNe Hacrefyetca M0 ayTOCOMHO-AOMUHAHT-
HOMY WM MOMHOCTbIO PELeCCMBHOMY TuUMy. XapakTepHble Clyyau
OTMeYeHbl cpean npeactasuTeneid 06oero nona. OB6bIYHbIE KAUHUYe-
CKUWe MpOSAB/IEHUS, B TOM YWC/IE KPOBOTEYEHMSA U3 HOCA, Kak Mpasusio,
BbIP@XXEHbI YMEPEHHO, CU/lbHble KPOBOTEYEHWUS U remapTpo3bl peru-
cTpupytoTca pefko. MMpu TsXKeno npoTekatowlem 3aboneBaHUM n3Me-
HAloTcAs AUTB, noTpebneHne npoTpombuHa W reHepauus Tpomb6onna-
CcTUHa. COCTOSiHME MOXET OblTb CKOPPUIMPOBAHO MpU  BBEAEHWUN
MHTAKTHbIX Ma3Mbl U CbIBOPOTKU. [pU 3HAYMTENlbHOM KPOBOTEYEHUU
nnasmy cnegyet BBOAUTL B KonuuyecTBe 10—15 mMn/Kr yepe3 12—24 u.

JeekT XaremaHa (HegocTaTouHoCcTb (hakTopa Xll). 3abonesa-
HWe 06YC/OB/MIEHO FOMO3UIOTHLIM Hac/nefoBaHMEeM ayTOCOMHOIO reHa,
YTO COMPOBOXAAETCA BbIPXEHHON HeAOCTATOYHOCTbIO (hakTopa XIl.
HecmoTps Ha 3ameTHble W3MEHEHWs, BblsiBseMble B (hase | cucTembl
cBepTbIBaHUA KpoBu (AUTB 1 Bpems CBepPTbIBAHUA), KIMHUYECKUE NPO-
AB/IEHNS KPOBOTOUMBOCTU OTCYTCTBYIOT. Y HEKOTOPbIX O0/bHbIX OTMe-
YaloT CK/IOHHOCTb K Tpom6o3aMm.
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AHrvoremotunma  (6onesHb BunnebpaHpa). 3T0 JOMUHAHTHO
Hacnefyemoe 3a60/1eBaHMe OT/IMYAETCH COXHOCTLK CBOEM MPUPOAbl M
XapaKTepusyeTcsi CHWKeHVWeM YpoBHsi (hakTopa VIII B couyeTaHun ¢
COCYAMCTbIMU HapyLLUEeHUAMMW, O0O0YCMO0BMMBAOWMMY YBeUYEHNE Bpe-
MEHU KPOBOTEYEHUA. B NpoTMBOMOMIOXKHOCTb KNACCUYECKON qopme
reMmounny Npy Hem OTCYTCTBYIOT Pas3/iMins B YPOBHAX KOMMOHEHTOB
VK n VTllar: ypoBeHb Kak MepBOro, Tak v BTOPOro CHWKeH. CHu-
XKaeTca U aAresMBHOCTb TPOMOOLUMTOB, KOTOPbIE B OT/IMUME OT TPOM6BO-
LMTOB 340POBbIX ML, He 06pa3ytoT arperatoB npu gobaeneHun B 060-
raleHHyto VMM nnasmy aHTUeMoTMKa puUCTOLeTMHA. ITOT fJedekT
TpOM6OLMTOB 06YCNOB/IEH HEAOCTAaTOUHOCTLIO B nnasme aktopa VIII,
HeobXoauMOoro Ans ux (yHKUWK.

W3 KAMHUYEeCKNX NPOSABNEHWUIA criefyeT OTMETUTb KPOBOTEYEHWS U3
HOCa W [eceH, MeHopparuu, AAUTe/bHble KPOBOTEUEHUS W3 TKaHel
nocne UX paspesa M UX MOBbILUEHHYHD KPOBOTOUYMBOCTbL MOC/AE TPaBMbl
WM BO Bpemsi onepauun. Bpems KpoBOTEUEHMS OOLIYHO YBENNYEHO.
WHpy3um cBexxeid mnasmbl CMOCOBCTBYHOT MOBLILLEHWHD YPOBHS (hak-
Topa VIII, KoTopblii NoaAepXXMBaeTca B TeUeHWe HECKONbKUX [AHel 3a
CYeT cuHTe3a de novo, OLHAKO BO BPeMs KPOBOTEYEHWUS OHWM OKasbl-
BalOT HEMOCTOAHHbIA 3hPeKT. OHO MOXET ObITb CKOPPUIMPOBAHO C
MOMOLLbIO KpuonpeuunuTara, 4To, Mo-BUAMMOMY, 60/ee NpeanoyuTu-
TeNbHO B KayeCTBe 3aMeCTUTE/IbHOW Tepanuy Npu KPOBOTEUEHUSX WK
npu MOAroToBKe K onepauuu. MpenapaT peKOMeHAYeTCs BBOAWUTL U3
pacyeTa COLEPXMMOE Tpex — YeTbipex YNakoBOK Ha 10 Kr macchl Tena
yepe3 12 y B TeueHue 2 [Held, a 3aTEM COAEPKUMOe ABYX YMaKOBOK Ha
10 Kr maccbl Tena B TeyeHWe 24 4 B TeyeHne 4—6 aHeil. Kak u npu
remouammn, nokKasaHo feyeHne [AecMOrpecCUHOM.

DA3A VICUCTEMbI CBEPTLIBAHVA KPOBW

dakTopbl 11, V, VII n X BxogaT B cocTaB asbl |l cBepTbIBatOLLEN
CUCTEMbI; WX MPUHATO 0603HaYaTb Kak MPOTPOMOWMHOBLIA KOMMEKC.
OHM NpoAyuMpYylOTCA B NeyeHWn, 3a MCKoUYeHWeM hakTopa V, ang ux
HOPMa/IbHOrO CUMHTe3a Heobxoaumo npucyTcTBue ButamuHa K. OH
HeobXo4MM A1 peakuun a-kapboKCUIMPOBaHUA OCTAaTKOB F1yTaMUHO-
BOW KWCMOTbI. IpK 3TOM HeakTUBHbIE NpeALlecTBeHHUKU (akTopos Il n
VII nepexofdaT B akTUBHYO (hopMmy. SlabopaTopHas AMarHoCTMKa 3TUX
BMOB HELOCTATOYHOCTM OCHOBbLIBAETCHA HA BbLIAB/EHWUN YBE/IMYEHHOTO
NPOTPOMOUHOBOIrO BpeMeHW. K/IMHWYECKU 3HAuMMble KPOBOTEUEHMS
00bIYHO He HacTynawT [0 Tex Mop, Nnoka npoTPOMOGMHOBOE Bpems He
6ypet 6onee 20—25 ¢, 4TO COOTBETCTBYET YPOBHIO 3TUX (PAKTOPOB,
coctasnawolwemy 10—15% OT HOPMbI.

N3BeCTHbI cliyyanm TeHeTUYEecKN O6YCMOBMEHHBIX BPOX/AEHHbIX
BMAOB HegocTatoyHocTn aktopos Il, V n VII. Yawe Bcero BcTpe-
yatoTca 60MbHbIE C HEAOCTaTOYHOCTbIO (hakTopa V (naparemoduans,
6onesHb OBpeHa). W3 KAMHWYECKUX MPOSBAEHWIA MNpU 3TUX BUAAX
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HeJOCTAaTOYHOCTU OTMEYaroT KPOBOM3MMSHUS MOA KOXY, B CIM3UCTbIE
060/104KM, MSArKME TKaHW W KPOBOWM3NMSHWA Mocne TpaBmbl. [emap-
TPO3bl HETUMUYHBLI AN HUX. BONbHbIE 0OLIYHO HE MOAAAIOTCS NEYEHWHO
BUTaMHOM K, B CBS3U C YeM MpW aKTVBHOM KPOBOTEYEHWUMU VM HEOGXO-
OVMO BBOAUTb CBEXYH M/asmy.

Femopparnyeckass 601e3Hb HOBOPOXAEHHbIX

3aboneBaHWe MposB/sSETCA MOBbILEHHONW KPOBOTOYMBOCTLIO U npe-
XO4AWMUM TeyeHneM. OHO 06YC/OBNEHO HEAOCTATOYHOCTLIO (PaKTOPOB
CBepTbIBaHMSA, 3aBUCUMbIX OT BUTamMuHa K. B HacTosLee BpeMsi 06CYyX-
[aeTca BOMPOC O POAM (PYHKLMOHANbHOW HE3PenocTu MeyeHu.

YposeHb hakTopos Il, VII, IX n X B NynoBMHHOA KPOBW COCTaB-
NfeT npmbnnsuTenbHo 50% OT HOPMbI U NOCNe POXAEHWUS BbICTPO CHU-
)KaeTcs, [JOCTMrasi CaMOl HM3KOM TOYKM K 48—72 4 XM3HW. VY.
0,25—0,5% HOBOPOXAEHHbIX 3TOT MPOLLECC CHVKEHUA YPOBHSA CTOJb
BbIP&XXEH, YTO MOXeT HacTynuTb CU/IbHOE KpoBOTeyeHue. B nocnepyto-
LeM YpPOBeHb (haKTOPOB MOCTEMNEHHO MOBLILIAETCS, OCTaBasACb TEM He
MeHee Ha MPOTKEHUM HECKONbKUX Hefenb 60fee HU3KUM, 4YeM Yy
B3poC/ibIX. Ero noBbllleHMe CBSi3aHO C BcacbiBaHMEM BUTamuHa K 13
NULLeBbIX NPOAYKTOB. VM 60rato KopoBbe MOMOKO. MOCKONbKY B XeH-
CKOM MOJIOKE OH COLEPXWUTCA B HEOOMbLUMX KOMMYecTBax, CUMMTOMa-
TMKa 3aboneBaHMs dalle BCTpeyaeTcs (MpyM OTCYTCTBUM MpPOduNakTum-
YECKOro MPUMEHEHWS BUTaMUHA) Y [eTeil, HaxOAALMXCA Ha TPYyAHOM
BCKapM/IMBaHWUKN, MO CPaBHEHWUIO C AETbMW, MOMAYYAHOLLMMU MOSOYHbIE
CMecu.

KnuHuyeckne nposiBieHus. B 60/bLIMHCTBE CNy4yaeB remopparu-
YeCKMe MPOSIBAEHNS CTAHOBATCA OYEBUAHLIMU Ha 2—3-7 AeHb XM3HN. K
4acTbIM MpU3HaKam 3a60/1eBaHNS OTHOCATCA MefeHa, KPOBOTEUEeHUe W3
MYMNOYHON paHKM W remaTtypusi. W13 Hambonee TAXKE/bIX OCNOXHEHWUI
cnegyer OTMETUTb BHYTPUYEPENHbIE KPOBOU3IUAHUA U TUMNOBONEMU-
UECKMI LUOK.

JleyeHue. TMpodunakTnyeckoe npumMeHeHe BuTammHa K cnoco6-
CTBYET MpefynpexAeHU0 CHWKEeHUA B NOCTHaTaNbHOM Mepuoje ypoB-
Heil (haKTOPOB NPOTPOMOUHOBOrO KOMMJIEKCA W MPaKTUUYECKU WUCKNHO-
YaeT BO3MOXHOCTb pPa3BMTUA remopparvyeckoin 6onesHu. PekomeH-
[yeTca MCcnonb3oBaTb npenaparbl BuTaMuHa K, MOCKONbKY OHU He
06/1ajatl0T reMo/IMTUYECKUMM CBOMCTBAMM €ro aHanoros. OnpepeneH-
Hbl1 3htheKT MOXET ObITb MOMTYYEH NPW Ha3HaYeHMU BUTaMMUHA MaTepu,
0QHAaKO 06onee BbIPKEHHbIA TepamneBTUUYECKUiA 3PEHEKT OTMeYaeTcs
npv BBeAeHUM ero pebeHky. CToMb Manas f[03a BUTAMWUHA, Kak 25 MKT,
crocobHa npeaynpeavTb CHWXKEeHWe YPOBHSA MPOTPOMOUHOBOIO KOM-
nnekca B MNOCTHAaTa/lbHOM MNepuofe; PeKOMeHAyeMas B HacTosllee
Bpemsa fosa 1 mr 6esonacHa u 3geKTUBHA MNPV BBEAEHWM KaK MapeH-
TepanbHO, TaK U BHYTPb. YBeNn4YeHue J03bl He COMPOBOXAAETCH MOBbI-
LUeHVeM TepaneBTMYECKOro afgekTa.

Mpy NosABNEHUU KMHUYECKUX MPU3HAKOB 3ab0/ieBaHUA HeobXo-
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AnMO BBeCTWM 1 Mr BUTamuHa K BHYTPUMbILLEYHO, MOCNe Yero yepes 2 Y
KpoBOTeYeHMe 00bI4HO npekpalLaeTca. Mpu BHYTpUYepenHbIX UK Kpo-
BOM3/IUAHUAX B ApYrne XWU3HEHHO BaXKHble OpraHbl BHYTPUBEHHO BBO-
a1 10—15 Mr/Kr cBeXeld nnasmbl, YTO NPUBOAUT K HEMEL/IEHHOW Kop-
PEKUMM TemMoCcTaTMyecKoro pedekrta. BblpaXeHHass aHeMus W LUOK
TaKXXe MOryT KOPPUrMpoBaThCA C MOMOLLGI0 MHPY3MIA CBEXEA KPOBW.

Y HefOHOLUEHHbIX HOBOPOXXAEHHbLIX MOryT OTMeyaTbCs CIOXHble
remopparvyeckuMe COCTOSIHUSA, NPU KOTOPbIX B MNPOLLECC BOBJEKAETCH
uenbiii psg (hakTopoB CBEPTbIBAHWS KPOBWU U BbISBASIOTCA aHOMasvm
TPomM6OLMTOB. B NogobHbIX cuTyaumsx sutamrH K okasblBaeTcst Head-
(DEKTUBHbLIM B CBS3M C HE3PENOCTbIO MeYveHun. [pn BbIPaXKEHHbIX KPOBO-
TEYEHMAX MOKa3aHbl WHAY3MM CBEXel Miasmbl.

Y pebeHKa, BbllLeALero 13 nepuoga HOBOPOXAEHHOE™, HepocTa-
TOYHOCTb BUTaMuHa K BCTpeyaeTcsa pefko. V3BECTHO O «MO34HUX»
thopmax remopparunyeckoit 6one3Hn y AeTei, npoxmeatowmx Ha danb-
Hem BocToke, 0COGEHHO B AMOHUW, WM HAXOAALLMXCH Ha ECTeCTBEHHOM
BCKapM/IMBaHWW. HapylueHne npoLeccoB BCACbIBAHUA XUPOB B KULLIEY-
HUKE W ONUTEIbHOE fleYeHne aHTUOMOTUKaMM LUMPOKOro CnekTpa [fei-
CTBMS MOryT 06YC/N0BUTb HefoCTaTOMHOCTb BUTaMuHa K. KWCTO3HBbIM
hnbpo3 (MYKOBMCLMAO3) W aTpesns XeNyeBblBOAALWMX MyTen MoryTt
OCMIOXHATHCA HapyLUeHUAMU B NPOTPOMOMHOBOM KOMIMjekce. B aTux
cnydasx MoKasaHo MpouNakTUYeCKoe JiedeHne BOLOPACTBOPUMBIM
BUTaMrHOM K. B npowwniom B HEKOTOpble MUTaTeflbHble CMECW, MpUro-
TOBNIEHHbIE Ha OCHOBE MSCHbIX MPOAYKTOB WU TMApOnnM3aToB 6enkos,
BXOAMNO Masioe KO/IMYECTBO BMTaMUHA; B HaCTOsLlee BPeMs 3TOT WX
HefoCTaTOK ycTpaHeH. Mpu fanekosalleflinx 3a6oseBaHUAX MeveHu
3a CYET BOBJIEYEHNS B NPOLLECC €€ K/IETOK MOXET 6blTb HAPYLLUEH CUHTE3
(haKTOpPOB MNPOTPOMOMHOBOIO KOMMNeKca. B 3aTom cnydvae neyeHwue
BuTaMMHOM K peako okasblBaeTcs aP(eKTUBHbIM. AHTUKOAryNAHTHbIE
CBOMCTBa AMKYMaposia U POLCTBEHHbLIX eMy MpernapaTtoB 06YCM0BMEHbI
NX NPensTcTBMEM cuHTe3y (akTopos 11, VII n X. ButamnH K B nogo6-
HbIX CNy4YasX CAYXWUT Creunu@uyeckMM aHTULOTOM.

®A3A 1Il CUCTEMbI CBEPTBIBAHW/A KPOBWU

BpoxpaeHHas aubpunHoreHeMus. ITO PeaKko BCTpevarolieecs
3ab0neBaHne OeTEPMUHMPYETCS AEACTBMEM ayTOCOMHbIX PELECCUBHbIX
reHoB. HecmoTpss Ha MONHOE OTCYTCTBME KOarynupytoLlein cnocob-
HOCTW KPOBM, Y OOMbHbIX, KaK NpaBufio, He OTMeYaloTCs KPOBOU3NNA-
HUA WNW FemMapTpo3bl, OfHaKO TpaBMa WM XWUPYPruyeckoe BMeLUa-
TeNIbCTBO MOTYT COMPOBOXAATHCA THXKE/bIMU KpPOBOTEUYeHMsAMK. Jleye-
HMe C NPUMEHEHWEM KOHLEHTPUPOBAHHOIO (UbpUHOreHa B [J03e
100 mr/kr obecneuynBaeT JOCTMXKEHME FeMOCTAaTUYECKMX YPOBHEW ero
B nnasme. ocKonbKy nepvog nonypacnaga (hMOpuHOreHa cocTaBnset
5 oHeil, HEO6XOAMMOCTb B YacTbIX MH(Y3WsAX oTrnagaeT. BeeaeHue ero
KOHLEHTPATOB COMPOBOXAAETCS NOBbILLEHHbIM PUCKOM CbIBOPOTOYHOIO
renatuta. PUOPUHOrEH COAEPXUTCA B KPUOMpeuunuTaTe, B CBS3U C
YeM €ero MOXHO WCMOJb30BaTb ANA /iedeHUst BOJbHbIX.
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BpoxaeHHble aucmnbpmHoreHemun. Llenblidi psg  aHOMabHbIX
TUNOB (OYHKLMOHaNbHO HEMOMHOLUEHHOro hnbprnHoreHa MoXeT obycno-
BUTb COCTOSIHWS, XapaKTepu3ytoLwmnecs TeHAEHLME K KPOBOTOYMBOCTMY.
OHW HacnefytoTCA MO JOMUHAHTHOMY TUMNy. Y peGeHKa BbISBASAIOT yBe-
NNYeHVe TPOMOMHOBOTO BPEMEHW, OAHAKO YpPOBeHb (UOPMHOreHa,
onpesensieMblii C MOMOLLBI0 XMMUYECKUX WU UMMYHOTOTMYECKNX METO-
[lOB, Haxoautcs B npedenax HOPMbI.

HepocTaTouHocTb (hakTopa Xl (HegocTaToOuHOCTL UOPUHCTA-
ounnsmpyrowero paktopa). Yauwe Bcero 3aboneBaHne BbIABNAETCA Y
HOBOPOX/EHHOr0, KOrfa KpOBOTEYeHWE HACTyMaeT npu OTnafeHuu
NynoBuHbl. K OCHOBHbIM KIMHWUYECKUM MPOSBIEHUAM OTHOCATCA Xeny-
[LOYHO-KMLLEYHbIe, BHYTpUYepenHble ¥ BHYTPUCYCTaBHblE KpPOBOTEYe-
Hua. Mpu 06bl4HOM 06cnefoBaHUM pebeHKa OTK/IOHEHWI CO CTOPOHbI
CUCTEMbI CBEPTbIBAHUA He 0OHapY>XMBalOT. HepocTaTouyHOCTb (hakTopa
X1l gnarHocTuMpyloT NpY BbISIBNEHUW M3MEHEHWI B MpoLecce pacTBo-
peHus cryctka B 5 M pacTBOpe MOYEBMHbI U COKPALLEHUS BPeMeHU
nusuca 3yrnobynMHOBOro Crycrka.
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MYPMyPHI

Mypnypbl NpeacTaBnaoT coboW rpynny 3aboneBaHWi, XapakTepu-
3YIOLMXCS HEGOMbLUMMY  KPOBOU3NUSHUAMU B MOBEPXHOCTHbIE C/IOM
KOXW, B pe3y/nbTaTe Yero Ha Heil MOSABAAKOTCS Y4yacTKU (PMONETOBOro

123



uBeTa. Menbyaiilume 3KCTpaBasaTbl, 06pasyloLMecs MO XO4y MasbiX
COCYZOB, HasblBalOT neTexusmu, 6onee O6LUMPHbIE KPOBOUZIUAHUS —
3KXMMO3amMu. KpoBOTeueHUs MOryT MPOUCXOAWTb M3 CU3UCTLIX 060/10-
YeK B pas/inyHble OpraHbl U TKaHW. B 3aBUCMMOCTW OT yucna TPomoo-
LMTOB Nypnypbl NPUHATO NOAPA3AenaTb Ha fBe OCHOBHble rpynmbl. Mpu
TPOMOOUMTOMNEHUYECKNX MNyprnypax 4ucio TpOMOOLUTOB
He npeBbiwaeT 40 ¢ 1091, ¥ KPOBOM3MSAHWS 06YC/IOBAEHbI VMMEHHO
aTuMm. Mpy HETPOMOOLMTOMEHUYECKNX Nyprnypax Kpo-
BOTeueHUss 00YCNnoB/eHbl Ae(heKTOM MasibIX KPOBEHOCHbLIX COCYLOB WK
CBA3aHbl C HapyLUeHUsIMN (hYHKLMK TPOMOOLMTOB, HECMOTPS Ha WX afe-
KBaTHOE 4MCHO.

Tpom6oUMTLI NPeacTaBAOT COOOM yTpaTuBLUME AAPO KETOUHbIE
(hparMeHTbl, MNPOAYLUMPYEMblE MerakapuouuTamu B KOCTHOM MO3re.
KpynHble pasmepbl MOCAEAHUX OTPaXatT MX MOMMMNIOUAHbIE CBOWCTBA.
Mo mepe BOCTWXEHUS 3pPenocTu LMTonIasma Merakapvouuta gpparmeH-
TUpYeTCs, YTO COMPOBOXAAETCA BbICBOOOXKAEHMEM 6OMLLIOIO 4ncia
TPOMOOUMTOB. TMpPOJOMKMTENBHOCTL WX XKWM3HWM B  MEpUdepnyecKoi
KpoBu cocTaBnsieT 7— 10 gHeil. OHu 06/1a4a0T LebiM HabopOM BHYT-
PEHHWUX aHTWUFEHOB, OT/IMYHbLIX OT aHTUFEHOB 3PUTPOLUTA, HO YacTb U3
HUX aHaforMyHa HEKOTOPbIM aHTUreHam JfleiKouuTa.

TpomboLUTLI NPUHMMAKOT HEMOCPEACTBEHHOE yyacTue B npoueccax,
CBAA3aHHbIX C COCYAMCTbIM KOMMOHEHTOM CUCTEMbl FeMOCTasa, W B Npo-
Leccax 06pa3oBaHMsi KPOBAHOMO Cryctka. OHWM HeobXxoauMbl AN noj-
JepXXaHus LenoCTHOCTM COCYAUCTOrO 3HAOTENUS; MpU TpaBMe Maioro
KPOBEHOCHOI0 COCyAa B ouvare NOBPEXAEHWs MPOMCXOAUT CKOMeHue
TPOMOOUMTOB, (HOPMUPYIOLLMX TEMOCTATUYECKMIA CrycToK. KOHTakT ¢
BHECOCYAWUCTbIMU KOMMOHEHTaMMW, TakKMMU KaK KOMMareH, UHuMUMupyet
nx apresvto. BbicBO6OXAEHMe Tpom6OKcaHa (NPou3BOAHOE MNpoCTa-
rnaHanHa) v sHgoreHHoro ADP BbI3blBaeT MPOYHYHO arperayuio Tpom-
6ounTOB. BbICBOGOXJAaEeMble BO BpPEMS 3TUX MNPOLECCOB CEPOTOHUH M
rMCTaMMH CMOCOBCTBYHOT 6GOMbLLEMY CYXXEHMIO cocyfa. B cocTaB Tpom-
oounTa BXOAUT (hoctonunui, 06/1afaroLMiA YaCTUYHON aKTUBHOCTbIO
TPOMOOMNIACTUHA, YTO.UMeeT B0/bLLIOEe 3HAUYEHWE 41S NpoLecca CBEPThI-
BaHUA KpOBW. Kpome TOro, TPOMOGOUMT CAYXWUT TPaHCMOPTHbIM Cpej-
CTBOM [/ ApYrux (hakTOPOB CBEPTbIBaHWS, aACOPOMPYIOLLMXCA Ha ero
MOBEPXHOCTU. W HaKOHeL, NpUCYTCTBME 3TUX K/eTOK— HeobXoaumMoe
YCNOBWE [/ HOPMAIbHOW PETPaKLMM KPOBSIHOTO CrycTKa.

B Hopme umcno TpombouuToB cocTaBnset 150—400-109n. WX
UMCMIO MEHbLUE HIDKHEro npefjena CBUAETENbLCTBYET O TpombouuTone-
HUK, CBS3aHHOM NGO C UX HeafeKBaTHOW NMPOAYKLUMeR, TMBO C YCUNeH-
HbIM MPOLECCOM pa3pyLUEHNs WA YAIeHUs U3 CUCTEMbl KPOBOOGpa-
WweHns. HepgocTtaTtoyHas NpoAyKums TPOMOOLMTOB MOYTU BO BCEX CY-
yasx obycnosneHa [AMCHYHKUMENA KOCTHOrO Mo3ra, Mpu KOTOPOWi
YMEHbLLUEHO YUC/O MerakapuoumToB. B oTiMume OT 3TOro npu Tpomobo-
LMTOMNEHNSAX, 0BYCMOBNEHHBIX YCUIEHHbIM paspyLUeHeM TPOMOOLMTOB,
YMCM0 MerakapumoLUTOB HaxOAWTCA B Mpefenax HOPMbl WM HECKO/bKO
yBeNnyeHo. [uUnomerakapuoumTapHblie TPOMOOLMUTOMNEHUN MpPeacTaB-
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NAOT COB0I pesynbTaT anjiasvvm KOCTHOr0 MO3ra Wi MHQWIbTpaumm
KOCTHOFO MO3ra aHOMasbHbIMU WM OMYyXOAEBbIMU TKaHAMW. B cBA3M
HebnaronpuaTHbIM MPOrHO30M 3TUX 3ab0/MeBaHWii KOCTHOrO Mo3ra B
KaKIOM C/lyyae BbISIB/IEHNS BbIpaXXeHHONW TPOMOOLUTOMEHUMN HESCHOM
3TMOMOTUK MOKasaHa CTepHa/lbHas MyHKUWsA. O6bIYHO MOyYeHVe acnu-
paTa KOCTHOFO MO3ra He COMPOBOXAAETCA CW/IbHbIM KPOBOTEYEHWEM
JaXe Npy BblpaXXEHHOW TPOMOOLMTONEHUW, MOCKOMbKY Tpomb6onsac-
TWHbl TKQHEBOrO COKa, Kak MpaBuio, OCYLLEeCTBASIOT (PYHKLUIO Femo-
cTasa.

HETPOMEOLIMTOMEHWNYECKUE MYPMYPhI
Mypnypa Ha ()OHE HEW3MEHEHHOro uucna TPoMO6OLMTOB

K camoit yacToil hopme HeTPOMOBOLIMTONEHNYECKOW Mypnypbl OTHO-
cUTcA aHaunakTuuyeckasa nypnypa, WAW CUHLPOM
WeHnelnHa —leHoxa (remopparuyeckunini Backynut). OHa npeg-
CTaBfnseT co60/ OCTPbI BOCMA/IUTENbHBIA MNPOLECC HEACHOW 3TMOMO0-
rMM, NPy KOTOPOM HapyLUEHWS MPOUCXOASAT B MajbIX COCYAax KOXu,
CyCTaBOB, MNULLEBAPUTENLHOTO TpakTa W Movek. [ns Hee TUMMYHO
pacnpegeneHne cbinv No Nepudepun: Ha Horax U siroguuax. Y MHOTUX
GOMbHBIX OTMEYAlTCA ABNEHUA apTpWTa, Hepputa WAN XenymouHo-
KWLLIEYHble KpOBOTeyeHMs. [leTexun y HUX cnegyeT auddepeHLmpo-
BaTb OT 3/IEMEHTOB PaHHEe CTagMu MEHUHIOKOKKEMUM WU CenTuLe-
MWW, BbI3BAHHOW [PYrMMM BMAAMU MUKpPOOpraHuamoB. [lpu 6GakTe-
pVanbHOM 3HAOKapAMTE MEeTeXUU 0O0YCNOBAEHbI CENTUYECKUMMK 3MG6O-
namun. TOKCUYECKMIA BaCKYNUT MOXET COMPOBOXAATbCA remopparuye-
CKOM CbiMbl), YTO OTpaXkaeT PeakuMI0 Ha fIeKapCTBEHHbIe Mpenaparbl,
HanpumMep MbIlWbSK U o4, AHANOrMYHAsA KapTUHa MOXET Habnogatbes
MPU BUPYCHBbIX WAW PUKKETCUO3HBLIX WH(EKLMAX.

Mpu TpombGacTeHUAX, WM TPOMOOLMUTONATMYECKMX Mypny-
pax, TPOMOOLUTLI, YMCI0 KOTOPbIX HE M3MEHEHO, OT/MYaTcs (YHK-
LMOHANbHOM  HEMOIHOLEHHOCTLIO, UTO TMPOSBASETCS MeTeXMa/lbHbIMM
3MEMEHTaMN W Ype3MepHO KpPOBOTOUMBOCTbHO. O (YHKLMOHANbHbLIX
M3MEHEHNSX TPOMOOLMTOB MOFYT CBUAETE/IbCTBOBATb HApYLUEHUS pe-
TpakLMM KPOBAHOFO CrycTKa WM >e HeCcrnoco6HOCTb TpOMBOLUTOB
nofAepXusatb B HOpPMe MPOLECC reHepauuu TpombonnacTuHa. [pu
3TOM MOFYT YBE/IMYMBATLCS pasmepbl TPOMOOLMUTOB WM MPOUCXOAUTb
apyrve mopgonornyeckue Mx M3MeHeHusi. B nutepatype BCTpeuvaroTcs
YMNOMUHAHNUS O BPOXAEHHbIX HapyLeHMsX (YHKUUM TPOMOOLMTOB,
MPUYEM HEKOTOPbIE M3 HUX COMPOBOXAAKTCA COMATMUYECKUMU fedek-
Tammn (cMm. Weiss, 1975).

HapylweHue arperaumm TpomM60OLUTOB,
BbI3BaHHOE /1EKAPCTBEHHbIMM MNpenapaTamm

HekoTopble MeAMKaMeHTO3Hble CpPefCcTBa, YrHeTad aKTMBHOCTb
(DEPMEHTOB U3 FPYNMbl LMKNOOKCUIeHas, Bbl3blBatOT HEOOPATMMOE CHU-
XKEHWe CUHTe3a npocTarfaHivHa BHYTpWU TpomboumnTa. B pesynbTaTe He
BbICBOOOXAAKOTCA 3HAOTeHHbI ADP 1 npousBogHOe MpocTarfiaHanHa
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TPOMOOKCaH, MUMeoLLMe peLualoLlee 3HaueHWe s arperaumm Tpomobo-
UMTOB. OTW aHOMaUM MOTYT ObiTb BbISIBNIEHbl C MOMOLLBIO arpero-
MeTpa, NO3BONAKLLEr0 OMNpefeuTb OTCYTCTBME TaK Ha3biBaeMOW BTO-
PUYHOI BOMHbLI WX arperaumu. B OCHOBHOM CBOWCTBaMM MOAABNATb
aKTUBHOCTb LIMK/NOOKCUreHa3 obnafaeT aueTuicanuumnoBas KuCnoTa,
npuyem Hes3aBUCUMO OT [03bl. Arperaums TPOMOOLMTOB HapyLlaeTcs y
B3pOC/bIX yXe yepe3 14 nocne npuema gaxke 300 Mr npenaparta. 3t
M3MEHEHUS COXPaHATCA B TedeHMe 4—6 AHeld, T. €. 40 Tex Mop, noka
M3 CUCTEMbI KPOBOOOpPALLEHWUS HE WCYe3HYT TPOMOOUMTHLI, NoABepr-
LUMeCs ero BO3AENCTBMIO. B 0ObIYHbIX YCNOBUSAX AECTBME MpenapaTtos
He COMPOBOXAAETCH KaKUMMU-TMO0 KIMHUYECKUMMW NPU3HAKaMW, OfHAKO
MOXET YBEeNMUYMBATLCA Bpems KpoBoTeueHWUs. C Apyroi CTOPOHbI, ecnu
y 6O0/bHOr0 HapylleHa cuUCTeMa CBepTbiBaHWUSA KPOBMW, Harpumep npu
remopunMu um nocne XUPypruyeckoro BMELLATE/bCTBA, MOXET Ha-
CTYNUTb CU/IbHOE KPOBOTeueHWe. B aTux cnydasx auetuncanmuuiosas
KMCcnoTa n Apyrve NekapcTBeHHble npenapaTbl, YrHeTalolwme npoLecc
arperauum TpoM6OLMTOB, MPOTMBOMOKA3aHbl. BMeCTo HWMX npu coOT-
BETCTBYIOLUMX MNOKa3aHWAX cnefyeT Ha3HayaTb, Hanpumep, aueTamu-
HotheH (MapaueTamon). AUeTWUACAIMUUAOBAsS KUCNOTAa MOXET MNPOHU-
KaTb 4Yepe3 NMaueHTy W BAUATb Ha PYHKUUIO TPOMOOLMTOB, Bbl3bIBas
KPOBOTEUEHME Y HOBOPOX[EHHbIX; B CBA3WN C 3TUM He clefyeT Ha3Ha-
yaTb ee XeHwuHe B Il TpumecTpe 6epeMeHHOCTM. MpU CUMbHBIX KPO-
BOTEUEHMAX, HACTYNMUBLUMX MOCNe ee NpuemMa, rnokasaHa TpaHCc(y3us
TPOMOOLMTHOW Macchbl.

TPOMBOUWTOMNEHWYECKWE TMYPIYPhbI
Viamonatnyeckasi TpoM6oUMTONEHNYECKas nypnypa

OcTpaa ngmonaruyeckas TpombouuToneHuyeckas nypnypa (UTMM),
T. €. Yalle BCero BCTpeyarulascs opma TPOMOOLUTONEHNYECKUX Nyp-
nyp y AeTeld, CONPOBOXAAETCA METeXusMu, KPOBOTOUMBOCTLIO C/IM3U-
CTbIX 060/104EK U KOXHbIX NMOKPOBOB U B OTAE/bHbIX CNYYasX KPOBOMU3-
NNAHUAMMU B TKaHW. Tpn 3TOM 3aMeTHO YMEHbLUAeTCs YMCI0 TPoMOoLU-
TOB B Mepuepnyeckor KpoBW, HECMOTPS Ha afleKBaTHOe YWUCN0 Mera-
KapuoumMToB B KOCTHOM MO3re.

Jtmonorns. 3aboneBaHWe 4YacTO CBSI3aHO C CeHcMbunmsaumeli
Mocne BMPYCHBbIX WMH(EKLUMWIA, MOCKONbKY MpUMepHO y 70% peTeid ero
BbISIBNISIOT MOC/NE KPaCHYXM, KOPU WM BUPYCHbIX MH(EKLMIA AbiXaTe lb-
HbIX MyTeil. Bpems, npoliefliee Mocfie HUX 40 pas3BUTWSA Myprypsl, B
cpegHem cocTaBnsfeT 2 Hef. Kak u y B3pocnbix, 3aboneBaHue y geTeit
MMeeT, MO-BMAMMOMY, B CBOEA OCHOBE WMMYHHblE MexaHu3Mbl. C no-
MOLLIO METOAOB UCCMEL0BaHUSA, UCMOMb3YEMbIX B HaCTOsILLEee BPeMS, B
OCTPbIX Cy4asx pefKo YAaeTCs 0OHapyXwuTb TPOMOOLMTApHbIE aHTU-
Tena; C APYroi CTOPOHbl, B CBA3aHHOM COCTOSHAM C Tpomb6ouuTamu
6blM 0O6HApPYXXEHbI BbICOKME YPOBHU IgG; OHM MOryT MpeAcTaBnsTb
COO0 MMMYHHble KOMM/IEKChI, afCcOpPOMPOBaHHbIE Ha MOBEPXHOCTY
TPOM6OLMTOB.
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KnnHnueckne nposieneHnsa. 3aboneBaHWe 4acTO HauMHaeTcs
oCTpo. Yepe3 1—4 Hep nocne MepeHeceHHONn BUPYCHOW MHQEKUMN 1iu
e 6e3 npepaLecTByOLEro 3abonesaHmnst y pebeHka MOSBNAOTCS reHe-
pasn30BaHHas MeTexuasnbHas Cbifb U TEHAEHUUS K fIerkoMy o6pas3oBa-
HWIO KPOBOMOATEKOB. [locnefHWe acUMMETPUYHO PacnoNOXeHbl U
6onblle BblpaXeHbl Ha Horax. 3aMeTHbl KPOBOWU3MUAHWUSA B CNU3UCTbIE
060/104KM C 06pa3oBaHMEM remopparuyecknx ny3blpbKOB Ha fecHax u B
o6nactn ry6. HocoBble KpPOBOTEUEHWUS MOTYT 6bITb TAXKENbIMUA U C TPY-
Jom ocTaHasnuBaloTcA. K Hanbonee cepbe3HbIM OCMOXHEHWUSM OTHO-
CUTCA BHYTPUYEPENHOe KPOBOWU3/MSAHWE, KOTOPOE BCTpevaeTca npu-
MepHO Y 1% 60MbHbIX. [eyeHb, ceneseHkKa v nMMGaTnyeckme ysnbl He
yBENMYEHbl. 3a WCK/IYEHMEM TMPU3HAKOB MOBbILIEHHON KPOBOTOUM-
BOCTK, o6Llee COCTOsSIHME GONMbHOrO He cTpagaeT. OcTpas crtagus 3abo-
NeBaHus, COMPOBOXAAKOLWAACA CMOHTAHHLIMW KPOBOTEYEHWUAMM, NPO-
fomkaetca Bcero 1—2 Hefd. TpoMOOLMTOMNEHWUA 3aTeM MOXET COXpa-
HATbCS, OfHAKO CMOHTaHHblE KPOBOWU3NMUAHWA B CNU3UCTbIE 060M0YKN U
KOXY MOCTeNeHHO npekpatiaoTcs. B HEKOTOpPbIX cyyasx 3abonesaHue
pa3BuBaeTCA WUCMOABOJIb, COMPOBOXAAACh YMEPEHHO  BbIPaXKEHHOW
CK/IOHHOCTbIO K 06pa3oBaHMI0 KPOBOMOATEKOB W MOSBEHUEM Masoyuc-
NeHHbIX MeTeXnaibHbIX 3/1EMEHTOB HAa KOXE.

[aHHble nabopaTopHbIX uccnefoBaHwii. Yucno TpombOLMTOB B
neputepnyeckoin Kpoeu coctaBnseT MeHee 20 m109n. B maskax Kposwu
OHWN NpeACTaB/ieHbl KAETKaMM KPYMHbIX pasmepoB (MeraTpombounTbl) 1
OTpaXalT YyCWuneHWe MPOAYKTUBHBLIX MPOLECCOB B KOCTHOM MO3re.
Pe3ynbTaTbl MaHXeTOYHOW NPo6bl, BPEMSI KPOBOTEUEHMS U peTpakuus
KPOBAHOI0O CrycTKa CBUAETENbCTBYOT 06 M3MEHEHUN (DYHKLMKN TPOM6O-
UMTOB. UWCNo NeiKoLUTOB HaXOAMTCA B Npefenax HOpMbl, aHeMUst Mpu
OTCYTCTBUM 3HAYMTE/IbHOI KPOBOMOTEPM He MPOSBMSETCA.

B acnupaTe KOCTHOrO MO3ra BbISBNAIOT HEM3MEHEHHbIE rpaHy oL m-
TapHble W 3PUTPOLMTAPHbLIE PAdbl U YACTO YMEPEHHYH 303UHOMUANIO.
Uncno merakapuouuToB HAXOAUTCS B Npejenax HOPMbl UK YBENUYEHO.
HekoTopble U3 HWX MpefcTaBfieHbl He3penbiMy hopMamu, XapakTepu-
3YIOLWMMUCA TEMHOM 6a30(MIbHOA  LMTONMa3MOl; MPOLECC OTLIHY-
POBKW TPOMOOLMTOB MPOMCXOAMT B Ma/lOUUC/IEHHBIX TOYKAaX, OAHAaKO
Kakue-nmbo naTorHOMOHWYHbIE WM AUarHOCTUYECKUe Mopdonoruye-
CKWe MpU3HaKW OTCYTCTBYIOT. OTU U3MEHEHUS OTPaXKAT WHTEHCU(U-
KaluMio MerakapvouuTapHoro LMKna.

OunthdepeHumanbHblil gnarHos. MavonaTuyeckyto TpoméouuTone-
HMYecKylo nyprnypy cnegyet AuddepeHLMpoBaTb Ha OCHOBaHWUU
pe3ynbTaToB MCCNef0BaHMS KOCTHOrO MO3ra OT annacTUyecKux wm
MHUILTPATMBHBIX MPOLLECCOB B HeM. [Mpy OTCYTCTBMM OTK/IOHEHWIA B
pe3ynbTaTax (QU3MKanibHOro o06cnefoBaHMs BEPOATHOCTb — ansasum
KOCTHOr0 MO3ra WM BbITECHEHUS €ro TKaHW naTonornyeckummn Tka-
HAMWU HeBenvka. Kpome TOro, ¢opmyna KpoBW, 3a WCK/IOUYEHVEM
YMEHBLLEHHOTO 4Yucia TPOMOOUWTOB, He M3MeHsieTcs. C apyroi cTo-
POHbI, NPEHEBPEXEHNE B HEKOTOPbIX CNyYasaX UCCefoBaHUEM KOCTHOMO
MO3ra MOXeT MNPUBECTU K AMarHOCTMYECKUM oOlimbkam W, cnego.a-
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TeNbHO, K HEeCBOEBPEMEHHOMY Hauany npaBuibHOro feyveHus. 3amert-
HOe yBe/MYeHUe Ccefe3eHKW CBMAETENIbCTBYET O MepBMYHOM 3aboneBa-
HUM MEYeHN B COUETaHWW C 3aCTOWHOW CrjIeHOMeranueid, Mnugose um
PeTUKYNo3HA0TeNMOo3e. TPOMOOLUTOMNEHNYECKAS MYyprypa MOXET 6blTb
MEPBUYHLIM NPOSIBIEHNEM CUCTEMHON KPacHOW BOMYaHKW WA UM-
(hOMbl, OfHaKO AN MajieHbKUX AeTeld 3TO HEeTUNUYHO; Y NOAPOCTKOB
3Ta 3aBUCUMOCTb G0fiee BepOsATHA, B CBSA3U C YeM MM MOKasaHbl Cepono-
rMYecKMe WCCNeAoBaHUS Ha NPeaMeT BbISIBNEHUS CUCTEMHOM KpacHOW
BOMYaHKN. Tpy yMeHbLUEHWU u4mucia TPOMOOLUTOB Y [AeTell paHHEero
Bo3pacTa (0CO6EHHO Y MasbYMKOB) CnefyeT UCKAKUUTb BO3MOXHOCTb
reHeTUYeCKN OOYC/TOBEHHOW TPOMOOLIMTONEHMMN.

NeueHne. TIpOrHoO3 gaxe npu OTCYTCTBUM Creumpmnyeckoro nede-
HUA BecbMa 6naronpusTHbIA. B TeueHne 3 Mec NOMHOCTLIO BbI3AOPaB-
NuBatoT 75% 60/bHbIX, 60/LLIMHCTBO e 60/bHbLIX BbI34OPaBNNBAOT B
TedeHne 8 Hed. BbipakeHHble CMOHTaHHbIE KPOBOTEUEHWUA U BHYTpUYe-
PerHble KPOBOM3MUAHUA MNPOUCXOAAT OObIYHO B HauvasbHOW CcTagmu
3a60neBaHUA. 0 OKOHYaHUM OCTPOW CTAAMMU CKMOHHOCTb K CMOHTaH-
HbIM KPOBOTEYEHWSAM [MOCTENeHHO wucyesaeT. Yepes 9—12 mec npwu-
MepHO y 90% peTeil HOpMa/M3yeTcs YPOBEHb TPOMOOLWTOB B KPOBMW.
Peunavebl peaku.

MepenvBaHWe CBEXeW KPOBM WM KOHLEHTPAToB TpOMOGOLUTOB
HeaP(EKTNBHO NN6O COMPOBOXAAETCA BPEMEHHbIM 3(EKTOM, U4TO
CBSI3aHO C KPAaTKOBPEMEHHOM >KU3HECMOCOOHOCTHI0 MOMaBLUMX B Opra-
HW3M 60NbLHOrO TpoM6GouWMTOB. OfHAKO ero crefyet NPOBOAWTL Npu
KPOBOTEUEHUAX, YIPOXKAIOLWMX >KU3HU 6O/LHOrO.

Mpn Nerkom TeuveHUK 3ab60MeBaHNSA U OTCYTCTBMU KPOBOM3MUSHWA B
CeTyaTky WM B CMM3UCTble 00O0MOYKM CREeunpUUecKoe fievyeHne He
nokasaHo. Cnepyet TWaTeNbHO CMefuTb 3a TeM, YTOObl WCKMHOUYUTb
nageHus pebeHka ¥ TpaBMbl. 1o moBoay 6GaKTepuanbHbIX WHMEKLWIA
cnefyeT HasHayaTb COOTBETCTBYIOLLYHO aHTUMOMOTMKOTepanuio. Burta-
MUHbI K 1 C He OKasblBalOT TepaneBTMYECKOro AelcTBMA. BHYyTpuBeH-
Hoe BBeAeHMe MnasMbl, a B nocnegHee Bpems 6onblumx o3 (400 mr/kr
Ha 4 [HA) ramma-rnobynMHa ConpoBOXAAeTCH NPOLO/MKUTENbHbLIM YBe-
NNYEHVEM Yucna TPOMOOLMTOB, 3HAYMTENbHBIM YYalleHUEM PeMUCCUA
B OCTPbIX M WHOIAa XPOHMYECKMX CflyvasX. BoMbluyto LEeHHOCTb npej-
CTaBNSAOT KOPTUKOCTepouAbl. HecmoTps Ha TO 4TO fleYeHue UMK He
NPUBOAMT K YMEHbLUEHUIO YMCna XPOHUYECKMX ClydaeB 3abosieBaHus,
OHW CNOCOOCTBYHOT YMEHBLLUEHNIO €ro TSXKECTU UM YKOPOUEHUIO Nposo/i-
XKWUTENbHOCTW OCTPOR cTagun. TsHKenob0/bHBIM MOKa3aH NpefHW30/0H
B fo3e 1—2 MI/KI A COOTBETCTBYHLLMIA SKBMBANIEHTHLIA Mpenapar.
Heo6xoauMoCTb fledeHnsi KOPTUKOCTepouZaMmn B Nerkux cry4vasx Heof-
HOKpaTHO MofBeprasnacb COMHEHWIO, HECMOTPA Ha TO 4TO NOA MX
BO3JEMCTBMEM 4YMCAO TPOMOOLMTOB JOCTUraeT reMoCTaTUYeCKUX
YPOBHell 60nee ObICTPbIMU Temnamu. Tpu TSHXKeNbIX reMopparnuyeckmx
NPOSBEHUAX NGO MPU MOJO3PEHNN HA BHYTPUYEPENHOE KPOBOWU3MNUSA-
Hue (ronoBHas 60/b, ABMEHWUS MEHWHIU3Ma WU Apyrue HeBposiormye-
CKWe npu3Haku) cnegyeT BBOAWUTL MPEAHM30/0H B MACCUBHBLIX [03aX
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(5—10 mr/kr). 3Toro pexuma HeobXoAMMO NPUAEPXKMBATLCS [0 Tex
nop, Moka He HOpPMa/IM3yeTcs YPOBEHb TPOMOOLMUTOB, WM B TeueHue
3 Befj, Mocse Yero npenapar OTMEHAIOT, faXe eclin Y1CNo TPOMOOLIMTOB
ocTaeTcs He6oMbWUM. TOMUMO KYLUMHTOMAHBLIX MPU3HAKOB WM OTCTaBa-
HUA pOCTa, A/IMTENbHOE NeveHne KOPTUKOCTepoMAaMu MOXET COonpo-
BOX[ATbCA YrHETEHNEM (PYHKLUMM KOCTHOro mosra. Ecnm Tpom6ouuTto-
neHWs npofo/mkaeTcs 6onee 4—6 MeC, MOXHO MPOBECTW MOBTOPHLIN
KpaTkuii Kypc neveHus. CrneH3KTOMUIO MPOU3BOAAT TOJSIbKO Y XPOHU-
Yeckn 6OMbHbIX, Y KOTOPbIX TPOMOOLMTONEHWUS coxpaHsieTcs 6onee
rofa, a Takxe y 00/IbHbIX, He MOAJAIOLWMNXCS IEYEHUIO KOPTUKOCTEPOU-
fJamu. B 60MbLUMHCTBE CflyvyaeB COCTOSIHWME 6O0/LHOM0  Y/y4yLlaeTcs.
Nnwb y 2% peteil 3ab60neBaHNE MPOSIBASET CKAOHHOCTb K XPOHUYe-
CKOMY TEYEHWMIO W XapaKTepusyeTcs pefpakTepHOCTbI K NeYebHbIM
= MeponpuaTuAM. B nogobHbIX cliyvasx MOXHO MpU6erHyTb K MOMOLLy
i MMMYHO/EMPeCCUBHbIX MNpenapaTtoB (a3aTUOMPUH, BUHKPUCTMH).

fm
Opyrne Buabl TPOMOOLUTONEHUYECKMX Mypnyp

TpomboLnTONEHNN, 06YCNOB/IEHHbIE NIEKAPCTBEHHbLIMU Mpernapa-
Tamu. JleyeHne HEKOTOpPbIMKW MpenapaTaMyv MOXET COMpPOBOXAATHCA
UMMYHHON TpombouuToneHued. XWHWAMH W anpoHanng (cefopmui)
MOTYT BbIMO/IHATL PO/ib FanTeHOB, BCTYMalLWMX B CBA3b C 6enkaMu Ha
MOBEPXHOCTU TPOMBOLMTOB M CTUMY/IMPYIOLLMX 06pa30BaHWe aHTUTeN.
BBefeHne aTUX MpenapaToB CEHCMOMIM3UPOBAHHBIM /IMLLAM BbI3bIBAET Y
HUX BbIPaXXEHHYIO TpombouuToneHuto. CUHAPOM PefKO BCTpevaeTcs y
[eTei, MOCKO/MbKY 3TU /IEKapCTBEHHbIE CPEACTBA He HaxOAST LUMPOKOTO
MPUMEHEHNS B NeAMATPUYECKON MpakTuke. Tem He MeHee B KaK4oM
cny4yae 60/1bHOro TPOMOOLIMTOMEHMEN HeOOX0AMMO TLLaTeNlbHO o6cne-
[0BaTb U BbIACHWTb, MOABEPra/iCA OH BO3AEWCTBMIO JIEKAPCTBEHHbIX
CPeacTB WAM HET, U eciv noaseprancs, TO OTMEHWTb MOTEHLUabHO
onacHble npenapartbl.

CuvHgpom Buckotta — Ongpuya W Apyrue HacnefCcTBeHHbIe
thopmbl  TpomM6GoULUTONEHWNA. BoMbHOM ¢ cuHapomMoMm Buckotta —
Ongpvya cTpafaeT 3K3eMOW, Y Hero nosiBnslTCA remopparuu, oobyc-
NOB/IEHHbIE TPOMOGOLUTOMEHUEN, W MOBLILAETCH BOCMPUUMUYMBOCTL K
nHekumam. Bce 310 06YCNOBNEHO WMMMYHONOMMYECKUM [e(heKTOM,
HacnegyeMbiM Mo X-CLENMeHHOMY pPeLecCUBHOMY Tumny. B KOCTHOM
MO3re 4UC/I0 MEerakapuouuToB OCTaeTCA B Mpefenax HOPMbl, OfHaKo
f4pa MHOTMX U3 HUX MPUOGPETalT NpuuyavByo gopmy. Fomonoruy-
Hble TPOMOOLMTLI MpW MOMafjaHuyM B OPraHu3M 6OLHOFO MPOSBASIOT
HOPM&/IbHYHO YKM3HECMOCOBHOCTb, HO Y ayTOMOTMMYHbIX TPOMOOLIMTOB
COKpaLLaeTcs MPOAO/HKUTENbHOCTL JKU3HU U YMEHBLUAIOTCA pasMepbl.
CvHIOPOM MOXET MpPeAcTaBnATb CO6GOW HEOObIYHYH CUTyauuto, npu
KOTOpOii TpombouuToneHms 06YCNOBAMBAETCA HapyLIeHUAMU NpoLec-
coB 06pa3oBaHNA ¥ BbICBOBOXKAEHMSI TPOMOOLMTOB M3 KOCTHOMO MO3ra,
HECMOTPSA Ha afleKBaTHOe YMCNO B KOCTHOM MO3re MerakapuouuTos.
CnneHsKTOMMS  4aCTO NpUBOAUT K CENcUCY, 3aKaH4MBaKLLEMYCS
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CMepTbi0 60/IbHOrO, BMECTE C TeM €eCTb COOOLLUEHWE O BblPaXXEHHOW
MONOXMTE/ILHON AMHAMKKE MOC/e onepaumu B OTHOLLEHUW YMcna TPOM-
60UMTOB B Nepuepuyeckoli Kposu. B nocneonepayMoHHOM nepuoje
LlenecoobpasHO NPOBECTU MPOGUNIAKTUUECKOE NeYeHe NEHULMIUHOM.
Y HeKoTopbIX OO0NbHbIX Pa3BMBAKOTCA NMMAOPETUKYNSPHbIE 3/10KaYe-
CTBEHHbIE ONyX0/in. 3BECTHO O HEMHOIMOUYUCNEHHBIX Cy4Yasx MOSIOXKK-
TeNbHOTO BO3AEACTBMA MpenapaToB, COAepXaliuMx (hakTop MnepeHoca,
WM TpaHCnaHTauuM KOCTHOrO MO3ra.

M3BecTeH Takxke UeNbli psg ApYrux TUMOB HaCNnefCTBEHHbIX TPOM-
6ouuToneHnin. HekoTopble U3 HUX HacnefytoTcs no X-CLEnseHHOMY,
pyrue — no ayToCcOMHOMY Tuny. JleyeHue, B TOM YWUC/E CM/IEHIKTO-
MMs, 00bIYHO Mano3eKTUBHO. HeopaMHAPHO BbLICOKWIA YpPOBEHb
CMEPTHOCTW CPesyn MOMOAbIX /UL, MYXCKOI0 Nnosa rnocie CraeHaKToMum,
Npoun3BeAEHHOW Mpy MOLO3PEHMM Ha MAMOMNATUYECKY0 TpombouuTone-
Huyeckyto nypnypy (MTIM), gaeT ocHOBaHWe cuWTaTb, YTO AaXKe Npu
OTCYTCTBUM [PYruX Mpu3HaKkoB 3aboneBaHus X-cuenseHHas gopma
TPOMOOLMTOMEHNN MOXET MNpeLaCcTaBAaTb CO6OA BapuaHT CUHAPOMA
Buckotta — Ongpuya. Takum o6pa3om, guarHo3 WTI y woHoWwM C
TPOMOGOLUTONEHNEN MOXET ObITb MOCTaB/EH TOMbKO MOCNe ero Tuia-
Te/lbHOro o6cnefoBaHua. B nofo6HbIX cny4vasx cnefyet onpefenstb
NPOSO/MKNTENBHOCTb YKU3HWU TPOMOOLMTOB.

HefocTaTouHOCTb TPOMOOMO3TUHA. Y HECKONbKUX fAeTell XPOHU-
yeckasd TpombouuToneHns Oblna CBs3aHa C HEAOCTaTOYMHOCTHIO B
nnasme akTopa CO3peBaHUA MerakapuoumTos. Yucno TpomooUUTOB B
neprtepuyeckoin KpPoBWM YBENNYMBANOCHL MNOC/E MOBTOPHLIX WHGY3WiA
nnasmel. B gpyrux, A0 HEKOTOPOW CTENEeHU aHanoruMyHbIX, CAy4asx
nocne BBeAEHUS MNa3Mbl KyNnupoBaIMCb 3NU30AM4Yeckas Tpomo6ouuTo-
MEHNA N MUKPOAHTMONATUYECKUA TFeMOMM3.

Tpom6OLUMTONEHNA B COYETAHUW C KaBEepPHO3HOM reMaHr1Momoii
(cvHgpom Kaszabaxa — MeppuTT). Y HEKOTOPbIX AeTell paHHEro BO3-
pacta C O6LMPHLIMU KaBEPHO3HLIMW rEMaHrMOMaMn Ha TYNOBULLE,
KOHEYHOCTSIX WM B OpraHax OpHOLIHOA MOMOCTU BbISBAAKT BbIPaXEH-
HYHO TPOMOGOLUMTOMEHUIO U ApYrue NPU3Haku HapyLlueHUs BHYTPUCOCY-
[OUCTOro CBepTbIBAHUA KPOBW. Pe3ynbTaTbl MCTONOMMYECKUX U paguo-
M30TOMHbIX METOLOB WCCNeOBaHWA CBUAETENLCTBYIOT O TOM, 4TO B
NofOo6HbIX Cnyyasax TPOMOOLMUTLI NONafaloT B «/IOBYLUKY» O6LUMPHOrO
COCYAMCTOro pycna onyxonu, B KOTOPOM W paspyluatoTtcs. B nepude-
PUYECKOM KPOBM WX YMC/IO0 YMEHbLUAETCS, a 3pUTPOLMTLl (hparMeHTu-
pytoTCsi, B KOCTHOM MO3re OnNpeaensieTcs afekBaTHOe 4WUCN0 Meraka-
proumToB. CNOHTaHHbIA TPOMOO3 BHYTPY OMYXO/M MOXET NPUBOANTL K
06MTepaumMm COCyAUCTbIX KaHanoB U CMOHTAHHOMY BbI3[0POBNEHWIO;
0fHOKpaTHOe 00/y4YeHne B fo3e 600—800 pas cnocobCcTBYeT ycKope-
HWIO 3TOrO npouecca, 04HaK0 MOXET MOsSBUTLCA HEO6X0AMMOCTb B MO-
BTOPHbIX Kypcax feyeHus. [pu COOTBETCTBYHOLUUX aHATOMUYECKUX
YCNOBUSAX MOXET ObITb NPeAnpuHATa MOMbITKa BHELUHEro CcAaB/eHus
ONyxonu WN TOTa/lbHOE ee WUCCEYeHUe, OfHAaKO XMPYpPruyveckoe neye-
HMEe MOXET COMPOBOXAATHCA KPOBOTEUEHUAMU, He MOoAAarWMMUCS
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KOHTpOM0. KopTvKocTepouabl MOryT YCKOPWUTbL MPOLLECChl UHBOMOLMN
ONyXxo0/1, B CBA3M C YeM BMOJSIHE OMpaBAaH MPOOHBIA KypC NeYeHns nmu,
0COGEHHO ManeHbKnX aeteil. CnneH3KTOMUS HeaPgeKTMBHaA M Mpo-
TUBOMNOKa3aHa.

TpoM6OLMTONEHNA HOBOPOXKAEHHbBIX

TpoMOOLMTONEHNS HOBOPOXAEHHLIX MOXET ObITb MPOSBEHUEM
MepBUYHbLIX 3a60M1eBaHWn FeMOMO3ITUYECKOA CUCTEMbI WU Nepeaayn
aHOMasibHbIX (JaKTOPOB OT MaTepwu.

TpombouunToneHus. PasHooOpa3Hble MHMEKL MU NN0Aa U HOBOPOX-
[leHHOr0 MOryT COMPOBOXAATbCA TpomoboLMTONeHnedl. OHa MOXET ciy-
XUTb MPUUYMHON CUNbHBLIX CMOHTAHHBLIX KPOBOTEYeHWn. K nogo6HbIM
NHMEKUMAM cnedyeT OTHECTU BUPYCHble (OCOGEHHO KPaCHYXy W LUTO-
Meraaunto), NPOTO30/HbIE, TaKMe KaK TOKCOMMasmo3, cuunumc, n 6akre-
pUanbHble, OCOOEHHO BbI3BAHHbIE TPaMOTPULATE/IbHBIMK BaKTEPUSMU.
Y pebeHKa, Kpome TOro, 06bIMHO OTMEYaeTCsi FemMo/in3 B COYETaHUN C
BbIPOKEHHOW aHeMUEN W XXeNTyxoi. [eyeHb W CeneseHKa YBENN4M-
BalOTCSA B pa3mMepax, U3MEHEHMS B KOCTHOM MO3re BapbMpyOT, HO, Kak
MpaBWi0, B HeM YMEHbLIAETCS YWUCMO MEerakapumoLuTOoB.

WNMMyHHast TpOMOOUWTOMEHWNS HOBOPOXAEHHbIX. [lpuMepHO Yy
30% peTeid, POAMBLLMXCS OT XKEHLUWMH C aKTMBHOW (hopMoOil nauonatu-
YecKo TPOMOOLMTONEHMYECKOA Myprypbl, B NEpUO HOBOPOXAEH-
HOCTW BbISIBNAOT TPOMOOLMTONEHMIO, OOYCNOB/IEHHYIO TpaHCMIaLeH-
TapHoOI nepegayeil aHTUTPOMOOUMTAPHBLIX aHTUTeN. B pegkux cnyudasnx
3a00/1eBaHNA B HeOHaTaNbHOM Mepuoje AWarHoOCTUpPOBanW Yy geTen,
POAMBLLMXCS OT XKEHLUMH C YKa3aHWeM Ha MAMONaTUYecKyto TpoMb6ouum-
TOMEHWYECKYIO Mypnypy B MPOLU/IOM, Y KOTOPbIX YWC/IO TPOMBOLUTOB
6bl10 B Mpefenax HOPMbl, @ OCHOBHOe 3ab0/fieBaHME HaxoAuioch B
HeaKTUBHOW CTanMn B TeYeHMe MHOrMX NeT. B MOMEHT poxaeHus nete-
X y pebeHKa OTCYTCTBYIOT, OfHaKO B TeYeHWE HECKOSbKUX MUHYT
MoC/e HEero MosBMSKOTCA PacrnpoCTPaHeHHbIe MeTeXUasibHbIE 3/IEMEHTHI.
MoryT Npou3oTU KULIEYHbIE KPOBOTEUEHWSl, KPOBOTEUEHUS M3 MOYEK
N BHYTPUYEPENHbIE KPOBOM3MMAHMA. B Nerknx cryyasax cUMNToMaTuka
cKygHas. [ematocnieHoMerajims  OTCYTCTBYeT. TpOMOOLMTONEHMUA
COXpaHseTcAa B TeyeHWe 2—3 Mec. HecmoTps Ha TO 4YTO /leYeHue He
COMPOBOXJAETCA BbIPOKEHHbIM 3P(EKTOM, OCTpble KPOBOTEYEHUA
MOFyT ObITb OCTaHOBMEHbI MyTeM MepeNnuBaHUS CBEXeW KpoBU, ee
O0OMEHHOr0 MepenMBaHMA WM BBEAEHMS TPOMOOLMTHOW Macchbl. [aH-
Hble, NoATBepXaatoLme shPeKTUBHOCTL KOPTUKOCTEPOMAOB, He Nony-
YeHbl, 0HaKO MOCnefHNe MOTYT BbiTb NCMO/b30BaHbI MPU BbIPaXXEHHOW
TPOM6OLMTONEHMN, MPU KOTOPOW 4YMCNO TPOMOOLMTOB He LOCTUraeT
20-1()Yn. MockonbKy 3aboneBaHWe MPexoAslle, CrAeH3IKTOMMUS MNpo-
TUBOMOKa3aHa. JleueHne GepeMeHHO 3a 04HY Hefento A0 POAOB KOPTH-
KOCTEpPOMZaMU WM BHYTPUBEHHOE BBEfEHME ramma-rnobynuHa cno-
COOCTBYET CHMKEHUIO TSHKECTU 3a60/1eBaHMS Y HOBOPOXAEHHOTO.

Ecnm B opraHusme njioga LUPKYAUpYHT TPOMOOLWTApHbIE aHTW-
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reHbl, OTCYTCTBYIOLLME B OpraHW3mMe Matepu, MOXET NPOM30ATU U30UM-
MyHu3auus. Tpy JOCTaTOYHO BbICOKOM TUTPE MAaTEPUHCKMX aHTWUTen K
TPOMOOLMTAPHLIM aHTUIeHaM M04a YMC0 aHTWUTeN, MPOHMKLLMX Yepes
MMaueHTy B ero OpraHu3M, MOXEeT 0Kas3aTbCs [OCTaTOYHbIM, YTOObI
BbI3BaTb TPOMOOLMTOMNEHNIO. 3ab0/ieBaHNE MOXET HOCWUTb CEMEMHbIN
XapakTep, NpuyeM 4acTO MNOpPaXkalTcs nepseHUbl. W3 KIMHUYECKMX
NMPU3HaKOB CcfefyeT OTMETUTb MeTexun M Jpyrue remopparuyeckue
nposieneHus. C MNOMOLLbIO YYBCTBUTE/IbHBIX TECTOB, OCHOBAHHbIX Ha
(hMKcaumMm KOMMNAeMeHTa, aHTUTpOMBOLUNTapHble aHTUTeNna MoryT 6bITb
BbIsIBNIeHbl NpUMEPHO y 50% peTeid. Yaule BCEro npouecc CBsi3aH C
aHTUreHom PL.A-1. BpemeHHO KPOBOTEYEHWE MOXET BblTb OCTAHOBIEHO
npy MpoBefeHWM O0OMEHHOro nepenvBaHMs. B KauecTBe cneyuguye-
CKOro 3(h(PeKTUBHOIO NEYEHMS MOXET CMYXWUTb CMeCb TPOMOOLMTOB,
KOTOpble fIerye BCEro nosy4ymTb NyTeM NPUroTOBEHUS OTMbIThIX TPOM-
GOUNTAPHbIX KOHLIEHTPaTOB MAaTepMHCKOro npoucxoxaeHus. 3abone-
BaTb MOryT €TU U OT Mocnegyrowumx 6epemeHHocTein. C Lenbio npeso-
XpaHeHUs rosoBbl pebeHKa OT TpaBMbl BO BpeMS POJOB METOAOM POAO-
paspeLleHns crefyeT cuMTaTb OMepaLuio KecapeBa CeYeHus, MpPoBeLeH-
HYl0 B MNIaHOBOM MOpPSIAKe.

Mpn NekapCTBEHHOIW TPOMOOLIMTOMEHWM Yy OEPEMEHHONM KaK aHTU-
Tena, TaK ¥ HeMmoCPeACTBEHHO JIEKAPCTBEHHBIV NpenapaTt MOryT MpOHU-
KaTb Yepe3 MiaueHTy, YTo 06yC/n0BIMBAET TPOMOOLMTOMNEHNIO Y HOBO-
POXAEHHOr0. B MoA06HbIX Cayvasx MpU BbIPaXKEHHbIX remMopparnyec-
KX NPOSIBIEHMAX CNefyeT paccMaTpuBaTh BOMPOC O MPOBEAEHUM feve-
HUS KOPTUKOCTEPOMZAMMU N OCOGEHHO OOMEHHOro MepenMBaHNs KpPOBW.

BpoxaeHHast runonsactuyeckasi TPOMOOLMTOMNEHMS B COMETaHUN
C aHoMa/MsMU pasBUTMS  (CUHAPOM TPOMOGOLMTOMEHUSA — OTCYT-
CTBME JIy4eBOM KOCTW). W3BECTHO O ceMeiiHOM 3aboneBaHWW, NpU
KOTOPOM  Bblp&)XKeHHas TPOMOOLMTOMEHUS coYeTanacb C annasvein
NYYeBOl KOCTM W 6OMbLUMX ManbLEB KWCTEW, a TaKXKe C aHoMasueld
cepfua v noyek. emopparvyeckve npPosiBNEHMS CTAHOBATCA O4YeBUA-
HbIMW B TeYeHWe NepBbIX AHEW >XM3HW pebeHKa. YPOBeHb remornobuHa
Haxo4uTCcA B Mpejenax HOPMbl, B HEKOTOPbIX CAy4YasX OTMe4aroTcs
NenKouMTO3 1 faxe NelikeMouiHble peakuun. B KOCTHOM MO3re OoTCyT-
CTBYIOT MErakapuouuTbl.

Mpn cuHapOMe OGHapYXMBAKOTCH Te Xe aHOMaauW pPasBUTUS, 4TO
Mpy  NaHUMTONeHMM ©aHKOHW, MpU KOTOPOW W3MEHEHWUS B KPOBM
00bIYHO He MpPOoABNAIOTCA paHee 3—4-ro rofa XwsHu. B oTanuve ot
crHApoMa ®aHKOHW XPOMOCOMHbIE aHOManMW He BbIABAAKTCA. Hu y
0AHOr0 pebeHKa C BPOXAEHHOW TMMOMNIacTUYECKO TPOMOOLMTOMNEHWNE
He yAaBasiocb NPOC/eAUTb Pa3BUTUSA MOJHON KapTWHbI cvHAapoMa PaH-
KOHW. Pe3ynbTaTbl 0HOBPEMEHHO MPOBEAEHHbIX HabmogeHuiA 3a 60/b-
HbIMWA C TEM W APYIMM COCTOSIHWEM BHYTPU OAHOIM CEMbW OTCYTCTBYHOT.

Tpomb6ounto3 (TpomboLMTEMUS)

Unucno tpomboumToB 6Gonee 750-109n cnepyet onpefensiTb Kak
TpomboumMTo3. OH MOXET cTaTb 6onee BbIpaXXEHHLIM MPU KPOBOTEYe-
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HUSX, >Kene3ofeUUUTHON W reMOSIUTUYECKMX aHeMUSIX U MepBUYHbIX
MuenonponugepaTnBHbIX 3ab6oneBaHnsAX. OCTpble U XPOHUYECKME BOC-
nasnTenbHble COCTOSHUA TaKXe MOryT COMPOBOXAATbCA 3TOW peak-
umeir. Mpn 6onesHM KaBacakn 4MCNO0 TPOMOOLMTOB MOCTOSIHHO Mpe-
BbilaeT 60 ¢ 10Vn. OHO BENMKO WY [eTell C acnieHneid 1y B3POCbIX,
60/bHbIX CEPNOBUAHO-KNETOYHON aHeMmueil. locne CANEHIKTOMUWM MO
MoBOAY MAMOMNATUYECKO/ TPOMOOLMTONEHMYECKON Myprypbl UK remo-
NNTUYECKON aHEMMK 4acTO PE3KO YBENYMBAETCA YMCI0 TPOMOOLMTOB,
yepe3 10—14 gHeid mocne onepauun gocTuratoulee 6onee 1000- 109n.
Kak npaBuno, HeobxoAMMOCTb B CNELUMYECKOM NEYEHNN, HaNpUMep,
aHTUKOAarynsaHTaMu, He BO3HWMKAeT B CBA3M C TEM, YTO TPOM6O3 pa3su-
BaeTcs KpaiHe pegko. lMpu BbISBAEHWM (haKTOPOB, Mpefpacrosfiarato-
WMX K ero pasBuTWIO, ChefyeT pacCMOTPeTb BOMPOC O MPUMEHEHWM
aueTUNCannLMIOBOA  KUCMOTbI (WM AMNWPUAAMOSA), YrHeTaroLei
arperaumoHHyo (hyHKUMIO TPOMOOLMTOB.

3BecTeH cnydyail nNepBUMYHOro TPOMOOLMTO3a, COMPOBOXAABLUMIACA
anu3ofamn Tpombo3a U MH(APKTOM MUOKapia.
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KOATYNIOMNATVA MOTPEBJIEHAA
(CMHAPOM ANCCEMWHWPOBAHHOIO BHYTPUCOCYAWCTOIO CBEPTbIBAHWSA)

TepMMHOM «KOoarynonatusi notpebneHns» 00beAMHSAIOT 60MbLIYIO
rpynny COCTOSIHWIA, CONPOBOXAAKOLUMXCA AUCCEMUHUPOBAHHLIM BHYT-
pucocyamcTbiM CBepTbiBaHWEM KpoBU. K OfHWM W3 ero nocneAcTsuii
OTHOCWUTCA PacrnpoCTpaHeHHOe OTNOXKeHUe (uUbpmMHa B COCYLUCTOM
pycne, B pe3ynbTaTe Yero MOryT HaCTyMWTb WLLEMUS U HEKPO3 TKaHeM,
NOSABAAKTCA reHepaM30BaHHbIe FeMopparnn 1 pas3BuBaeTCA remonnTu-
yeckas aHemus.

3tnonorua. Llenbid psg natonorMyeckmx npoLeccos, B TOM 4ucie
rMNOKCUS, aunMaos3, HeKpPo3 TKaHel, 3HAOTOKCUYECKUIA LUOK U MOBPEX-
[leHVe 3HOOTeNus, MOXeT 00yCNOBUTbL AUCCEMUHUPOBAHHOE BHYTPUCO-
CYANCTOE CBEpTbiBaHWE KPOBW. B CBA3M C 3TWUM CTaHOBMTCA BMOJSIHE
MOHATHbIM CTOMb 6ONbLIOE YMCNO 3ab0/eBaHWiA, COMPOBOXAAKLLMXCA
3TUM npoueccoM. K HUM cnefyeT OTHECTU MepesivBaHune HECOBMETVMOIA
KPOBMW, LMAaHOTMYECKUE BPOXAEHHbIE MOPOKU cepaua, cencuc (oco-
OEHHO OCMOXHUBLUNIA WH(EKLMIO, 00YCMOBMEHHYIO FpaMOoTpuULIaTeNb-
HbIMU MWKPOOPraHW3MamMm),pUKKETCUO3HbIE WMH(EKLMWN, YKYCbl 3MEN,
MOJTHMEHOCHYIO (JOPMY Nypnypbl, TMraHTCKYI0 FeMaHrMomy, 3/ioKade-
CTBEHHbIE OMyXO/M, OCTPbIA MPOMUENOUNTAPHBLIA NIEAKO3 U MHOrMe
Opyrue.

KnuHuueckme nposeneHus. JucceMMHMPOBaHHOE BHYTPUCOCYLMUC-
TOe CBEpTbiBaHME KPOBWU ualle BCEr0 MPOUCXOAMT NpWU TSXKENo Mpo-
TeKaloLMX CUCTEMHbIX 3ab0nieBaHnsAX. Hepeako nepBblie NPMU3HaKU Kpo-
BOTOUMBOCTM (METEXMM W Myprypa) MOABAAKTCA B MeCTax BeHEeMnyHK-
UMiA UM XMPYPruMYeckoro paspesa TKaHeid. MoryT Tpomo6upoBaTbCs
cocyAbl MHOrMx opraHoB. Hambonee Breyatnsiow, 3TOT NpoLecc npu
MH(apPKTax O6LUMPHBIX YHACTKOB KOXMW W MOLKOXHbIX TKaHeW, a Takxe
nouyek. B pesynbTate remosim3a ObICTPO pPa3BMBAETCA aHEMMS.

[JaHHble nabopaTopHbIX uccnefoBaHMin. [locnefoBaTelbHOCTb
pasBuUTUA Mpouecca M3yyeHa HefOCTaTo4HO. [MO-BUAMMOMY, NpU 3TOM
noTpebnsAoTcA nabunbHble aktopbl ceepTbiBaHus (I, V u VIII), dunb-
PUHOreH U TPOMOGOLUTLI, YBENNYMBAETCA MPOTPOMOMHOBOE, YAaCTUYHO
TPOMOONNACTUHOBOE W TPOMOMHOBOE BpeMs. MOXET 3HaUYMTE/bHO
YMEHBbLUMTLCS YMCI0 TPOMOOLMUTOB. B Maskax KpoBU OMpeaenstoTcs
(hparMeHTUpPOBaHHbIE LUMMOBUAHbIE U LUNIEMO0BpPa3Hble 3PUTPOLMUTLI
(Wwm3ouUTbI). 3T M3MEHEHMS CUMTaOT MUKpOaHruonatuyeckumun. B
CBA3M C aKTuBM3auumeid (MOPUHONUTUYECKOTO MeXaHuM3Ma B KpOBU
NosBNAOTCS MNPOAYKTbI pacluenneHns (gerpagauns) hmbpuHa.

NeueHne. OCHOBHas pofib B JIEYEHUM MPUHAANEXUT KOHTPO/O 3a
OCHOBHbIM MaTO/IOrMYECKNM MPOLLECCOM, 06YCMOBUBLUMM LUCCEMUHUPO-
BaHHOe BHYTPUCOCYAUCTOE CBEPTbIBAHME KPOBU, WM €ro IMKBUAALMN.
WHpekumm, WOoK, auugos 1 runokeus JOMKHbI 6biTb HEMEAIEHHO Kynu-
poBaHbl. [pn MX 3((HEKTUBHON KOPPEKLUM KPOBOTEUYEHME ObICTPO
OCTaHaBNMBaeTCs, a n1abopaTopHble MOKasaTeNn HOPMann3yHoTCS.

B kauecTBe 3amMeCTUTE/IbHON Tepanuu Mo MOBOAY OCHOBHOrO Marto-
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I NOr1YecKoro mpouecca MOXHO BBOAUTbL TPOMOGOLMTHYHO Maccy Wim cBe-

XKe3aMOPOXEHHYI0 nniasmy. K MCMonb30BaHWIO remapvHa B HacTosLee
BPEMSI OTHOLLEHVE BeCbMa CAEPXaHHO, MOCKO/IbKY BCe 6OJblUee YMC/I0
[aHHbIX CBMAETENbCTBYET O TOM, YTO OH He B/MSIET CYLLECTBEHHO Ha
MPOrHo3. BONbLIMHCTBO WCCNeAoBaTeNieil PEKOMEHAYIOT OrpaHWMunTb
ero rMpuMMeHeHVe Ccfiyvyasamu, Korfja npouCXOAUT AeNCTBUTENbHbIN
pacrnpocTpaHeHHbIN npouecc TPom6006pa3oBaHUs, Hanpumep Mpu Mon-
HWEeHOCHOW nypnype. Mpu MOKa3aHMSAX K JIEYEHWO TenapuH cregyet
BBOAMTL B A03e 100 E[/Kr BHYTpMBEHHO 4epe3 4—~6 4. [pn KpoBoTe-
YEHUN Y THKEN060/IbHOIO HOBOPOXAEHHOTO C CUHAPOMOM AUCCEMMWHN-
POBaHHOIO BHYTPWUCOCYAWNCTOrO CBEPTLIBAHWSA KPOBW CrefyeT paccMoT-
peTb BOMpoc 06 OOGMEHHOM nepefiBaHWU CBEXel KpOBU.

Tpomb6ohnebut

Y peteil cumMnTOMaTUYeCcKnii TpombognebuT BCTpeyaeTcs A0BONbHO
penko. Hawbonee pacrnpocTpaHeHHbIM 3TUOMOTMYECKUM  (haKTOPOM
CMY>XUT TpaBMa HOr WX Ta30BbIX OpraHoB. 3acTOMHble ABEHUS, CBS-
3aHHble C UMMOGMIM3aLMEN, MNOBLIWAKT PUCK TpombodebuTta. Yac-
TOTa ero yBenunuuBaeTcs npu OGepemMeHHOCTW, WCMO/b30BaHMU MNepo-
pa/ibHbIX MPOTUBO3a4aTOUHbIX CPELCTB U He(hpOTUYECKOM CUHAPOME.
Mpn neyeHMn GONLHOIO YACTO MbITAOTCA KOPPUTMPOBaTb MEXaHW3M
CBEpPTbIBAHUA.

PacnpocTpaHeHHbIn rny6oKuiA TpoMO0GNe6UT Ha HOrax COMpPOBOXK-
faetca Ux Andhy3HbIM OTeKOM, 60MbI0 U LMAHO30M, FNy60KWin —
6019MKN B 061aCTU MKPOHOXKHbIX MbILLLL MPY PE3KOM TbI/IbHOM CrnbaHum
CTynHu (nNpu3Hak FomeHca). MHoraa ypaetcs nanbnuMpoBaTb rny60Ko
3aneratouime 60ne3HeHHble LWHYpPonoo6Hble ob6pasoBaHus. Mpu Heob-
XOAMMOCTU AMarHo3 MOXET OblTb NOATBEPXKAEH C NMOMOLLbLI BEHOrpa-
thun.

Mpyu Tpomb60o3e rNy6OKMX BeH HOrM 6GOMLHOM JO/MKeH cobntogatb
NOCTE/IbHbIA PeXXUM, HOra mpy 3TOM HaxoAUTCs B NPUMNOLHATOM MOJ0-
YXEHUW, MECTHO Ha3Ha4aloT Tensno. BHyTpUBEHHO criefyeT BBECTM rena-
puH B go3e 50—100 EA/Kr uepe3 4 u. B KayecTBe anbTepHaTUBbI €ro
MOXHO BBOAWTL MNOCMie MNepPBOHAYa/lbHON WHbekuun 50—75 ELO/Kr
BHYTPMBEHHO KaresbHO CO ckopocTbto 10—20 E[/Kr B yac B TeueHue
2 4. YacTmyHoe Tpom6OMIacTUHOBOE BPeMs MOAAEPXKMBAIOT Ha YPOBHE
60—80 c, T. e. B 2 pasa npesbllwatowem Hopmy. [Mpu noseneHun

3HaKOB paspelleHns rnpoiecca OONLHOTO MOXHO MEepeBecTU Ha

eM aHTUKOAarynsHTtoB BHYTPb. AJeKBaTHOCTb WX [03bl OLEHM-

T Npy MOBTOPHOM ONpefeneHny NPOTPOMOGMHOBOIO BPEMEHU, KOTO-

LOMKHO cocTaBnAtb 20—30 c. JleyeHMe NpPOAO/MHKaOT B TEYEHUe

6 Mmec.

pom60othnebuT rNyboKUX BeH MOXET OC/IOXHUTLCA 3MOO0MMel

YHbIX COCY[OB; €e MPW3HaKW BapbUPYIOT B 3aBUCMMOCTM OT pasme-
POB WUH(APKTHOM 30HbI. MOMOLLb B AWArHOCTUKE MOrYT OKa3aTb Takue
MEeTOfbl UCCNEA0BaHNSA, KaK pPeHTreHorpajusa rpyaHoin Knetku v nep-
(hY3MOHHblE PafMON30TOMNHbIE METOAbl. AHTUKOArynsHTbl BBOAAT A/M-
TeNbHO.



BpoxaeHHas HefoCTaTO4MHOCTL aHTUTpoM6KHa Ill, Hacnegyemas no
ayTOCOMHO-AOMWHAHTHOMY TUMY, CONPOBOXAAETCA MNOBTOPHLIMU TPOM-
603amMu  rny6oKMX BeH W 3M60/MER NeroyYHbIX COCYAO0B. Pe3ynbTarthl
CTaHAApPTHbIX NPO6, UCMONb3YEMbIX C LieNlbi0 OLEHKU CUCTEMbI CBEPTHI-
BaHMA KPOBMW, HaxodAaTcs B Mpefenax HOPMbl, OfHAKO YPOBEHb aHTU-
TpombuHa Il coctaBnset 25—50%. [Ons neyeHms 60bHbIX 6bI10 Npea-
NOXEHO MOCTOSIHHO WCNO/b30BaTh aHTUKOArynsHTbl HENPAMOro Aen-
CTBMS.

®dunbprHONM3

Mpouecc pacTBOPEHNS KPOBSHOIO CrycTKa C/OXeH W NpeAcTaBnser
CO00M BaXHbI (PU3NONOTMYECKMA MeXxaHU3M. OH BK/OYaeT B ceobs
LeNbl psg AOCTaTOMHO U3YYeHHbIX (PaKTOPOB, K OCHOBHbIM W3 KOTO-
PbIX OTHOCATCA (PUOPUHOAMTUYECKNIA (PEPMEHT, Ha3blBaeMbliA Ma3Mu-
HOM, W HEaKTWBHbLIA €ro NpefLecTBEHHUK M1a3MUHOTEH. TPOMOUH K
YPOKWNHa3a, 06HapyXXunBaemasi B Mo4e, MpeAcTaBasaOT coboit Hambonee
Ba)XKHble BeLLecTBa, TPaHCHOPMUPYIOLME HEaKTUBHbIA NAa3MUHOTEH B
aKTUBHYIO (popMmy. DUOPMHOMIMTUYECKAs CUCTEMA aKTUBU3UPYETCA
OAHOBPEMEHHO C YCTaHOBNeHWEM MpoLecca CBEPTbIBAHUS  KPOBW.
B pesynbTate 3TOro npu 3aboneBaHMaX, COMPOBOXAAKOLLMXCS ee and-
(hy3HbIM BHYTPMCOCYAWNCTbIM CBEPTLIBAHWEM, B KPOBEHOCHOW CUCTeME
NosBNAIOTCA MPOAYKTbI pacnafa mbpuHa W nosbiwaeTcs HUOPUHONN-
TUYecKas aKTMBHOCTb Mfasmbl. [lociefHee MPOSIBASIETCS CMOHTaHHLIM
pacrnpocTpaHeHMeM KPOBSHOIFO CryCTKa MpW MHKy6auun cBepHyBLUelics
KPOBM WM YKOPOUYEHMEM BPeMEHU Nn3nca 3yrnobynuHa. MHorga CnoH-
TaHHbIA (PUOBPUHONZ MOXET COMPOBOXAATHCA CMMMTOMamu remMoppa-
rmn. B HEKOTOpbLIX cnyyvasx TPYAHO OTAUD(EpPeHLMPOBaTbL MEPBUYHLINA
(hMOPUHONM3 OT KoarynonaTuii MOTPe6neHns, Npyu KOTOPbIX hMOPMHO-
NNTUYECKWIA Npouecc BTOPUYEH. TpW HUX CHWDKEH YPOBEHb (DaKTOpPOB
I, I, V1 VIl n ymeHbLeHO Yncio TpomboumToB, Torga Kak npu ub-
PUHONM3E YMC0 TPOMBOLMTOB OObIYHO HaxOAMTCS B MpefefiaX HOpPMbI,
a M3MeHeHWs Apyrnx (hakTOpPOB CBepTbiBaHUA HEMOCTOSHHbLI. Omnpefe-
NEHHbIA 3DPEKT MOXET ObITb MOAYYEH MPU NEYEHUWN 3MCUIOH-AMUHO-
KanpoHOBOM KWCNOTOW, OAHaKO OHa He MokasaHa npu Koarynonatuu
noTpe6rieHns.

FeMOINTUKO-YPEMUYECKNIA CUHAPOM

3TO OCTpPOEe COCTOSHWE Y HOBOPOXAEHHbLIX W feTell paHHero BO3-
pacTa 00blYHO pa3BMBAETCH MOC/e NepeHeceHHOro OCTPOro racTposH-
TepuTa. Bckope moc/ie Hero nosiBASKTCS MPU3HAKM U CUMITOMbI FEMO-
NNTUYECKOA aHeMWK, TPOMOOLMTOMEHUUN U ToMepy/oHedpuTa. Passu-
BaeTCcA ABYCTOPOHHMWI HEKPO3 KOPKOBOrO C/108 MOYeK. YPOBEHb CMepT-
HocTn gocturaeT 30%. B kayecTBe OAHON M3 3TUOMOTMYECKMX MPUYKH
npegnonaratoT WHMEKLUOHHBIA areHT.

[JaHHble nabopaTopHbIX UCCnefoBaHUi. eMonuTMyeckas aHeMust
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COMpPOBOXAAETCA MNOSB/MIEHWEM 3PUTPOLUTOB MNPUYYA/IMBON  (HOPMbI.
MHOrve M3 HUX CMOPLLEHbI U Ae(hOpMMPOBaHbl, B KPOBM BCTpevatoTCs
MHOFQUUC/IEHHbIE (PeppoLMTbI, WNNOBUAHbIE U LUAEMOBUAHLIE 3PUTPO-
UMTbl (CM. puc. 18-2, A). YMeHblleHWe 4ducna TpomboumuToB Ha (hoHe
HEW3MEHEHHOr0 Yucfa MerakapuoumToB B KOCTHOM MO3re CBUAETeNb-
cTBYeT 06 YyCMNEeHHOM npoLiecce paspyLleHns TPomMOGoumUToB B nepude-
pUYeckoi KpoBW. PesynbTaTbl Mpob, MO3BOMASHOWMUX OLEHMBATb CU-
CTEMY CBEPTbIBaHUA KPOBW, HE OTK/IOHAKOTCA OT HOpPMbl. B Moue onpe-
JendTcs 6enoK, SpUTPOLNUTBI WM UMAKHAPLL. OnMrypus u asotemus
OTpaXalT TsKenoe noBpeXxaeHWe nouvek. B mx 6uontaTe BbIBASIOT
OTNIOXeHMs (MOpUHa B MasibIX KPOBEHOCHBLIX cocydax W Kny6oukax,
4TO CBUAETENbCTBYET O AUPGY3HOM MOBPEXAEHUN 3SHAOTENUS.

JNeyeHune. Bonpocbl nedeHnst GOMbHBLIX C ypemuein u aHypueld pac-
CMOTPeHbl B COOTBETCTBYHOLEM pa3fene. [pyu BbIpaXXEHHON aHeMuu
NnokasaHo nepenuBaHue Kposu. KopTukocTepouibl W TenapwH, no-
BUAVMMOMY, HE OKa3blBAKT CYLLECTBEHHOrO B/IMSIHUA Ha MPOrHO3 3a60-
NeBaHMA U BbDKMBaHUE GOMbHbIX.

TpomboTumyeckas TpombounuToneHnyeckas nypnypa

3T0 pefko BCTpevarolleecs W TSHKENOo npoTekatollee 3aboneBaHue
MMEET MHOro O6LLEro ¢ reMO/IMTMKO-YPEMUYECKAM CUHAPOMOM. [und-
thy3Hasa ambonus 1 TPOMO03 Ma/lbIX KPOBEHOCHbLIX COCYAOB FO/I0BHOMO
MO3ra NpOsIBSOTCA HEBPOSIOrMYECKMMU MPU3HaKaMu, HanpumMep adga-
3nei, cnenotoii u cygoporamu. MporHo3 HeGnaronpusTeH. MNpu na6o-
PaTOPHbIX WCCNEe0BaHMAX BbISBAAKOT TPOMOOLMTOMEHWNIO U TEMOUTK-
UECKYI0 aHeMMWI0 C gedopmauuein (hparMeHTUPOBaHHbIX 3PUTPOLIMTOB.
Mnasmadepes wmmm BHYTPUBEHHOE BBeAeHWE TramMMa-rnobynuHa B
60—70% cny4aeB conpoBoXAdaeTcs adgekToM. KopTukocTepomasl K
CM/IEH3KTOMMS MOKa3aHbl Npy pedpakTepHbIX (popmax 601e3Hu.

MonHneHocHas nypnypa

MonHueHocHas nypnypa npeactaBnseT coboil HeobbluHOe 3abosie-
BaHWe, pa3BMBalOLLEeCs, KaK Npasunio, B ase BbI3LOPOB/EHNS OT 6akK-
TepuasnbHbIX WU BUPYCHbIX WH(eKunit. MossnsatoTcs Auddy3Hble CUM-
METPUYHbIE KPOBOM3NUSHUSA, COMPOBOXAAIOLLMECS BbIPAXKEHHLIMU Bac-
KY/IMTOM U HEKPO30M KOXW U MOAKOXHbLIX TKaHel, 0CO6eHHO B 061acTu
Aaroguy, n Hor. TMpu 3TOM KpaiiHe BblpaXXeH TOKCWMKO3. YPOBEHb CMEpT-
HOCTW BbICOK. Y BbDKMBLUEFO 6O0NBHOr0 OTTOPrakvTca  06LIMPHbIE
YYaCTKA KOXM U MbILIEYHbIX TKaHei, BOB/IEYEHHLIX B FaHTPEHO3HbII
npouecc, B pesynbTate 4ero TpebylOTCs MnacTUYeCKMe onepauum.
YUncno TpoMOOLMUTOB He M3MEHSIETCH MO CPAaBHEHMIO C HOPMOW Wn
YMeHbLUEHO. B Maskax KpoBU 06HapYyXuBakT (PparMeHTUPOBaHHbIE
3pUTPOLMTLI. YPOBEHb MOTPeb/seMblX (PaKTOPOB CBEPTbIBaHWSA, 0CO-
6eHHO (hMOPMHOreHa, CHWKeH. B oTAenbHbIX chayyasx sdekT 6bin
MOMyYeH OT 3aMeCTUTE/IbHOM Tepanuu ¢ UCNOJb30BaHeM (hMbprHoreHa



M CBEXeM Mnasmbl, a TaKKe MAaCCUBHbIX 03 KOPTUKOCTEPOUOB. BHYT-
puBeHHOe BBefdeHWe renmapuHa B gose 50—100 EA/kr (0,5—1 mr/kr)
uepe3 4—6 Y WM MHQY3UA AeKcTpaHa NO3BO/SET MPUOCTAHOBUTL MPO-
rPECCUPYHOLLMIA MPOLECC M CMOCOGCTBYET KOPPEKUMN AeeKTOB Cu-
CTEMbl CBEPTbIBAHWUSA KPOBM.
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CEJIE3EHKA

C OpeBHUX BpeMeH ceneseHKa CAyXuna npesvMeToM BCEBO3MOXHbIX
[OMBICNIOB U MPeAnonoXKeHni. TMHWIA cunTan ee OpraHoMm, 3akniyaro-
MM B cebe 4yBCTBO Becenbsi W cmeX, [aseH npegnonaran, 4To OHa
OKpY)XeHa TaiiHOl. B ceneseHke OTCYTCTBYHOT KaKue-nmbo YHUKa/bHbIe
KNETKA WM TKaHW, OAHAKO CTPOEHWEe M aHaTOMWYecKue CBsA3M CO06-
LLAtOT €l YHMKanbHble CBOMCTBA W PyHKUMKU. OHa npeacTaBnseT coboi
cKonfieHne AMMQPONIHbLIX U (arouUTUPYIOLLMX PEeTUKYN03HA0TeNNANb-
HbIX K/MIETOK CO C/IOXHOM CETbI BETBALLMXCS KanunispoB n peHecTpu-
POBaHHbIX CMHYycomngoB. Bce 310 06ycnoBnnBaeT ee CBOWCTBA 6MONOrn-
4yeckoro unbTpa.

DyHKUUK. CeneseHKe MOXET ObITb MPUNUCaH Lenblid pag QyHKLWIA,
MpVUYeM HEKOTOPble M3 HUX UMEKT HEMOCPEeACTBEHHOE OTHOLUEHME K
mpoueccam KpOBETBOPEHUSI M HEKOTOPLIM 3ab0neBaHUsAM.

PesepByapHas (PYHKUMA. Y HUSLLMX XUBOTHbLIX Cee3eHKa
npeacTaBnseT cob0i CoOKpaTUTENbHbIA opraH, YTo 00YCNOBMAEHO 3HAYM-
Te/lbHbIM KOMIMYECTBOM T[/1aAKOMbILLIEYHbIX BOMIOKOH B €e Kamncyfne wu
Tpabekynax. Y u4efoBeKa MbllleyHass TKaHb Cee3eHKN BblpaXeHa
cnabo, B CBA3M C YeM B HOpME pe3epByapHas (YHKLMS He SB/iseTcs
Bedyleli. lMocne BBefeHWS afpeHa/MHa MPOWCXOAWUT BbLIOPOC U3 Hee
thaktopa Ml 1 TpomboumMTOB. B HOpMe OHa COAEPXUT OKOM0 25 Mn
KPOBM, OAHAKO €ee KOMMYECTBO YBEMYMBAETCS MO Mepe YBENYeHUS
pasMepoB Cefie3eHKM He3aBUCMMO OT MpUYMHbL. CeKBECTpPaLMOHHbIE
KpU3bl, COMPOBOXAOLLME CEPNOBUAHO-KIETOUYHYI aHEMUIO, NpesCcTaB-
NAOT CcOoBOI ycuneHne pe3epBYapHO (YyHKLNN.

flemMono33. Y nnofa B cene3eHKe NPOUCXOAUT aKTUBHOE KpoBe-
TBOpEHWE, OfHAaKO K BO3pacTy 6 Mec mpoLuecc remonoasa y Hero nocre-
MEHHO CTWXaeT, ec/in He pa3BMBAETCSA remonmTnyeckass 60/1€3Hb HOBO-
POXAEHHbIX. [Mpn HEKOTOPLIX 3a00/MeBaHKAX, TaKUX KaK Tanaccemus
WM OCTEONeTpo3, MPOLECC COXpaHseTcs WM BO30OHOBASETCA B MOCT-
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HaTa/lbHOM nepuoge. Borpoc 0 TOM, YTO CAYXWUT CTUMYNIOM [/l HEro,
0CTaeTCs OTKPbITbIM.

«MpoceuBawwas» GYHKUMA. ITOT TEPMUH WUCMOMb3YHOT
[N onpefeneHns CnocobHOCTM CENe3eHKM, CBA3aHHON C ee YHUKabHOW
CUCTEMOWN LMPKYNALMN WU CTPYKTYPOR, YyAanaTb MOPaXEHHbIe U aHo-
Ma/lbHble KNEeTKW KPOBM M3 CUCTEMbl KpOBOOGpalLeHUs. dTa PyHKUuA
MOXET ObITb YETKO MNPOLEMOHCTPUPOBaHa TEM, YTO 3PUTPOLUTHI U
TPOMOOLUTLI, HECYLLMe Ha CBOE MOBEPXHOCTU Aaxe HebO/bLIoe KOMu-
YeCTBO aHTUTeN, MOLBEpralTca B Hell U3bMpaTensHON cekBecTpauuu v
YHUUTOXeEHWIO. [pyrM MpuMMepoM MpoLecca «MnpoCemMBaHUs» MOXET
CNY>XUTb aKTUBHOCTb CeNe3eHKM, Hanpas/ieHHas Ha YHUUYTOXEeHUe ce-
POLMTOB.

«Ynasnusawwaa» ¢GyHkuua. CeneseHka obnagaet cno-
COOHOCTBIO Y[ansTb, WM «BbINaBAUBATb», BHYTpMLMTONMIA3MaTUye-
CKMe BKNIOYEHWS, Takue Kak Tenbua Xayanna — XKonnu wunm cuiepo-
TUYECKUE TrpaHy/bl 3PUTPOLMUTOB, He paspyLlas KNeTku. Y fuu ¢ yja-
NEeHHOI CeNe3eHKoN B Mepucthepnyeckoil KpoBKM OMnpeaensieTcs OTHOCU-
TeNbHO 60/IbLIOE YMCNO KNETOK C MOAOOHBIMW BK/IHOYEHUSMU.

PaspyweHune crtapewwux aputpountos. CeneseHka,
No-BUAMMOMY, C/Y>XWUT OCHOBHbIM MECTOM pa3pyLUeHUs CTapetoLnx
apuTpouutoB. C Apyroil CTOPOHbI, 3Ty (YHKLMIO 6e3 3aTpyAHeHuit
MOTYT MPUHATL Ha cebst Apyrne OTAeNbl PEeTUKYNO3HAOTENMANTbHON cu-
CTeMbl. B cBA3W C 3TMUM NpW OTCYTCTBUU CeNe3eHKU MNPOJO/MKUTENb-
HOCTb XKWM3HW 3PUTPOLUTOB 3HAUYMTENILHO HE YBENUYMBAETCH.

X BnunaHmne Ha memb6bpaHy aputpoymnmToB. Cuutaercs, 4to
| B HOpMe ceneseHKa OKa3blBaeT ONpeAeneHHOe, XOTS U Mano U3y4eHHoe,
K BnusHue Ha MembpaHy apuTpouuToB. [pu ee OTCYTCTBUM MOC/NefHUE
p CTaHOBATCA 60/ee NAOCKUMU N UCTOHYEHHbIMKU. Kpome Toro, yBenuuu-
{ BaeTca uUMCNO MULLEHEBUAHBIX K/ETOK, & OCMOTMYECKas pPe3nCTEeHT-
| HOCTb noBblwaeTca. B mepudepnyeckoid KpoBW MOC/E CMEHIKTOMMUU
i; WM Yy UL C acnjieHnel C NOMOLLBI0 KOHTPACTHOW MWKPOCKOMWMW B
NUHTEpdepeHTHOW (ase B MembpaHe 20% 3puUTpPOLMTOB KM Gonee
BbISIBNAOT CBOEOOpasHble Yrny6neHus, HanoMuHalolMe KpaTepsbl.
B HopMe 3Tu yrny6neHus, Wnm «OCMWHbI», KOTOPble B AEACTBUTENb-
HOCTM MOrYT ObITb HEGOMbLUMMU My3blpbKamu, BCTPEYarTCA B MeM-
6paHe MeHee 1 % 3pUTPOLUTOB.
® nbTpyowas U MMMYyHONOrMyeckas QYHKUUNU.
(MockonbKy LMPKYNMPYOLLAasa B Cefle3eHKe KPOBb TECHO COMpuUKacaeTcs
iC NMUMMONAHLIMA U PETUKYNOIHAOTENNANbHLIMA  3/1EMEHTaMM, OHa
NFpaeT BaXHYK POSib B MeXaHMW3Max MEepPBMYHON 3alinTbl OT BakTepwui,
‘nonagaloLmnx B KPOBEHOCHYHO cucteMy. OC060 BaXKHas posb npuHage-
XXWUT ceneseHKe B He3pesioM opraHuame (pebeHoK), a Takke npu Hapy-
WeHUN UMMYHWUTETA, MOCKO/bKY OHA CTaHOBUTCS OCHOBHbIM MECTOM
yaaneHns MWKpPOOpPraHW3MoB, HanpumMep MHEBMOKOKKOB, MpU OTCYT-
CTBMU creumpuyeckmx aHtuten. Ecam aHTureH nonagaet B OpraHusm
(nyTeM BHYTPUMBILLEYHOTO W NOAKOXHOrO BBEAEHUSA, Ceflie3eHKa Urpaet
JOTHOCUTENbHO BTOPOCTEMEHHYIO Posib B MpoLeccax 06pa3oBaHNUs aHTU-
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Te/l, 0jHaKo Npu BHYTPUBEHHOM BBEEHWW Maoro KO/IMYecTBa YacTul,
06/1aJal0LLMX aHTUTEHHBIMW CBOMCTBaMM, OHa WIpaeT peLlatoLLyo posb
B Mnpouecce aHTUTeNnoobpasoBaHuUS.

CeneseHka npuMHUMaeT 60MbLIOe yyacThe B cuHTe3e IgM, nponep-
ANHA 1N «Ty(pTCUHa», NPEeACTaBMSIOLLEro CO60M TeTpanenTui, Croco6-
CTBYHOLWMIA (harounTosy. Y aeTeid, MOABEPrLUMXCS CMAEHIKTOMUK, WX
YPOBEHb CHUKEH.

FopMoHanbHaa QyHKUWA. BblNno BbICKazaHO Npegnosoxe-
HWe 0 TOM, YTO B Cene3eHKe BbipabaTbiBaeTCs ropMOHa/lbHOE BeLLEeCTBO
(«cnneHWH»), BAWAIOLWLEE Ha aKTMBHOCTb KOCTHOrMO Mo3ra. [aHHble,
MOATBEPXKAAIOLLIME CYLLEeCTBOBaHMe 3TOr0 rOPMOHA, [0 HACTOALLero
BPEMEHW He MOATBEPXKAEHbl, a TUMepCrnieHnusm nerdye 00bsSCHAETCA
NOBbILLEHNEM (UNbTPYIOLWEA W «NPOCENBAIOLLEN» aKTUBHOCTW Cene-
3eHKM. OHa MOXeT Haxo4uTbCs B (DYHKLMOHANbHO HEakTUBHOM COCTOS-
HUW, HECMOTPA Ha BbIP&XKEHHOE YBEe/MYeHWEe pPasMepoB, UTO ObIBAeT y
MasleHbKNUX AeTeil C CeprnoBUAHO-KNETOYHOW aHemuein (DyHKUMOHaNb-
HbI TMNOCMNEHU3M).

KnuHunyeckoe o6cnepgoBaHme. [Mpyu TLATENbHOW WM OCTOPOXKHOM
nasbnayuy paccnabneHHoONn CTEHKW XXMBOTA MOXHO HAAEXHO OLEHUTb
paspbiBbl ceneseHkn. Ee kpail y neBoro mogpebepbs yfaerca nanbnu-
poBaTb y 5—10% 300pOBbIX [AETel; NpU BUPYCHbIX MHPEKLMSX OH
onpegensetcs yawle. MOCTOAHHO ManbnupyeMas ceneseHka CBUAETeNb-
CTBYET 0 2—3-KpaTHOM YBe/iMyeHUn ee pa3MepoB. MeHee BblpaXKeHHOe
YBE/IMYEHNE MOXHO 0OHapYXWUTb NPU pPeHTreHorpaun. YBeNnYeHHYIo
ceneseHKy cnegyet AuddepeHuuMpoBaTb OT Apyrnx 06pa3oBaHMil B
NeBOM BepXHEM KBajpaHTe >kuBoTa. [1onesHbIMKU nNpu3Hakamn ans
NAEHTU(UKALUN MOTYT CMYXUTb CEeLytoLime: BEPXHUIA Kpai ceneseHku
YXOAMT Mof pebepHyo Ayry, npu nanbnauuy Kpas Cee3eHKU BbIsB-
NSIeTCA XapaKTepHas BbleMKa, Haf MOBEPXHOCTHIO MafbnuMpyemMoit cene-
3eHKV BCerfa OTCYTCTBYIOT MNeT/M KWLeyHnKa. [pn HEBO3MOXXHOCTM C
YBEPEHHOCTLIO UAEHTU(MLMPOBATL Nanbnupyemoe o6pas3oBaHMe onpe-
JeneHHY UHMOPMALMIO MOXHO MOSlyYUTb C MOMOLLBKD M30TOMHOro
CKaHMpoBaHus. B KayecTBe METKU 4115 XeNaTUHOBbLIX CepoCOAepKaLLmx
KONNOUAHBIX YacTWL, MOryT UCMO0Mb30BaTbCA W30TOMbl C KOPOTKUM
nepuogom nonypacnaga, Takve Kak DrTc. Mocne ero BHYTPUBEHHOIO
BBeAEHUs Konnoug ObICTPO 3axBaTblBAETCA PETUKYI03HA0TENNANb-
HbIMV 3/IEMEHTAaMU MEYEHU, CEe3eHKN U B MEHbLUEA CTeMeHW KOCTHbIM
MO3rOM; CKaHWpOoBaHWe NO3BONSET ONpesfenTb pasmepbl U KOHGUrypa-
LMIO CeNneseHKN W nedyeHW. ITOT METO[ OKasalcs He3aMeHUMbIM AN
BbISIB/IEHNS] aHATOMMYECKNX aHOMa/INil CeNe3eHKMN; YPOBEHb 06/1yYeHUs
60/1bHOrO Mpy 3TOM HEMHBA3MBHOM METOAE UCCef0BaHUs KpaiiHe HU3-
Kui.

B ceneseHke pas3nnuyaroT COCyAUCTble, NUMMATUHECKUe U PETUKY-
NO3HAOTENNaNbHbIE KOMMOHEHTLI; MOBPEXAEHNE NMOBOro M3 HUX MOXET
NPOSIBNATLCA CNAIEHOMETaSIneid.
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HekoTopble MNPUWYUHbI CNNEeHOMEranuun y peteit

/. BonesHun Kkposu
— Tlemonutnyeckne aHemMumun, O06YCNOBMEHHble 3KCTpaMeaynnapHbIM KpOBETBOpe-
HMEM W Tunepnnasnein peTUKYNO3HAOTENNANbHOW TKaHU
— BpoXfaeHHble M NpUOGPETEHHbIE TEMONUTUYECKUE aHEeMUU
— TemornobuHonatnum wn Tanaccemms
1. WNHpexkuun
— bakTepuanbHble (cenTuuemus, GPHOLWHOW TUd, 3HAOKAPAMUT)
— BupycHble (Bupyc 3nctaliHa— bapp, UMTOMeranoBupyc u Ap.)
— TMpocrTeliwne (Manapus, Tokconnasmos)
Ill. 3acTollHaa cnaeHomeranus
— BTOopuyHas, obycnoBneHHas OG6GCTPYKLMeli BOPOTHOW WMAN CeNe3eHOYHON BeHbl
— BTopuyHada, obycnoBneHHas BHYTPMMNeYeHOUYHbIM 3aboneBaHMem (LMPPO3)
— XpoHuyeckas 3acToliHas cepfeyHas HejoCTaTO4YHOCTb
IV. VHpuabTpaTuBHbIE npoLecchl
— Jlunonposbl (6onesHn HumaHHa — Muka, Fowe)
— HenunupgHble peTUKYNO3HAOTENNO3bI
V. KucTo3Hble ob6paszoBaHus
— BpoXpeHHble (3NUAEPMOUNAHbIE KUCTbI)
— T[puob6peTeHHble (NCEBLOKUCTDI)
VI. HoBoobpasoBaHus
— Jleiiko3 n numgocapkoma
— bonesHb XomXKuHa
— TemaHrmoma u numgaHrnoma
VII. Pa3Hoo6pa3sHble 3aboneBaHus
— PeBMatougHbli apTpuTt (6onesHb Ctunna)
— CuctemHas KpacHaa BOJi4aHKa

TENATO/IMEHA/TbHBIN ®U1BEPO3
(BACTOVHASA CMNEHOMEFANA, CUHAPOM BAHTWI

OTTOK BEHO3HOM KPOBM U3 CEMe3eHKN MOXET Hapyllatbcs B
pe3ynbTaTe 06CTPYKUMM BEH MEYEHW WU MOPT/IbHOM WM Cene3eHOou-
HON BeHbl. 3TO COMPOBOXAAETCA SBIEHUAMM 3aCTOS U B KOHEUYHOM
nTOre MPUBOAWT K crieHOMeranuu. K 3aboneBaHMSIM MeyeHu, COMpo-
BOXAAMOLLMMCS BOCMA/IEHMEM MapeHXMMbl, (hMBP03aM U CYXKEHUIO COCY-
[OB OTHOCATCS MOCTHEKPOTUYECKMIA LMPPO3 MNEYeHW, rasakTo3emus,
60ne3Hb BuibCOHa, MyKOBMCLMAO03, aTPe3Us XXeMUeBbIBOASALLMX MYTe,
HeAOCTaTOYHOCTb OM-aHTUTPUMOLLA U MUKPOKMCTO3 MEYEHU U MOYEK.
HOMHLIA OM(annT, MEPBUYHLIA WM BTOPWUYHBLIA, MOCNe KaTeTepu3a-
UMM MYNOYHOW BeHbl MOXET MPOrpeccupoBaTb A0 PasBUTWS TPOMOO-
thnebuTta 1 Tpomb0o3a BOPOTHON BeHbl. HOrAa BPOXAEHHbIE WX MpPU-
00peTeHHble aHOMAaIMKN CENE3EHOUYHbIX WM BOPOTHbLIX BEH MOTYT Bbl-
3BaTb WX OOCTPYKUUKO UM BTOPUYHYHD CMJIEHOMEranniw. B HeKoTopbIX
pervoHax Mvpa OCHOBHbIMW MPUYMHAMMK CMIEHOMErainn CayXart Luu-
CTOCOMO3 U Manspus.

KnuHnyeckme npossnieHus. [lepBbiM YKa3aHMEM Ha MNaTofioruye-
CKWiA mpouecc MOXET ObiThb BbiB/sEMas MpU Nanbnauun yBeMyeHHas
ceneseHka. B Hell MOXET (hu/IbTPOBATLCA U paspyLlaThCs Ype3MepHoe
KOMIMYECTBO 3PUTPOLMTOB U TPOMOBOLMTOB, B pe3y/nbTaTe Yero HacTy-
MarT KPOBOTeYeHMWsi, 06YCMOBMEHHbIE TPOMOOLMTOMNEHWERA, W pas3Bu-
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BaeTCsA aHemusi. B OTBET Ha OGCTPYKLUMIO BOPOTHOW BEHbl Pa3BMBAETCH
KonnatepanbHOe KpPoBOOOpalleHue Yepe3 CUCTEMY KOPOTKOM XXenypnou-
HOW BeHbl, BEHbI NULLEBOAA, MOBEPXHOCTHbIE abf0MUHaNbHbIE U FemMop-
povjanbHble. B HEKOTOPbIX Cryyasx MepBbiM KIUHUYECKUM MpPOsBe-
HMEM 3aCTOMHON CnJIeHOMEraimy CTaHOBUTCS MacCMBHOE KPOBOTEYEHUE
13 pa3opBaBLUMXCA BapMKO3HO pacLUMpPeHHbIX BeH MULLEBOJA.

[aHHble NabopaTOpPHbIX MCCMefoBaHUi. Y 60NbHOr0 BbISBASIOT
NaHLMTOMEHNIO Pa3HOi cTermeHn. B KOCTHOM MO3re MPOWCXOAWT aKTUB-
Hbli  TeMOMO033, onpeAensercs O0MbLIOE YUCIO MEerakapumouuTOB.
Pe3ynbTaTbl MCCNefOBaHW (YHKUMM NeYeHN CBUAETENbCTBYHOT O BO-
B/IEYEHUM B NPOLLECC KNEeTOK NapeHXUMbl. MOXHO M3MEHUTbL [aBleHne B
BOPOTHOI BeHe, a MpWU BBEAEHWWN PEHTTEeHOKOHTPACTHbLIX KpacuTenei B
Cefle3eHKY MOXHO NOyYnUTb KOHTPACTHOe M306paKeHNe cene3eHOYHbIX
M BOPOTHbIX BeH. JTa MaHUMyNAUMS OObIYHO BbINOJHAETCH MO
BM3yaNbHbIM KOHTPOJEM B CBA3U C TEM, YTO MPU UYPECKOXHON MYHKLWK
MOXHO MOBPEAWTb Kamncyny ceneseHku. [Mpu dubpose mnm umppose
MeyeHN C MOMOLLLIO CKaHMPOBaHWA MPU MUCNOJIb30BaHUN ""TC MOXHO
BbISIBUTb CMOPLLEHHOCTb MEYEHN W MACCUMBHYHO CMIEHOMEraunio.

JledyeHne. HeobxoaMmo onpeaennTb NOKaIM3aLuMio 06CTPYKLUNN.
Mpu BOBMEYEHWM B TMPOLECC TONBKO CE/E3eHOYHON BEHblI METOA0M
NEYEHUN CNYXMNT CMIEHIKTOMMUSA, & NMpU 06CTPYKLUMM BOPOTHOM BEHbI Ha
60/bLIOM MPOTSXKEHUM U NPU BHYTPUMEYEHOUHON OBCTPYKUMM 3Ta one-
paumsi No3BONSAET KOPPUrMpoBaTb MAHLMTOMEHUIO, HO He MOPTaNbHYHO
runepTeH3uto. C apyroii CTOPOHbI, NOCKO/IbKY TPOMBOLMTO- U HEATPO-
MeHNA PefKo CTaHOBATCS MPUYMHOW FeHepain30BaHHbLIX KPOBOTEUEHMI
WM UHEKLMIA, OHU He CyXKaT abCOMOTHBIMU MOKAa3aHWUAMW K CrI/IEH-
aKTOMUU. [pn YETKMX YKasaHWAX Ha MOpTafibHYK TUMNEPTEH3NIO WK
MOBTOPHbIX, YIPOXKAIOLLMX XXN3HW, KPOBOTEUEHMAX MOKa3aHO COo3faHue
NMOpPTOKAaBa/bHOr0 aHacToM03a, YTO MO CPaBHEHWIO CO CreHOpeHab-
HbIM LIYHTUPOBaHWEM 60/11€e MPeAnoYTUTENILHO Y ManeHbKUX AeTeil.
YcnewHas KOppekuus MOpTa/bHOM TUMEPTEH3MN  COMPOBOXAAETCS
YMEHbLUEHUEM Pa3MEepOB CeMe3eHKM W MPOSBAEHWIA MaHLUTOMEHUM.
C papyroii CTOpPOHbI, MOryT MPOU30ATU MeTabonMyeckue HapyLUeHWs,
0COBOEHHO rMnepamMmmMoHUEMUS.

AHOMAJIMN CTPOEHUA 1 TPABMA CE/IESEHKN

KuncTto3s ceneseHKU. B ceneseHke MOryT 06pa3oBaThCsi KUCTbI ABYX
TUMOB: 3NUAEPMOUAHbIE, BbICT/IAHHbIE OPOrOBEBAKOLWUM LIUINHAPUYE-
CKUM 3MUTENNEM, W NCEeBLOKUCTbI, NO-BUAVMOMY, MOCTTPaBMaTUyeckme
WM MOCTUH(APKTHbIE. B MNceBAOKMCTax OTCYTCTBYET 3nuTeNvaNbHas
BbICTW/IKA, OHW 3anofiHeHbl HEKPOTUYECKMMU MAacCamm W KPOBbIO.
MoJo3peHns Ha KUCTO3 CENe3eHKM MOTYT BO3HUKHYTb MpW C/TyYailHOM
BbISIB/IEHNN [N1afKNX 00pa3oBaHWii B JIEBOM BEpXHEM KBafpaHTe
XUBOTA, CMeLLaloWwmnx XenynoK B MeuasibHOM HanpasieHuun. Pagmon-
30TONHOE CKaHMpOBaHWe ¢ | C-)KenaTMHOBbLIM KOMNOMAOM MO3BONSAET
YeTKO YCTAaHOBWUTb BHYTPUCENE3EHOYHYIO floKanu3alumio o6pa3oBaHus.
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K 3(eKTMBHbIM MeTofaM BbISIBNEHWUS KUCT CENIe3eHKM OTHOCATCA
YNbTPa3ByKOBOE WCC/MEA0BaHNE W KOMMbIOTEPHAs TOMOrpadus.

[o6aBoyHble cene3eHKW. MHOXeCTBEHHble M [06aBOYHbIE Cefe-
3eHKN OTHIOAb He peakocTb. M3 1413 peTeild, KOTOPbIM Oblia Npon3Be-
[leHa cnneHakTomMus, y 229 (16%) 6bina obHapy)XeHa ofHa Ao6aBoYHas
ceneseHka unm 6onee. O6bIYHO OHA pacrnonaraeTcs y XBocTa Uan BopoT
NOKENY[OUYHOM  Kenesbl. BpPOXAEHHbIA  CMHAPOM  MOAUCTIEHM3MA
XapaKTepusyeTcsi NIEBOCTOPOHHEN NOKann3alMeinl opraHoB, BPOX[eEH-
HbIM MOPOKOM CepAua. Y feTeil mpy 3TOM 4acTO BCTPEYaeTCs BHYTpU-
MeYeHOUHass aTpe3ns >Ken4yeBbIBOAALLMX MyTei.

BpoxaeHHoe oTcyTCcTBMe cene3eHKU. OTCYTCTBUE Cefle3eHKU
OTHOCWUTCA K OAHOMY W3 MPOSIBNIEHWIA HEOObIYHON TFPyNMbl aHOMaUiA,
BK/IOUAtOWMX B CebA CNOXKHbIE aHOManuu cepfua U MarucTpaibHbIX
COCYfi0B, COYeTaloLlmMecs C THKeNbIM MOPOKOM cepaua CUHero Tuna.
Mpu 3ToM onpefensoTcs sBHAA AEKCTPOKapAus W pasHOi cTeneHu
reTepoTonusa OpraHoB OGPIOWHOA MonocTM  (cuHgpoMm MBemapka).
Mopo3peHre MOXeT BO3HUKHYTb MpW WUCCefoBaHUU Nepudepuyeckoi
KPOBU: B Heil MOSBASIIOTCA MULLIEHEBUAHbIE KETKW, YBEUYMBAETCS
ymcno CgepounToB U BHYTPUIPUTPOLMTAPHBLIX BKIKOUEHUIA (Tenbua
XeliHua n Xayanna — >Xonnu), BbIABAAKTCA rpaHy/bl FeMoCUiepuHa.
Mpy BPOXAEHHOW acnieHUK MOBbLILLIAETCA YacToTa pPasBUTUSA Cemncuca.

"mnepcnneHusm. [lnarHosa «runepcrnieHnsM» He CyLLEeCTBYeT, 3T0
cobmpaTenbHbIli TEPMUH, WCMONL3YEMbIA AAS OMUCAHWS CRedytoLLero
K/IMHUYECKOro KoMmnuekca: 1) yrHeTeHue OfHOro BUAa KNeTOUYHbIX 3/e-
MEHTOB KpOBWM wnu 6onee; 2) akTMBHOe (GOpMMpOBaHME 3TOr0 BMAa
KNEeTOK B KOCTHOM Mo3re; 3) YBe/IMUYeHWE Cefle3eHKM, KOTOPOe MOXET
6bITb pe3ynbTaTOM MHOMMX NpuunH (cM. Tabn. 14—29); 4) BO3MOXHOCTb
KOPPEKLUMN 3TUX W3MEHEHWUI C MOMOLLBIO CMAEHIKTOMUM. [epBUYHbIT
rMnepcraeHu3M ycTaHOBUTbL BeCbMa TPYAHO; HEOOXOAMMO MWCK/UUTH
Jpyrvie NpuyMHbl CMAEHOMErauy, CoYeTatoLLeiics ¢ BTOPUYHOW NaHLu-
TOMEHUEN.

DYHKUMOHaIbHAA runocnieHns. Horga B aHaTOMUYECKW yBenu-
UEHHOIN ceneseHKe MOXET He MPOSBAATLCA aKTUBHOCTb PETUKYNO3HAO-
TennansHoW cuctembl (P3C). bonee YeTKO 3TO MOXHO BUAETb Y HOBO-
POXAEHHbIX W [eTe MMafLlero Bo3pacTa C CeproBULHO-KIETOYHOA
aHeMueidl. Y OONbLUMHCTBA M3 HUX B BO3pacTe nocne 6—18 mec ¢
nomoLLblo 9TT C-CKaHMPOBaHNA He YAAeTCs BbIABUTb aKTMBHOCTbL P3C
aHaTOMUYECKM YBEIMUYEHHON Ccefe3eHKU, a B nepugepruyeckoin KpoBu
BbISIBNAIOTCA Tenbua XeiHua un Xayanna — XKonnu. Y geteil paHHero
Bo3pacTa B 600 pa3 Mo cpaBHeHWIO CO 340POBLIMW CBEPCTHUKAMM BbiLLE
pUCK pa3BUTUA MHEBMOKOKKOBOIO MEHWHIMUTA W cencuca. Jta nojasep-
YKEHHOCTb MH(IEKLMSAM OTHACTM 06yCnoBieHa HapyLlleHUAMU yHKUUN
ceneseHkn. PyHKUMOHANbHAA TUMOCMIEHUS MOXET ObITb BPEMEHHO
CKOppUrMpoBaHa MyTeM TpaHC(y3nMu 3PUTPOLMUTHON Macchl; C Teue-
HWEM NeT MOBTOPHbIE ayTOMH(APKTbl B KOHEYHOM WTOre npespaLiatoT
CeNe3eHKY B KOMOYEK CMAEPOMOPOTMYECKON TKaHW.

Pa3pbiB cefie3eHKW. TpaBma Cefie3eHKM MOXeT MNPOou30onTM npu



CWIbHOM MpSMOM yfJape B /IeBOe nopapeGepbe WM NEBYHO MOSIOBUHY
XXUBOTA, HanpumMep Mpy AOPOXHO-TPAHCMNOPTHBLIX MPOUCLUECTBUAX WX
BO BpeMsl CMOPTUBHLIX Urp. Npu HeboMbLUMX pa3pbiBax Karcysbl MOryTt
nosiBUTLCA 60/IM B /IEBOM BEPXHEM KBajpaHTe >XWMBOTa WM B 06/1acTU
NeBOro njeya, a Takke MPU3HaKM pasfpaXKeHUs OPIOLLNHLI, CBSA3aHHbIE
C MOCTYN/IEHVEM KPOBU B OPIOLLHYIO MOMOCTb. B 6onee TsXenbixX cny-
yasax ObICTPO pa3BMBaeTCcA LWOK. [MpyM NATONOrMYECKOM YBENUYEHUU
CENe3eHKN paspblB MOXET MPOM30ATM MOC/e OTHOCUTE/IbHO He3Hauu-
TeNbHON TPaBMbl, HampuMep, Y HOBOPOXAEHHOFO C FeMOMMTUYECKON
60ne3Hbl0 UNKM Yy pebeHKa CTapllero Bo3pacta npu MHGEKUMOHHOM
MOHOHYK/eo3e. PafnMon30TONHbIe UCCefoBaHNUsA, KOMMbIOTEPHAs TOMO-
rpams OTHOCATCA K MeTofaM, MO3BOMAIOWMM BbISBUTL Pa3pbiB U rema-
TOMY B CeneseHke.

Mpn pa3pbiBax, COMPOBOXAAOLLMXCA CUMbHBIM KPOBOTEYEHWEM B
OptOLLHYO NOMOCTb W FMNOTEH3WER, MoKasaHbl N1anapoToMUs U CrJeH-
3KTOMMS, OfHAKO CTAHOBMTCA BCe 60/ee OYEBUAHBLIM, UTO MOCNEAHSS
MokasaHa [JasieKo He BO BCEX Chydvasx. Y AeTeili Mpy MOBEPXHOCTHOM
pas3pbiBe Ce/e3eHKM KPOBOTEUEHME YacTO MpeKpallaeTcs CNOHTaHHO.
B cnyyae cTabunbHOCTU NeTaNibHbIX MOKasaTeneid WU ecnn OHW MofA-
[atoTCA KOHTPOJIKO MpU MEepPennBaHnM OTHOCUTEIbHO HEGOMbLUMX KOMn-
YyecTB KpoBW (MeHee 25 M/Kr) B nepsble 48 4 nocne TpaBMbl, MOXET
ObiTb BbiOpaH HeonepaTMBHbIA MeTOh JjiedeHus. B TeyeHue 3TOro
nepuoja HabnfeHWs Heo6XoAMMO MNPUCYTCTBME XUpypra, rOTOBOrO
K ObICTPbIM [eACTBUAM Npu YCyrybneHun cocTosHUS 6onbHOro. He-
06X04MMO MOBTOPHO MPOW3BECTW CKAHUMPOBAHWE CENEe3eHKU, 4TOObI
WCKNIOUUTL  YBE/IMYEHWE pa3MepoB ee MoBpexaeHus. B TeueHue
10—14 paHeit peGeHOK AO/MKEH HAXOAWTbCA B CTaLMOHape MoA Tuia-
TeNbHbIM HabnoaeHneM. [BuUraTeNibHY0 aKTUBHOCTb €ro cinefyet orpa-
HUYMBATL Ha MPOTSHKEHUM HECKONbKUX MecsiLeB. O No3fgHUX paspbiBax
CeNeseHKW, a TakXKe MOABMEHMN MCEBLOKUCT He coobuianoch; € Mo-
MOLLbIO CKaHUPYIOLLMX METOA0B OMNPefeNsatoT MONHOe 3aKWBIeHWEe pas-
PbIBOB.

KoHcepBaTVBHbIA METOZ fIeYEHUS HeJonyCTUM NpU MOBPEXAEeHUN
JOpyrux opraHoB GpIOLLHOM MONOCTM WK MpK LWoKe. Ecnn Heobxoauma
NanapoToMus, MOXHO BOCCTaHOBWTbL MOBPEXAEHHYIO Cefie3eHKy W
COXPaHUTb HebOo/bLIOe KOMMYEeCTBO ee TKaHW in Situ (CM. HWdke).

CnneHos. Mocne TpaBM cefe3eHKu, 06YCNOBUBLLMX HEOOXOAUMOCTb
CM/IEH3KTOMMM, 4acTO NPOMCXOAUT reTepoTonuueckas ayToTpaHcniaH-
Tauus ee TKaHW C NOCNedyroLWwmMM paspacTaHUeM Ha MOBEPXHOCTU Gpto-
WWHbl. B 3ToM cnyyae y 60MbHOMO He MPOUCXOAUT U3MEHEHWIA B 3puT-
pouMTax nepugepmyeckoin Kposu (Tenbua Xayanna—>Konnu, kpa-
Tepbl B MembpaHe spuTpoumTa). C nomoubio “"Tc yaaetca onpepe-
NUTb 3axXBaT pPafMon30TOona HebOoNbLIMMU CKOMIEHUSMU BHOBb 06pa3o-
BaBLUMXCSA TKaHE ceneseHKW. 3Ta pereHepupoBaHHas Cene3eHo4YHas
TKaHb CMOCOGHA A0 HEKOTOPOM CTeMeHW OKa3blBaTb 3alUTHOe [Aeii-
CTBME npu OakTepuanbHbIX WHMeKUMAX. CTeneHb 3alluTbl MOXET
BapbMpoBaTb B 3aBMCMMOCTM OT KO/MMYECTBA Cefle3eHOYHOW TKaHu K
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pacrnpeeneHns apTepuasbHOr0 KPOBOCHAGXKEHMs; cpeay 60/bHbIX CO
CN/IeHO30M 6biNM  3apPerncTPUpPoBaHbl Clyyan CMepTW B pesy/bTate
reHepann3oBaHHbIX WHMEKLNIA.

CMNEH3KTOMMUA

CeneseHKy yfansoT HepeaKo Mo LenoMy pagy nokasaHuid, U3 KOTo-
PbIX K OCHOBHbIM CfiefyeT OTHecTU: 1) ee pa3pbiB; 2) ONyX0/u, KUCTbI U
aHOMasbHble COCyAMCTble 06pa3oBaHnsA B ceneseHke; 3) He06X0AMMOCTb
B a€eKBaTHOM XMPYPrMYecKOM LOCTYrMe B /IEBbIA BEPXHMWIA OTAeN GpioLl-
HON NOMOCTW; 4) HEKOTOpble BWAbl LUYHTUPOBAHUSA; 5) MexaHW4ecKuii
JOUCTpecC, CBA3aHHbIV C yBe/IMYeHWeM CeneseHKu npu 6oMbLIoi Tanac-
ceMun unu 6onesHn lowwe; 6) HeO6XOAMMOCTb YCTAHOBMAEHWUA CTaguu
3a60neBaHUs Npu 601e3HN XOMKKUHA U APYTUX NUMABDOPETUKYNAPHBIX
3/10Ka4YeCTBEHHbIX HOBOOOpPa3oBaHUAX (CM. COOTBETCTBYHOLIME pa3-
Jenbl).

3 rematonormyeckux MokasaHWii MOXHO OTMETWTb: 1) BPOXAEH-
Hble FeMOSIMTUYECKUE COCTOSHWS, HanpuMmep HacnefCTBeHHbI ciepo-
LUMTO3 M 31IMNTOLMTO3, U HEKOTOpPble Cyvyan HecthepoumnTapHbIX aHe-
MWiA, HanpuMep HeAOCTaTOYHOCTb MUPYBATKUHA3bl; 2) XPOHUYEcKue
(hOpMbl Ay TOMMMYHHbIX TEMOMIMTUYECKUX aHeMUM, pedpakTepHbIX K
KOpTMKOCTepomaam; 3) XpoHM4Yeckue hopMbl UanonaTnyeckoir Tpomo6o-
LUMTONEHMYECKON Nypnypbl; 4) runepcrieHn3M.

Cencuc, pasBMBLUMIACA MNOCNe CMEHSKTOMUW. YpaneHue cene-
3€HKN CONPSXEHO C U3MEHEHUAMU PE3UCTEHTHOCTU OpraHW3Ma 1 noBbl-
LUEHHOI YaCTOTON PasBMTUS MEHWHIUTA M CENTULEMMWM, 3aKaHu4uBato-
WNXCH CMepTb0 60/bHOro. oCnefcTBUS M PUCK STUX OC/TOXKHEHWIA
BapbUPYyIOT B 3aBUCUMOCTM OT MPUYMH, 06YCNOBUBLUMX CMIEHIKTOMUIO,
M Bo3pacta 6GONLHOrO.

CnneHakTomMmna no MoBofdy TPaBMAaTUYECKOro paspbliBa Cee3eHKw,
BPOXAEHHOro CchepounTO3a WM UANONATUYECKOW TPOMOOLMTOMNEHN-
YeCKOW Mypnypbl COMPOBOXAAeTCA Hebonbwmm puckom (0,5—1%) cen-
cuca. PUCK MH(eKUMM MOBLILWAETCH, eCiv MOKAa3aHUAMU K CMIeH3KTO-
MUM cnyxat 60/bluas TanacceMus, r’McTUOLMTO3 U Nnnugo3. Bbicok ee
PUCK, €CNM OCHOBHOI NaTO/MOTMYECKNA MpoLecc, HanpuMep CUHAPOM
Buckotta — Ongpuua, cam Mo cebe npegpacnoniaraeT K MHGeKUnUam.
Prucky 0OCOGEHHO MOABePXEHbI HOBOPOXAEHHblE W [eTW paHHEro BO3-
pacTta. Cerncuc pa3BMBaEeTCA Yy /ML, BCEX BO3PACTHLIX FPynn 1 He3asu-
CMMO OT MOKa3aHWiA K CMAEH3KTOMUM W BPEMEHU, MpPOLUeALIero nocne
onepaunn. WHMEKLMKN, O6bIMHO MEHWUHTUT WM CENTUUEMUS, OTNU-
4aloTCcA OCTPbIM MOSIHUEHOCHLIM TedeHneM. CMepTb YacTo HacTynaeT B
TeyeHve 12—24 4 nocne MNosBAEHUS MEPBbIX CUMNTOMOB. bonee yem B
60% cny4yaeB OHW 00YCNOBMEHbl MHEBMOKOKKaMM, Y He60/bLIoro
umcna — nanoykoin lMdeiddepa M MEHVHTOKOKKOM. B CBSi3u € 3TUM
CMN/IEHIKTOMUWIO CNeflyeT NpPOM3BOAMTbL TONLKO MpW CTPOrMx MokKasa-
HusX. Bo BCeX BO3MOXHbIX Cly4asx Orepaumio HeobXoauMOo OT/IOXKUTb
[0 [OCTWXeHWst 60MbHbIM BO3pacTa 5—~6 neT, a Npu KOMMEHCUPOBaH-
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HOM OCHOBHOM MpoLecce — Ha 6o/ee Mo3AHWE CPOKW. [leTeil paHHero
BO3pacTa, MEepeHEecLUMX CM/IEHIKTOMUIO, C LeNblo MPOGUIaKTUKKN 6bino
PEKOMEHJ0BaHO J/1e4nTb MEHUUUNSIMHOM, Yero MNpUAEpXUBalTCs BO
MHOIMX LeHTpaxX, OAHAKO [aHHble, NO3BONSAOLLIME a[leKBATHO OLEHUTb
3(h(PeKTUBHOCTb 3TOr0 MeToAa, OTCYTCTBYHOT.

VMMyHM3aUMs ¢ MOMOLLbIO MOMMBASIEHTHON BaKLUWHbI, COAEpXKaLlel
KancynsipHble nonucaxapuiHble aHTUreHbl NHEBMOKOKKOB, H. influen-
Zae U MEHWHTOKOKKOB, HanpaB/ieHa Ha YMEeHbLUEHMEe YacTOTbl PasBuTus
NH(EKUMIA nocne cnneHskTommn. OfHako, Kak npaBuio, OHa adek-
TUBHA NUWb Yy fAeTeld, QOCTUrWMX Bo3pacTa 18—24 wmec.

Bo Bcex cnyyasnx 60/bHOro, KOTOPOMY cneflyeT YAanuTb CeNneseHky,
HeobXo4UMO MOCTaBMTb B M3BECTHOCTb O TOM, YTO 3TO HeceT B cebe
PUCK Pa3BUTUSA WHMEKLMMW, YIrPOXAKOLLENA XW3HW B OO0 MOMEHT, B
CBAI3N C YeM Kaxnplii pa3 npu hedbpunbHOM COCTOSHUKM TpebyeTcs ero
Hemen/ileHHas MefMLMHCKasa OLEeHKa.

Cnucok nutepaTtypbl

Crosby W. H. Normal functions of the spleen relations to red blood cells: a
review.— Blood, 1959, 14, 399.

Eraklis A. J., Faller R. M. Splenectomy in childhood: A review of 1413 cases.—J.
Pediatr. Surg., 1972, 7, 382.

Likhite V. V. Immunological impairment and susceptibility to infection after splenec-
tomy.—JAMA, 1976, 236, 1376.

Medical Letter Prevention of serious infections after splenectomy.— Med. Let., 1977,
19, 2.

Pearson H. A. The born again spleen.—N. Engl. Med., 1978, 298, 1373.

Pearson H. A. Splenectomy, its risk and role.—Hosp. Pract. Aug., 1980, p. 85.

Pearson H. A., Spencer R. P., Touloukian R. The binary spleen: A radioisotopic scan
sign of splenic pseudocyst.—J. Pediatr., 1970, 77, 216.

Pearson H. A., Spencer R. P., Cornelins E. Functional asplenia in sickle cell anemia.—
N. Engl. J. Med., 1969, 284, 923.

Sherman R. Perspective in management of trauma to the spleen.—J. Trauma, 1980,
20, 1

Singer D. B. Post-splenectomy sepsis.— Perspect. Pediatr. Pathol., 1973, 1, 3.

NNMOATNYECKAA CUCTEMA

B cocTaB numdaTnyeckoit CUCTeMbl BXOAAT CBOGOAHbIE MUMMOLNTbI
nepugepnyeckor KpoBM W NMMMMbI, OpraHW3oBaHHble NUMGOUAHbIE
CTPYKTYpbl, TakMe Kak nMMgaTuyecKme y3nbl, CeneseHkKa, rpynroBsble
numdatnyeckme  Gonnkynbl  (nNeliepoBbl  BNALWKK), 4vepBeobpasHbIii
OTPOCTOK CMEenoii KWLWKW W MWUHAaNMHLL. Bonpoc 0 npoucxoxgeHun
NUMQOLMTOB BCe ellle AUCKYTUpyeTcs. HekoTopble U3 HWMX, Kak nosna-
raloT, o06pasylTcs waM MOANULMPYHOTCA B BUIOYKOBOWN >Kenese
3M6pMOHa, OTKyZa WX MPeAWecTBEHHWKN MUTPUPYKT B Apyrue um-
(hoMfHble TKaHW, APYrve MOryT MPOWCXOAUTb W3 TaKMX TKaHel, Kak
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NUMGONIHBIE 30HbI KENYLOYHO-KWLLIEYHOrO TPpaKTa, MUHAAIMHBI WK
yepBeobpasHbIi OCTPOCTOK.

NumaTtuueckne cocyfbl HAYMHAKOTCA B BUAE HEOOMbLUMX Kanuins-
poB, 3a/IeraloLnX Mexay KieTKamn BO BCEX OpraHax, 3a WUCKIYEHWEeM
roNoBHOro Mosra v cepfua. Kanunnspbl civBatoTCs, NOCTeNeHHO 06pa-
3ys 60see KPYrHble KaHanbl, APEHUPYIOLLIME KOHEYHOCTU, TYNOBULLe U
ronosy. CambIM KPYMHbIM TUM(ATUYECKAM COCYLOM SIBASIETCA TPYLHOIA
MPOTOK, MO KOTOPOMY OCHOBHAasi Macca NUM(bl, BO3BPaLLalOLLeics B
LeHTpasbHble OTAeNbl Tena, COPachiBAeTCA B JIEBYHD MOLK/IHOUNYHYHO
BEHY.

OTnnunTenbHas 4vepta AMMMATUYECKUX KaHa/loB COCTOMT B TOM,
4TO N0 WX XOAYy pacrnonaratoTc AMmQaTuyeckme y3bl. 3TW XOPOLLO
M3yYeHHble CTPYKTYpPbl NPeLCcTaBNAOT CO60 CeTb PacLUMPEHHBIX CUHY-
COMOB, BbICTNAHHbIX PETUKYN03HAOTENNANTbHBIMU KIETKAMU U OKPY-
YEHHbIX CKOMMEHNAMW aKTUBHO MPOAUDEPUPYIOLLNX  TUM(POLUTOB.
NumdaTyeckme y3nbl 3anerardT rpynnamu, 4Yepes HUX OCyLLecT-
BNSETCA ApPEHaXK YETKO OonpefeNieHHbIX aHaTOMUYecKuX 30H. bnarogaps
CBOEl NIOKanu3auum W CTPYKType MM{aTUUecKne Yy3/bl BbIMOSHAKOT
PO/b 3alWTHbIX 6apbepOB Ha MYTU pPAcMpOCTPaHEHUS WH(EKLUA.
Kpome TOro, OHM (UALTPYHT 4YacTuubl, 06najaloLiMe aHTUFEHHbIMU
CBOCTBaMMU, a MMMGOLUTLI U NasmaTuyeckme KMeTKu, NMpucyTCTBYIO-
Wye B HWX, NPUHMMAKOT aKTMBHOE Yy4yacTue B aHTUTenoobpas3oBa-
HUW.

MoBEPXHOCTHbIE Y3/bl OLEHMBAKOTCA NpU MX Nanbnayun. B Hopme
HebonbLIMe Y3/bl NaNbAMPYKTCA B 06/1aCTW LUeW, NOAMBILLEYHbIX Bha-
OMHAX U MaxoBblX 061acTAX. YBeNWYeHWe MeAUacTUHAMbHBIX Y3108
MOXKHO BbISIBUTb MPU PEHTreHorpauyeckoM uccnegoBaHun. JInmgax-
rmorpadus Mo3Bo/SeT OLEHUTb pasMepbl U CTPYKTYPY 3a0PHOLUMHHBIX
| numaTtuyeckux ys3noB ¥ AMMEATAYECKMX Y3/10B MOMOCTM Tasa.

Numda npeactaBnsieT coboOM MNpo3payvyHyto XuakocTb. Mo Konu-
4 yecTBy 6€/KOB OHa 3aHWMaeT TMPOMEXYTOYHOE MONOXKEHUE MEXay
| MHTepCTULMANbHOW >KMAKOCTBIO W Mna3Moil. B numde comgepxutcs
I' 60MbLIOE YMCAO MabiX NUMQOLMTOB.

BonesHn numdatmnyeckux cocygoB. OCTpbli NUMGaAHIUT,
K 3TOT npouecc 06ycnoBneH BocManeHnem aMMGaTUHeCKUX COCYy[0B,
1 ApeHMpYOLWMX oYar OCTPOl MH(EKUMM, 00bIMHO GakTepuanbHOW. MMpu
K aToM nosBNAOTCA KpacHble 60/e3HEHHbIE MOMOChI, PacnpoCTPaHsto-
B wuecs B NPOKCMMa/IbHOM OT o4ara WH(eKUMM HanpasneHuu. Perno-
| HapHble nuM@aTMyeckne Y3nbl 0ObIMHO YBeMYeHbl U GONE3HEHHbI.

Numpenema. Jlumbesema npefcTaBnser coboit AnPQY3HbIi
K MOCTOSIHHLIN OTEK B pe3y/ibTate 06CTPYKLMU NMM{aTUUECKUX COCYLO0B,
[
I
I

LpeHNpYIOLLUX OnpefeneHHYI0 30HY, 0ObIMHO PYK W HOr. BpoxaeHHas
numMdenemMa conpoBoXgaet 60ne3Hb Muapos U BXOAWT B COCTaB CUH-
poma aucreHesuMmn roHag. lpuobpeTeHHas num@esema MOXeT ObITb
] pe3ynbTaToM BOCManMUTENbHLIX MPOLECCOB, XUPYPrUYECKOR unm pagmo-
f nornueckoii o6nutepauun NUMMATUUYECKNX Y3N0B UM NMMABATUYECKMX
KaHasoB.



BonesHn num@aTnyecknx y3nos. JlIumdaTtnyeckme ysnbl YBennyu-
BalOTCA NpU MHMEKUUAX, BOCMANNTENIbHLIX U HEOMIaCTUYECKUX Mpo-
Lleccax. YBennM4veHWe OAHOr0 y3na Wi rpynrbl y3/10B Yalle BCEro CBs-
3aHO C WH(eKUuMel B 30He, APeHUpyeMoin umun. [eHepann3oBaHHas
num@aseHonaTus BO3HUKAET MPY OCTPbIX UHPEKUUAX, 0COBEHHO npu
KpacHyxe, Kopu, Tude, Tynspemmun N UHGPEKLUMOHHOM MOHOHYK/E03e.
Jeiiko3, numdoma 1 peTUKYN03HA0TENNO3bl MHOTAA COMPOBOXAAOTCA
BbIP@KEHHbIM YBE/IMUEHWEM NUM$ATUUECKMX Y3M10B. Takue 3/0Kaye-
CTBEHHbIE OMyXO0/nW, Kak HelpobnacToma, MHOrga MeTacTasupyloT B
HUX. MHOrouncneHHble TUCTUOLMTLI, COAepXaliue Avnuabl, MOryT
BCTpeyaTbCa B NUMMATUUECKUX y3ax npu 6onesHn lowe un apyrux
nunupo3sax.

OcTpbli NnuMdaseHUT. Tpu LennanTe U 4pyrux MHpekumnax b6ak-
TEPUM 1 TOKCWHbI, & TaKXe Apyrue noboyHble NPOAyKTbl OCTPOro BOC-
NajieHns NocTynarT ¢ NMMMGOA B perroHapHble MMGpaTUYECKUE Y3/bl,
B KOTOPbIX Pa3BMBAETCA OCTPbIi BOCMa/UTENbHbIA npouecc. MoxeT
pa3BUTbLCS abcuecc. Hepeakn OCTPbIA LelHbIA aAeHMT, CONPOBOXAato-
WA OCTPbIA (hapuHIUT, 1 NaxoBas NuMddageHonaTusi, 06ycnoBaeHHas
MH(eKUMed Ha Horax. BoBneyeHHble B MpoLecc num@aTuyeckue ysnbl
npunyxsble WU 60ME3HEHHbIE, KOXa Haf HUMW CTAHOBUTCH KPacHOM W
ropsveil. XoTa MNepBUYHbIA MHMEKLMOHHbIA MNPOLECC, Kak MpaBwUIo,
0YEeBUEH, MECTO BHEPEHMS MH(EKLMM MOXKET OCTaBaTbCS HEBbIAB/IEH-
HbIM, KakK, Hanpumep, npyu 60/1€3HN KOLlaybeld LapanuHbl. Megmactu-
HanbHbI  NMM(ageHNT, COMNPOBOXAAOLWNIA  NIeroYHble  MHQEKLMH,
MOXET BbI3blBaTb CUMNTOMbI OOCTPYKLMN U Kallefb. bpbbkeeyHas num-
thageHonaTna B OTAEMbHBLIX CAy4YasX MOXET COMpOBOXAaTbCA KO/MU-
KOO6pasHbIMU GONAMU B HKMBOTE, CUMYIMPYS anmneHguuuT.

JledeHune. NlumdageHNT noanaeTcs BO3AENCTBMIO COOTBETCTBYHO-
WMX aHTMOMOTUKOB. [pM pa3BUTMM THOMHOrO npoLecca MOKasaHbI
acrnvpauus CoepXXMMOro o4vara ¢ NOMOLLLK UMbl UM XUPYPrUYECKUiA
JpeHax.

XpOoHUYeCKMiA NMMGafeHUT. XpoHUYeckue MHMEKLUN unn Bocna-
NUTENbHbIA NPOLECC YacTO COMPOBOXAAIOTCA runepnsiasvein numdaru-
yeckux Yy3noB. Ty6epkynesHasa MH(EKLMS, KakK MpaBuno, COMpOBOX-
[laeTca pervoHapHoW numMdageHonatueit. Moyecyxa getckas, WM Xpo-
HUYecKas LeliHas NuMmdgafeHonaTus, MOXeT pas3BUTbCA BTOPUYHO B
pesynbTare UH(EKLUUN HOCOTNOTOUYHOM 061acTh, Bbl3BaHHOW NasoYvKoi
6blubero Tybepkynesa. Y xuteneir CLUA xpoHuyeckas numdaseHona-
TS Yalle BCTPeYaeTcs Mpy UHMEKUMAX, BbI3BaHHbIX aTUMWYHBIMA KKC-
NOTOYCTOMYMBLIMWA MWUKPOOPraHW3MaMu, 3afepXXuBaloLWMMUCS B IUM-
(haTMyecKmnx y3nax, B KOTOPbIX 06pasytoTCs rpaHy/nemMsl M pa3BuBaeTCs
Ka3eo3Hblli HEKPO3. JIuMgaTnyeckme y3nbl Ha OWYyNb YMI0THEHbI, 6e3-
60/1€3HEHHbI N YaCcTO ChasHbl C NoAneXxalyMmm TKaHsmu. Ona gudde-
PEHLMPOBaHUA XPOHWUYECKUX WH(EKLMA OT 310Ka4eCTBEHHbIX HOBOOG-
pa3oBaHWiA 4acTO NOSBSETCA HEOOXOAMMOCTb B GMOMCuu.

rosapg A. MupcoH (Howard A. Pearson)



onyxonn n onyxoneBNAHbIE 19
OBPA3OBAHUA

OBLWE MONOXEHNA

B CLUA y peteid B Bo3pacTe 1—15 neT paK CTaHOBWUTCS MNpUym-
HOW CMepTW ualle, 4Yem ntoboe gpyroe 3aboneBaHue. 3a Mnepuog
1977— 1980 rr. yacToTa 3ab0neBaHNiA 310KAYECTBEHHBIMMW OMYX0NAMU
y OeTeil aToro Bo3pacTta coctaBnsna 130 Ha 1 MAH B rof, a YPOBEHb
CMEPTHOCTM OT HMX 3a TOT >Xe nepuof — ToNbKo V30T ypoBHA 3a6one-
BaemMocTW. [MpaKTUYecKN neTaibHOCTb KOMebMeTcs OT Hy/eBOW npu
pake LMTOBMAHON >enesbl mout Ao 100 % nmpu AMCCEMWUHUPOBaHHOWA
HelipobnacTome y feTeil B Bo3pacTe ctapwe 1 roga. YpoBHu 3abone-
BaeMOCTM W NeTa/IbHOCTU NPU HEeKOTOpbIX Haubosnee pacnpocTpaHeH-
HbIX 3/10KaYeCTBEHHbIX OMyXOonaX npefcTasfieHbl B Tabn. 19-1. Cne-
LyeT MNOAYEPKHYTb, UYTO HEKOTOPblE MOMIOXKUTE/IbHbIE CABUMM B MOKa-
3aTenax OoTpaxarT 3PPEKTUBHOCTb fIEYEHUS B TEYeHWe MOCNefHUX
[ecATUNETUIA, a TaKXKe MOATBEPXKAAIT TOT (hakT, 4To 6O/bHON pebe-
HOK [O/MKeH 6blTb HanpaBNeH Kak MOXHO CKOpee B Cneuuvanvsupo-
BaHHbI/i LEeHTP. ECTb AaHHble, 4TO MpM 6GO/LLUMHCTBE ONyXosnel Mpo-
rHO3 CTaHOBUTCA 6onee 6GnaronpusTHbIM, €CM 6OMbHON 3aperncTpu-
poBaH.

B GONbLUMHCTBE C/lyvyaeB pasBuTME OMYyXO/U 3aBUCUT, BEPOSATHO, OT
BHELUHNX W BHYTPeHHUX (hakTopoB. B 60—90 % cnydaeB y B3pOC/bIX
NepBMYHbIE OMYXONN B OpraHax, HenocpeACTBEHHO KOHTaKTUPYHOLWMX C

Ta6bnuuya 19-1. YpoBHM 3a6oneBaemoctu v cmeptHocTu (1 MAH B rog) y geteid ¢ ony-
xonamu (CWA, 1977-1980 rr.)

YposeHb
Onyxonn

3a60/1eBaeMoCTH CMePTHOCTN
Bce opmbl 130,0 44,9
OcTpbIi NUMBO6NACTHBIA NeiKo3 29,4 9,4
Onyxonn mosra u LHC 26,1 8,7
HelipobnactoMa W raHraMoHeinpo6nactoma 10,4 —
Capkoma WMArKUX TKaHein 9,4 4,2
Onyxonb BunbMmca 8,1 1,8
Nnmdoma (He XOomKKMHA) 8,0 3,4
Jnmpoma  XomKKMHA 7,0 0,5
OCTpbIi FpaHynouMTapHbIA Neliko3 4,8 2,6,*
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BHELUHeld Cpefoii, BbI3bIBAOTCH ee KaHueporeHamu. OfHako He Bce
paboTarolime Mof MPSMbIMA COMHEYHBIMU flydaMU W He BCe KypsLime
3a060/1eBalOT PakOM KOXW W NIEFKOr0 COOTBETCTBEHHO; CNefoBaTeNbHO,
Jaxe npy AeUCTBUM 3TUX areHTOB BaXKHYIKO POJib UTParoT BHYTPEHHME
thakTopbl. bonee TOro, y feTeil OnNyxonm BCTpeyaroTCs 0ObIYHO B TKa-
HSX, TAKUX KaK remMornoaTnyeckasi, HepBHas N COeUHNTENbHAS, He Moj-
BEPXKEHHbIX HEMOCPEeLCTBEHHOMY BO3E/CTBMIO (haKTOPOB BHELLHEN
cpeabl.

®AKTOPbl OKPYXAIOLLEA CPEAbI

MoHmsupytowasa pagnaums. MNoBblleHne YPOBHSA 3a60/1eBaemMoCTy
OCTPbIMU NUMKOBNACTHBIM U MUEN0BMACTHLIM Y XPOHUYECKUM [paHy-
NOUMTApHBIA neiko3amn 6bl10  3aperucTpMpoBaHO cpean MonBepr-
LUMXCA BO3LENCTBUIO pafuaumu nocse B3pbiBa aTOMHbIX 60M6 B Xupo-
cume n Haracaku. Bbina ob6HapyXeHa NvHeNHas 3aBUCMMOCTb Mexay
[103011 061y4eHUs M 4acTOTOW pa3BUTUA Neliko3a. Ero Tun n ckopocTb
pasBuTUS 3aBUCENM OT BO3PAacTa, B KOTOPOM YefloBeK nopaseprcs 06ny-
YeHN0. YBenudeHne 4vncna 60nbHbIX OCTPbIM MME06AACTHBIM N XPO-
HWYECKUM TpaHy/oUMTapHbIM feliko3amMmy Obl10 O0COBEHHO 3aMeTHO
cpean fOeTeld paHHero Bo3pacTa, a OCTPbIM MKENo6MacTHbIM NeliKo-
30M —cCpean feTeli cTaplero BospacTa. 3abofieBaHue pas3BKMBanOCh
nocne OTHOCUTENbHO KOPOTKOro WMHKYGAUMOHHOro nepuoja C Makcu-
Ma/ibHbIM YPOBHEM 4epe3 5 nieT mocnie BO3AeNCTBMS paguauun. Jinwb
HeAaBHO Obl0 YCTAHOB/IEHO YBEMYEHME YACTOThbl paka MOJIOYHON
Xene3bl Y XEHLUMH, BO3PacT KOTOPbIX B TO BpeMsi 6bln mMeHee 20 neT.
MOXHO chenatb BbIBOA, YTO KPUTUYECKME U3MEHEHUS B OKPYXXaroLLeit
cpefe MOryT MpoBOLMPOBAaTH Y YenoBeka OMyXO/eBblii Npouecc ¢ Anu-
TeNbHbIM N1IATEHTHbLIM NEPUOLOM U YTO 3TU OMYXOAN B OObIYHBIX YCNO-
BUAX TPYZLHEe OOHApY>XWTb, YeM MOCAe TaKoro cobblTWs, Kak MaccuBs-
HOe BO3[ENCTBME WOHW3NPYIOLLEA paguaLlun.

B HacTosLLee BpeMsi OT pagualvoHHOM Tepanun 60MbHbIX C He3Mo-
Ka4yeCTBEHHbIMW Mpoueccamy B OCHOBHOM OTKasa/UCb, TaK Kak Oblna
nokasaHa ee CBA3b C pPa3BMTWMEM 3/10KAYECTBEHHbIX Omnyxonei. Mpume-
pPOM 3TOrF0 MOXET CAYXWUTb MOBbILIEHWE YACTOTbl paka LUUTOBUAHOM
Xenesbl MOC/Me Hapy>XXHOro 06/y4veHWUss 06nacTeil ronosbl W Len npu
YBE/IMYEHUN BUIOYKOBOW >KeNlesbl U MUHAAIMH UK TPUOKOBLIX 3abose-
BaHWSAX BONOCUCTOW 4YacTw ronosbl. Jo 1955 r. Hacenenme CLUA nog-
Bepraiocb 3HauuTe/IbHOMY O0O/yYeHUIO BO Bpems (PIOOPOCKONUM B
60/MbHULAX, MOMMKIMHMKAX W AaXe 00YBHbIX MarasuHax, B KOTOPbIX C
ee MOMOLLIO Onpefensanm pasmep CTynHU pebeHka. B HacTosLlee Bpemst
3TW MeponpuAaTMSA CTPOro orpaHuWyMBaloTcs. B pesynbTaTe B Hauane
60-x rofoB ypOBeHb CMEpPTHOCTW OT fieiiko3a cpeaw feTeil B BO3pacTe
[0 5 neT cyLecTBeHHO CHU3W/ICA, HECMOTPS Ha TO YTO XMMMUOTEpares-
TUYECKMe CpeacTBa Torfa ewe He ObiM Tak 3PEeKTUBHbI, KaK B Ha-
CTOSILLLEE BpeMSi.

Mpegnonaranock, YTO BO3AEACTBUE HA NMOL PEHTTEHOBCKUX Slyyelt
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npy AUarHOCTUYECKUX MCCNef0BaHUAX MOBbLILIAET PUCK pas3BUTUA Ony-
Xonu y pebeHka B 1 '/2pasa. OgHako He Bblfo 3aperncTpupoBaHo yBe-
NNYEHNs YaCTOTbl OMYXO/el Yy feTeil, POAMBLUMXCS OT OepeMeHHBbIX,
MOABEPrLUMXCA BO3LENCTBMIO MOHWU3MPYIOLLE pafuaumMm BO  Bpems
B3pblBa aTOMHON 60M6bl. MoZennpoBaHWe Ha >XMBOTHbLIX HE BbISBU/IO
MOBBILLEHHOW YYBCTBUTE/IbHOCTM MA0AA K paguauOHHBIM OHKOreHam;
Ha OCHOBaHWW 3TUX (DaKTOPOB Mpejnonaral0T, YTO NoAO6HAs CBA3b He
OTHOCUTCA K MPUYUHHO-CNELCTBEHHbIM.

ConHeuHasa paguaums. COMHeYHble fiyuyn MOTYT BbI3BaTb 3abosie-
BaHME pPakOM KOXW, HO MOCMefHWIA OObIMHO He pa3BMBaeTCA Yy Nu
MOJI0Z0ro BO3pacTa, Y KOTOPbIX OTCYTCTBYET reHeTuMyeckas npejgpac-
MOMIOXEHHOCTb, HaNPUMep NMUIMEHTHAasA Kcepogepma Win Lpyrue BpOX-
JeHHble aedekTbl penapauunyn OHK.

AcbecT03. Pe3ynbTathl 06Cnef0BaHUA rpynmbl B3POC/bIX OOMbHbIX
C Me30Te/IMOMOW, npoxuBawowmx B KOXHOW Adpuke, Mnokasanu, 4To
BCEro NMWb HEKOTOPble M3 HMX paboTany ¢ acbecTom, HO 60MbLLIMHCTBO
OyLyun LETbMW, XXMN Y OTKPbITLIX LIAxXT, B KOTOPbIX €ro Aobbisanu, a
Apyrue urpann Ha ero oteasax. bonee toro, yepes 3—4 fecATuneTUs
Mocfe KOHTaKTa C acbecToM, MPWHECEHHBIM MY>KUMHOM Ha OAEXJe,
Me30Te/IMOMa pa3BuBanach y ero eHbl Un geTer. [leTn, KOHTaKTUpo-
BaBLUME C acbecTOM fJoMa WMAM Ha ynuue, MOryT 6biTb 0CO6eHHO MoA-
BEPXKEHbl KaHLLEPOreHHOMY BO3AEACTBUIO CMTapeTHOro AbiMa, TaK Kak
acbecT NOTeHLMPYET ero CrnocobHOCTb BbI3bIBATH Pak /IErkoro y B3poc-
NbiX. OfHAKO Me30TeNnoMbl, BbISIBMISIEMble Y MWL, B BO3pacTe MnafLle
20 neT, Mo BCei BMAMMOCTU, He 0BYCMOBNEHbI BO3AeACTBMEM acbecTa U
rMCTOMIONMYECKN OT/IMYAKOTCA OT TAKOBbIX, BbI3BAHHbLIX WM.

JleKapcTBeHHble  cpefcTBa. JledeHune  AUSTMACTUNLOICTPONOM
6epeMeHHOM MPMBOAMT K MOBBILUEHUIO PUCKA Pa3BUTUA afeHOKapLu-
HOMbI Bnaranuwia y ee goyepeii. Kpome Toro, getu oboero nona, nog-
Beprwimnecs BHYTPUYTPOOHO BO3AENCTBMIO 3TOr0 npenapara, 0ObIYHO
poXAaloTCs C MOPOKaMU PO3BUTUS reHUTanuin. B HacTosiee Bpems
ANATUNCTUNBLBACTPON — €AUHCTBEHHBIA Npenapart, B OTHOLUEHWM KOTO-
poro AoKasaHO Tpacn/faueHTapHOe KaHLEeporeHHoe AenCcTBMe Ha Yeno-
Beka. Bblny onucaHbl fBa cy4vas HelpobnacToMbl Y feTeil ¢ heTanb-
HbIMW TWAAHTOMHOBLIM W aNKOrOJIbHbIM CUHAPOMAaMW.

Bblna ycTaHOB/EHA CBA3b MEXY SiedeHneM UMMYHOZenpeccaHTamu
nocfie TpaHCMAaHTaUUW MOYKU WM APYrUX OPraHoB W YBeNnYeHUeM
4yacToTbl 3a60/1€Ba€MOCTM  3/10KAYECTBEHHBLIMU HOBOOOPA30BaHUAMMU,
0CO6EHHO HEXOMKKMHCKOM NMMAOMON (peTuKynocapkoma). MocKonbKy
TUNbl  OMYXONeN, pa3BMBAIOWMXCA Y MWL, MNOABEPTLUMXCA JIeUEHNHO
3TMMK MpenapaTaMu, He OT/IMYAlOTCS OTHOCMTE/IbHOM 4YacTOTOM, Npu-
Cywelii ApyrumM OnyxonsaMm Yy AeTeld, 3TOT 3PeKT He MOXET 3aK/io-
4aTbCA NMLIb B HAPYLUEHUM UMMYHHOI 3allWThl; B 3TOM C/y4yae AO/MKeH
[leficTBOBaTb APYroii MexaHW3M.

JleyeHne 60MbHbIX annIacTMYecKon aHemumeid (0cob6eHHO Tuna daH-
KOHW) aHab0/IMYecKUMIN aHAPOreHHbIMU CTEpouJaMn COMPOBOXAAETCS
OMyX0/eBbIMU Mpoueccamy B MeyeHW (remaroumTapHas KapLuHOMa,
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renatoma, ageHoma). ®OHOBOE COCTOSHME MOXET YCUANUTb WHAYKUMIO
Heonnasmbl MEYEHU 3TUMKU MpenapaTamu, TaK Kak 3TW ONyXO0/iM He
BCTPeYa/IuCb y CMNOPTCMEHOB, UCMOMb3YIOWNX aHAPOreHbl ANA Bbipalm-
BaHMWA MacCbl MbIWWL; OAHAKO 3Ta rpynna Wy MOXeT COCTaBNsiTb
rpynny pucka.

XumunoTepanusa npu 310Ka4eCTBEHHbIX OMYXOSAX MOXET COMPOBOX-
[JaTbCA PUCKOM BTOPWYHBLIX HeomnnasMm, [AOCTUraloWmMm K BO3pacTy
25 net 12%.

Oueta. CyulecTByeT HeobObACHMMas CBSI3b MeXay O0/blUMM Mo-
TpebneHMeM >Xupa, TYYHOCTbI W Pa3BUTUEM paka MOJSIOYHOW XKenesbl,
060/104HOA KMLUKX U MaTKU y B3pocnbiX. MpeanonaratoT, 4To MH06GbLIM
N3MEHEHNEM AMETHI MOXHO NpeaynpeauTh pa3BMTUE paka B Mocreayto-
Lem, T. e. paK 000104YHON KMLLKN MOXHO MpeaynpeanTb, eciv noTpeo-
NsTb 60MbLIOE KONMYECTBO PacTUTE/IbHON KneTuyaTku. OfHako y6eaw-
TefbHble KNUHWYECKME fAaHHble, MOATBEPXAAlOLMe 3TO NpPeanosioxe-
HMe, B HacTosiLLee Bpems OTCYTCTBYHOT.

Bupycebl

PHK-cogep>xxawine Bupycbl. CyLlecTByoT ybeanTenbHble goKasa-
TeNbCTBa KaK BePTUMKa/bHOW, TaK W TOPU3OHTanbHOW nepejayun y
YXMBOTHbIX NMM(O6IACTHOro NeiiKo3a M NMMGOMbI, cBA3aHHOW ¢ PHK-
BMpYyCamMn. PeTpoBMPYChl TakKXe BbI3bIBAIOT NENKo3/numgomy ¢ ropu-
30HTaNbHON nepefayelt y KOLIEK M KOPOB. Tun T-KNETOYHOro feikosa
y 4esioBeKa CBA3aH C PETPOBMPYCOM (BMPYC T-KMETOYHOro neikosa
HTLV-1). 3T0T BUf Neliko3a 3HAEMUYEH AN ABYX OCTPOBOB HOXKHOM
AnoHun 1 BcTpevaeTca B Kapubckom pernoHe; cnopagmyeckme cnydau
3aperucTpmpoBaHbl nosctofdy, Bknwouvaa CLUA n N3pannb. B HacTos-
WA MOMEHT Cambllii MONOLON BO3pacT, B KOTOPOM AMarHoCTUpyeTcs
3ab0neBaHmne, cocTaBnseT 17 neT; U3BeCTHbI C/y4yaun, KOrga faTeHTHbIN
nepuog npofomkancs 6Gonee 20 nerT.

OHK-cogepxawme Bupycbl. Bupyc 3OnctaitHa — bapp (3B)
OTBETCTBEH 3a pa3BMTME WHMEKLMOHHOTO MOHOHYK/eo3a, apukaH-
cKoll numdombl Bepkutta ¥ numdosnutennomsl. OpHako B CLUA
nouyt y 80 % 60onbHbIX NMMMpoma bepknuTTa He 6bina cBsA3aHa ¢ Ob-
BUpYCcOM. WHgekuma um in vitro npMBoguT K «6eccMepTuio» B-kneTou-
HbIX JIMHWIA. BbINO0 BbICKa3aHO MPEAMNO/IOKEHNE O TOM, 4YTO GECKOH-
TponbHasa nponudepaums B-KNeToK, TpaHCOPMMUPOBAHHbLIX MO Aei-
cTBueM 3b-Bupyca, CAyXWT.MPLWLWHOA pa3BuTus nuMdomMbl BepkuTTa,
0CO6eHHO Yy XuTenein Adpukun. NoKa HESICHO OTHOLLEeHWE DB-BUPYCHOIA
NHDEKLUMN K XPOMOCOMHbLIM WU3MEHEHUAM.

ManoBaBupychbl. V13BECTHO, YTO 3TO CEMECTBO BUPYCOB Bbl3bIBAET
6oposaBK/ 1 NanuNoMbl B pasHblX TKaHsX. BepoAaTHO, y uX NOATUMNOB
BbIP&XXEH TPOMM3M K TKaHAM. Tunbl 6 1 11 BbIABASKOT Y BONbHbLIX C
nanuaaoMaTo3oM ropTaHW U OCTPOKOHEYHON KOHAMNOMOW. HecmoTps
Ha TO YTO OHU PefKO MaJIUrHU3NPYIOTCA CMOHTAHHO, YacTO MOXET Npo-
M30ATU WX MEPEPOXKAEHME B OPOrOBEBAOLLMIA MIOCKOKNETOYHbIA pak
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MOA BO3AENCTBMEM BTOPUYHBIX KaHLEPOTreHOB, TaKMX KaK KOMMOHEHTbI
CUTapeTHOro AbIMa W PeHTreHoBCKMe Nyun. MoaTvnbl 16 1 18 nanosa-
BMPYCOB TMPEeACTaBNATCA HanGonee BEPOSTHLIMU 3TUOMOTMYECKMN
(hakTOpamMn paka LUeiKn MaTKW.

[eHeTnyecKkne mMexaHu3Mbl

CeHeTMYeCKMe HapyLLIeHUS W 3/10Ka4YecTBEHHbIe 3a60/1eBaHuS.
PesynbTaTbl WU3y4eHUS OT/IMYUTENbHLIX MNPU3HAKOB CMNOPajgUYeckux u
reHeTUYeCKN 0O0YC/OBMIEHHBLIX OMyXOneii MO3BOAUAW MOCTY/NMPOBATh,
YTO 3/10KAQYeCTBEHHAsA TpaHCchopMaums KeTOK npoucxoau» B [Ba
aTana. Hanpumep, 0KONO MOMOBUHbLI MOTOMKOB 60/IbHbIX HAC/NEACTBEH-
Holi thopmol peTMHOGMACTOMbI 3ab0M1eBalOT eto. [pu 3TOM OMyXonb
4yacTo GbIBaeT ABYCTOPOHHEN C MY/bTULEHTPUUYECKMM POCTOM W pasBu-
BaeTCcA BCKOpPe Mocne poxAaeHus. Y 60/bHbIX CNOPagnyeckol peTuHo-
6nacTomMOi Bpems Havana 3aboneBaHMst 6Gonee Mo3fgHee, a MnpoLecc
OAHOCTOPOHHWIA. B CBA3K € 3TWM ObIIO BbICKa3aHO MPeAMOIOKEHNE O
TOM, 4YTO AN PETMHOOG/IACTHOW TpaHchopMauuu TpebytoTcs MO MeHb-
el Mepe ABa M3MEHEeHMs TeHOB (rmnoTesa «AByX yAapos» KHyAcoHa).
CunTtaetcs, YTO NpY HacNeLCTBEHHOM 3ab60/1eBaHUN MePBOe U3MEHEHUE
B reHax MpoMCXOAMUT BO BCeX K/eTKax, BKKOYasA 3apoAbllleBble; ANA UX
TpaHcopmaumm TpebyeTca BTOPOe MW3MEHEHWE FEeHOB B peTuMHOoONa-
CTax, Y)Ke Hecywmx «nepsblii yaap». Mpu cnopagnyeckoil onyxonu oba
«yfapa» MocnefoBaTe/lbHO Pa3BMBAKOTCA KaK CryyaiiHble CO6bITMA B
OAHOI W TOW e PeTMHO6NAcTHOW KneTke. [aHHble nabopaTopHbIX
NCCNefoBaHNA, NOMyYeHHble B MOCNEAHEe BPeMs, MOATBEPXKAAKT 3Ty
runotesy. HeckonbKo neT Hasag Y 060/bHbIX C PETUHOBGIACTOMON,
CONPOBOX/AloLLEeNCcA OTCTaBaHMEM MNCUXMYECKOTO PasBUTUS UM MUKPO-
Ledanueit, 6bina BbiABNEHA feneuns 13-t XpOMOCOMbl (13g-CHHflpoM).
B ganbHelillem € NOMOLLbIO YyBCTBUTENLHOTO METOAA XPOMOCOMHOMO
KapTMpOBaHUA MNpu BCeX (hopmax peTUHobnacToMm 6bl1a 06HapyXeHa
aHoManus 3TOM XpPOMOCOMbI. Ee cyOMuKpockonuyeckas Aeneums BbisB-
nanacb faxe npu KOHCTUTYLUOHANbHO He W3MEHEHHOM KapuoTune.
B HacTosilllee BpeMs CUMTAlOT, YTO «MePBbIi yaap» npeacTaBnseT coboi
Jleneumnto 13- XpoMOCOMbI, KOTOpas MOXET ObITb CMCTEMHON (Mpn 13g-
CUHAPOME) WK nokanbHol. ocnepytollee cobbiTe («BTOPOI yaap»)
MOXET ObITb Nt06bIM. MosekynspHble MexaHU3Mbl OHKOreHes3a Hews-
BECTHbI.

Mofo6Hy0 KapTuHY HabnogaloT v npu onyxonum Bunbmca. OTCyT-
CTBME Y BONLHOMO pagy>XKu (aHMpUAMS) NO3BOMMNO0 UAEHTUHMLMPOBATb
fgeneumto 11-li XpomMmocombl. Pe3ynbTaTbl MCCNEA0BaHWIA METOAOM TeH-
HOr0 KapTMpOBaHUA CBUAETE/NIbCTBYOT O TOM, 4YTO MHOrMe OMnyXonu
Bunbmca MOHO3WMIOTHbLI MO MpoAgykTam 11-ii XpOMOCOMbI, a OKpy»XXato-
LUMe MHTAKTHble TKAHW reTepo3nroTHbl. HekoTopbiM 06pa3om peneuus
npeacTaBnseT Co60M CTyMeHb 03/710KaYeCTBIEHNS.

OHKOreHbl 1 3/10KayecTBeHHble HOBoOOGpa3oBaHMSA. OHKore-
Hbl —3T0 nocnegosatenbHocTn AHK, KoTopble, 6yayyn BBeAeHbl B
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onpefeneHHble MuleHn (TKaHeBas KynbTypa NIH 3T3), Bbi3blBalOT
obpa3oBaHue oyara TpaHcopmauuu. NepBoHavyaibHO OHU BbIIN MAEH-
TU(ULMPOBaHbI KakK 4acTb reHoMa peTpoBMpyca, NPMBOAALLAs K 3/10Ka-
YECTBEHHOM TpaHC(opMauuyM 1 OTAMYHAsS OT 4YacTu reHoma, OTBeT-
CTBEHHOI 3a penavkauuio Bupyca. [1epBbIM W3YYEHHbIM OHKOFEHOM
OblN src-reH, MNO3BONSIOLIMIA BUPYCY BbI3blBaTb CapkoMy Payca in vivo u
TpaHchopMupoBaTb (MOPOGNACTbI LpbINAEHKA B OAHOCMOWHYK Ky/b-
Typy. WM3BECTHO, 4TO Src-reH KOAWpYeT CTPYKTYpPY TUPO3UHKUHA3bI.
3T0 OTHIOAb HE YHUKasbHbIA FeHOM BUpyca. HanpoTuB, OH OYeHb 6/1U-
30K K reHy, NpefcTaB/soLLeMy COO0M COCTaBHYK 4acTb WHTAKTHOrO
reHoma UbinjaeHka. Takum 00pa3oM, FEHOM K/ETKU COAEpPXMUT TeH,
obnagarolmii Npu COOTBETCTBYHOLUEN aKTMBaLUMM BbICOKOM TpaHchop-
MUPYIOLLEN aKTUBHOCTbIO. [pefLuecTBYHOWMIA eMy FeH Ha3biBalT Mpo-
TOOHKOreHOM. B HacToslllee Bpemsi BbliBEHO OKOO0 20 KNETOYHbIX
MPOTOOHKOreHOB MPU  U3YYeHUW PETPOBUPYCOB METOLAMU TEHHOM
TpaHcthopMmauun. o KpaitHeil Mepe NATb MeXaHU3MOB MOTyT 06ycrno-
BUTb WX MpeBpalleHre B aKTWBHbIE OHKOreHbl. BeposiTHO, akTuBauus
OHKOreHa B KNEeTKe CNYXWUT eAWHCTBEHHbIM KOMMOHEHTOM MHOrOCTY-
MeHyaTbiX MPOLECCOB, BeAylwMM K 00pa30BaHMIO  OMyXOSeBOi
KETKMU.

Mo Bceil BEPOSATHOCTU, COCELCTBO OHKOTeHa Tye C MaTpuLein MMMy-
HOrno6ynuHa nocne TPaHC/A0KaL MU XPOMOCOM MPUBOAUT K HapyLUEHWIO
perynaumMm Tye KakK CTyneHuW pasBUTUA NuMQoMbl BepkuTTa.

CBA3b MeXfy (DOHOBLIMU FeHEeTUYeCKUMM 3ab0neBaHUAMM U 3/10Ka-
YeCTBEHHbIMW ONyX0NAMU npeacTaBfneHa B Tabn. 19-2. CyulecTBytoT
CeMbM, YieHbl KOTOPbIX 4acTo 3a60/1eBat0T pakom. bonesHb XomKKuHa,
onyxonu Mo3ra, capkoma FOuHra BcTpeyatoTcs y 6/IM3HeL0B valle, YeMm
00YCNOB/IEHHbIE TOMBLKO C/YYaHOCThI0. Y BAVMKAALLINX POLCTBEHHMKOB
60/bHBIX CAPKOMOI MATKMX TKaHEe 4acTo BbISAB/SAOTCA OMNyX0IU MO3ra,
coobLLaeTCca TakKKe O pake MOSIOYHOW Xenesbl B MOMOLOM BO3pacTe y
NX MaTepei.

Y pebeHka C OMyXo/bl0 BaXHO YCTAHOBUTb HAC/EACTBEHHbIE CBA3U
C MuamMun, CTpafarolmmMy OnyXxofieBbIMU MpoLEeccaMu, BPOXAEHHbIMU
CUHAPOMaMU WM aHOManMAMU. Takue CUHAPOMbI, Kak Henpoduépo-
MaTo3 WM TeMUrunepTpogus, Moryt He MposBAATLCA [0 BO3pacTa
5—10 neT n No3ToMy MOryT He pacrno3HaBaThbCA B TO Bpems, Korga y
pebeHKa AMarHoCTUPYIOT onyxonb. CnefoBaTeNnbHO, B HEKOTOPbLIX CNYy-
yasx HeobxoaumMo 06cnefoBaTh He TOMLKO pebeHKa, HO W pofauTenel.
OCBefOM/IEHHOCTb O CYLLECTBOBAHWM 3TUX CBA3EA MOXET NOMOYb Y
POAUTENSAM; Hanpumep, cnepyet y6eanTbCs B TOM, YTO MaTb pebeHka ¢
CapKOMOIM MArKMX TKaHei BnajeeT TEXHWKO caMoo6CcnefoBaHUS Mo-
NOYHBIX Kenes.

Moka ewe OTCYTCTBYHOT MeTOfAbl NPOMNAKTUKN paka y AeTeid, Ho
neguvaTpbl MOTyT MOMOYb MPEAOTBPaTUTL €ro pasBuTUe Yy B3POC/bIX.
OHM J0MKHbI COBETOBaTb MauueHTaM M36eratb KypeHUs U OXMPEHWUS,
PEryNAPHO MCCMefoBaTh OTAENIAEMOE COCKOB Y CeKCyallbHO aKTUBHbIX
NOAPOCTKOB.
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abnuuya 19-2. COCTOAHUA, CBA3aHHbIE C MOBbIWEHHBIM PUCKOM Pa3BUTMA 3n0Ka4ve-

N iTBeHHLIX HOBOOGpasoBaHWii y paeteii

CocTosHue

BpoxaeHHble aHoManuu
K. FemurunepTpogms

Cnopagunyeckass aHupuaus
[Ouncnnasvs nouek
CWHAPOM LMTOMEranmm
(bekBnTTa — BuraemaHHa)

[LucreHesns roHag,

", Dedektbl penapaunn OHK

w MurMeHTHas Kcepoaepma
ATaKCHS-TeNeaHr nakTasus

MIMMyHOe(ULNTHBIE COCTOSIHUS

BpoxaeHHasa MMMyHoOMOrun-
Yeckas HefoCTaTOYHOCTb,
cuensieHHas ¢ X-XpoMOCOMOW

BblpaxxeHHas KOMGUHMPO-
BaHHasA WMMYHOMOrMYeckas
HeAoCcTaTOYHOCTb

Oedunynt IgM

CuHgpom Bwuckotta — Ongpuya

}  XpOMOCOMHble aHOManuu

CuHgpom [ayHa

CuHgpom KnaitHgenTepa

AHemua  PaHKOHM

CuHgpom Bnyma

CvHpapom xpomocombl 11 p
K CuHgpom xpomocombl 13 q

CMeLlaHHble reHeTnuyeckue
3a60/1eBaHUs

HelipogrbpomaTos

CuHgpom T[unnens— JinHgay

MHOXeCTBEHHbIA afleHOMaTo3 3H-
LOKPUHHBIX >kene3 | (cuHapom
Bepwmepa)

MHOXeCTBEHHbI aleHOMaTo3 3H-
[OKPUHHbIX xene3 Il (cuHapom
cunnna)

CeMeliHblii Monuno3

HoBoo6pasoBaHu1e

Onyxonb BunbMmca, renatoma,
KapumMHOMa KOpbl Hafno4Ye4HKOB

Onyxonb Bunbmca

Onyxonb Bunbmca

Onyxonb Bwnbmca, renatoma,
KapuMHOMa KOpbl HafnoyeyHu-
KOB

Pak nonoBbIx OpraHoB

Pak Koxu
Nnumdoma, nenkos

To xe

» »

Jnmcoma
To xe

JNeiiko3

Pak Mono4HOli >Kenesbl
Neliko3, renaToma
Jeiiko3

Onyxonb Bunbmca
PeTuHo6nacToma

dunbpocapkoma, LIBaHHOMa, (heo-
XpPOMOLIMTOMA, Helipocapkoma,
pabiommocapkoma, OMyxosu
roNoBHOr0 Mo3ra

deoxpomoLuTomMa

LLiBaHHOMa

Pak wwmTOBMAHOW Xenesbl, (eo-
XpOMOLMTOMA

Pak 060404HON KWLLKK
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MNPNHUWIMbI ANATHOCTUKN

MockonbKy BCero nuwb y ogHoro pebeHka m3 10000 B TeueHue
roja pasBuBaeTCA pak, Bpady 06Llero npoguns peLko BCTpeyaeTcs B
CBOEli MpaKTWKe C AeTbMMU, GOMbHbIMK 3/10KaYeCTBEHHbIMU 3ab0neBa-
HMAMUW. Tem He MeHee OH [O/MKEH ObITb HACTOPOXEH B OTHOLUEHUUN BO3-
MOXHOCTW 3TOr0 PefKoro, HO cepbe3HOro 3abosieBaHMs. Pak 4acTo He
[ONarHoCcTUpYT, B TO BpeMsi Kak MPOBEAEHO TLiaTe/lbHOe W3YyYeHue
NH(EKLNOHHBLIX WM KONareHoBbIX 60/1e3Heidl. ATUNMYHOCTL C MEPBOrO
B3rNnsfa 06bI4HOr0 COCTOAHUSA, AnuTeNnbHble (6onee 3—4 Hel) N HeO6b-
ACHUMble 60N WM NNXOPafOYHOE COCTOSHME WMAWM HeobGbACHMMbIE (0CO-
6eHHO pacTyuwme) o6pa3oBaHns, 0COGEHHO Ha (POHE YMEHbLUEHUS Mac-
Cbl Tefa, JOMKHbI MOCNYXUTb NOBOJOM K CPOYHOMY MPOBELEHMIO COOT-
BETCTBYIOLLEro 06c/nef0BaHus.

B onpefeneHHbIX KAVMHUYECKMX CUTYaLusaX MO3A4HO YCTaHOB/EHHBIN
[marHo3 ocobeHHO onaceH. ONyxonu HOCOINOTKW WM CpefHero yxa
MOryT CUMYNMPOBaTb MHGEKLMOHHOe 3aboneBaHue. PebeHka, cTpa-
[AloLLero ot AJMTebHON HEeOOBACHUMON 60N B yXe, C YyBCTBOM 3as10-
XXEHHOCTW HOCa, NPUNYXI0CTbO B 3arfIoOTOYHOM MPOCTPAHCTBE WK
TPU3MOM HeobxofuMMo 06cnefoBaTb Ha MPeAMET WUCKIOYEHUS Y HEro
onyxonu. LUeliHble numdaTuyeckue y3nbl y pebeHKa yBeIMUMBAIOTCS
06bI4YHO MPU MHGEKUMAX, OAHAKO WX YBENMYEHWE TUMWUYHO W ANS JIUM-
(oMbl  XOMKKUHA, U PETUKYNoCapKoMbl. [lepcucTupyloLlee uam npo-
rpeccupytoliee yBennyeHne 4acto 6e360/1€3HEHHbIX Y3/10B MOXET ObITb
NPU3HAKOM fIMM(OMbI W [O/MKHO MNOCAYXWUTb MNOBOAOM ANA Guoncuu.
OcTeocapkoma K capkoma HOuHra o6bI4HO BCTpeuvaroTcs BO 2-M fecs-
TUNETUN KM3HW. ITOT NEepuog CBfisaH C YBeIMYeHMeM (M3NYECKON
aKTUBHOCTU. K KapAnHaNbHbIM MpU3HaKaM OTHOCUTCS SI0Kalnu30BaHHas
MOCTOSIHHAA 60/b, KOTOPYH 60MbHOM 0ObIYHO CBSA3LIBAET C TPaBMOIA.
3TO [O/MKHO NOCNYXWUTb MOBOAOM [/ PEHTrEeHON0rMYecKoro obeneso-
BaHUA 6OMbHOrO. PaHHAS CUMNTOMAaTMKa MpU NeiKo3e Takke MOXET
ObITb HecrneunduyHoO: cyodebpunnTeT MM 6011 B KOCTSX WM cycCTa-
BaX. TLwiaTe/lbHOE W3Y4eHWe remorpaMmbl U 0co6as HaCTOPOXEHHOCTb
Bpaya B OTHOLUEHWM HOPMOLMTapHON aHeMuW wan cybTpomboumTone-
HUWM MOTYT MOMOYb BbISBUTb NPU3HAKKW, CBUAETENLCTBYIOLME O HEO6XO-
OMMOCTU WCCefoBaHMS KOCTHOrO Mb3ra faxe B TOM Cllyyae, ecnv B
nepntepuyeckoin KpoBM OTCYTCTBYHOT 6/1acTHblE (HOPMBI.

Mpy NoOfo3peHNM Ha 310KaYecTBEHHOE HOBOOOGpAa30BaHWe MepBo-
oyepefiHas 3afjaya COCTOMT B ONpPeAeneHUM ero npupofbl M pacnpo-
cTpaHeHHOCTU. MMpeaBapuUTe/bHbIA AMarHO3 MOXET OblTb MOCTaBAEeH Ha
OCHOBaHUM KAUHUYECKMX MPU3HAKOB, JIOKanM3aumy Onyxonm u BO3-
pacTa pebeHka. Ha puc. 19-1 npencTaBneHa 4acToTa pasBUTUA
NepBUYHBLIX OMYXO0MeN y AeTeil pasHOro BOo3pacTta Ha MOMEHT YCTaHOB-
NeHus aumarHosa. MOXHO BWAETb, Hanpumep, 4TOo 06pa3oBaHWe B
OpOLLIHONM MONOCTU C 6OMbLUE BEPOSATHOCTLID MOXET OKa3aTbCAl Heil-
po61acToOMO UK onyxonbto BunbMca y pebeHKa Mnaglleli BO3pacTHOW
rpynnel, 4Yem y pebeHka B Bo3pacTe nocne 10 fer.
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Puc. 19-1. MpoueHTHOE pacnpefeneHre no MeCcTy MPOXOXAEHWS MEPBUYHBLIX OMyXonei
K MOMEHTY WX AWarHoCTUKK Yy AeTein B Bo3pacTte Ao 5 (a), 5—9 (6), 10—14 (B) n 15—19
(r) nert.

YacToTy HeiipobnacToM oLeHvBarm mo ux nokamsaumm (VBB: National Cancer Institute Monograph
N 57. SEER Program).

PebeHka 00bIYHO CcfnefyeT TwiaTenbHO 06cnefoBaTh Ha npegmeT
BbISIBNEHUS METaCcTa3oB, MpPEXAe Yem MPOou3BeCTM GUONCUKO A Noj-
TBEPXKAEHNSA AnarHosa. Ecnv Bpay 3HaeT 0 BEPOSTHOCTU AMCCEMUHMPO-
BaHHOro 3ab0/1eBaHMsA, OH MOXET cfeflaTb MpaBU/bHLIA BbIGOP MEXAY
MOMbITKOA MOJIHOTO YAaneHus onyxonu 1 Havbosnee wWagsAulein auarHo-
CTUYecKoi 6uoncmeir. O6LEM MCCNEA0BAHMIA Nepeq onepauymein 3aBUCUT
OT MpesBapuUTENIbHOrO AMarHo3a u byaeT 06CYXAeH OTAENbHO A4/ KaX-
Joro Buga onyxonu. [N BbIABNEHWS METacTa30B CYLLEecTBYeT 60/bLIoe
UMCMO HEWHBA3MBHbIX MeTOAOB. K MHBa3MBHbIM MeTO4aM, K KOTOPbIM
yawle BCero npuberadT nepes onepauueid, OTHOCATCA acnupauyus u
6moncms KOCTHOro Mo3ra.

Mpu nocTaHOBKe AMarHo3a HeoOXO4UMO TLIATe/lbHO OMnpefeuTb
pacrnpocTpaHeHHOCTb MpoLecca, ero craguio. Knaccudurkaumsa no cra-
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OHAM pa3paboTaHa Ans KaXAoro Buga ONyxonuM B 3aBUCMMOCTU OT
BNAHMA ee PacrnpoCTPaHEHHOCTW B MOMEHT MOCTAHOBKM [MarHo3a Hii
nocnegytoulee TedeHwe 6onesHn. OnpefeneHue cTaguum MOMOraeT B
NPOrHO3MPOBaHUM 60ME3HN U NPUHATUM MNaHa NedeHus. Cneuunduye-
cKasi Knaccudmkaums onyxonein 6yaeTt npuBefeHa Aanee.

OcHOBa NepBUYHOrO AMarHOCTUYECKOro uccnefoBaHus N0bON orty-
XO0MM COCTOUT B onpefenieHUn ee mopdonorun. epBuyHbIA 06pasel,
OMyX0/eBOM TKaHW AO/DKEH ObITb MOMYYEH MpPU YCNOBUAX, MO3BONAO-
WX MPOBECTW NOMHbIA 00bEM MCCNeAOBaHWIA AN TOYHON UAEHTU(UKA-
umm onyxonu. pu HEKOTOpbIX ONyXOnsX, Hanpumep Mnpu umdgome,
HEeoOX04MMa CBEXEMOosflyYeHHas TKaHb ANA U3YYEHWUS C aHTUTEHHbIMU
Mapkepamy U NOfL 3/IEKTPOHHbLIM MWKPOCKOMOM. [ns nonyyeHus
pe3ynbTaTOB 3TUX WUCCNEOBAHMIA MOXET NOTpeboBaThCA OnpefeneHHoe
Bpems, MO3TOMY 4acTo OblBaeT HEBO3MOXHO Cpasy >ke Mocse onepawum
0bCyanTb BCE AeTann C 4YneHaMu CembM 6O0MbHOrO.

Xvpypr [OO/MKEH NpPaBWbHO OUEHWTL MpU U3y4deHWW OuonTaTa,
MCCEYEHMM OMYyXO/IM W OCMOTPe OMnepauuoHHOro nons MpU3HaKu
pacnpocTpaHeHus mpouecca Ha AMMGaTUyecKme Y3bl UM COCeaHMne
opraHbl. [1py NOMHOM yAaneHWn Onyxonu WinM MNOPaXXEHHOrO et opraHa
naToMopgonor AO/MKeH TLATENbHO WCCNeAoBaTb Kpas MCCEYeHHOro
yyacTKa, 4TOObl OMpeAenvTb, He OCTalUCb /M B HUX OMyXO/EBble
KneTku. TInaHMpoBaHWe MOCMeSYHOLWEro fieveHns 601bHOro NpeacTaB-
nsieT cobOW KpaeyrosnbHblli KaMeHb MpU MePBUYHBLIX AUMArHOCTUYECKUX
NCCNefoBaHNsAX; OHO [O/HKHO MNPOBOAUTLCA BPayvoM, WMEKOLMM OMbIT
neyeHns aeTeid, OOMbHLIX PaKOM.

MPUHLUWIMbI TEYEHNA

O6Lwme nonoxeHus. JleyeHne pebeHKa, 6OMLHOrO pakoM, COCTOUT
13 cneunguyeckoro 1 nogaepxusatowero. K cneumpmyeckomy neye-
HUIO OTHOCATCA yAaNeHne Onyxonu, paguno- v XxumuoTepanus. B 60/b-
LUMHCTBE C/ly4aeB OMyXO0/iM y fleTel K MOMEHTY MOCTaHOBKMW AuarHosa
pacnpocTpaHATCs 3a npejenbl MecTa UX BOSHUKHOBEHWUS U MOTOMY He
MOryT ObITb MOSIHOCTHIO YAaneHbl UAN paspyLUeHbl C MOMOLLbIO TONbKO
MECTHOW peHTreHoTepanuun. B cBs3M ¢ 3TUM 60NLLUIMHCTBO fAeTell Heob-
XOAMMO NIeYnTb BCEMM TPemsi MeTofamu. Llenb ux cOCTOUT B yaaneHuu
WM YHUYTOXEHWU KaK MOXHO 6Ofblueid 4YacTW Onyxoiu Mpu MUHU-
MaflbHOM paspyLleHUNn WHTaKTHbIX K/ETOK.

MporHo3 3aBMCMT OT TUMa OMYXOAM W PacrnpoCTPaHEHHOCTU Mpo-
Llecca Ha MOMEHT YCTaHOB/IEHWS AMarHosa M B 3HAUYUTENbHOW CTeneHw
OT afleKBaTHOCTU feveHns. bosblumnii 3pdekT noayyatoT npu feveHnn
00MbHbIX, HAXOAALWMXCA B HauaslbHOW CcTaamMu 3aboneBaHus, 4TO 06YyC-
noenueaeT 6o/ee paHHee WX MOCTYM/IEHNE B CMeLMannm3MpoBaHHble
LeHTpbl. OCHOBHbIE YCMEXN B fle4eHWN Oblin AOCTUTHYTLI 3a MocnefHue
TPU fJecaTuneTus. B HacTosilee Bpems N0 KpaiHel Mepe Mof0BMHA
60/bHBIX NPY CBOEBPEMEHHO PAacno3HaHHOM 3ab60neBaHUU MOTYT 6bITb
n3neveHbl. ITU ycrexu Oblin JOCTUTHYTLI Gnarofaps y4acTuio B npo-
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pammax KIVHUYECKMUX UCCMefOoBaHWA 60/bHbIX U Bpadeil. HekoTopble
TKPbITUA (HanpuMmep, 3HayeHWe ocoboro Bo3feicTsus Ha LIHC npu
AiK03e) Oblin cAenaHbl B OTAENbHbIX MHCTUTYTax, apyrue (Hanpumep,
3MOXHOCTb U3/e4eHns 6GonbHbIX ¢ | cTagueld onyxonu BunbMmca ¢
MOMOLLLI0  KOPOTKMX  KYPCOB  BBEAEHWA  XMMMOTEPArNeBTUYECKMX
cpeacTB 6e3 peHTreHoTepanuun) — 06beAMHEHHbIMU TPynnaMn Uccnepo-
BaTeneil M3 pasHbiX nabopatopuii. He Bce 60MbHbIE W UNEHbI MX CEMEN
aloT y4yacTBOBaTb B K/IMHWYECKMX 3IKCMEpPMMEHTaX, OfHAaKO Aaslb-
HeLWMiA Nporpecc B IEYEHMU MPU 3/10KAYECTBEHHbIX 3a00/M1eBaHNAX He
MOXET 6bITb JOCTUTHYT 663 CMCTEMATUYECKON OLEHKU ero HOBbIX METO-
[0B. ManouncneHHoCTb 60MbHBIX C OAHOTUMHBIMU ONYyXOnsAMu TpebyeT
BK/TIOUEHMS| KXKAOM0 M3 HUX B KOMMJIEKCHOE 06CneA0BaHue, KOOPAUHM-
pyemoe MPOTOKO/IOM WU M/IaHOM BEAEHWS KIMHWYECKUX WCCnefoBa-
TENbCKUX TPynn MO M3yYeHWH) paka.

XnmMmuoTepanus. JleKapcTBEHHbIe Mpenapatbl Ans Ne4YeHNs 60NbHbIX
pakoM GblNM BbIAENEHbI M3 Pa3HbIX K/1ACCOB BELLECTB, B TOM 4ucCne U3
rOPMOHOB, aHTUMETaboNNTOB, aHTMOMOTUKOB, aNKalOUL0B PacTUTENb-
HOro MPOMCXOXAEHWA N ankuanpyowmx cpeacts (tTabn. 19-3). Hosble
npenapaTbl, 06nagatoLie NPOTUBOOMYXOEBON aKTUBHOCTLIO, MOryT
ObITb UAEHTU(ULMPOBAHLI pasHbIMKU NyTAMU. X cnoCcO6HOCTL NofAas-

Ta6nuya 19-3. MpPOTUBOONYXONEBLIE XMMUOTEPANeBTUUYECKUE CpeAcTBa

OCHOBHOI MexaHVi3m OCHOBHbIE TOKCUYECKME
Mpenapat [encTauA 3thexTbI
MeToTpekcar WHrmbupyet cuHTes TeT- YrHeTeHMe KOCTHOro MO3ra,
paonmeBoii  KUCMOTbI U3bA3B/NEHNE  CIU3UCTBIX
060/104eK Xeny04HO-Ku-
LLIeYHOro Tpakrta, MOB-
pexeHve neyeHw, neii-
KoaHuedanonaTusal
5-dTopypauun WHrnbmpyeT cuHTe3 Tu-  YTHETeHWe npouecca Kpo-
MuanHa BETBOPEHUS,  W3bsA3B/e-
HWe  CM3NCTLIX  060/10-
UeK  KeNly[04YHO-KuLLeY-
HOro TpakTa
6-MepkanTonypuH NHrmbupyet  6rMocmHTe3 MopasneHne npolecca Kpo-
nypuHOB BETBOPEHUS,  W3bA3BMe-
HWe  CIM3NCTLIX  060/10-
YeK  KeNy[04YHO-KuLLeY-
HOro TpakTa, MoBpexpae-
HUe neyeHu
LiuTosuHa apabuHosung, WHrmbupyeT Hayano cuH-  YTHeTeHue npolecca Kpo-
Tesa AHK un AHK- BETBOPEHWUsA,  U3bA3B/e-
nosmmMepasy HWe  CAM3NUCTBIX  06010-

UeK  KenyfoYHO-KULLeY-
HOro TpaKTa, MOBpexXae-
HVe neyeHun, (ebpunbHas
peakuus

1 3aBMCAT OT f03bl, MOTEHUMANLHO HEOGPaT MBI,
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[Mpenapat

Ankunvpylowme  npena-
paTbl (a30TWUCTbIA WM-
pei, uuknogocdaH,
XNOp6YTUH,  HUTPO30-
MOYEeBMHa, (eHunana-
HUH)

Mpokap6a3unH

BneomumH
AKTUHOMUUMH D

AHTpaunKnnHbl (foKcopy-
OULMH, AayHOMULWH)

Ankanougbl  pacTuTeb-
HOr0  MPOMUCXOX/AEHNA
(BMHKPUCTUH, BUH-
6nacTuH)

AcnaparvHasa

3NnnoaodUNOTOKCUHBI
(VM-26, V/P-16)

OCHOBHO MeXaH13Mm
JelicTeya

AnkunupoaHne AHK wn
PHK

MHrnébupyet cuHtes JHK
n PHK

Paspbie  ueneir [AHK
WHrmnébupyetr AHK-3aBu-
CUMYIO PHK-cuHTe-
Tasy

Komnnekc ¢ AHK

HapyLueHne MUKpoTyG6y-

NSpHO/  cucTembl U
6NOKMpOBaHME  MeTa-
thasbl

BbI3biBaeT aeduumT ac-
naparmHa, WHruéupyet
CUHTE3 Genka

OcTaHOBKa  MPEMUTOTH-
UECKOT0  K/ETOYHOro
umKna

1 3aBMCAT OT f03bl, NOTEHLMANbHO HeoBpaTUMbL.

160

Mpopomnkenne Tabn. 19-J

OCHOBHble TOKCUHECKME
adheKTbI

YrHeTeHVe npoLecca Kpo-
BETBOPEHWS, MMMYHOCY-
npeccuBHOE AeiicTBue, 're-
Mopparnyeckuin - uneTUT
(umknodocdaH), 6ecnno-
Ve 'y My>X4MH

YrHeTeHne (yHKUUKM KOCT-
HOro  Mo3ra, W3bA3BNe-
HMe CAM3NCTbIX  060/10-
YeK  OKeNlyJo4HO-KuLley-
HOro TpakTa, TOKCUYe-
CKOe  BO3f4eiCTBME  Ha
LIHC

MHeBMOGr6p0O31

YrHeTeHue npouecca Kpo-
BETBOPEHUS,  U3bsA3BMe-
HWe CNU3NUCTbIX 06050-
UeK  KeNy[OYHO-KMLLeyY-
HOr0 TPaKTa, MOBbILIEHME
YyBCTBUTENBHOCTY K
paguaumm

YrHeTeHue (QYHKUMM KOCT-
HOFO  MO3ra, MOBblLLe-
HUE 4yBCTBUTEMbHOCTU K
paguauum, nospexge-
HMe Muokapgal u3bsA3B-
NeHve cAn3ncTbiX 06010-
YeK  KenyaouvHo-KuLley-
HOro TpakTa

YrHeTeHue GYHKUMM KOCT-
HOro Mos3ra, napecTesuu,
yTpata raybokux Ccyxo-
XWNbHBIX pednekcos, na-
pesbl, 6011 B XMBOTE W
YenKcTAX, 3anopbl, Hapy-
LeHve cekpeuun AOM

O3H06, NMXOpPafoyHOoe Co-
CTOSiHME, aHalunakTuye-
CKMe peakuuu, Hapylue-
HME  (YHKUMM  NeyeHu,
naHkpeaTutl runepram-
Kemus,  MMMYHOZenpec-
CUBHOE [elicTBKe

YrHeTeHne npoLecca Kpo-
BETBOPEHWS, PBOTA, /INXO-
pasfioyHoe COCTOSIHNE,
03HO6, rMNOTEH3Ws, aHa-
thunakecus



iNATb POCT OMYXO0/IN U TOKCUYHOCTb M3Y4atOTCH Ha XXMBOTHbLIX. HekoTo-
pble Mpenapatbl, Ha KOTOpble BO3MarardTCcA HafeX[bl, U3y4valoT B KIu-
3uke. HavanbHble uccnegoaHus (asa I) npoBogaT ¢ Uenbto onpeje-
NeHUs TOKCUYHOCTU coefiuHeHNs. OBbIYHO ero BBOAAT B3POC/IOMY Yesio-
BEKY C OMYXO/EBbIM MPOLLECCOM, Y KOTOPOro CyLLeCTBYHOLLEe B HACTOSA-
LLEe BpeMsl jsiedeHne Hea((heKTUBHO W KOTOPbIA COrnaceH Ha nposefe-
Te uccnefoBaHus. HavanbHble [03bl anpobupyeMoro npenapara Hus-
Lé Mo mepe nNpofo/mKeHWUs WUCCNefoBaHWA MX MOBbLILWAKT A0 nopora
anepaHTHocTK. Tocne onpefeneHns MakCUManbHO NEePeHOCMMONA f03bl
JanbHeiiwee wuccnegosaHue (asa 1) npoBoamTcs MyTem BBefeHWS
60NbHLIM C Pa3/IMYHLIMU OMYXONAMU C LEMbI OMpeAeneHns CrekTpa
adekTBHOCTW. TpU BbISBNEHUW OMYXOMel, YyBCTBUTENbHLIX K Mpe-
napaty, npeanpvHMMatoTcs AanbHeliwne nccnegosaHusa (asa 1), npu
KOTOPbIX €ro BK/YalT B CMWCOK APYrMX akTUBHbLIX NpenapaTtoB U
CpaBHMBAOT 3(MPEKTUBHOCTL TEX W APYrMX.

TpaHcnnaHTauMsa KOCTHOro mosra. PaHee akcnepvmeHTbl Mo nepe-
caflke KOCTHOrO Mo3ra MNpPOBOAM/IUCL Ha (POHe 6NacTHLbIX KPU30B nNpu
NeiiKo3e, M YpOBEHb CMEPTHOCTW MOC/e TpaHCnaaHTauumn Obln BLICOK.
B HacTosLee Bpems ee NPOM3BOAAT B NepMOL pemuccun, B pesysnbTaTe
4ero ypoBeHb CMEPTHOCTU OT WH(EKUMM B PaHHEM MOCTTPaHCM/IaHTa-
LUMOHHOM nepuofe 3HaunTeNbHO CHusmnca. Cuumtatot, yto 40—60%
60NbHBIX MOTYT BbDKMBATb B TEYEHWE A/IMTENbHOro BpemMeHWU. B Lenom
yem Maflle 60MbHONR, Tem pe3ynbTaT 6onee 6naronpusateH. B HacTos-
LLee BpeMs CneumanncTbl psga LeHTPOB UCNOMb3YIOT UM PEKOMEHIYIOT
TpaHCNMaHTaUMl anforeHHoro WM CUHFreHHOro KOCTHOro Mo3ra 60/b-
HbIM OCTPbIM MUeN06aacTHbIM NEKO30M B MEPBYHD PEMUCCUIO U OCTPbIM
NMMEO6NAcTHLIM NeiKO30M — BO BTOPYHD WAM MOCAeayroLmne pemuc-
cun. Elle He npoBefeHO A0OCTaTOYHO ONpejeneHHOe COMOCTaBfieHWe
pe3ynbTaTOB afeKBaTHOW XummoTepanmu (KOoTopass MOCTOSIHHO COBep-
LUEHCTBYETCA) M TpaHCMIaHTauuM KOCTHOrO Mmosra. [padkm KpuBoii
BbIKMBaEMOCTW  BOMbHBIX, MOMYYaOWMX TOMBKO XUMUOMPenapaTsl,
HaYMHAIOT CTPOUTL CO [HSA Hayana fIeYeHNs; OHU OTPaXalT COCTOAHUE
60/bHBIX, Y KOTOPbIX He HACTynuiIa PeMUCCUS UM KOTOPble YMepSN BO
BpeMSi NpoBefeHus uccnepoBaHms. C Apyroil CTOPOHbI, KpuBas OTpa-
XKaeT BbDKMBAEMOCTb TpaHCMnaHTata OT MOMeHTa nepecafku. [Mepef
nepecagkoi KOCTHOrO MOo3ra 60/IbHOM AO/MKEH HAaXOAMTLCS B PEMUCCUM,
BbI3BAHHOIW XuMMMONpenapaTtamMu. B CBA3KM C U3NOXEHHBIM 3TN KPUBbIE
Henb3s CpaBHUBATL.

CoBpeMeHHble  MEeTOfbl a/I/IOTEHHON  TpaHCMIaHTaLuM  KOCTHOrO
mo3ra TpebytoT, 4yTobbl AOHOPOM 6bin cube, 6nmM3kuii no HLA-aHTWre-
Ham. [OCKO/IbKY CEMbW CTAHOBATCA BCe MasioYMClIEHHee, YMEeHbLUAeTCs
M 4yncno BoNbHbIX, KOTOPbIM MOXHO Nofo6paTb AOHOpPa, TaK Kak cylle-
CTBYET /INLWb OAWH LUAHC U3 YeTbIpeX, YTO cUbC ByaeT COOTBETCTBOBATH
no HLA-cucteme. B HacTosLlee BpeMa BeyTcA MUCCefoBaHUA C Lesbio
onpejenuTb BO3MOXHOCTW Nepecagku OT LOHOPOB (He cMbGCoB), coBna-
Jaowmx no HLA-cucteme, Npu MUHUMaNbHBLIX OT/IMUUAX €8 aHTUIEHOB
WM UMMYHOZENPECCUN.
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Peakumna «TpaHcnnaHTaT MNPOTUB XO03AMHA» U
MHTEPCTULMANbHBIA MHEBMOHUT OCTAOTCA Cepbe3HbIMKM  NpobaeMamMu
NOCTTPaHCMNaHTaLMOHHOIO nepuofa. Peakuus «TpaHcniaHTaT npoTuB
xo3suHa» (PTMX) pexe pa3BuBaeTcs Yy 60/bHbIX MOMOAOr0 BO3pacTa,
a HOBble MpenapaTbl, TakMe Kak LWKNOCMOPUH, CHMXAKOT ee 4YacToTy.
XpoHunyeckaa PTIIX MOXET MPUBECTU K BbIPaXEHHbIM HapyLLeHUAM,
Hanpumep K M3MeHEHWUAM KOXU, HANOMWHAIOLWMM TaKOBbIE MpU CKNepo-
fepmuun, 1 apyrum, 6onee cepbe3HbIM COCTOSAHWMAM. BnacTHble Kpu3bl
Takke 00YCNOBMMBAIOT YMeHbLUeHWE 4ucnia 60/bHbIX C AAUTENbHBIM
KatamHe3oM. [lymaetcd, uto npu PTITX BepoATHOCTb pasBMTUA BNacT-
HOro Kpu3a MeHblle (3hheKT «TpaHCMNaHTaT MPOTMB Neliko3a»). Cne-
[0BaTe/IbHO, YMEHbLUEHME YacTOoTbl M BblpaXeHHoCcTU PTIIX MoxeT
MOBbLICUTb BEPOSATHOCTb 6/1aCTHOrO KpuU3a.

Pan uccnepoBaTenein M3yyartdT BO3MOXHOCTb ayTONMOTFMUYHOM
TpaHcnnaHTaLuuWM KOCTHOro mo3ra. [locne KOCTHOMO3ro-
BOW NMyHKUMU 6OMLHOMY MPOBOAAT Pajgvo- U XMMWUOTEpanui B f03aXx,
KOTOpble NpY 0ObIYHBLIX YCNOBUAX OblIN Obl NETa/IbHLIMU U3-32 TOKCU-
YeCKOro BO3JEeMCTBMS Ha KOCTHbIA MO3r. 3aTeM ayTONOrMyHbIlA KOCT-
HbI MO3r PeuH(y3npyT C Tem, 4TOObl BO30OHOBWIACL MOMYNALMWS
KOCTHOMO3roBbIX KneToK. OB6blMHO B 3TUX cnydasax PTIIX He npea-
CTaBnseT coboii npobrembl [0 Tex MOp, NOKa BCe NPOAYKTbl KPOBU,
BBOAMMble BO Bpems 3abopa KOCTHOrO Mo3ra win B OavXalLLumnin nepuog,
nocne ero nepecagkv, MNOABEPralTcs TLATENbHOW pafvaLMOHHOM
obpaboTke. Mpn 3TOM MeToAe Mpobiema 3akn4vaeTcs B TOM, YTO XU3-
HecnocobHOCTb KOCTHOrO Mo3ra HeobXoAuMo NoAfepxuBaTh 6onee
24—48 4. O6bIYHO ero 3amopaxwuBaloT B AMMETUACY/b(OKCUAE, npe-
NATCTBYIOLLEM 006pPa30BaHUI0 KPUCTaNI0B, KOTOPbIA BBOASAT BO/bHOMY C
KOCTHbIM MO3rOM; 3KCKPETUPYETCA OH Yepe3 fierkue (fAblxaHue npu-
obpeTaeT 3anax 4ecHoka). MpenapaT MOXET BbI3blBaTb Pa3BUTUE KaTa-
pakTbl. Bonee TOro, B MOMY4YEHHOM KOCTHOM MO3re MOryT HaxXOAUTbLCS
OMyXO0NeBble K/ETKW, KOTOPble peuH(y3upytoTcs 60/bHOMY Moc/e
PafVaLMOHHON 1 MefMKaMeHTO3HOW Tepanuu. PaspabaTtbiBatoTcs Me-
Tofbl, MO3BOMIAKOLME M36eXKaTb 3TOr0: BO-NEOBLIX, 6OMLHOW AO/MKEH
Haxo4uTbCs B COCTOSHUM peMuccun BO Bpems Habopa y Hero KocTHOro
mMo3ra Ans ayToTpaHCniaHTauuu; BO-BTOPbIX, ANA OYUCTKM KOCTHOrO
mo3ra in Vitro MCnonb3yloT NPOM3BOAHbLIE LMUTOKCAHa, KOTOPbIE, Kak
npegnonaratoT, rybutenbHO AeACTBYHOT Ha OMyXO/eBble KNETKU U He
B/IMAIOT Ha 3[0pPOBble Y MOHOK/IOHa/IbHbIE aHTUTena (Hanpumep, Mpo-
TMB T-KneTok). Apyras npobnema, oblias ¢ nNpobnemol annoreHHowm
TpaHCNAaHTaLumM, MOXET 0Ka3aTbCs HeOCTATOYHOW A/ MONHOro n3Je-
YeHUst 60NbLHOrO. B HacToslee BpeMsi aKTUBHO MPOBOAATCA MUCCnefoBa-
HWA MO WCNO/b30BAHUIO ayTOTPaHCMNIaHTauuy npu OCTPOM MUenob-
NacTHOM  feliko3e, PeTUKY/N0CapKoMe, HelipobiacTome, CcapKome
FOvHra un apyrux conufHblX OMyxonsx, Mpy KOTOPbIX BO3MOXHa
3a(h(heKTUBHAA XMMMOTEPANMSA, HO 403a NpenapaTa OrpaHUYMBaETCa U3-
3a TOKCMYECKOro BO3[EACTBMA Ha CUCTeMY remonoasa. K coxaneHuio,
KOrfia BO3MOXHO NpUMeHeHWe 60Jiee BbICOKMX [03 MPOTUBOOMYXONEBbIX
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npenapaToB 3a CYET YCTPaHeHUs TOKCMYECKOro BO3AEACTBMA Ha remo-
033, NPOSABNAIOTCA €ro TOKCMYeckue 3((eKTbl Ha [pyrue oprabl,
b1 JOCTUFHYT ONpefeSieHHbIA ycnex Npu KOMGUHMPOBAHHOM NEYEHNM
60MbHBIX C pPeLuamMBamMmy PeTUKYN0CapKoOMbl B Nepuof UX NoArotoBKU K
ayToTpaHcniaHTauun. Havubonee obOHafeXMBaOWUM MpenapaToM Kak
npu HeilpobnacTome, Tak 1 Npu capkome HOuHra aenseTca 1-peHunana-
HUWH.

OcnoxHeHus. K 0CNoXHeHWsM fiedeHns OTHOCATCA MeTabonuuec-
KWe HapyLleHusi, YrHeTeHWe (YHKLMU KOCTHOro Mo3ra v MMMYHO[e-
NpeccuBHble peakuun. Y 60/bHbIX C GONLLIMMK OMYXONSAMU OMyXone-
Bble K/IETKW MOI/IM NIN3MPOBATLCA B TeUeHWe OMnpelesieHHOro BpeMeH!,
noka onyxofib He Oblna pacno3HaHa. PYHKUMA NOYEK MOXET CTpafaTtb
3a CYET OT/IOKEHUS B KaHa/bLax NpUUUNUTATOB KPUCTaIN0B MOYEBON
KncnoTbl. [0 Havana nevyeHmsi y BCeX BONbHbIX HeobxoAMMmo onpege-
NNTb YPOBHM MQYEBOW KMCNOTbl M KpeaTMHUHA B CbIBOPOTKE, 06ecne-
YMTb afleKBaTHYIK ruaparaumio opraHusMa v npu Heo6XoAMMOCTM Ha-
3HaYUTb annonypuHon (MHrMeUTOP KCaHTUHOKCUAA3bI) C Le/blo HopMa-
NN3aLMM YPOBHS MOYEBOI KWUCMOTHI. 3Ta npobiema 06bIYHO BCTaeT Mpu
ONyXONiiX KPOBETBOPHOW CWUCTEMbI, MHOTAQ W MpU APYTUX KPYMHbIX
onyxonax (Hanpumep, Helipo6nactome). Ecnn aTomy He yaenvuTb BHM-
MaHWsi, pa30BbETCA MeTaboNMyecKuin CMHAPOM nm3uca omyxonu. [lo
Mepe fa/bHelillero amsmca OMyXONeBbiX KIETOK B KPOBOTOK OGyayT
noctynaTb ocatbl U Kanuii B 6OMbLUNX KOMMYECTBAX W Pa3oBbeTCs
CUMMTOMAaTUYECKAsA TUNOKaNbUM- U TUMNEPKaIneMUs.

XUMMoTepaneBTUYECKME CPeACTBA MOryT TMpPUWBECTM K YT He-
TEHU QYHKULWUM KOCTHOro mo3ra. Onyxonu, MHBa3Mpyto-
WYe 1 3aMeLlarolime ero, MOryT TakXe MPUBECTM K MaHLMUTOMEHUN.
Mpy aHeMUW MOXHO BMBaTb KPOBb WAN 3PUTPOLMTHYHO Maccy, npu
TPOMOOLMTONEHUN — TPOMOOLMTHYIO Maccy. [paHynouuToneHns npu-
BOAMT K PUCKY pa3BuTUsA GakTepuanbHbIX WMH(EKUWIA, ecan 4ucio rpa-
HynouMToB cocTaBnsieT MeHee 0,5 «109n. Jlinxopagawmnx 60/bHbIX C
rpaHy/ouMTONEHNEN HeOobXoaMMo 06cneaoBaTh Ha NpeaMeT UaeHTUdn-
Kauuy nopbl, 4TO6bl Ha3HA4YUTb MM COOTBETCTBYHOLLYIO MPOTMBOGAK-
TepuasibHy0 Tepanuio (MEHULWAMHA30PE3NCTEHTHBIA MEHUUWUANMH 1
aMUHOIIMKO3MAbI LLUMPOKOr0 CMeKTpa AenCTBUSA), U NeYnTb 40 Tex nop,
Nnoka B KPOBW He YBEIMYUTCA 4YMCNO rpaHynoumToB. TpaHcdysupye-
Mble FPaHyNoUUTblI TOKCUMYHBI U B HAcTOsLLee BPEMS PeaKO WCMOofb-
3yt0TCA.

MMMYyHO cynpeccuns pasHoii CTeneHn OblBaeT 06YC/M0OB/EHa
HEKOTOPbIMU OMYXONAMU U MeToAaMn UX jfiedeHus. B aTux cnyvasax y
60NbHbIX BUPYCbl C HU3KUMU MATOreHHbIMU CBOMCTBAMW MOTYT Bbi3bl-
BaTb Cepbe3Hble 3aboneBaHus. BoOMbHOMY He crnefyeT BBOAUTL Bak-
LMHY, COLEPXALLYH XMBble BUPYChI, a NOMyYaoLWMiA XMMUOTepaneBTu-
Yeckue CpefCcTBa M KOHTaKTUPYHOLWMIA ¢ 60/bHBIM BETPSAAHON OCnoi fon-
YKEH MOMTYYUTb UMMYHOTI06YIMH NPOTUB Hee. Ecnu pa3Bunack Taxenas
KNMHUKa 3a60neBaHns, 60NLHOIO HEOOXOAMMO roCMUTaNU3NpPoBaTh A5
NeyeHNs auMKNoBMpoM. PaspabaTbiBaeTcAd aTTeHYMpOBaHHas BaKLUHa
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NPOTUB BETPSHOM OCMbl, W, Kak npeanonaralT, oHa OyAeT npurogHa
NS UCNOMb30BaHWUSA Y B0/bHLIX N1EAKO30M, MOAYYaloLMX XMMUOTEpa-
NneBTUYECKMe Mpernapartbl. Yacto npu 3TOM pas3BMBatOTCA rPUOKOBbLIE
MHEKLUN,  OCOBEHHO  BbI3BaHHble  KaHAMZaMmu.  HenaTtoreHHble
MUKpOOpraH13Mbl, Takme Kak Pneumocystis carinii, MOryT npuBoauTb K
(haTaNbHbIM  3a60M1eBaHNAM. [pu  BbIPKEHHOW  MMMYHOCYMNpeccun
Heob6X04MMO MPOBOAUTL fleUeHWe, HanpaB/ieHHOe Ha NpefynpexieHve
MHEBMOHUTa, 06ycnoBneHHoro P. carinii, ¢ nomowbto H6akTprMma.

MuTtaHne. OBLIYHO Macca Tena 60MbHbIX, MOyYalLWwmnx NPoTUBOpPa-
KOBble npenapaTtbl, yMmeHbllaeTcs Ha 10%. AucTpodua MOXeT cTaTb
Cepbe3HON MPO6NEMON MPW NeYeHUN OO0JbHBIX, KOTOPbIM Heo6X0AUMO
06/1yyeHVe 06/1acTeil ronoBbl W LWEM WM MaccUBHOe 06/1yyYeHMe BCero
Tena nepes nepecajkoii KOCTHOro mosra. WM TpebyeTcs Ha3HauuTb
napeHTepenbHoOe ycuneHHoe nuTaHue. OfHAKO AaHHble O TOM, YTO OHO
CNOCO6CTBYET MOBBILLEHNIO 3NMEKTUBHOCTU flIeUEHMS, OTCYTCTBYIOT.
Pogutenein cnegyet y6eauTb B TOM, YTO OHW He AO/MKHbI BOHOBATbCA
no MoBOAY M0XOro annetuTa y pebeHka.

OMoLMoHaNbHaa nogaepXkka. OCHOBHOE BHMMaHue Bpay [LO/MKeH
YOeNsATb NCUXOMOTUYECKOW U SMOLMOHA/IbHOW MOoALepXKKe 6ONLHOr0 U
U/EHOB €ro cembu. YecTHOe W3M0XeHWe (PakTOoB— nyullas MnoamTuka
KakK Mo OTHOLLUEHWMIO K pebeHKy, TaK M K ero pogutensm. lMpakTuuecku
pebeHka cnefyeT MocTaBuUTb B U3BECTHOCTb 000 BCEM, YTO OH MOXeT
MOHATL WM NOXenaeT y3HaTb. O HEO6XOAMMOCTM aMnyTaumy KOHeu-
HOCTV WX NOTepW BOJIOC B pe3y/nbTaTe XUMUOTepanuu cregyeT npegy-
npexpatb 60nbHOro 3apaHee. MoryT noTpe6oBaTbCA MOBTOPHbIE
00BACHEHUS, NpeX/e YeM MOTPACEHHbIE UNeHbl CeMbW CMOMYT MOHATh, O
YeM WAeT pedb.

[o Tex nop noka 3T0 BO3MOXHO, pebeHOK A0/MKEH MocewaTh LKoY
M OoCTaBaTbCA CPeau CBOMX CBEPCTHWUKOB. BOMLLWIUHCTBO 60/bHBLIX
BbIHY>XKEHbl 4acTO MNPOMYCKaTb LUKO/bHbIE 3aHATUSA B TeyeHue 1-ro u
2-ro roja nocne ycTaHOB/IEHUA AMarHo3a B CBA3M C TEM, YTO OHMW MOJY-
YaloT CUNLHOLENCTBYOWME NpenapaThbl, AaXe NPy NOSHOM U3/1eYeHUN.
Takum 06pa3om, Ans TOro 4Tobbl OHWM He OTCTaBanu B yyebe, C HUMM
Heob6XoAMMO 3aHMMAaTbC WUHAMBUAYASLHO.

OTpaneHHble NocneacTBus. Kak pesynbtart fedyeHus B 0T4a/IeHHOM
byayulem y pebeHKa MOryT pasBUTbCA Cepbe3Hble 3aboneBaHUs.
YcnewHoe yfaneHue Onyxonu MOXET COMpOBOXAATbCA HapyLUeHUEM
(DYHKUMM BaXHbIX CTPYKTYp. Mocne amnyTauuy HOru no nosogy ony-
X0/ KOCTW, Hanpumep, 6ONbLUOE BHUMaHWe cnefyeT yaenuTb peabu-
nNTauumM ¢ (YHKLMOHAMBHBLIM NPOTE30M.

OO6nyyeHre MOXET MPMBECTU K HEOOPaTUMbIM U3MEHEHUAM B Opra-
Hax. CMMNTOMbI W CTeMNeHb HapyLleHWs (yHKUWIA 3aBUCAT OT OpraHa,
BOB/IEYEHHOIO B MPOLECC, U BbIPOXEHHOCTU nocnegHero. MHorga sce
3TO MOXET MOJIHOCTbIO MPOABUTLCA TOMbKO MOC/E TOro, Kak pebeHoK
BbIPACTET U Yy HEro O6HApY>XMTCA BbIp@KEHHad acUMMETPUYHOCTb
06/Ty4EHHOr0 W Heob/MYYEHHOr0 Y4acTKOB Tena WM KOHEYHOCTEN.
PYHKUNA 3HOOKPUHHLIX OPraHoOB MOXET HapyLllaTbcs nocne ux o6sy-
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yeHus. MNoTMpeo3 n 6ecnniogue OTHOCATCA K YacTblM MOCNELCTBUAM
06/1y4YeHNs LWNTOBUAHOM Xenesbl U FOHad, a HEBPOSIOrnyeckas CUMMNTo-
MaThKa MOXET MOoABUTbCA nocne 06/1y4YeHns yepena.

XumMunoTepannsa TakKe HeceT B cebe pUCK HEOOPATUMbIX U3MEHEHMWIA
B opraHax. OCOGEHHO 3aCnyXXWBatOT BHMMaHMWA NeiikosHuedanonaTuns
nocne fneyeHns 6GoMbLIMMK J03aMyM MeTOTpeKcaTa, 6ecniogve y myx-
YMH MOCNe NIeYEHNs anKUAUPYIOWUMK CpeAcTBaMu, NOBPEXAEeHNE MUO-
Kapfa aHTpaunkanHamu, grbipos nerknx nocne nedyeHns 61eo0MmMLUHOM
N NOMPKENYJ0YHON Xenesbl MNOCNE NPUMEHEHUS acnaparvHasbl. Bee atu
N3MEHEHNS MOTYT 3aBMCETb OT [03bl, Man0 WX COBCEM HeobpaTUMbI.
Mepef HazHauyeHWEM 3TUX MpenapaToB He06XOAMMO MPOBECTM COOTBET-
CTBYIOLUME WUCCNEAOBaHUA, ANS TOro 4Tobbl y6eAnTLCA B UHTAKTHOCTU
3TUX OpraHos.

K apyrum nos3gHMM OCNOXHEHWSIM OTHOCUTCS BTOPUUYHBIA pak
y 60/bHOr0, W3M1eYEHHOro0 NOC/ne MepPBUYHOrO. PUCK COCTaBASET MpU-
mepHo 0,5% B rog, gocturas 12% Yy 60/bHbIX, Nevalmxca B TeyeHue
25 net. BONbHbIX, /IeYEHHbIX B AETCKOM BO3pacTe MO MOBOAY 3/10Kaye-
CTBEHHbIX OMYyXO/ei, Heo6XoAMMO eXerogHo o6cnefoBaTb, YTOObI He
NPonyCcTUTb OTAANEHHbIX OCNOXHEHWUIA fleveHus.

JNIEMKO3b!

Jeliko3bl — Hambonee pacnpocTpaHeHHast (popma 3M10Ka4YeCTBEHHbIX
3aboneBaHuin y pgeteil. B CLUA exerogHo Ha MX [OMK0 NpUXoauUTes
OKONO '/3 OT BCEX BHOBb BbISB/IEHHLIX C/ly4aeB 3ab0/1€BaHUA PaKOM.
Mpy 3TOM Ha OCTPbIA NMMGOGIACTHBIA NeiKo3 NPUXoANTCA NouTh 76%
C MaKCMMa/bHOW 4acTOTOW B BO3pacTe 4 feT, Ha OCTPblA HenMMdo-
6nacTHbIN Neliko3 — noutn 20% (4acToTa ero yBe/MyMBaeTcs no Mepe
pocTa pebeHKa, AOCTMras MakCMMyMa y B3POC/Or0), Ha XPOHUYECKMUIA
MWENIoNeiiko3 W Heknaccupuumpyemble feiiko3bl — BCe OCTaBLUMECH
cnyyan. XpoHUYeCKUii NMMMONEIRKo3 y AeTeil NMpakTUYecKn He BCTpe-
yaeTcs.

YpoBeHb 3a60/1eBaemMoCTM B rog coctasnset 42,1 : 1000 000 cpeam
[eTeli esponeouaHoin nonynaumm u 24,3 : 1000 000 — HerpouaHol
nonynsumn. Pasnnune 06YCNOBNEHO TNaBHbIM 06pa3oM 60see HU3KONA
4acCTOTOM Y NOCneAgHUX OCTPOro nmumdgo6bnacTHoro neikosa. OH npea-
CTaBnseT co60i nepBytd (POPMY ANCCEMMHUPOBAHHOIO 3/10Ka4eCTBEH-
Horo 3ab6o0/1eBaHUs, MONHOCTLIO NOAJAIOLLYIOCA BO3AEACTBUI0 XUMUOTE-
paneBTUYECKUX CPeAcTB. TakuM 06pa3oM, OH nNpefcTaBnseT coboi
OCHOBHYIO MOf€/lb, Ha OCHOBE KOTOPOI PasBUINCh KOHLEMUUM XUMKO-
Tepanuu npu ApPYrux 3/10Ka4YeCTBEHHbIX OMyXOssX.

OCHOBHbIe K/IMHWUYECKNE MPU3HaKK 1eliKO30B OAHOTUMHbLI (TaK, BCe
MX (POPMbI COMPOBOXAANTCA BbIPAXKEHHLIMUA HAPYLUEHWAMW PYHKLUN
KOCTHOIO Mo3ra), a cneuudguyeckne n nabopaTopHble pas/NyHbI,
TaK Xe KaK pa3/nyHbl peakuum O0MbHOTO Ha fIeYEHWe W MPOrHo3
3a60neBaHus.
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OCTPbIN NNM®OBJ/IACTHbIN NENKO3

Manbumku 3a60/1eBalOT HECKOMbKO Yallle AeBoyek. B nutepaType
BCTpeyarnTcsa YNoMuUHaHUs O 3aboneBaHWM OCTPbIM NIEMKO30M rpymnn
[leTeld, YTO AaeT BO3MOXHOCTb MPeAnonoXnUTb eAnHbIA 3TUONOTMYECKMIA
(hakTOp B OKpyXatouleii cpege. OfHaKo pe3ynbTaThl TWATE/bHO MPO-
BEAEHHbIX CTAaTUCTUYECKUX WCCNELOBaHWA He MOATBEPAMIN 3TOro
npeanonoXeHus. JIMmMMobnacTHbIA NeiiKo3 Yalle pa3BUBAETCS y 60/b-
HbIX C UMMYHONOIMYECKON HefOCTaTOMHOCTHI), XPOMOCOMHLIMW aHOMa-
nmamn (TakMMn Kak 60ne3Hb [layHa) W aTakcueli-TefleaHrMaKTasmei.

MaTonorns. BonbHbIX NOAPA3AenatoT Ha rpynnbl, YTO 3aBUCUT OT
MOP(ONOrMYECKUX ¥ UMMYHOMOTUYECKUX XapaKTepuUCTUK O1acTHbIX
KNETOK W KAVHUYECKOW KapTuHbl 3ab0neBaHunsa. OKOHYaTeNbHbIA Ana-
rHO3 MOXET ObITb MOCTaBMIEH MOC/E UCC/eA0BaHWUsA acnmpara KOCTHOro
mo3ra. BapnabenbHOCTb LUTONOMMYECKNX U3MEHEHWIA BIAaCTHBLIX KIETOK
HacTONbKO BeNMKa fAaXe B OfHOM npenapate, 4TO Ha OCHOBaHMU
TOMIbKO LMTONOTMYECKON KapTWHbI HEBO3MOXHO YAOBNETBOPUTESLHO
AnthdepeHUNpoBaTh pasHble (HOpPMbl OCTPOrO NUM(OOGIACTHOro Neid-
Ko3a. UneHbl (hpaHKO-aMepuKaHO-6PMTAHCKOM rpynnbl NPeanoXuamn
KnaccumnKaLmo, OCHOBaHHYHO Ha MOPM(OIOrMU NEKO3HbIX KETOK B
MOMEHT MOCTaHOBKMW AMarHosa. WaeHTUpuUMpyroT TpU uuTonormye-
ckux Tmna: L= 1 (numdobnactbl NPeMMyLLECTBEHHO HEOO/LLIOrO pas-
Mepa C Ma/bIM KOJIMYECTBOM LuTONNasmbl), L =2 (6onee KpynHble
KNETKN C 60MbLUNM KOIMYECTBOM LIMTOMNIa3Mbl, HeMpaBuiLHOW Membpa-
HOIi aapa 1 6onee OTYETAMBLIMK AApbIKaMM) U L= 3 (KneTKn ¢ Xxapak-
TEPHO BaKyonusauueid uuTonnasmbl). FlocnegHuii Bug KNeTok BCTpe-
YyaeTcAd peako U 06bI4HO CBA3aH C GNaCTHbIMK K/IETKamu, WMeroLwymu
MOBEPXHOCTHbIA  MMMYHOrno6ynnH  (Mpu B-KNeTOYHOM  Neliko3e).
PacnpepeneHue aTux MOATUMOB MpWU OCTPOM NMMGO61AaCTHOM feliko3e
npeacTtaBneHo B Tabn. 19-4.

LIMTOXMMUYECKMMMN MpU3HAKAMU BNaCTHBLIX KNETOK Mpu 3TOM BUAe
Nneiiko3a CnyaTt OTCYTCTBME MepPOKCULA30MOMOXKMTENbHBIX WM OKpaLiu-
Batowmxcs CyfaHOM YepHbIX FpaHyn B LMTONMasMe, oTpuuatenbHas
Hecrneyuduyeckas peakumsi Ha 3cTepasy W 4acTo CKonneHus PAS-
MONIOXMNTENLHOIO MaTepuana.

Hanbonee nonesHa knaccugukauyms MNOATUMNOB, OCHOBaHHasA Ha
NPUCYTCTBUU MeMOpPaHHbIX MapKepoB, MNATb U3 KOTOPbIX OLEHEHbI.
B nepByto ouepefib C NOMOLLBIO MOHOK/OHaNbHOIO aHTUTeNna K peuen-
TOpY 3puTpouuTOB 6apaHa WM ApYruM T-KNETOYHbIM aHTUreHam
OnpejenaoT, NPeACcTaBAOT M COOOM KNETKU 3/10KaYeCTBEHHYIO Mpo-
nugepaymio T-nMMpoUnToB. MOXHO MCNONL30BaTh MOHOK/IOH&/IbHbIE
aHTUTena, 4tobbl onpefennTb, UCXOAAT 6nacTbl U3 PaHHUX UK NO3L-
HUX CTaguin co3peBaHUs T-KneToK. Ecnm 6nactbl — He T-KNETKU, UX B
JanbHeieM nccnefytoT ¢ NOMOLLbI (hI0OPECUUPYIOWLMX aHTUMMMY-
HOrNOOY/IMHOBbLIX peareHToB. VIMMyHOrNyOynnMH Ha MOBEPXHOCTU
KNeTkn (slg) no3BonsieT cumMTaTb ee 3penoii B-KNeTKoi, ecnm MMMYHO-
rnobynuH Haxogat B umMtonnasme (clg), KNeTKy cuMTaroT NpeaLecTBeH-
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HUKOM B-KneTku, vnam npe-B-KNeTkoi. Y MHOrOYMCNEHHbIX 60MbHbIX
NMMQO6IACcTbl He pearupyroT HU C OAHUM U3 UCMO/b30BaHHbIX peareH-
TOB; B 3TOM C/ly4ae rOBOPST O HO/b-KNETOYHOM Jieiiko3e. CumTanocs,
YTO 3TV KNEeTKW NPeACTaBnstOT cCOOON 60siee paHHIOW CTagMio CO3peBa-
HWa B-KneTok, yem npe-B-kneTku, No ABYM NPUYMHAM: BO-MEPBbIX, B
HUX onpefenseTcs gecnupanvsauus MUMMYHOr106yNIMHOBOIO FeHa, 4To
npegnosiaraeT MX TEHAEHLMIO K CO3peBaHW0 Mo B-KeToOuHOMY nyTw;
BO-BTOPbIX, O0MLLIMHCTBO M3 HUX UMEIOT 06WMIA NeiiKo3HbIl (CALLa) n
MMMYHOCBS3aHHbI (la) aHTWUreHbl, KOTOpble TEPAKOTCA MPYU CO3PEBaHUM
T-kneToK. pn HEKOTOPbIX NeiKo3ax W HyneBble, N Npe-B-KNeTkn He
nmMetoT cALLa. 3T opmbl Neiiko3a peako BCTPevatoTes y AeTeld cTap-
LUMX BO3PACTHbIX FPyMM, HO, NO-BUAMMOMY, NO6GOW NeiKo3 HauMHaeTCs
B BO3pacTa Ao 6 Mmec. [ moATMNOB OCTPOro NMME061acTHOrO Nei-
KO3a XapaKTepHbl OTHOCUTENIbHAA YacToTa W OnpefesieHHble KNUHUYe-
CKMe XapakTepucTuku (cM. Tabn. 19-4).

Ta6nuya 19-4. YactoTa NOATMNOB OCTPOro NMMEGOGNACTHOTO neliko3a U BbISBNEHUS
KANHNYECKUX NPU3HAKOB Ha MOMEHT €ero [AuarHoCTUKu

Uncno 6g|p0LJ,eHT
i . NbHBIX C
Mogrvin 6:)4;11311:0( %32@25? JIEVIKOLINTOB, NB”%ZMKM‘ MeauacTi-
x 1G3 Ha/bHbIMM
maccamu
T <T+) 44(14) 7,4 ropa 61,2 67,2 38,2
B (slg+) 2(0,6)
npe-B (clg+) 5608) 4,7 roga 12,2 54,8 1,2
paHHve npe-B
(T-, slg-, clg-) 209(67) 4,4 ropa 12,4 56,5 1,0

MpumevaHue. Lndpbl B CKOBKAX 03HAYAIOT MPOLEHT.

Mo: Pullen J. D., Boyett J. M., Crist w. M. et al. Pediatric Oncology Group utilisation of
immunologic markers in the designation of acute lymphocytic leukemia subgroups.—Ann. N. Y.
Acad. Sci., 1983, 428:26.

[pyroii noTeHUManbHO-BaXKHbIA  OMONOrMYECKNIA  Mapkep — 3To
yBeMyeHne y 60/bHbIX aKTUBHOCTY KOHEYHOMW [e30KCUHYKIeoTUAWN-
TpaHc(epasbl B HyneBblX, npe-B- u T-, HO He B B-knetkax. [o-
CKO/NbKY 3TOT (DEPMEHT PELKO COLEPXMUTCA B HOPMa/bHbIX He T-AUM-
thouunTax, onpefeneHNe ero akTMBHOCTM MOXET OKa3aTb MOMOLLbL Npu
NOEHTUDMKALUN NEAKO3HBIX KETOK B 3aTPYAHWUTENbHBIX ClyYasx,
HanpuMep OT/IMYMTL paHHee BOBfedyeHue B npouecc LUIHC ot acentu-
YECKOr0 MEHUHruTa.

Y 60MbHbIX NEAKO30M MOYTU BCErda B MOMEHT MOCTaHOBKU Aua-
rHO3a BbIABMAOT AMCCEMMHALMIO NPOLIECCa C BOB/IEYEHMEM B HErO BCEro
KOCTHOFO MO3ra C /IeliKO3HbIMU 6/1aCTHLIMK KNeTKaMu B nepudepuye-
CKOW KpoBW. OBbIYHO MPOLIECC PACMPOCTPAHSETCA TakXKe Ha Cefle3eHKy,
neyeHb U NuMmgaTuyeckme y3nbl. CnefoBaTenbHO, B OTHOLUEHUW feid-
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KO3a He CYLLeCTBYeT KnacCu(mkaLuu Mo cTagusM, Kak, Hanpumep, B
OTHOLUEHUW CONMAHLIX Oonyxoneii. OfHaKO Ha OCHOBaHUM HEKOTOPbIX
KIMHNYECKMX U NabopaTopHbIX MPU3HAKOB MOXHO NpeAckasaTb pasBu-
Te neikosa.

KnuHunyeckne nposieneHns. CUMNTOMaThKa Yy [eTeil JocTaTo4HO
noctosiHHa. Mpubnn3nTenbHo y 2/ 3 U3 HUX OHa NOABASETCA MEHee YeM
3a 6 Hef [0 MOCTAHOBKW AmarHosa. Nepsble CUMNTOMbI 0BbIYHO Hecrie-
LUMDUYHBI; B aHaMHe3e MOryT 6bITb YKa3zaHMs Ha pecnupaTopHoe 3a60-
NneBaHWe WM 3K3aHTeMy, MOC/ie KOTOPbIX PebGeHOK MOMHOCTbIO He BOC-
cTaHoBuACcs. K paHHWM NpPOSABNEHMSIM 4acTO OTHOCATCA aHOpeKkcus,
pasfpauTeNlbHOCTb UM COHMBOCTL. [lporpeccupytollee HapyLueHue
(DYHKUMM KOCTHOrO Mo3ra npossaseTca 61efHOCTLI0 KOXHbIX NOKPOBOB
N CNWU3NCTLIX 000/104eK, KPOBOTOUMBOCTBIO WM IMXOPALOUHLIM COCTOSA-
HWeM, 4TO 0ObIYHO 3acTaBfisieT Bpaya MPOBECTU AMArHOCTUYECKOE
obcnegoBaHne pebeHka.

B 60nbLIMHCTBE C/y4aeB MpW MepBOM OCMOTpe obpalliaeT Ha cebs
BHUMaHWe 61eHOCTb KOXHbIX MOKPOBOB, MOYTW Y MOMOBUHbLI 6O/bHLIX
BbISIBNAIOT MNETEXUWU WM KPOBOTOUMBOCTb CAMU3UCTLIX 060M104eK. Mpu-
MepHO B 25% cny4vaeB OTMEYatOT /IMXOPAA0YHOE COCTOSIHME, MHOrga
nprHMMaemMoe 3a crieymguyeckoe 3abonesaHne, Hanpumep 3a pecrnupa-
TOPHYO MH(eKkumto. OBbIMHO BblpaXKeHa numgageLonatuns, crnieHome-
raimio (ceneseHka, Kak MpaBW/o, BbICTynaeT W3-nog Kpas pebeprioli
Lyrn MeHee 4Yem Ha 6 CM) MOXHO BbIIBUTb MPUMEPHO Y 2/ 3 BOMbHbIX.
FenaToMeranus MeHee TUMWYHA U Mafio BbIpaXeHa. Y V3 60/bHbIX
nosiBNAtoTCA 60MM B KOCTAX BCNEACTBME WMHBA3WM Mepuocta u cybne-
pUOCTaNIbHbIX  KPOBOM3NUAHWIA. 3TU 60AM WM apTpanrus — OCHOBHbIE
Xano6bl, MO3BOMAKOLME AUATHOCTMPOBATL f1EAKO3.

WHorga npu3Haky NOBbILLEHWS BHYTPUYEPENHOro AaBfieHUs, Hanpu-
Mep ronioBHas 60Mb M pPBOTa, MOrYT YyKa3blBaTb Ha BOBMEYEHWE B NPO-
LlecC MO3roBbix 060/04eK. [eTn ¢ T-KNeTOYHbIM f1eKO30M 0ObIYHO
6blBalOT 60/ee CTapLUero Bo3pacTa, Y HWUX BbISBAAKOT MeAuacTuHasb-
Hble Maccbl B OT/IMYMe OT AeTeil ¢ npe-B-kneTouHbIM M O-KNETOYHbLIM
neiiko3oM (cMm. Tabn. 19-4).

[vnarHo3. O6blMHO AMarHo3 ycTaHaB/nMBaloT 6e3 Tpyja Ha OCHOBa-
HUM onpegenieHns B Mepugepryeckoli KpoBW NENKO3HbIX KneTok. Mpu
NepBMYHOM 06CNef0BaHUN Y 6OMbLUMHCTBA 6OMbHBLIX BbISBASIOT aHe-
MUIO, HO TO/bKO Yy 25% M3 HWX YpOBeHb reMorsiobuHa He focTuraet
60 r/n. Y MHOrmx 60/bHbIX OTMeYaeTcs TpoMboumToneHns, Ho y 25%
ymcno TpomboumToB npeBbilwaeT 100 « 1090, Y 50% pgeTeld uncno nei-
KoumToB cocTtaBnsieT MeHee 3-10°/n, a y 20% — 6onee 50-10V 7.

JNeliko3 MOXET ObITb 3an0A03PeH MPU BbISBEHUM BACTHLIX KNETOK
B MepuepuyecKoil KpoBM, HO OCHOBHbIM MPWU3HAKOM CAYXMWT MO/HOE
3aMeLleHne KOCTHOro mosra numdgobnactamu. WMHorga 60nbHbIM, B
acrnupate KOCTHOrO Mo3ra KOTOpbIX COLEPXWUTCA HeboMbLIoe 4uc/o
KNeToK, TpebyeTcs MyHKLUMOHHas 6MOMCUS KOCTHOIO MOo3ra fns ornpe-
JleneHns ero 3amelleHns 61acTHbIMU KIeTKaMu.

Heo6xoaumMo NpOM3BECTM PeHTreHorpaduio TPyAHON KNeTKU C
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Lenbio OnpeaeneHns MeAnacTUHaNbHbIX Macc, 4acTo BCTpevarLmuxcs y
60MbHbIX  T-KMETOYHbIM fleliKo30M. Ha peHTreHorpaMmax KoCTel
MOXHO BWAETb M3MEHEHHble Tpabekynbl, AeeKTbl KOPTUKANLHOIO WK
pe3op6umo Cy63annMuU3apHOro Cnosi, HO 3TW MPU3HAKW He WMEHOT HM
K/IMHUYECKOrO, HU MPOrHOCTMYECKOro 3HadeHus. Heobxogumo uccne-
[0BaTb CMHHOMO3IOBYHO XWAKOCTb Ha MPeAMET BbISIBIEHUS NIE/iKO3HbIX
KNEeTOK, MOCKO/IbKY paHHee BoBfeyeHne B npouecc LIHC wnmeet npo-
FHOCTMYeCKOe 3HauveHue. [lo Hayana neyeHus crnefyeT OnNpefeUTb
YPOBEHb MOYEBOW KUCAOTbl U (PYHKLUMIO MOYEK.

OnddepeHymanbHbllii guarHo3. AHamHes, pesynbTaTbl (hU3NKab-
Horo o6cnefoBaHWs WM NabopaToOpHbIX aHaM30B (KPOBb W KOCTHbIN
MO3r) MOYTW BCerga MO3BOMSKT C LOCTOBEPHOCTbIO AMArHOCTMPOBATh
neiko3. MNoao3peHne Ha OCTpPbIA NMMGO6NACTHBIA NeliKo3 MOXHO OTN0-
XWUTb Y pebeHKa C MX0paf0uHbIM COCTOSHMEM W nuMdageHonaTuen Ha
HECKOMbKO Hefenb. J1eilko3 cneayeT audihepeHLMpoBaTh OT 3a60/eBa-
HUIA, COMPOBOXAAIOLNXCA MOBPEXAEHMEM KOCTHOFO MO3ra.

WNHpunbTpaums KOCTHOFO MO3ra ApyruMu OMyXO/eBbIMU KIeTKaMu
MOXET MHOrAa 06ycnoBUTL pasBUTME MAHLUTOMEHWWN. Y feTeid K OmyXo-
NAIM, KOTOpble MOFYT 3amMellaTb KOCTHbIA MO3F, OTHOCATCSA Heipo6na-
cToMa, pabgommocapkoma, capkoma HOuHra u peTuHobGnacToma.
O6bLIYHO UX KMETKM HaxofsaT B BuAe pa3bpocaHHbIX Fpynn B HEU3MEH-
HO KOCTHOMO3rOBOW TKaHW, HO WHOT4A OHa MOXET ObiTb MOAHOCTLIO
3amelleHa VMKW. Y B60/bHOr0 06LIYHO BbISBAAKT MPU3HAKKU MEPBUYHON
Onyxonu B APYroil TKaHW C BbIPaXKEHHOW AeCTPYKLMeA KOCTU Ha PEeHT-
reHorpaMme.

HapylieHus yHKUUM W CTPYKTYpbl KOCTHOFO MO3ra Mpy OCTPOM
nmmgobnacTHOM neikose cnegyet AnddepeHUNpoBaTb OT HesfnokKaye-
CTBEHHbIX ero 60/e3Hel, CBA3AHHbLIX C aniacTU4YeckoW aHemMuein wumm
Mnenonbpo3om. Y 60MbHbIX NENKO30M C BbIPaXKEHHON NelikoneHuel
MHOrJa He 06HApYXXMBAaKOT 6/1aCTHLIX KNETOK HY B Ma3kax KpOBW, HU B
acnupate KOCTHOrO MO3ra, a ero runoniasvs HanoMmHaeT TaKoBYHO
npu annactuyeckor aHemun. VccnefoBaHne 6uonTaTa KOCTHOrO mosra
00bIYHO MO3BONSET PaspelunTb COMHeHUsi. MHorga y 6onbHbIX ¢ anna-
3Meil KOCTHOr0 Mo3ra 4Yepe3 HecKONbKO Hefeslb Pa3BMBAETCS BblPaXeH-
HbI NenKo3.

VH(MEKLMOHHbIA MOHOHYK/1€03 PEAKO MOXHO MNPUHSATL 3a OCTPbIi
NeiiKo3, HECMOTPS Ha TO YTO MEPBbIMW MPOSB/IEHUSMU €r0 MOTyT ObITb
He3penble NMMQOUUTbI B Neputepnyeckoil KpoBu Y 6ONBHOMO C NNXO-
PafoYHbIM COCTOSHUEM, NUM{ageHonaTueid, renaTocnjieHoOMerasned un
K/IMHWYECKOW KapTUHOW TPOMOGOLMTOMEHWM UM aHeMuun. TulaTesbHoe
nccnefoBaHe MaskoB KPOBW MO3BOASET UAEHTUPULMPOBATL TUMUYHbIE
0N MH(EKUMOHHOr0 MOHOHYK/ie03a KeTku. OcTaloLlmecs COMHEeHWs
MOXHO paccesiTb, €C/M UCCNe0BaTb acnyMpat KOCTHOro Mo3ra, B KOTO-
POM BbISIBSKOT OObIYHbIE MOMY/ALMM KNETOK.

NeyeHune. fleyeHre BapbUpyeT B 3aBUCMMOCTU OT (DakTOPOB puUCKa.
B cTaHAapTHYIO rpynny pucka BKNHOYAKOT AeTeld, Y KOTOPbIX HA MOMEHT
YCTaHOB/IEHNS AMarHo3a YnC/Io NeNKOLUTOB B MepUdepUUecKoli Kposu
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He pgocTturaet 100 1091, Ha peHrTeHorpaMMe TFpPyAHOM KNETKW He
BbISIBNIAIOTCA M3MEHEHUSI CPefOCTEeHMS,, HET MNPWU3HAKOB BOB/IEYEHUA
B npouecc LIHC, a 6nacTHble KIETKM He MMEKT XapaKTepucTuk B- n
T-kneToK. OCHOBHble KOMMOHEHTbl fie4eGHO nporpammbl Ans 3TUX
60/bHBIX COCTOAT U3 Ha4aNbHOW WMHAYKUMU PEMUCCUM, MPOPUNAKTNKM
nospexgenns LUHC © B KOHLE KOHLOB [A/NTENbHOrO MOALEPXUBALO-
wero nedveHus (tabn. 19-5) B TeueHme 2 V2—3 neT.

KOoMOWHMPOBaHHOE neyeHWe MpPefaHWU30/IOHOM U BUHKPUCTUHOM
MOXET BbI3bIBaTb peMUCCUIO Y 95% 60/bHBIX. MMOYTK Y BCEX U3 HUX OHA
HacTynaeT u4epe3 4 Hef. OcTanbHbIXx 5—10% pgeTeli nNpoAo/mKaloT
NeYnTb elle B TeyeHue 2 Hed. 10 JOCTUDKEHUM PEMUCCUM K 3TUM [ABYM
npenapatam [06aBnsAlOT elle O4UH, Hanpumep acnaparvHasy. OpHako
[laHHble O TOM, YTO 3TO MNO3BOJIAET YAJIMHUTL MEPWUOL pemuccuu, OT-
CyTCTBYHOT. CUCTEMHOE /IeYeHWe [O/DKHO MPOLO/IXKATLCA B TEUeHue
2 V2—-3 fert.

bonee yem y 50% 60/bHbIX, HE MOMYYAIOLMX NEYEHUS, HanpaB/eH-
HOro Ha nNpogunakTUKy BoBfeveHus B npouecc LIHC, oHa cTaHoBUTCH
MeCTOM /10Kanm3aLmm nepsoro peumavsa 60ne3Hn. PesynbTaTtbl ucchne-
[OBaHWA CBMAETENbCTBYIOT O TOM, YTO IEMKO3HbIE KNETKN HaxoasTcs B
MO3roBbIX 060/104KaX Y)Xe B MOMEHT MOCTaHOBKM AMarHosa, a Wux
BbKMBaHWe 00YyCnoBAeHO 60/ee HW3KMM YPOBHEM Nperapara B CMWUH-
HOMO3rOBOM >XMAKOCTU. TepaneBTUYeCKOe BO3LENCTBME HA 3TOT TPYyA-
HOZOCTYNHbIA Y4acTOK OpraHu3ma AOCTUrasiocb BHadvane 06/yyeHuem
rofioBbl, OAHAKO 6blN0 06HaPYXXEHO, YTO 3TOT BMA NIeYEHNS MOXET Mo-
BNUATL B Aa/bHElLUEM Ha YCMeBaemMoCTb B LUKO/E W MOBEAEHUE, 0CO-
6eHHO MasneHbKMX aeTeld. PebeHKy U3 rpynnbl CTaHAAPTHOFO puUcka npu
K/IMHUYECKN HeoyeBMAHOM mopaxeHun LIHC, BeposATHO, JOCTATOYHO
3HAONIOMOANILHOrO BBefleHWs MpenapaTos.

Ta6nuuya 19-5. IpdekTUBHaA cxema MeyYeHUs AeTeill U3 rpynnbl CTaHAAPTHOIO puUcKa
no octpomy num@o6nacTHoOMy neiikosy

VHaykumsa pemuccun (4—6 Hepn)
BuHKpUCTUH 1,5 Mr/m2 (MakcumanbHO 2 Mr) B Hefento BHYTPUBEHHO
MpegHu3onoH 40 mr/m2 (MakcumanbHO 60 Mr) B AeHb BHYTPb
[JononHutencHbl Npenapat
AcnaparuHasa (E. coii) 6000 E[/(M2 cyT) BHYTpPMBEHHO B TeyeHue 14 AaHeit
JHpontoMbanbHOe BBefieHWe MpenapaTos
TpoiuaTka: MeToTpekcaT 15 Mr/m2 (MakcumanbHo 15 M)+ rMapOKOPTU30H
15 mr/m2 (MakcumanbHo 15 Mr)+ uuTo3nHapabuHosng (ymtapabuH) 30 mr/m2
(makcumanbHo 30 Mr) exeHedenbHO 6-KpaTHO BO BpeMs MHAYKLWW, 3aTeM OAMH
pa3 B 8 Hen B TeueHue 1 roga
CvcTeMHOE NOAJEPXKMBAIOLLEe feveHune
6-MepkantonypuH 50 mr/(M2e cyT) BHYTpb
MeToTpekcaT 20 Mr/M2 B Hedento BHYTPb
C ycuneHvem
BWHKpPUCTUH 1,5 Mr/MZMaKkcumanbHO 2 Mr) Kaxible 8 Hef BHYTPUBEHHO
MpeaHn3onoH 40 mr/(M2e cyT) BHYTpPb B TeueHue 28 aHeil yepe3 16 Hep
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AhheKTUBHOCTb NeUYeHns 60/bHbIX T-KNETOUYHbIM NEeiKO30M B Ha-
CTOsLLLEE BPEMS €Lle HEeyLOBNEeTBOPUTE/bHA. PEeXMM, aHaIorMyHbI
TakOBOMY MPW fleYyeHWM fAeTeld U3 rpynnbl CTaHAApPTHOrO pucka Mo
ocTpomy MMH0o6/1aCTHOMY NENKO3y, YacTo NPUBOAUT K NEpPBO peMmc-
CUW, HO Y OBONbLIMHCTBA 60/bHBLIX T-KNETOUHLIM NENKO30M peuuans
HacTynaeT B TeuyeHue nepBbiX 2 feT. bofee WHTEHCMBHOE NeyeHue ¢
MOMOLLbKO HECKO/IbKMX MpernapaTtoB 6bu10 nposefeHo O6befMHEHHbIMU
neyebHbIMM TpynnamMn. B OTHOLWEHWU 3TUX 6OMbHBLIX OMNPeAeneHHbI
MHTepec NpeAcTaBNseT nepecagka KOCTHOro mosra. lccnegosatenu
MbiTalOTCA cneuuduKky T-KNeTOoK, N0 KOTOPOI OHWM OTAMYAlOTCA OT ApY-
rmx NUMAQOLMTOB, MCMOMb30BaTh ANS TOrO, YTOObI BO3AENCTBOBATb Ha
HuX. C MOMOLLbIO aHTU-T-KNEeTOUYHbIX MOHOK/OHAMbHbIX aHTUTENT 0Yu-
LLAtOT ayTONOMMYHbIA KOCTHbIA MO3r nepef, ero penHdysueid, a UHIMOK-
TOp afjeHO3MHAe3aMUHa3bl Ae30KCUKOOPMULMH MOXHO MCMO0/b30BaTh
B KayecTBe crneymmnyeckoro 6MOXMMUYECKOrO sevyeHusi BONbHbIX C
T-KNeTOYHbIM /1EKO30M.

Y HeKOoTOopbIX 60/bHbIX € L-3 KneTKkaMu ¥ NMOBEPXHOCTHLIMU UMMY-
HOrnobynuMHaMyM NPOrHo3 0cob6eHHO HebnaronpusaTeH. VX npegnoytu-
TeNbHEee leYnTb N0 CXeMe, NMPeANoXKeHHOW A1 60bHbIX C B-KneTovHOl
NMM(OMOIA; OHU CUMTAKOTCA KaHAuaTamyn And TpaHCniaHTauum KocT-
HOr0 Mo3ra B paHHWIA nepuof 60onesHu.

B 60/bLUMHCTBE CMELMaN3MPOBaHHbIX LEHTPOB KOCTHbLIA MO3F
NcCnefytoT Yepes paBHbIe NPOMEXYTKN BPEMEHU, C TeM YTOObI onpepe-
NNTb, NPOLO/MKaeTCa NU pemuccus. [pu HauMHarowemcs peuugnBse
npouecca B KOCTHOM MO3re, 0COGEHHO MOC/e 3aBeplUeHUs Kypca noj-
JepXMBatoLLeli Tepanuu, MOBTOPHOE MHTEHCUMBHOE KOMOWHWMPOBAHHOE
NeyeHve LUTapabrHOM K 3aNUNOAO0MUNNOTOKCMHOM VM26 MOXeT B psfe
C/ly4yaeB COMNPOBOXAATbCA YCMEXOM.

O6ocTpeHne 06bIYHO HAYMHAETCS BHE KOCTHOrO Mo3ra y 60/bHbIX
M3 rpynnbl Kak CTaHZapTHOro, TaKk W BbICOKOro pucka. Hamb6onee
BaKHbl B 3TOM OTHOWeHUN LIHC 1 sinuku. PaHHME CMMNTOMbI Heipo-
neiko3a O00YC/MOBMIEHbI  YBE/IMYEHWEM BHYTPMUEPENHOr0 [AaBfEHMS.
Y pebeHKa ycunvMBaeTcA ronoBHas 60/b, HAUYMHAETCA pPBOTa, OTEKaeT
COCOK 3pWUTE/IbHOI0 HepBa WM HacTynaeT COH/IMBOCTb. JTa CUMMNTOMa-
TUKA MOXET 6bITb 1 NP TOKCUYECKOM MEHWHIUTE, pa3BMBLUEMCS Noc/e
3HAONIOMOALHOrO BBEEHWA MpenapaToB, YTO HEO6XOAMMO YUYMTLIBATH
B NnaHe guddepeHumnansHoi gnarHoctukn. Cyaoporu v M3onmpoBaH-
Hble Mapanuum 4epenHbIX HepBoB (Hanpumep, VI u VII napbl) moryTt
CNYXUTb NPOSABMEHUAMMW Heilponeinkosa. MMnoTanaMyc BOB/IeKaeTCH B
npouecc pefko, HO 3TO cfefyeT WMMeTb B BWUAY, eciv Y 60nbHOro
pebeHKa 3aMeTHO YBEe/IMUMBAETCA Macca Tena WM HapyLlaeTcs noeefe-
Hue. MouTn y BCex 60MbHbIX C HEMPOEiKO30M MOBLILLAETCA AaBNEHMe
CMMHHOMO3r0BOI XXUAKOCTWU, B Heli BbISBAAT MAEOLMTO3 3a CUET Neit-
KO3HbIX KNeTok. [lpy OTCyTCTBUM MNIeouuTo3a fenKo3Hble KETKU
MOTyT ObITb HalifieHbl B Ma3KaX, MPWUIrOTOB/EHHbIX MOCNe LeHTpudyru-
pOBaHUA CMUHHOMO3rOBOWM KMAKOCTM.

Mpu peumnamee npouecca B LIHC nocne npodunakTM4eckoro meau-
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KaMeHTO3HOro JIeYeHUs 1 Ha (POHe PEeMUCCMU CO CTOPOHbLI KPOBM 60/b-
HOMY BBOAAT 3HAONMOMOGa/IbHO MeTOoTpekcaT B fo3e 15 mMr/m2 (Makcu-
ManbHO 15 Mr) exeHefenbHO B TedeHne 4—=6 Hef Mocne UCYE3HOBEHMS
6NnacTHbIX KNeToK. 3aTeM CcneayeT MNPOBECTU PeHTreHoTepanuio Ha
06/1aCTV roNoBbl U NO3BOHOYHUKA. KpoMe TOro, AO/MKHO ObITb UHTEHCK-
(hMLMPOBAHO CUCTEMHOE fiedyeHue. [peBeHTMBHOE BO3MENCTBME HA
LIHC Heobxogumo MOBTOPSATb Yy BCEX 0O0MbHbIX C 060CTPEHUAMMU Mpo-
Lecca B KOCTHOM MO3re WM BHe €ro.

Mpn 06bluHOM 06CNeaoBaHNM 6GOMBHOrO NENKO30M HEeobX0AMMO
OnpefensaTb pasmepbl sAnMYeK, YTO6bI YOeANTLCA B COOTBETCTBUM WX BO3-
pacTy pebeHka. O60CTpeHMe NeiKO3HOro Mpolecca Bbi3biBaeT 6e360-
Ne3HeHHY MpUNyxnocTb OAHOr0 UM 060UX ANYEK, YTO MOXET He bec-
NOKOUTb 60MbHOr0. [MarHo3 MnoATBePXAatoT Npu MccnefoBaHUMKU Guon-
TaTa. fleyeHue 3akntoyaetcs B 06nydeHun (200 TiA) roHag. B cesisu
C TeM 4TO Yy 6onbLWOro uyucna 60MbHLIX B NPOLECC BOBAEKAKOTCA 3a-
OPIOLLNHHBbIE NUMQaTUYECKMe Y3Mbl, Heobxoanmo npoBecTn 6onee
WHTEHCMBHOE CWUCTEMHOE JleYeHWe WM BO30OHOBWUTL  €ro, ecnu
OHO 6bIN0 NpekpalleHo. CnegyeT NOBTOPUTb NPOdMNakTMKy 3abonesa-
Hua LHC.

MporHo3. K He6naronpuATHbIM  MPOrHOCTUYECKUM  NPU3HaKaMm
OTHOCATCS Hayano nelikos3a B Bo3pacTe A0 2 neT wuay ctapwe 10 neT,
yncno neikountoB 6onee 100 m109n wnm NocTopoHHee obpa3oBaHMe B
CpefoCTeHMU. 3HayeHWe 3TUX MPU3HAKOB Obl0 YCTAHOBMEHO eLle A0
onpegenieHns MOLTMNOB OCTPOro NMME061acTHONO Neiiko3a; nocnegHue
MO3BONAIOT TOYHEE OLEHUTb MPOrHO3.

Hanbonee OGnaronpuaTeH MPOrHo3 npu 0-KNeToYHOM NeiKo3e.
Moyt y 95% 6ONbHBIX HAacTynaeT pemuccus, U NPUBANU3UTENBHO Y
75% oOHa npofonxaetca 6onee 5 neT nocne Hayana neveHus. Maneyve-
HMEe MOXET HacTyMnWTb Y GOMbLUMHCTBA BGOMbHLIX C 3TOW (HOPMOI neit-
ko3a. [pu npe-B-kneToyHom neiiko3e MPOrHo3 MeHee 6GMaronpusiTeH.
Pemuccnsa HacTynaet nout y 95% 60/bHbIX, HO TO/IbKO 0KONo 60% u3
HUX HaxodaTcsi B Held yepe3 5 feT. Y 60/bHbIX, Y KOTOPbIX Ha KeTKax
oTcyTCcTBYtOT CALLA, MpOrHo3 HebnaronpusTeH; nouTu y Bcex 60/b-
HbIX, Y KOTOPbIX NENKO3 AmarHoctupyetcs B 1-i rog XusHu, 60ne3Hb
npotekaeT no CALLa-oTpuuaTensHOMY BapuaHTy. WM3neyeHune npu T-
KNEeTOYHOM NeiKo3e HacTynmaeT HeyacTo; B-KneTOuHblli Neiiko3 peako
NoAJaeTcsa BO3MECTBMIO MpenaparoB, MWCMOMb3yeMbIX B HaCTosLLee
BpeMsi.

OCTPbII HENMM®OB/IACTHBIA NIENKO3

JTOT BWA Neliko3a y feTeli cocTaBnsieT okoo 20 % OT BCeX BWIOB
nelikosa. Yaule 3a60neBatOT AETW CTApLUMX BO3PACTHbLIX rpymnn 060ero
nona ¢ TakKUMK MpespacnonaratoLiMmMm COCTOSHUAMM, Kak aHemmst P aH-
KOHU ¥ CMHAPOM Bnayma C noBpexaeHWeM XPOMOCOM WM BTOpPUYHAs
3/10Ka4YeCTBEHHAs OMyX0Nb MOCME NleYeHNs MPOTMBOPAKOBLIMK Cpef-
cTBaMu.
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Matonormsa. MoaTunbl neiikos3a, NpeAcTaBNeHHble B Tabn. 19-6,
pasnnyarnTcs no MopgonorMm KAeTOoK B MasKaxX KpOBM W KOCTHOrO
MO3ra, OKpalleHHbIX Mo PaiTy. Tunbl WAEHTUGULMPYIOT MO TOMY, B
KaKoi cTeneHu LOMUHUPYHOLME B KOCTHOM MO3re KETKM HanoMuHatoT
MHTaKTHble. OG6bIYHO IEMKO3HbIE KMETKU HanOMWHAOT MWENo- U Mue-
NoMoHo6NacTbl. MPOLEHT KNEeTOK, CXOAHbLIX C MWENo- WM MoHobna-
cTamu, Mo3BOASET OTAUUMUTL OAWMH TN feiko3a oT gpyroro. Oba Tvna
(MOHO- 1 MrenobnacTHbIn) cocTaBnAlT 90% OT BCcex c/yyaeB 3abone-
BaHMA OCTPbIM HENMM(OONACTHbIM NeiKO30M.

HecMOTps Ha LMUTONOMMYECKME pasnnumns, KIMHUYECKUE MposiBie-
HWA U peakuus Ha feveHWe OAUHAKOBbI NpU TOM W APYroM MOATWMNE C
OJHUM MUCK/HOYEHVEM: eClM JOMUHUPYIOLME KIETKU CXOAHbI C MpoMue-
nouutom (M3), y pebeHKa MOBbILLEH PUCK Pa3BUTUS KPOBOTEYEHWUI C
OMCCEMUHUPOBAHHBLIM  BHYTPUCOCYMCTLIM CBEPTbIBAHMEM B Hauane
NeyeHns. ITOT MNOATWUM BCTPeYaeTcs MpUMepHO Y 5% BOMbHbIX.

Ta6nuua 19-6. MoaTvnbl HeNMM®OGNACTHLIX NENKO30B

Knaccudmkauys
no cucteMe (paH-
Tun KO-aMepuKaHo-
GpuTaHCKOIA
rpymmbl
OcTpblii HeNMM(OBNACTHBI Neliko3
MwuenobnacTHbIA, CO3peBaHMEe OTCYTCTBYET M
Mweno6bnacTHbllii, HenosHoe Cco3peBaHue M2
vneprpaHynspHbIi NPOMUENOLUTaPHbIA M3
MwenomMoHOLMTapHbINA M4
MoHopUTapHbIi M5
SpuTpomMnenos M6

XPOHNYECKNIA MUENONeiko3
Bspocnasa topma
XpoHuyeckasa (hasa
BnacTHbIn Kpu3
HOBeHWMbHas hopma
BpoxxaeHHbIA neliko3

KnuHunyeckne nposiBneHus.  OnuTenbHOCTb  3ab0/eBaHus  OT
MOMEHTa MOABMIEHWUS MEPBbIX CUMMTOMOB [0 MOCTaHOBKWU AMarHosa He-
BenvKa, y 50% pgeTeii oHa cocTaBnsieT MeHee 6 Hed. OAHaKo B aHaM-
He3e HEKOTOPbIX 60/bHbIX eCTb YKa3aHUs Ha BO3MOXHOe Hauasno 3a60-
neBaHms 3a 12 mMec g0 YCTaHOBMEHUS AuarHo3a. B atom cnydvae pebe-
HOK ObICTPO YTOMAAETCH, Y HEro 4acTbl PeLUAVBUPYIOLLNE UH(EKLMN.
B nocnegHue 2 Hep uallle BCEro ycunvMBaroTcs 6/efHOCTb KOXHbIX
MOKPOBOB, /IMXOPajO4YHOE COCTOSHWE, KPOBOTEUEHUS, HapyLUeHUs
(DYHKUMN >KeNy[o4yHO-KULIEYHOro TpakTa WM pa3BUBAETCA TAXKENo
npoTtekawowas uHpekums. Lo nonyyeHus pesynbTaTtoB AMArHOCTUYe-
CKUX MCCNeaoBaHWUliAi HEBO3MOXHO OTAMUUTbL OCTPbIA IMMGO6IACTHBIN
Nneiko3 oT Henmmgo6nacTHoro. OTHOCUTENBHO CRELUU(UYECKM CUMI-
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TOMOM MNOC/IEAHEr0 CAYXWUT MNpUnyxaHue AeceH BCNeACTBUE WH(UIIb-
Tpauum NeKo3HbIMU KeTKaMu.

MepBble (M3MKaNbHbIE [aHHbIe CXOAHbI C TakOBbIMW MpU NUM{O-
6nacTHom neiko3se. lMeyeHb U ceneseHKa yBenmumBaroTes y 60% 60/b-
HbIX; 3aMeTHa renartocrnieHomeranma Tonbko y 10—15% u3 HuX.
Y 20% MOXeT O6blTb BbIpaXeHHad NuMMQafeHonaTusa. Y HEeKoTopbIX
60NbHBLIX MOABNSETCA 00Mb B CycTaBe, CUMYNMpyoLWas apTpuT, W
NoKann3oBaHHasi onyxoneeas Macca (Xnopoma), KoTopasi MOXeT 06yc-
NOBUTbL NTO3 WM HEBPONOTrMYEcKMe MpPOsIBIEHUS Helponenkosa.

[narHos. BapunabenbHOCTb WCXOAHOrO Yncna NenKouuToB U TPOM-
OOLMTOB Ta XK€, UYTO MPWU OCTPOM NMMGO6NACTHOM JieiiKo3e, YPOBEHb
remornobvHa BapbUpyeT OT 3aMETHO CHWXEHHOro [0 HOPMbI; Y 60/1b-
lWMHCTBa 60MbHLIX OH cocTaBnsieT 50—100 r/n. AwnarHo3 NoaTBEPXK-
flaeTcs pesynbTaTaMmu UCCNef0BaHUA Ma3KOB KPOBU M KOCTHOMO MO3ra.
Y 60/MbHbIX OCTPbIM MNPOMUENOLMUTAPHBLIM f1IEAKO30M MPU MPOBefeHUU
[LMarHOCTUKM Heob6XoarMO NOCTaBUTL NPO6Y Ha CBEPTLIBAEMOCTb KPOBU
C LUenbl BbISBUTb YCKOPEHWE ee BHYTPWUCOCYLMCTOrO CBEPTbIBAHUS Y
nofjepXKaHnus ero Ha 6a3asbHOM YpPOBHe [ANA TOro, 4YT0bbl OLEHUTb
JanbHellee KIMHUYECKOE TeueHne 60nesHu.

HekoTopble cO06paXkeHWs1 B OTHOLLEHUU AnddepeHLnanbHol gua-
FHOCTUKW MPU OCTPOM NUME061aCTHOM NeiiKo3e MpUemsieMbl U B OTHO-
LLEHNM OCTPOro HenmMmdgo6nacTHOro neikosa. Kpome Toro, B mocnef-
HEM C/lyyae MOryT OTMeYaTbCsl MPU3HAKU MeranobnacTHbIX M3MEHEHWUi
KOCTHOFO MO3ra, BCTpevarlmxcs npu geduunte (ONNEBOWA KMCNOTbI
UM BUTaMuHa B,2 OMbITHBIA CNELMaNMCT-LUTONON MOXET /Ierko OT/In-
UUTb OfWMH TWN feliko3a OT APYroro mo 6osee BblpaXeHHbIM AeteKTy
CO3peBaHNs KNeToK, CTereHW atunu3mMa MopQonorum U MpoLeHTy
6NacTHbIX KNeToK.

WHorpa y pebeHka MposBNEHMSIM OCTPOro HenMMMo61acTHOrO Nei-
KO3a MpeaLllecTBYeT 4JUTENbHbLIA NEepUoj MPOrPecCUPYHOLLErO YrHeTe-
HMS (YHKUMN KOCTHOro mosra. B aToli paHHein hase yMcno 6nacTHbIX
K/IETOK MOXET 6bITb CTOMb HEBO/bLUUM, YTO NOATBEPAUTL AMArHO3 fNei-
K03a 6blBaeT HEBO3MOXHO. VIHOrga AuMarHOCTMKa MOXET 6bITb ob6ner-
YyeHa MpuW BbISB/IEHUM aHEYM/I0UAHOIO KapuoTuna KNOHOB K/IETOK KOCT-
HOro Mmo3ra. B 3Tom cnyyae YyrHeteHue (YHKUUM KOCTHOrO Mo3ra
MOXET CKOpee YycyryobuTbCs, Hexenu KOppUrnposatbecsi Npu nposeje-
HUM xuMuoTepanun. CnegoBaTenbHO, HabnwogeHWe 3a 60/1bHLIM — 3TO
Hambonee noAXoAsallas TaKTWMKa; faHHble O TOM, YTO paHO HayaToe
NeyeHMe MMeeT nepef HUM Kakume-TO MNpPenMyLLecTBa, OTCYTCTBYHOT.

B 60MblUMHCTBE C/lyvyaeB CTaH4ApTHO MPUrOTOB/IEHHbIX Ma3KOB
KPOBM M KOCTHOIO MO3ra, OKpalleHHbIX Mo PaiTy u um3e, ObiBaeT
[JOCTaTOMHO A1 TOoro, Ytobbl AnddepeHUMpoBaTh ABa Tuna 61acTHbIX
KNeToK. NH(popMaTuBHbI M FMCTOXMMUYECKUE METOAbl UCCNef0BaHUS.
KneTku 06bIYHO OKpaLLMBAKOTCA MEpoKcMAa3oin n yepHbiM CygaHom B;
eCM UX uuTOonfasMa OKpalumBaeTcA peakTusom LUwndda, TO OH
pacnpefenseTca no Heli ckopee AM(GY3HO, HEXEeNM B BuAe [/blOOK,
YTO XapaKTepPHO AN OCTPoro nmMmcgo6nacTHoOro neiikosa. pu MOHO-

174



61acTHOM feliko3e LuMToniasMa OKpallMBaeTcsl Npyu Hecrneunguyeckoin
3CTepasHoON peakumu.

B HacTosllee BpeMsi NPUMEHAIOTCS MOHOK/IOH&/IbHbIE aHTUTeNa Ans
onpegeneHns MeM6paHHbIX aHTUIeHOB, CBA3AHHbLIX C  OTAe/bHbIMU
(haszamy co3peBaHUA MUENOUAHBIX KNETOK. OHW MO3BONAIOT YCTAHOBUTb
CTEMeHb 3PEenoCcTM MUENOUAHBLIX NEeWKO3HbIX KNeTtok. Wcnonb3oBaHue
MOHOK/IOHa/IbHbIX aHTUTEN MOXET ObITb OCO6EHHO WH(OPMATUBHO Y
60/bHBIX, Y KOTOPbIX 3aTPyHEH MMCTONOrMYeCKU AnarHos. Jaxe ¢ ux
MOMOLLbI0 Y HEKOTOPbIX BOMbHLIX He YAaeTcs BbIBUTb Ha /IEAKO3HbIX
KNeTKax OrpefjeneHHble MapKepbl, Yy ApYrux OfpeaenstoTcs mapkepsbl
OBYX K/ETOYHbIX JIMHWIA (HanpumMep, MWeNouAHbIE MOBEPXHOCTHbIE
aHTUTEeHbl U FeH CMHTe3a UMMYHOrnobynuMHoB). B HacTosLee BpeMs He
ACHO, KaK BeCTW TakKuX OOMbHbIX.

JNeyeHune. JleyeHre COBEPLUEHCTBYETCSA MO Mepe pa3paboTKy HOBbIX
npenapaToB M 0COGEHHO MOBbILEHNS 3MDEKTUBHOCTU MNOALEPKUBAIO-
Wei Tepanuu. B cBA3M C TeM, YTO MUENOUAHble NeKO3Hble KNETKU
OYeHb OMAM3KM K MHTAKTHbIM CTBOJIOBLIM, MPU JIEYEHUN A5 YCMELLHOM
Haya/IbHOW MHAYKUMM TpebyeTcs, Mo BCel BEPOATHOCTM, Mepuof anna-
3MM KOCTHOro mosra. Cxema, npejycmaTpusatolas BHYTPUBEHHOE
KanesibHoe BBefeHue LuTapabuHa B fose 100 Mr/M2B TeueHue 7 gHeld v
fayHopy6uumHa (pybommumnHa rugpoxnopug) B gose 30 mr/ (M2 <cyT) B
TeyeHMe 3 AHeld, MO3BOASET AOCTMYL pemuccun y 70% OGOMbHBIX U
6onee. BOMbHLIM MPOMWENIOLMTAPHLIM /1EAKO30M B MEPUOL HayanbHOW
WHAYKUMW HEeOoBX0AUMO BBOAWTL TenapuH, 4Tobbl NpefoTBpaTUTL Kpo-
BOTEYEHMe, 3aKaHUYMBaloLLeecs CMepTblo pebeHKa BCeACTBUe AUCCEMU-
HUPOBAHHOI0 BHYTPUCOCYAMUCTOrO CBepPTbIBAHUA KpoBW. [lognepxu-
BalOLlas Tepanus NPOBOAUTCA OObIYHO MYyTEM YepefoBaHUS COYeTaHWi
pasHbIX NPenaparoB B TeueHue 2 neT. CnefyeT 0XMAaTb, YTO MO MeHb-
wein mepe 50% 60MbHBLIX, Y KOTOPbIX HacTynuia pemuccus, OyayTt
OCTaBaTbCA B Heli MOC/e OKOHYaHMS NeveHWsi. LleHTpanbHas HepBHast
CUCTEMA CNYXWUT TeM e BaXHbIM WCTOUYHWMKOM OOOCTPEHUA OCTPOro
KaK Henmmgo6nacTHoro, Tak u numdobnacTHoro neiikosa. Bcnep 3a
Haya/lbHOW 3HAOMOMOANBbHOM MYHKUMEA C Lenbio onpeaenceHns nopa-
Xenna LUIHC npogmnakTnyeckoe feyeHne NpoBOAUTCA Tak Xe, Kak npu
OCTPOM num¢o6nacTHOM feliko3e. PaccMaTpuBaloTCs BO3MOXHOCTM
TpaHcniaHTaumMyM KOCTHOIO MO3ra nocie HacTynneHus y 601bHOro nep-
BO pemuccuun. Y aeTeil pemuccum 6onee ANUTENbHbI, Y BDKMBAEMOCTb
1X 6O/bLLUE, HEXenu B3POC/bIX Kak Nocne fedeHns O4HUMU XUMUOoTepa-
NeBTUYECKUMW CPefCcTBaMW, Tak W Mocie TpaHCrnaHTauuum KOCTHOro
MO3ra; MO3TOMY BaXKHO, YTOObl 00/bHbIE 3KCMEPUMEHTA/ILHOW W KOH-
TPONLHOIW rpynn OblIM OZHOIO BO3pacTa.

MporHo3. TMporHo3 npu Henumco6nacTHOM fieiiko3e cTan 6onee
onaronpusaTHbIM. MOXHO OXwuaatb, uto 30—40% pAeTeil 6yayT mane-
YeHbl C MOMOLLBI0 TONBKO XMMUOTepanuu. Pe3ynbTaTbl NPOBEAEHHbIX
nccnefoBaHNiAi NO3BONAKOT CUMTaTh, UTO Y B3POC/bIX, Y KOTOPbIX 3a60-
nesaHune 60nee pacnpoCTpaHEHO, U Yy 60MbHbIX, Y KOTOPbIX MembpaH-
Hble MapKepbl COOTBETCTBYHOT (PEHOTWUMY CTBOMIOBLIX KNETOK, MPOrHO3
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MeHee 6naronpuaTeH, 4YeM Y 60/bHbIX C (DEHOTMNOM 3PeNbIX KNEeTOoK.
WMMyHonornyeckne Tumbl He KOPPENMPOBaIN C rMCTONOMMYECKON Kap-
TUHOIA.

XPOHUUECKMIA MVIENOSNENKO3

B3poc/ibiii TMM XPOHMYECKOro MUenoseiikosa y [eTeli cocTaBnsieT
TONbKO 3% OT BCEX Cy4aeB WX 3a60/ieBaHWA Neliko3aMn ¢ MakCUMasib-
HOli yYacToToli B Bo3pacTe 10—12 neT. OH yvalle perncTpupyetcsa y
N, NOABEPriuMxca BO3AENCTBMIO  MOHWU3MPYIOLWEA paguvauun  npu
B3pblBe aTOMHOW 6GOMObI.

MaTonorusa. Y 60MbHOr0 YBEMUMBAETCA UYUCNO AUPHEpPEHLMpPYIO-
LLMXCA MUENOMAHBIX K/IETOK B KPOBU M KOCTHOM Mo3re. CrnjieHoMeranms
OTHOCUTCS K MOCTOSIHHbIM MpK3HaKam. [MOBbIWATCA YPOBHM BUTaMWHA
B2 B mnasme 1 peTasbHOrO reMorsiobuHa B 3pUTPOLATAX, LLE0YHas
thochatasa B nelikouMTax HeakTWBHA. [ Muenonenkosa naTtorHoMo-
HuuHa Ph'-xpomocoma. OfHaKo OHa OTCYTCTBYET Y HEKOTOPbIX 60/b-
HbIX, Y KOTOPbIX HaIMLO BCE K/MHWYECKUE MPU3HaKM 3aboneBaHMs
(Ph'-oTpuuaTenbHbIi MUENONEKO3), U ONPEAEnsieTca y ApYrux ¢ Knu-
HWYECKMU MpU3HaKaMn OcTporo nmmdobnactHoro neikosa (Phl
OCTPbI NMMGOGNACTHBIA NENKO3).

KnuHnyeckue nposieieHns. O6bIMHO 3ab0/eBaHME HauMHAETCS
nocTeneHHo. TOAO3peHMS Ha HEero He MOSBAAKOTCA A0 TeX Mop, Moka
npu 06blMHOM 06CnefoBaHUM He OYAYT BbISBMEHbI Cr/EHOMEravs |
M3MeHEeHWe coCTaBa Mepugepuyeckoin Kpoeu. CeneseHka MOXET CTaTb
TBEPLOM W YBEIMUMTLCA [0 TakKMX PasMepoB, 4YTO 3aHUMaeT Mnpo-
CTPaHCTBO A0 MOMIOCTM Tasa.

[narHos. /labopaTopHble MPW3HaKM BHayale OrpaHMYMBaloTCS yBe-
NNYEHMEM YmMCna NenKouuToB, MpeBbiwatowmm 100- IOVA, npuyem B
nepudepnyeckoii KPoBM MOXHO OOHapy>XXWTb BCe (DOPMbl MUENOUAHBIX
KneTok. Cneyuduyeckme mMopgonormyeckne aHoOMaaum KneTok OTCyT-
CTBYIOT, HO OObIMHO OTMeYalT 6a30(MANI0 1 303UHOPUANIO, KOTOpbIE
MOTyT OblTb 3HaUMTENbHbIMW. KOCTHbIA MO3r FMMEpnacTUYUeH, Mue-
NOMAHbIE KNETKW HaxofATCA Ha BCEX CTaausax AugepeHLMpoBKY,
MOXET ObITb YBE/IMYEHO YWUCNO MerakapuouuTos. Yucno TpomooLmToB
He W3MEHEHO WM yBenn4yeHo. MOXeT pa3BMBaTbCA aHeMus, B KPOBU
MHOr4a OnpefensoT sapocofepXalline spuTpouuThl. JMarHocTUUecKu
LeHHbl pe3ynbTaTbl UCCMEef0BaHWS KOCTHOTMO MO3ra C M3y4YeHWeM Xpo-
MOCOM.

JNeueHve. Ewe He paspaboTaHbl METOAbI fleYEHWS, KOTOPbIE MOI/M
Obl OCTAaHOBMTb MPOLIECC, NeXaLMil B OCHOBEe 3aboneBaHusi. B3pocnble
MOJBEPratoTCsa WMHTEHCMBHOM XuMMOTepanuui. B KOCTHOM Mmo3re 60/b-
HbIX BbISIBNSAKOT HEU3MEHEHHbIe CTBOJIOBblE KETKWU. JleueHne [O/MKHO
ObITb HANPaB/MIEHO Ha WX COXPaHEHWe B HafeXie Ha TO, YTO B Hepjasne-
KoM 6yayuwiem 6yayT paspaboTaHbl HOBble MeTodbl. CnegyeT pobu-
BaTbCA TOr0, 4YTOObI YMCNO NEAKOLWTOB CHU3UAOCH U He [OCTWrano
100 « IOV, B pe3synbTate Yero MOXXHO M36eXaTb MOBbILLEHNA BA3KOCTU
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KPOBM W MOPaXKeHWsi MO3roBbIX cocyfoB. C 3TOM Uenbi NpeanoyTu-
TeNbHEe MCMob30BaTh MMAPOKCMMOYEBUHY (NMUTanMp), He NOBpeXAato-
L0 CTBOJIOBble KNETKW, Hexenn bucynbaH (MunepaH), youBatoLLuii
nx. O6MyyaTb Cenes3eHKy MOXHO B TeX C/y4asX, €C/N ee YBe/IMyeHune
COMPOBOXAAEeTCA 3aMETHBIM AUCKOMDOPTOM. AsOreHHas TpaHCMlaHTa-
LM KOCTHOrO MO3ra MOXeT OblTb 3(h(heKTMBHA HA PaHHWUX CTagmsaX
3aboneeaHns. HekoTopbli 3h(heKT HacTynaeT .Nnocne NevYeHns MHTep-
(hepoHOM.

TepMuHanbHasa cTagus 3ab0neBaHUS XapaKTepu3yeTcs MOCTemneH-
HbIM YBE/IMYEHNEM 4MCfla MMenobnacToB B KPOBW (6M1ACTHbIA Kpu3) K
pa3BUTMEM aHeMUM W TPOMOOLMTONEeHUW. Bo Bpemst 61acTHOTO Kpu3a,
KOTOPbIA MOXET ObITb MUENOUAHLIM WY NUMAOUAHLIM, CXeMa Se4eHNs
[lOMKHa ObITb TaKO e, 4TO M NpU OCTPOM neiikose. CpeaHss npo-
[LOMKUTENBHOCTb XXM3HU BONLHOMO OT MOMEHTA MOCTAHOBKM AmMarHosa
cocTaBnfeT 3 rofa.

HOBEHU/TbHBIM XPOHUYECKUM MUEN0NEMKO30M 00bIYHO 3a60M1eBal0T
B BO3pacTe A0 2 feT, nHorga y 60MbHOr0 B aHaMHe3e eCcTb yKasaHWUs Ha
3K3eMaTO3Hble BbIChINAHWS, NMM(aZEHONATUIO U  peLuauBUpYyLoLLme
6akTepuanbHble MH(EKLUUM C YMEPEHHbIM YBEMYEHUEM MEYEHU U B
HEKOTOPbIX CAy4asx Cene3eHKW. YBEMUMBAETCA YMC/IO0 NEAKOLUTOB, a
M3MEHEHUS B KPOBU WMAEHTUYHbI TaKOBbIM MPY XPOHUYECKOM MUENoneii-
KO3e, XOTSl MOHOLMTO3 4acTo 60fee BblpaXeH. [pOUEeHT (eTabHOro
remornobuHa coctasnsietr 30—70. YpoBeHb BuMTaMuHa B|2 B nnasme
MOBLILLAETCA, HO B fleiKoLuTax 06bIYHO OMpefensieTca LienoyHas ¢oc-
thaTtasa, Phlxpomocoma OTCYTCTBYeT. TE€PMWUH «HOBEHWNbHbIA XPOHU-
YECKUiA MWenoneiikos», BEPOSATHO, He MOJTHOCTbIO OTpaXkaeT MaToreHes
3aboneBaHns. JleyeHne OfHUM MpenapaTtoM WM KOMOWHUPOBaHHas
XMMUOTEpanus, WCcMnosib3yemas npu  MUenobiacTHOM  feiiko3e, He
COMPOBOXAAIOCh 3h(PEKTOM.

WHorga y fpetel ¢ XpPOMOCOMHBIMKW aHOManuaMu, 0cCo-
OeHHO C TpMcomuein 21, rematocnieHoOMeranus, 60nbLIOe YNCN0 NEeRKo-
LUMTOB B KPOBU C HE3penbiMvM MWUEeNoUAHbIMU (hopMamy 1 TPOMOOLKTO-
nenns  GbIBAlOT  BPOXAEHHbIMW. HeACHO, [eACTBMTENbHO /M 3TOT
«BPOXAEHHbII NeK03» NpeAcTaBnseT cob0li NeliKo3HbIA nNpoLecc. ATuX
60/bHBIX MPU BbIP&KEHHBLIX KPOBOTEUEHWSX CrefyeT fe4nTb Noanep-
KUBAOLWMMN TpaHChy3naMnU TPOMOOUMUTOB W/MAWM OHUM XMMUOMpena-
paToM AnA YMeHbLUEHMS Yncia NeKOUMTOB; HeobxoA4uMo Habngath,
OyneT M SOCTUTHYTa CMOHTaHHas PeMUCCUS B TeYEHMe NepBbIX Hefdesb
3a60neBaHus.

NTMM®OMBbI

Nuvdoma — TpeTuid no yactoTe (13,2 : 1 MAH B roa) BuA 310Kaye-
CTBEHHbIX onyxonein y geTeii B CLLUA. YpoBeHb 3a60n1eBaemMoCTy 0fu-
HaKOB y MpeACTaBUTENE eBPONEOUAHON W HErpovaHON MNoNynsuuiA.
[Ba OCHOBHbIX BuAa AUMGOMbI— MG orpaHynemaros (60ne3Hb
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Puc. 19-2. Knetka Pug—
LLitepHbepra ¢ gsymsa £4-
pamMu, B KOTOPbIX OTYeT-
NVBO  BUAHbI  AAPLILKA  ©
MeMmbpaHa.

LiuTonnasma  3TO  KNeTku
OTHOCWTENbHO CBOGOAHA, APY-
rvie npejcTaBneHbl UMQOLIN-
Tamu, nnasMaTu4eckumn Knet-
KaMW U TKaHeBbIMWA MOHOHY-
Kneapamu. Takoii cocTaB NMM-
(haTM4eCKOro y3na TUNUYeH Ana
numdorpaHynemarosa (601e3Hb
XOAXKKMHA).

XOMKKMHA) 1 numdocapkoMa (HEXOMKKMHCKas nuMdoma) — Ha-
CTO/IbKO Pa3NMyHbl MO KAVHUYECKUM MNPOSIBEHMAM, NIEYEHUIO W NpO-
FHO3y, 4TO WX CcnegyeT pasbmpaTb N0 OTAENbHOCTW.

BOJIE3Hb XOOXKWHA

YacToTa. [etn B BO3pacTe A0 5 net 3aboneBatoT peako. YactoTa
60NMe3HN MNOCTOSIHHO HapacTaeT, JocTurasg MakcMmyMma B BO3pacTe
15—34 net co BTOpbIM NMWKOM B Bo3pacTte nocne 50 net. INMoytn B ABa
pasa uvalle 3a60/1eBatOT MaSb4MKW. TOYHO 3TMONOTMYECKMe (haKTopbl
He onpejeneHbl, HO 3a6osieBaHWe OAHOMOMbLIX CMOCOB MO3BONSET Mpej-
MOMOXMWTb y4vacTWe BMPYCa C HU3KOA BUPYNEHTHOCTHIO. BeposiTHO,
nnMgomMa XOKKUHA NCXOANT 13 T-3aBUCUMMBIX YHACTKOB NMMGOUIHOIA

* TKaHW. OCHOBHbIM TMCTONOrMYECKMM  MPU3HAKOM  C/YXKaT  K/ETKU
Pug — LW TepHGepra (puc. 19-2). MonaratoT, 4TO OHM NPOUCXOANT U3
aHTUTEeHHECYLLIMX KNETOK MOHOHYK/1eapHOro harounTtapHo-peTuKynsap-
HOro psfa, BO3MOXHO, W3 OTPOCTYATbIX PETUKYNAPHBLIX KIETOK.

MaTtonorva. Pa3nuyaldT  YeTblpe  TUCTONOMMYECKUX  NOATUMA
60M1e3HN XOKKMHA, OTANYAOLWMXCA MO KAMHUYECKUM MpU3HaKam |
nporHosy. MMpu nNpevMMylWwecTBEHHO NUMAOOLUTAPHOM
TUME NOYTW BCe K/ETKW NpeicTaBneHbl 3pefbiMU numgouuTaMm Um
CMECbIO JIMM(OLMTOB C TUCTUOUUTAMU W EAUHUYHBIMU - KEeTKamu
Pug — LLTepH6epra. OH BCcTpedvaetcd y 10—20% 60/bHbIX, NPOrHO3
ero 6naronpusTex.

Y3n0BOW CKNEPO3UPYHLWMUIA TN Hanbonee pacnpocTpa-
HeH (BCcTpevaeTca nouTy y 50% 60nbHbIX). LLIMpoKMe Nyykn KonnareHa
[ensaT nopaeHHbI y3en Ha fonbku. K cneumgpuyecknum ructonoruye-
CKAM MpuU3HaKam OTHOCATCS CBOOGOAHbIE MPOCTPAHCTBA, OKpYXatoliue
TaK Has3blBaeMble JflaKyHapHble KNeTKW, MpefcTaBnstowme coboi
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BapuMaHT K1eTok Pupg — LUTepHGepra. W3-3a 60MbLION0 KOAMYecTBa
KOfinareHa PeHTreHoNornyeckue npusHaky (0CO6eHHO B CPefoCcTeHUM)
MOryT Mef/IeHHO HOPMaM30BaThCa AaXKe Npu HeaP(eKTUBHOCTU nede-
HUA.
CMewWaHHO-KNEeTOYHbIA —BTOPO Hambonee pacnpocTpa-
HEHHbIA TuM, BCTpevarowmiica y 40—50% 60MbHbIX. [Na Hero xapak-
TepHbl CKOMMEHUS NUMMOLUTOB, MNIa3MaTUYECKMX KIETOK, 3/I0Kaye-
CTBEHHbIX PETUKYNAPHbIX KNEeTOK, 303MHO(WUIO0B, FMCTUOLUTOB U KIie-
TOK Pug — LLTepH6epra. MoryT nosBUTbLCA Ouvary Hekposa. JTa
thopma B MOMEHT MOCTAHOBKM AMarHo3a 4alle BCero onpefensercs BHe
numdgatryeckoro ysna.

HanmeHee pacnpocTpaHeH v 6naronpusTeH fereHepaTUBHO -
AMM@oLUMTapPHbIA TuN, BCTpevyatowmiics MeHee yeM y 10% 60nb-
HbIX. MHOro4MceHHbIE MPUYYAINBOA (HOPMbI 3/10KA4YECTBEHHO nepe-
POX/EHHbIE  PETUKYNAPHbIE  KNETKM COCYLLECTBYKOT C  K/eTKaMu
Pug — LLTepHGepra n 0THOCUMTENbHO MaNOUYUC/IEHHLIMU TUMGOLMTaMK.
MOXET 0TMeuaTbCsl BblpaKEHHbI B pPa3HO CTEMeHW TMalUHOBLIA (un6-
P03 C MaibiM YWC/IOM K/ETOK, 6Ofblueli 4YacTbio PETUKYNSAPHBIX U
Pug — LLITepHGepra.

BonesHb XOMKKMHA MOYTU BO BCEX CAy4asaX HauMHaeTcs C Mpo-
Llecca B niMM@atmyeckux ysnax. MNepBuyHbIe BHEY3/I0BbIE O4aru BCTpe-
yaloTcs MeHee 4veMm y 1% 60nbHbIX. Cnocob pacnpocTpaHeHust — Mo
npoTsbkeHuto. O6nacTu, npunexawime K AnMm@atmyeckomy ysay, Mo-
BPEXJAtoTCA NepBbIMW Yy  BGONLLUMHCTBA MNaLMEHTOB B pe3y/brarte
pacnpocTpaHeHus npoLecca no nNpuaexawnM NUMEGaTUYecKUm nyTaMm.
JTOT (PaKT MOCNY>XUN OCHOBOW [J11 COCTAB/IEHUS CXEM PeHTreHoTepa-
nun. Ecnm 3aboneBaHue yXKe He OrpaHuMYMBaeTcs NMMEpaTUHeCKUMU
y3namu, yallie BCero nopaxaroTcs cefe3eHKa, neyeHb, NIerkme, KocTu v
KOCTHbIi MO3T.

[na onpefeneHns NporHosa v NAaHWpoBaHWUA feveHns HeobX04UMO
onpefenuTb aHaTOMUYECKYHD CTafui0 B MOMEHT YCTaHOB/IEHUA Aua-
rHo3a.

Knaccudukauus nuMmgorpaHynemarosal

Ctagus 1 BoB/neueHWe B MNPOLECC OAHOW Trpynnbl AMM(PATUUYECKUX Y3/0B WK
OAHOTO BHENUM{aTnyeckoro opraHa
Ctagua Il BoBrneueHve B NpoLecc ABYX NMMGATUUYECKUX Y3N0B AU Gonee Nno ogHy

CTOPOHY pAmadparmbl; nokannsoBaHHOe MOBpeXAeHWe BHenumdaTnye-
CKOTo opraHa v OAHOW rpynnbl nuMdaTtu4yecknx ysnos unu 6onee no Ty
XXe CTOPOHY Aunadparmbl

CTaauna 111 BosnieueHne B npouecc rpynn AuMdaTnyecknx ys3nos Mo ob6e CTOPOHbI
Avadparmbl, YTO MOXET COMPOBOXAATbCA NI0OKaNN30BaHHbIM MOBpexXaje-
HUEM BHeNMM@atnyeckoro opraHa WAM ceneseHKu

CrTagua IV Aunddy3Hoe uav fucCeEMUHMPOBAHHOE MOBPEXAeHWe OAHOro BHenuMda-
TUYEeCKOro opraHa unm 6onee UNu TKkaHel ¢ yBennyeHmem numdartnye-
CKUX y3n0B wunm 6e3 Hero

' BONbHbIX B fa/bHEWIEM OTHOCHAT K Kateropum A wnam B Ha OCHOBaHWUU OTCYT-
CTBMA y HuUX o06Wei cMMNTOMATUKU WA €ee NPOSIBNEHUN.
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O6bIYHO NPOM3BOAAT [AMArHOCTUUECKYHO N1anapoToOMUI0 Ans TOro,
4yTOObl YCTAHOBWUTbL COCTOSIHWME OPraHoB OploWwHOM nonoctn. Kpome
TOro, 60/MbHLIX OTHOCAT K Kateropum A uam B Ha OCHOBaHWM OTCYT-
CTBUS Y HUX WM BbLISIBNEHNS TaKUX CHMMMTOMOB, KakK HOYHbIE MOThl,
NNX0Paj0oYHOE COCTOSHME WM YMEHbLUEHME MacChbl Tefa 3a nocnegHee
Bpems 6onee yem Ha 10%.

KnuHnyeckue nposiefieHMsl. K Hanbonee MOCTOSHHBIM MpPU3HaKam
OTHOCUTCS YBE/IMYEHNE LUEeHbIX nuMdaTnyecknx ysnos. MHorga nep-
BMYHbIM QYaroM MOPAXEHWs MOrYT OblTb HAAKMOUMYHbIE, MOAMbILLEY-
Hble ¥ NaxoBble Y3/bl. YBe/MYEHHbIE y3/bl TBEPAbIE Ha OLWYyNb, Heana-
CTUYHbIE, KaK MpaBu/io, He CMasHbl, OAMHOYHbIE WM MHOXECTBEHHBIE.
VX 06bIYHO BriepBble 3ameyaeT GOMbHOW WM ero poguTenn. Xapak-
TEPHO, YTO HEBO3MOXXHO OOHAPYXXWTb PErvOHAPHOr0 BOCMAINTENIbHOIO
npouecca, KOTOopbliA MOr Obl 00bACHUTL NUMdageHonaTuto. Jiumdarn-
Yeckune y3nbl CPeLOCTEHWS YBENMYMBAIOTCS 4acTo, MOFYT BbI3biBaTb
Kalwesnb, 06bIYHO CYXOi, UM CUMMTOMbI CAABNEHWUA Tpaxeu unu 6poH-
X0B. WX BbIABAAKT MPU peHTreHorpauu rpygHoii KNeTku, npousse-
[EHHON Mo Apyroi npuumHe. Y AeTeil paHHeEro Bo3pacTa yBe/IMYeHue
3TUX Y3N10B OblBaeT TPYAHO OT/IMYUTL OT KPYMHOW MHTakTHOW BWUIOY-
KOBOW >kenesbl. KomnbloTepHas Tomorpajus CpefocTeHWs nomoraet
BbISIBUTb pa3Mums ee CTPYKTYpbI.

WHorga B MOMEHT yCTaHOBNeHWUS AMarHo3a y pebeHka onpege-
NATCA OTAeNbHbIE 00LMe NposBieHns 6one3Hn. K TUMMYHON cumnTo-
MaTuKe OTHOCATCH HOYHas NOT/MBOCTb, SIMXOPajKa HEM3BECTHOrO Npo-
NCXOXAEHMSA, YMEHbLUEHWE MacCbl Tefla, COHAMBOCTb, ObICTpas yTOM-
NsiemMocTb M aHopekcus. 3yn npeactaBnseT cob0i HeOObIYHYHO anoby
B PaHHWIA Nepuog; ecnn 3TO eAWHCTBEHHbIA CUMMTOM, OH He CIYXWUT
OCHOBaHMEM [J11 TOro, 4TO6bl 6OMLHOTO BKAKYaTh B rpynny b.

BHey3/n10Bble NPOSBEHNS PeKU B MOMEHT YCTaHOBMEHUA AMArHo3a,
HO MOTYT BbISBAATLCSA MPU MNPOrpeccrpoBaHMmM 3aboneBaHns. B nerkmx
MOXET OnpefensThCA (PeHTreHoNornyeckn) AuggysHolid sKccygar,
KOTOPbIA TPYAHO OTANYUTL OT LUCCEMUHUPOBAHHOW rPUBKOBOW MH(EK-
unn. JInxopafoyHoe COCTOSIHME W TaXMMHO3 0ObIYHbI; MOXET Pa3BUTbCS
NeroyHas HeAocTaTOuHOCTb. [pu MoAo3peHNn Ha 3aboneBaHue NIerkmux
crneflyeT MpoM3BeCTU GMOMCUI0 04aroB NMOPaXXEHUS B HEM, MOCKO/bKY ee
[aHHble NO3BONAKT BbIBMTL IV cTaguio 3aboneBaHns 6e3 nanapoTo-
MUK

BoBsieyeHne B NpOLIECC MEUEHM CBA3AHO C PaHHUMU MpU3HaKaMu
BHYTPUMEYEHOYHON 0BCTPYKLMU XeMUHbIX MyTeid. Mpu ero nporpeccu-
POBaHMN Pa3BMBAKTCA MPU3HAKM MOBPEXAEHWNS MEYEHOUHbIX K/ETOK.
PacnpocTpaHeHue MpoLecca Ha KOCTHbIA MO3r COMPOBOXAAETCH Hel-
TPOMEeHMWeid, TPOMBOLIMTONEHMEN 1 aHEMMeE. DKCTpadypasbHble 0nyXo-
NeBble MacCbl B CMIMHHOMO3TOBOM KaHasie BbI3bIBAOT NMPOrpeccupytoLlee
CLaBfieHVe CMNMHHOFO MO3ra. MoryT NpoM30MATN HEKOTOPblE WMMYHHbIE
HapyLUeHuWs, HanpuMep UMMYHble TEMOUTMYECKas aHeMus, Tpombouu-
TOMEHUA WM HePPOTUYECKUIA CUHAPOM.

KNneTouHbI MMMYHWUTET HapyLUaeTcs BCMeACTBME KakK camoii 60-
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Ne3HW, Tak U nedveHus. BonbHble MOLBEPXKEHLI MOBLILLEHHOMY PUCKY
PasBUTMS MHGEKLUMIA, UYTO XapaKTepHO AN WMMYHO/IOTMYECKOW Hepo-
cTaToyHocTW. BeTpsHas ocna BcTpevaeTca Noutv y V3 60/bHbIX, KOTO-
PbIX CregyeT NevynTb auukioBMPOM (NpU TsHXKENoM TeyeHun). pubko-
Bble MH(EKLWUW, HanpuMep KPUNTOKOKKO3, FMCTOMAa3MOo3 WM KaHAMAO03,
MOryT ObITb AMCCEMUHUPOBAHHLIMU. Y CMEHIKTOMUPOBAHHOIO 60/1b-
HOr0 MOXET Pa3BUTbLCS CEMCUC, Bbi3BaHHbI CMOPOBLIMU GaKTEPUAMM
(Streptococcus pneumoniae, Haemophylus influenza), 3akaH4MBalo-
LMIACS CMEPTbIO.

[wnarHo3. JlumgorpaHynematos crnegyeT 3anogo3puTb Npyu nepcu-
CTUpYHOLLEel HeobbsicCHUMOW NuMdageHonatun. OH uvalle BCTpeyaeTcs y
JeTeli cTapluMxX BO3PAaCTHLIX FPYnn U MOLPOCTKOB B TOT >Xe MNepuog,
Korga 6onee pacnpoctpaHeHbl U MH(EKUMOHHbIE LWeliHble numgpageHo-
natun. Ecnn npu TwatenbHbIX cbope aHaMHe3a W pusnkKaibHOM 06cne-
[OBaHWM He O0OHApPY>KMBAKOT MNPM3HAKOB BOCMA/IMTENILHOTO MNpoLecca,
BCNEACTBME KOTOPOro MOram Obl YBEAUUUTLCA Y3Mbl, a AMM@aseHona-
TUA NepcUCTUpYeT, HeobXoAMMO NPOM3BECTU OGuoncuio. B 3HauuTesb-
HOM MpOLEHTE C/lyyaeB B aHaMHe3e ecTb yKas3aHWs Ha OTHOCUTENLHO
HeaBHO MEPEHECEHHbIV CeposIorMyeckn MOATBEPKAEHHbIA MHEKLNOH-
Hbli MOHOHYK/1E03; C/ef0BaTe/IbHO, YBENMYEHHbIE NUMdaTUyeckKue
Y3/bl, He perpeccupytoLiue nocne Hero, 0643aTeNbHO A0/MKHbI NOABEp-
rHyTbCA 6uoncun. [J0 Hee Heo6XOAMMO MPOM3BECTM PEHTreHorpaguio
OpraHoOB FPYyAHOI KMETKW Ha NpeAMeT BbISIBIEHMS BOB/IEYEHHbIX B MpPO-
Llecc MMGaTUYECKMX Y3108 CPELOCTEHMS U 418 OnpefefieHns QyHKLUn
BO3J4YXOHOCHbIX MyTeidl. [emorpamma 06bIYHO  HEUH(OPMATUBHA,;
XapaKTepHble M3MeHeHMs1 6enoli KPpoBM BKIKOYAKOT B Cebs HEATPOGhUIb-
HbIA NeMKOLMTO3, MMMGONEHNIO N MHOTAA 303UHOPUANIO WA MOHOLM-
TO3. AHEMMA W TPOMOOLMTOMNEHUS BCTPEYaloTC TOMbKO Y 60/MbHBIX C
OMCCEMUHUPOBaHHBLIM 3a60neBaHneM. CKOpPOCTb OCefiaHus 3puTpoLu-
TOB MOXET ObITb YBENNYEHA. Y HEKOTOPbLIX BO/bHLIX MOBbILIEH YPOBEHb
mean B nnasme. Mockonbky 60Me3Hb XOMKKUHA — 3ab0neBaHne peTu-
KYN03HAOTENNA/IbHOM CUCTEMbI, a Oenku, BAUAIOLWME Ha OOMEH Meaw,
CUHTE3NPYIOTCA B Hel, TO 3Ta peakuus MHGOpPMaTMBHA, HO He cneuu-
(hmyHa. OHa MOXET CBUETe/IbCTBOBATL O CTENEHW aKTUBHOCTU 3a6osie-
BaHUs.

MMocne ycTaHOBMEHUS [MarHo3a ONpefenstoT CTerneHb pacnpocTpa-
HEHHOCTW 3ab00/1eBaHUA. Y 60/bLUMHCTBA 6O0JbHBLIX YBENIMYEHHbIE UM-
(haTuyeckne Yy3nbl ONpefenstoTcs Bbile Anadparmbl. Heobxoanmo
MPOM3BECTM PEHTIeHOrpauio U KOMMbIOTEPHYO TOMOrpaguio rpyaHoi
KneTku. MiHorga nocnefHuii MeToL NO3BONSET BbISBUTL NMPU3HaKK 3a60-
NeBaHWs paHblUe, YeM peHTreHorpagumsa. Kpome TOro, ¢ ero nomoLsto
MOXHO OnpefennTb pacnpocTpaHeHWe npolecca Ha nepukaps v rpyga-
HYIO CTEHKY, 4YTO Ba&XKHO [/19 MpPOrHosa. PesynbTaTbl MeYeHOUHbIX
PYHKLMOHaNbHLIX NPO6 He OTAMYalTCH AOCTOBEPHOCTLIO, a pasMepbl
Cene3eHKN cnabo KOpPenupyroT € MaTo/IorMyecknuM MpoLeccoM B Heil.

NumdaHrnorpadms no3BoNseT TOYHO ONpefeniuTb  U3MEHEHHbIe
numdarmyeckne y3nbl Hke |l NOACHUYHOrO MO3BOHKA, HO Y3/bl, pac-
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MOSIOXKEHHblEe Bbllle, MOTYT He 3ano/IHUTLCA KOHTPACTHbIM BELLECTBOM.
Mpu KOMNbIOTEPHOI TOMOrpagun OPHOLUHOK NOMOCTM MOXHO YBUAETb
yBe/IMYeHNe NNMMaTUUECKMX Y3/10B, HO €ro MnpuuuMHy OrpesenunTb
HEBO3MOXHO. CrefloBaTeflbHO, 6O/LLUMHCTBO  BOMbHBLIX  AaXe npu
OTCYTCTBUW ONpefeNieHHbIX MPU3HAKOB CUCTEMHOrO PacnpocTpaHeHus
npoiuecca MOABEprarTCs AMArHOCTMYECKOM fanapoToMuu [ TOro,
yTo6bl TOYHO OnpeaenvTb 3aboneBaHWe noggmagparManbHbIX Y3/10B.
Bo Bpems onepauumn ypanstoT cene3eHKy, GepyT Ha 6MOMCUIO TKaHb
neyveHn, NMMQaTUYECKMX Y3/10B 1 OKPYXaloLWux TKaHel. Kpome Toro,
ecnuM npeanonaraldT MPOBECTU PEHTIeHOTepanuio Ta3oBblX OPraHoB Yy
[EeBYLUKN, TO AWYHUKW cnefyeT MOMeCTUTb B 001aCTb, HeLOCTYMNHYIO
[N PEHTIeHOBCKUX Nyyeld (3a MaTky no cpefHei NMHWUKM). MOXHO B3ATb
Ha 6MOMCUI0 KOCTHbIN MO3r. MpumepHo y V3 geTteli ctagus 3abonesa-
HUsA, onpefensemas Mo KAMHUYECKON KapTUHE, MOXET 6bITb MepecmoT-
peHa, ecnn W3BeCTHa aHaTOMW4eckas MaTosorus.

JledeHne. W peHTreHo- U XMMUOTepanus OAMHAKOBO 3P(EKTUBHbI
npu 60ne3Hn XomKKnHa. MHorue 60/MbHble MOTYT [A/UTENIbHO BbDKU-
BaTb WM U3/EUNTLCS, & LeNb COBPEMEHHbIX METOJO0B JIEYEHUS COCTOUT
B TOM, 4YTOObl W3/IEYEHWE HACTYMWUIO NPU MUHUMASBHBIX MPU3HaKaX
TOKCMYHOCTU W MHBaNUAM3aumm. Mpyu orpaHuyeHHbIX hopmax 3abone-
BaHus (ctagmsa | mam MA) y 60MbHbIX, Y KOTOPbIX POCT 3aKOHYUIICH,
MEeTOZOM BbIOOpa NeYeHUs CAYXUT TO/IbKO PEHTreHOBCKOe 006/1y4YeHue
Ha CTaHAapTHoe none B go3ax 350—400 [lii. OgHako moutn y 50% u3
HUX Pa3BUBAKOTCA PeLUAMBLI, YTO TpebyeT NpoBeAeHUs KOMOUHMPOBAH-
HOro fieyeHns xumMuonpenapatamu. Mpy ganeko 3awesuem 3abone.a-
HUM KOMOMHWPOBAHHOE fleYeHne MycTapreHoM, BUHKPUCTUHOM (OHKO-
BWH), MpOKap6asMHOM W MpPegHU30/I0HOM IGO0  AOKCOPY6ULMHOM
(agpvamunuuH), 61e0MULMHOM, BMHONACTUHOM W AeKapba3MHOM COMpo-
BOX/AEeTCA  HaCTyrnJieHWeM  [/IUTE/IbHOTO  «XOMI0AHOTO»  nepuoga.
O6bIYHO fleYeHNe COCTOMT U3 LLECTU LMKIOB OG0 M3 NPUBEAEHHbIX
CXeM W Npofo/mkaeTcs okono 6 Mec. Mpu faneko 3awefwem 3abonesa-
HAM WM peuuauBe Mocne PeHTreHoTepanuu Hambosnee MNOAXOAALLUM
NpeLCcTaBNsAeTCA fiedeHWe B TeyeHWe 1 rofa anbTEPHUPYHOWUMU Kyp-
caMu C NPUMEHEHVEM 3TUX, He UCK/OYaloLWLMX ApYr Apyra, XumuoTepa-
MeBTUYECKUX CPeACTB. Takue BOMPOCHI, Kak MPeMMyLLecTBa XMMUOTE-
panuu nepep, peHTreHoTepanueii, Ao3bl U TOKCUYHOCTL NPenaparTos A/1s
pacTyulero pebeHKa, B HacTosLlee BPeEMSA AUCKYTUPYIOTCA.

lMporHo3. MNpu CBOEBPEMEHHO Ha4yaTOM fleYeHUU nepBas MOosHast
KNMHUYecKas pemuccusi Hactynaer 6onee uem Yy 90% 6OMbHbIX.
BeposTHOCTb A/ITENBLHOW PEMUCCUMM WAN U3NIEUYEHNS 3aBUCUT B NepByto
oyepefb OT CTaguu GONME3HU B MOMEHT ee AMarHOCTUKW. BOMbLUMHCTBO
60nbHbIX B | 1 1l cTagmsax 3aboneBaHMs M31e4MBalOTCA, Kak M OKO/O
75% 6onbHbIX 1l cTagun, NoABeprnxcsa KOMOWHUPOBaHHOMY feve-
HUIO C NPUMEHEHWEM PEHTIEHOBCKOro 06/1yYeHUs U XUMUOTepanesTu-
YeCcKUX CPeACTB, M MO MeHblUeli Mepe 50% 6onbHbIX B IV cTaguu, nog-
BEPrLUMXCS WMHTEHCMBHOW XMMMOTepanuu.

[OnntenbHoe BbhKMBaHWe 6ONBHOIMO CO3fano HeobXoAMMOCTb 6osee
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TLWATE/IbHOTO y4YeTa OCNOXHEHWI neveHns. Tpu peHTreHoTepanuu OHU
3aBMCAT OT JioKanusauum obnyyaemoro opraHa. O6nyyeHve y3nos B
BepXHel u4acTu Tena MOXET TMPUBECTU K CHUDKEHUIO KWU3HEHHOW
EMKOCTU Nerkux, (yHKUMM cepaua wim K MNOo3gHemMy TuUnoTupeosy,
y [JeTeli paHHero BO3pacTa MOXET HapyLlaTbCs POCT MO3BOHOYHOrO
cTonba. O61y4YeHne ANYHUKOB Y AEBOYEK MOXET 06YCn0BUTbL Gecnno-
Ovie WM HacTynfeHve MpeXaeBpeMEHHOM MeHoMnaysbl WM TO W Apyroe
BMECTe, PacTyLiMX MOJIOYUHBIX XXefe3 — OCTaHOBKY WX pa3Butus. [pu
XUMMOTEpanMm MOryT pasBUTbLCA MO3QHUE TOKCUMYECKME peakuun co
CTOPOHbI flerkmx (6neomuumH) v cepaua (gokcopyouumH). KomonHupo-
BaHHOE JleYeHWe MYCTapreHoM, BUHKPUCTMHOM, MpoKapbasMHOM U
NPesHU30/IOHOM MOXKET MPUBECTU K OECMIOAUI0 Y MY>KUMH.

Y 1—2% 60nbHbIX MOCMEe CNAEH3KTOMWMU BO BPEMSI AMarHOCTMYe-
CKOIi NarnapoTOMUM MOXET PasBUTLCA He MOAAAIOLIMIACA KOHTPOSIKO cen-
CUC, BbI3BaHHbIA NMHEBMOKOKKOM wiM Haemophylus influenza. Bo Bpems
onepauuv ¥M cnegyeT BBOAUTb MHEBMOKOKKOBbIE BaKUMHbI W Mpo-
BOAWUTbL [A/INTEIbHOE MPOMUNAKTUYECKOE JlIeYeHME  MEHULWAINHOM.
Mocne nanapoTOMMK B GPIOLLIHOM MOMOCTM MHOFAA 06pasytoTCs cnaiiku,
0c06eHHO nocne ee 06nyyeHUs. BTOpUYHbIE 3/10Ka4YeCTBEHHbIE 3ab0ne-
BaHWs (Yalle BCero OCTPbIiA NIEKO3 Y BOMbHLIX, MOMYYaBLUUX XUMUOTe-
paneBTUYECKME CPEACTBA) pPa3BMBAlOTCA B HACTOsLLEe Bpems nocne
NeyeHnst ¢ 4actoToil nmpumepHo 0,5% B rog.

HEXOIXKKMHCKAA JIMM®OMA

HexomkKnHCcKaa numdoma, npeactaBnsioLlas coboi reTeporeHHyo
rpynny CoMMAHbIX NTUMMOULHBIX OMyXO0sie, yalle, YeM 60nes3Hb XomxK-
KWHa, BCTpeyaeTca Yy feTell paHHero so3spacta. Manbuuku 3abonesaroTt
npvmMepHo B 3 pas3a uvalle feBoyek. lMpefgpacnonararowimm (HakTopom
CNYXUT KakK BpOXJeHHad, TaK W NpuoBpeTeHHas WMMYHONOrMyeckas
HeJOoCTaTOYHOCTb. Y fleTell ¢ UH(aHTWULHOW (opMoli arammarniodynu-
HEMUM, CBA3aHHOW C X-XPOMOCOMOM, WM BbIPaXEHHbIM KOMGWHMPO-
BaHHbIM VMMYHOAE(ULMTOM 4YacToTa 3N10Ka4ecTBEHHbIX 3ab0/1eBaHuin
(0bblyHO nMMGoMa) cocTaBnseT npuMepHo 5%, npu cuHapome Buc-
KoTTa — Ofigpuya v aTakCUU-TeNeaHrMakTasum nMmMgoma BCTpeyaeTcs
B 10% cnyyaeB 1 6onee. YacTtoTa ee NoBbILIAETCA U Y 6OMbHLIX, MOY-
YaBLWIMX MMMYHOAENPECCUBHbIE MpenapaTbl MOCae TpaHCchaaHTaumm
MOYKU.

OfHa u3 opM NMMPOMbI Y aMepUKaHCKUX [AeTeid HanoMmuHaeT
aprKaHCcKyo numdomy BepkuTTa; ee KMeTKM HeCyT MOBEPXHOCTHbIE
MMMYHOITIO0Y/IUHBI, MPOUCX0AAT ©3  B-aMmdounToB n oTauyakoTes
TpaHcnoKauuein xpomocom. OTnMume ee OT aPPMKAHCKOM COCTOUT B
TOM, 4YTO OHa NO4YTM He CBfA3aHa C BUpPYycOM 3rcTaiiHa — Bapp.

Matonorna. Knaccuumkaums HeXOMKKUHCKUX UMGOM NOCTOSAHHO
noABepraeTca MepecMoOTpy. Y [feTeil OTMeyaeTcd 60/bliasd, Yem Yy
B3POC/bIX, TEHAEHUMA pacTu AndQy3Ho u bbicTpee. B cOOTBETCTBUU C
nocneaHein KnaccuduKaumen pasnuyatoT IMMGOMbI HU3KOW, CpeHein n
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BbICOKON KaTeropuu. Y OONbLUIMHCTBA AeTeld WX OTHOCAT K BbICOKOM
KaTeropuu.

CoBpeMeHHble MeTOfb! MO3BONAOT UAEHTU(DMLMPOBATL Cybnonyns-
LM AUMGOoUNTOB B HOpMe. HeXOLKKUHCKME NMMGOMbI Knaccuguum-
PYtOT B COOTBETCTBUM CO CTaaueli anddepeHUNPOBKM NMMAOLMTOB, 13
KOTOPbIX OHW COCTOAT. W3 Tabn. 19-7 MOXHO BWUAeTb TECHYHO CBf3b

Ta6nwuuya 19-7. PacnpeseneHne HEXOLXXKUHCKOW NUM{OMbI Y AeTell B COOTBETCTBUN C
nokanusauuvel nepBUYHON ONyXonn M (HEHOTUNOM KNeTok

Jlokanusauus KneTku
nepBu4HON oLrt|yxonM Hr-T, Bcero
T B HWN-B
CpepocTteHue 50 0 0 50
BptowHas nonocTb 0 44 1 45
Nnmatnyeckas ony-

XOflb 7 2 1 10
Koxa 1 0 4 5
Apyrue 0 4 2 6

N To ro... 58 50 8 116

W3: Bernard N1, Murphy S. B., Melvin S. et al. Non-T, non-B lymphomas are rare in childhood
and associated with cutaneous tumor.—Blood, 1982, 59, 549.

MeXJy MNepBUYHbIM 04YaroM B CPEAOCTEHWM U NPOUCXOXAEHWEM Ony-
X0nM 13 T-KNeTOK M MeXAy MEePBUYHLIM 04aroM B GPHOLIHOA NOMOCTW U
ee npoucxoxieHvem u3 B-kneTtok. B npefctaBneHHble rpynmbl BKIO-
YeHbl TO/IbKO 60/bHbIE, Y KOTOPbIX ObI0 NOMYYEHO JOCTATOYHOE KONU-
YecTBO Martepuana Ansa MMMYHOIOTMYECKOrO TUMWPOBAHWUA W [0CTO-
BEPHO YCTaHOB/IEH MEPBUYHLIA ouyar. B LenoM, UMMYHOMOrMYECKuUid 1
FMCTOMOMMYECKUIA TUMbl KOPPENUPYHOT. T-KIETOUYHbIE OMYX0/M 06bIYHO
cofepxat nMMmdobaactbl, a HeanhMepeHUMpPoOBaHHbIE TUCTUOLMUTAPHbIE
nmmdombl 1 numdoma bepkuTTa nponcxogat w3 B-kneTok. o BO3-
MOXHOCTU HEeo6X0AMMO MNPOBOAUTL MMMYHOMOMMYECKOe TUMUPOBaHME,
MOCKONbKY OMTUMa/bHble pe3ynbTaTbl NeYeHUs CBSA3aHbl C MOATUMNOM
NNM(OMBI.

B cBA3M ¢ Tem 4TO y fAeTeil OTMeyaeTcs TeHAEHUMS K pasBUTUIO
ONyxofei BbICOKOM KaTeropum, He pacnpoCTPaHSIOLLUXCA OObIYHbLIM
nyTem, a BbICTPO AMCCEMUHMPYIOLLMX, KNaccuguumpoBaTb MX MO CTa-
OnAM, Kak Yy B3pOCAblX, Henb3s. [na aToro paspabortaHa cneumanbHas
cucTema.

Knaccugukaums HexomKKUHCKOW NMMGOMbI

Crtapus [/ EAMHMYHAA onyxonb (BHe NMM@MaTMYecKoro ysna) UanM efuHNYHas aHa-
TOMUUeckas CTpPyKTypa (Mumdatuyeckuii ysen), 3a Uckn4YeHnem cpe-
[OCTeHNs U GPILWHOK nonocTn
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CTapguns Il EAMHUYHas onyxonb (BHe NUM®aTU4YecKoro y3na) ¢ BOBeYEHUEM B NpPoO-
Lecc perMoHapHbiX NMM@aTnyecknx y3nos
[Be rpynnbl AumdaTnyeckmx y3noe u 6onee Mo OAHY CTOPOHY Auna-
thparmbl
[ABe oTaenbHble (BHenum@atnyeckme y3nbl) ONyX0nu C BOBNEYEHUEM B
npouecc NUMpaTu4Yeckux y3fnosB Mo OAHY CTOPOHY Aunadparmbl unu 6es
TakoBOro
MepBnYHas ONyxonb B XenyAOYHO-KULWEYHOM TpakTe, 06bI4HO B UeO-
LekanbHOW o6nactu, c BOBNeYeHNEM B MpoLEecc COOTBETCTBYOWUX 6Pbl-
>KeeuyHblX Y310B wWAn 6e3 TakoBOro

Ctagua 111 e u301MpOBaHHbIe ONYX0Nu (BHe NUM®aTUHECKMX Y3N10B) No obe CTO-
pPOHbI Anadparmbl
[iBe rpynnbl nuMpaTnyeckux y3nos u 6onee Hag auadparmoint U nog Hew
JNlio6as nokanusauus nepBUYHOI ONyxonu B rpyaHoi nonoctu (cpepo-
CTeHMe, NONocTb NAEBPbl, BWIOYKOBas Xenesa)
BonblWwmnx pasmMepoB MNepBMYHAs OMNyxoNnb B GPIOLWHOW NONOCTU

CTagus 1V JNllo6as 13 nepeyvncneHHbIXx onyxoneli ¢ BoBnevyeHuwem B npouecc LIHC
M/MNnN KOCTHOTO MoO3ra K MOMEHTY YCTaHOB/IeHWS JuarHosa

N3. Murphy S. B. Prognostic features and obstacles to cure of childhood non-
Hodgkin’s lymphoma.—Sem. Oncol.,, 1977, 4, 265.

KnuHuueckue npossreHns. KanMHUYecKue npu3Hakm AuMGoMbl
3aBUCAT OT IOKaNM3aLMy NepBUYHON ONYXO/M U PacrnpocTpaHeHHOCTU
KaK MEeCTHbIX, TaK W OTA&IEHHbIX U3MeHeHWA. Onyxosb, pacnonoXeH-
Has B 06/11aCTV TOMOBbI WM LLUeW, NPOsBASETCA 00blMHO B BUae 6e360-
NE3HEHHOr0 HEOOBACHUMOIO YBENNYEHUS LUEAHBIX WA HAAKIHUYNYHBIX
AnMdaTNYecKnx y3noB. OHa MOXET pacTu CTPEMUTENIbHO W 3aMeTHO
yBEMUMBATLCA B TeyeHue 1—2 Hed. MoryT HacTynaTb nepuogbl
pemMmccun. Y3fbl 06bIYHO HE3MACTUYHbI, TBEPAble, Ha PaHHUX CTagnsx
pocTa He crasHbl C OKPY)XalLMMW TKaHAMMW, HO 3aTeM CTaHOBSTCS
HENoABWXHbIMU. [pyrue rpynnbl AnMGaTUYeCKUX Y3/10B, Hanpumep
NOAMbILLEYHbIE, OKOMOKULIEYHbIE WM MaxOoBble, MOTYT ObITb MECTOM
NOKanM3aumu MepBUYHOA OMyXO0su.

JInMombl  TpygHOM MONOCTM 0OLIYHO MPOUCXOAAT U3 MEpefHEero
CpPefoCTeHNs 1 MPOSABAAKTCA KaluieM WM MpOrpeccupyrowymM AMCIHO3
BCNEACTBME KOMMNPECCUM BO3AYXOHOCHbIX MYyTeld WM MHPUAbTpaLmu
MNEBPbI, KOTOpas MOXET cofepxaTb AUMGOouAHble KneTku. MoxeTt
MPOU30ATU OBCTPYKUMS BEPXHEW MOMOIM BEHbI.

B GptoluHOi NonocTy numdoma NoKanmn3yeTcs yalle BCEro B Ueo-
LieKanbHON 06/1acTN 1 BbISBASIETCA 0ObIMHO KaK OMyXxoneBungHoe obpa-
30BaHWe WU MNPOSABASETCH KULLIEYHON HENpPOXOAMMOCTBIO WM MHBAru-
HaLMen KULWKKN. Y HEKOTOPbIX GO0/bHbIX BCE 3TM CUMMTOMbI MOTYT COYe-
TaTbCs. JIMMPoMa KOCTWU COMPOBOXAAETCSA MOSBMEHWEM B HEl NIOKaun-
30BaHHOW wnmn Anddy3HON 601M 1 00bIMHO MpeACTaBASeT cO6ol oyar
OMCCEMUHALMN MEPBUYHON  OMyXO/W.

Hapsgy € cuMnTOMaMu OrpaHUYeHHOR OMyX0/iM MOryT ObiTb Npu-
3HaKM ee AMCCEMUHauMW. BoBrieyeHMe B MpoLECC MO3rOBbIX 060/104eEK
MOXET MPOSBNATLCA MOBbLILEHWEM BHYTPUYEPENHOro AaBfieHns, a
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pacnpocTpaHeHWe OMNyxo/in Mo MPOTSHKEHUK Ha YeperHble HepBbl
CONPOBOXJAaeTcA MpuU3HaKaMu CAaBfeHWst CrMHHOro Mosra. [lpouecc
MOXET PacnpoCTPaHUTCA Ha KOCTHbIA Mo3r. Ecnn 6onee 25% cocTaB-
NAOT NUMGOOGIACcTbl, CUMTAOT, YTO BOMbHON cTpagaeT T-KNeTOYHbIM
neiiko3oM. O6Las cMMNTOMATMKA (IMX0pPafoYHOe COCTOSIHME U YMEHb-
LUeHMEe MacCbl Tefla) HexapakTepHa. WMHorga, 0COBEHHO y 60/bHbIX C
MMMYHO/IOTMYECKON HEeJOCTaTOYHOCTbIO, BHYTPUMO3roBast MM¢oma
BbIFIAMT KakK MECTHbIA npouecc.

JNleveHwne. Mocne uccnenosaHus GuonTtaTa XMPYpPruyveckoe feveHune
npecnesyer LUenb WUCCEYEHUS NUMADOMbI KULIKW. W3-3a CUCTEMHOCTU
3a60/1eBaHNsA 1 CMOCOOHOCTM OMYXO/M K FreMaTOreHHON AMcceMuHaLmm
BceM 0O/IbHbIM HE06X0AMMO NPOBOAMTL XuMMoTepanuio. [o ee Havana
onpesenstT PYyHKUMIO MOYEK M YPOBEHb MOYEBON KWCNOTbI B NJasMe,
3aTeM HasHayalT fleyeHue anionypuHonom. [pu BblpaXKeHHON 06-
CTPYKLUMM BO3LYXOHOCHBIX MyTeA KOPTUKOCTEPOMAbI WUCMOMb3YT B
KayecTBe NaiNMaTUBHBLIX CPeAcTB. B 3TOM Cinyyae MOXHO MPOBECTM
PEHTreHoTepanuio, HO OHa He OKa3biBaeT 6onee ObICTPOro [AeiicTBMS.
[o Hauana neyeHus cnegyeT MNOMNbITaTbCA YCTAHOBWUTL FUCTONOrUYe-
CKMiA amnarHos.

JleyeHvie 3aBUCUT OT MPOUCXOXAEHMA OMYXONN U CTENEHU ee ancce-
MUHaumn. TIpu orpaHUYeHHbIX Y3M10BbIX ONYyXONAX fiedeHne, UAeHTUY-
HOe TaKOBOMY MpX OCTPOM NIMM(O61acTHOM neiiko3e (cM. Tabn. 14-5),
HO B TeuyeHue TOMbKO 1 rofa, B HACTOSLLEE BPEMS CAYXWUT METOLOM
Bblbopa. BOMbHbIX, Y KOTOPLIX MO MOPGONOrMM OMyXo/b CXOA4HA C M-
thomoin bepkuTTa, nevar 6OMbBWMMK A03aMU MeTOTpekcata W LMTo-
KcaHa. B uenoM 3T onyxonu B-KNetoyHoro npoucxoXaeHws BbICTpo
PacTyT W peuuaMBupyroT. B CBA3M € 3TUM fledeHne 60/bHbIX [O/MKHO
ObITb WHTEHCWMBHbIM, HO 06bIYHO He 6Gonee 1 roga.

Mpn nokanusaymu NEepPBMYHON ONyXonu B FPyAHOM MOMOCTW UHTEH-
CVMBHOE fleyeHWe c mMcnonb3oBaHWeMm 10 npenapaToB 6o0fiee pesynbTa-
TUBHO. [py T-KNETOYHbIX ONYyX0NsX OCOGEHHO Heo6XO0AMMO MPOBECTU
NeyeHWe, HarpasfieHHOE Ha NpounakTuky nospexaeHns LIHC
(XMMMO- WM peHTreHoTepanus WM CcoYeTaHWe TOro W Apyroro
MeT04a), W MNOALEPKMBAIOLLYIO Tepanuio B TeyeHWe 1 rofa.

MporHos. B HacToswee BpeMsi MOryT ObITb M3neyveHbl 0Koio 90%
60nbHbIX B | 1 11 cTagmnax m okono 50% 6onbHbIX B 111 1 IV cTagusx.
MporHo3 oTArowaeTca npyv BOBMIEYEHWM B MPOLLECC KOCTHOrO Mo3ra u
NeikemMu3aLmmn. Y B60MbHbIX, Y KOTOPbLIX HACTynaau peunamsbl, HEKOTO-
pbid 3PEKT MOXKHO NOAYYUTH NPU MHTEHCUBHOW XMMMUOTepanuu c no-
crnefytoleid nepecajgkoil ayToNOrMYHOIO KOCTHOrO MO3ra Wau TpaHc-
MNaHTauuM KOCTHOTO MO3ra OfHOAL0BOro 6/M3HeLa.

TMCTUOLNTO3bI

ATy rpynny 3a60oseBaHNiA, OTNNYAIOLLYHOCS MPOnMQepaLmein KneTok
MOHOLMTapHO-MaKpodaranbHOro psga, TPaaMLMOHHO 0603HaYann Kak
TUCTUOLUMTO3bI, WM PETUKYNO3HAOTENNO3bI. VX Npupofa HensBeCTHa.
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TwartenbHas OLeHKa KIMHWYECKOM KapTUHbI W FUCTOMOMMYECKUX Mpu-
3HaKOB MO3BOMAET MpPaBU/IbHO BbIGPATb METO[ NEYeHUs U ONpefennTb
nporHo3. Cnefyet MOMHWUTb, YTO FMCTUOLMTapHas nMM¢oMa npeacTas-
nsieT coboii, KaK MofaratT, 3/10Ka4eCTBEHHYIO Mponudiepauunto B-kne-
TOK.

MmctmouunTos X. 3TUM TepMUHOM 0ObEAMHAIOT TPpW BUAa Cnopagu-
YecKMX 3ab0MeBaHWiA, paHee CUMTABLUMXCS OTAEbHbIMW HO30/10rNYe-
CK/MW (hOpMamMu, HO B HACTOSILLEe BPEMS paccmaTpuvBaeMbiX Kak Mnpo-
sIBNleHNe 04HOro NaTonorMyeckoro npouecca: 6onesHn XeHpga — Lton-
nepa — KpucueHa u fletepepa — CuBe 1 303MHO(MbHAA rpaHyneMa
KoCTell. VX Ha3bIBalOT TakKe pPeTUKyno3HAoTennmo3aMm (CM. B COOTBET-
CTBYHOLLEM pasgene).

HacneacTBeHHbIA rncTnoumnTo3. ITO 3aboneBaHue, No KAMHUYe-
CKUM W TUCTONOMMYECKUM MpU3HaKaM WAEHTUYHOE Cropaguyeckum
(hopmam, BCTPeYaeTcs Y MOHO3UFOTHbIX 6/U3HELOB U HebM3HEL0BbIX
CMOCOB KaK C PELeCCUMBHBIM, CLEMEHHbIM C X-XPOMOCOMOW, TaK M C
ayTOCOMHO-PELLeCCMBHbLIM - TUNOM  HacnefoBaHus. B3avMOOTHOLLEHNS
MeX[y HacneACTBEHHON W cnopaguyeckoii (opmaMn He W3BECTHbI.
KANHNYECKNX pasnuumnii He BbISBNEHO.

FMcTroumMTapHbIlA  MefynnsipHbIA  peTuKynes. 3To 6bICTPO npo-
rpeccupytoLlee 3aboseBaHne KIMHUYECKU MPOSABAAETCA /IMXOPALOYHbLIM
COCTOSIHMEM, TFenaTtocn/ieHOMeranmei, NeYeHOUHON HefoCTaTOUHOCTLHO,
numdageHonaTneir U MaHUMTOMEHWER. B KOCTHOM MO3re BbIPaXeH
apuTpoaroumTos. Apyrve TKaHW 3aMeTHO WH(UIbTPUPOBaHbI TMCTUO-
UMTaMK, B HUX NPOUCXOAUT apuTpodaroumTos. Vv 3a6onesatoT B3poc-
Nble N JeTn cTaplinx BO3pacTHbIX rpynn. HecMoTps Ha To yTo 3abone-
BaHMe 4acTO 3aKaHYMBAETCS CMEPTbO, HEKOTOPbIA 3(h(heKT HacTymaeT
nocne neyeHns UMKNopochaHoM, LOKCOPYOULUHOM, BUHKPUCTUHOM U
npesLHN30/10HOM.

CuHycoBbIi  ructuoumnTos. [pu 3Toli [0OpPOKAaYeCTBEHHO Mpo-
TeKatoLeid popMe rUcTUoLmUTO3a KIMHUYECKME MPOSIBIEHWUS MpeLCcTas-
NeHbl MacCUBHOW NuMmdgaseHonaTmen, 0cobeHHO B 061acTu Luen, NnxXo-
PafoYHbIM COCTOSIHUEM W YMEPEHHO BbIPAXEHHBLIM NIEAKOLMTO30M.
Nnmdatnyeckne y3nbl CpefoCTEHUS TakXKe MOryT OblTb PE3KO YBenu-
YeHbl, HO MeYeHb W Ce/le3eHKa, ecnn U yBeUUYMBAOTCS, TO He3Hauu-
TeNnbHO. K rMcTonornyeckum OCOBEHHOCTAM OTHOCUTCA pacluvMpeHue B
NMMGaTNUECKOM Yy3/e CWMHYCOB MOA €ro Karcyiol U B MO3rOBOM
BewectBe. OHO 06YC/IOBNEHO MPUCYTCTBUEM [J0OPOKAYECTBEHHbIX
MaKpoaroB, 4acTto cogepxxawux (arounTupoBaHHble NUMMOLUTHI.
CkonneHns MakpoaroB MOryT MPUBECTU K MOHOMY HapyLUEHUIO
CTPYKTYpbl y3na. pu wccnefoBaHMM acnuparta wuam 6uonTtaTa KoOCT-
HOr0 MO3ra BbISBAAKT rNaBHbLIM 06pa30M YBE/NMYEHHOE YUCIO MaKpo-
tharoB. B 60nblUMHCTBE Cny4vaeB 3aboneBaHWE HayMHaAeTCa B MEepBOe
10-neTune XM3HN OAMHAKOBO YacTO KaK Yy MasibyMKOB, TakK U Y AeBOYEK.

3aboneBaHWe NpPoTeKaeT Kak aTUNUYHAas BOCMaNUTE/IbHAsA peakLuus,
HO 3TMONOMMYECKUA areHT OonpefeiMTb HEBO3MOXHO. Bbiny onucaHbl
06paTVMble M3MEHEHUS KNeTOYHOr0 MMMYHUTETE, HO UX CBS3b C OCHOB-
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HbIM MPOLIECCOM HE YCTaHOB/IEHA. KNMHUYECKM BbIPXKEHHas KapTuHA
MOXET MPOAO/MKATLCS B TEUEHWNE HECKObKMX MECALIEB C MOCTEMEHHbLIM
paspelleHneM numdageHonatui. MeToabl NeveHns He pa3paboTaHbl.

OMYXO/IN HEPBHOW TKAHM

O6ceyxpaeHne onyxonein LJHC npeactaBneHO B COOTBETCTBYHOLLEM
pasgene. [pyrve onyxonu NPOUCXOLAT M3 He3penbiX KEeTOK HepBHOro
rpebeLlka, COCTaBASIOLWMX MO3rOBOM CNOI HagnoyeyHWKa W cumnaTu-
YECKYH0 HepBHYIO CUCTEMY. Y [ieTeil 3TU ONyxonu npeAcTaBfeHbl npak-
TUYECKN TONbKO HENpo61acToMoil 1 ee [0OpPOKAYECTBEHHbLIM BapuaH-
TOM — raHr/IMOHEBPOMOIA.

HEMNPOB/IACTOMA

HeiipobnacTombl y feTeit B Bo3pacTe A0 15 neT BCTpevatoTcs ¢ yac-
TOTON npumepHo 1: 100000 B rog, MpMyeM HECKO/bKO Yallle y AeTeld
€BPONEOUAHOW MOMYNALMKM, HEXENN HErpougHon, U Yy MasbYyMKOB,
HeXenu y gesouvek. CpedHUii BO3PacT Ha MOMEHT AMArHOCTMKU COCTaB-
NIeT OKOMO 2 NeT; 0Kono 75% ux BbISBNAKOT B BO3pacte [0 5 fieT.
WHorpa ux fuarHoCTUpYIOT y AeTeld cTapLuero Bo3pacTa Uy B3pOC/bIX.
M3BeCTHbI ciyyan ceMeiiHOro 3ab0/1eBaHUs, B TOM YuCie O4HOANLLOBbLIX
6113HEL0B, HO B OCHOBHOM 3a60/ieBaHe OTHOCWUTCA K CMOPagMYecKnM.
O6bIYHO B OMYXONEBOW TKaHW HaxoAAT feneumio 1-il XPOMOCOMBI.

Onyxonb OTNMYaeTCs HepeAKoi CMOHTaHHOW perpeccuein. Helipo-
6nacTomMoii in situ 0603HaYatOT HOAYNSPHbIE CKOMMEHNS Helipo6/1acToB,
B HOpPMe OOHapy>XMBaeMble B HafMo4ye4yHMKax Maoja v MNpUMEPHO Y
oAHoro n3 200 HOBOPOXAEHHbLIX HAa ayTOMCKU; MO YacTOTE OHa 3aMeTHO
MPEBOCXOAUT BbISBASEMYH KAMHUYECKU. CUMTAIOT, YTO B GOMBLUMHCTBE
Cy4yaeB 3T OMYX0AM He6GOMbLUMX Pa3MEPOB MCYUE3AOT CMOHTaHHO.
MOoXeT HaCTyMnWTb CMOHTaHHasA Perpeccust U KNMHNYECKU BbIPaXXEHHOIO
3ab6o0neBaHNs, 0CobeHHO Y feTeil B BospacTe fo 1roga ¢ | wam IVS ero
craguein (cm. Tabn. 14-10). HecMoTps Ha TO YTO NMPUYMHBLI CMOHTAHHOM
PErpeccun HeM3BeCTHbI, MPeAnonaraT, YTO ee MeXaHM3Mbl BK/OYAlOT
B Ce0Si MMMYHOMOTMYECKUA OTBET Ha OMYXO/EBbIi POCT M Ha WMHTaKT-
Hblli hakTop pocTa. HekoTopble MCCNeAoBaTeNM BbICKAa3biBAKOT COMHE-
HUS B OTHOLLIEHMM 3/710Ka4eCTBEHHOCTM onyxonu VS cTagum, HecmoTps
Ha TO, YTO OHa AWCCEMUHMPYET. [MnepnaongHbie OMyXOseBble KIETKM
0AHOrO KnoHa npu IVS cTagum Heilpo6nacTombl y [eTeld, BO3MOXHO,
CBMAETENbCTBYIOT O €e 3/10Ka4eCTBEHHOCTW 6onee, 4YeM pAobpokade-
CTBEHHas runepnaasus.

MaTonormsa. Heipo6nactoma 06bIYHO NpeAcTaBAsieT cO6o NAoT-
HYI0 ceporo useta maccy. KpoBou3nnUsHUA B 3Ty BaCKYNSpPU30BaHHYIO
onyxonb O06bIYHO MPUAAIOT €l HepaBHOMEPHO KallTaHOBbIA LBeT U
4yacTo 00yc/oB/MBAIOT 06pa3oBaHME 04aroB Hekposa W KanbLuguka-
umn. CTeneHb AMdhepeHUMPOBKM KNeTOK B Heil pasnuyHa. B 6onb-
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LiMHCTBe C/lyyaeB OMyxo/lb COCTOUT M3 NPUMUTUBHBLIX HEpo6/1acTos ¢
He3HauMTeNbHbIMM MpU3HakaMn anddepeHumnaymmn. NHorga B Held 06-
Hapy>X1BatoT KNeTKW, boratble LUTONAa3MOW,C LUTOMIa3MaTUYECKNMM
OTPOCTKaMu, po3eTKaMu C LEeHTPa/bHbIM PACrofOXEHNEM BOJSIOKHU-
CTbIX CTPYKTYP W 3pefible raHrivoHapHble KNeTku. [py 3N1eKTPOHHON
MUKPOCKOMWUMN BbISBASIOT Nepudepmyeckme ApeBoBUAHbIE OTPOCTKM C
PacrofioXeHHbIMU BAOMb HUX MUKPOTPY6Kamu, Menkue ctepuyeckue,
OKPY>XEHHble MEMOpPaHOW rpaHy/bl C 3/1eKTPOHHO-MIOTHBIM  SIAPOM,
npefcTaenswoWne cobol LUTONNa3MaTUYeCKne CKOMJEHWS KaTexona-
MWUHOB (He/ipOCEKPETOPHbIE FPaHy/bl). Y NeyeHbIX 60MbHbIX B NOCneao-
BaTe/IbHO MOJTyYeHHbIX 6UoNTaTax BbIABAAIOT YBEIMUMBAIOLLMECA KOMU-
4yecTBa FaHrIMOHapHbIX KMETOK M B HEKOTOPbIX C/y4asX «CO3peBaHue»
ONyxo/n B TaHI/IMOHEBPOMY, OAHAKO 3TO He BAMSET Ha MPOrHO3.

Onyxofib pa3BuBAaEeTCA MOBCIOAY, FOe eCTb KNETKM HEpPBHOro rpe-
Gelwka. Llenoyka cMmnaTUYecKMX HEPBHbIX Y3/10B TAHETCA OT 3afHei
yepenHoim AMKM A0 Konmumka. Moutm B 70% cnydyaeB ONyxo/iu MosiB-
NATCA B OPIOLIHOM NOMOCTW, MOMOBMHA M3 HWX — B HAAMOYeYHUKe, B
20% — B TpyAHOI/ MOMOCTW, 06bIYHO B 3aAHEM cpeaocTeHun, B 10%
C/y4aeB WX JIOKanu3auus BapbupyeT. Y HEKOTOpbIX fAeTeil mpu 60/b-
IO/ AMCCEMMHALMM OMyXOaM MNEPBUYHYIO NOKa/IN3aL M0 YCTaHOBUTb
HEBO3MOXHO.

Heipo6nactoma MOXET pacrnpoCTpaHATLCA Ha OKpYXatoLine TKaHu
MO NPOTSXKEHUIO WM HA PErvOHapHble NMMGpAaTUYECKMe Y3bl Mo NIUM-
thaTyeckum nyTAM. PacnpocTpaHeHue OMyXonu, JIOKaJM30BaHHOM
BOMb MO3BOHOYHWMKA, B CMWHHOMO3IOBOM KaHa/ll MOXET MpuBECTU K
CLABNEHMIO CMMHHOrO Mo3ra. py reMaToOreHHol AMCCEMMHALUM yalle
MopaxatTcsi MNeyeHb, KOCTHbIA MO3r M KOCTW. MeTacTasbl B 06/1aCTb
rnasHuubl Hepefko BbI3bIBAOT MTO3, B TBEPAYK MO3roByl 060-
NOYKY — NPU3HaKM MNOBbLILEHWUS BHYTPUYEPENHOro AaBieHus (BK/OYast
pacxoXjeHue LWBOB). B MO3r onyxosb MeTacTasupyeT peako.

B HacTosLee Bpems MOMb3yOTCA ABYMSA Knaccugpukaumsamu, paspa-
60TaHHbIMW B COOTBETCTBUWM CO CTafuell Helipo61acToMbI:

9BaHca Mepunatpryeckoit OHKonormyeckoi
rpynnbl
CTaguns 1 CTaguna A
Onyxonb oOrpaHuymBaetcs opraHom [lonHoe ypjaneHWe MepBUYHON OMNyXxonwu,
UM CTPYKTYpOW opraHa BHYTPU NONOCTHbIE NUM@aTUyHeckKne
CTagus W y3/1bl He cnasiHbl C MepBUYHOW ony-
Onyxonb pacnpocTpaHseTcs Mo npo- XOMblO W He cofepXXaT OnyXoNeBblX
TAXEHUIO 3a npefenbl opraHa, HoO KNeTokK;
He MepeceKkaeT CPeAHI NUHUK; B ecnn  nepBMYHAs OMYyXOnb JNlOKanu-
npouecc MOryT BOB/AeKaTbCs MMCU- 3yeTca B OGpHOWHOMW NONOCTM UMK
natepanbHble pernoHapHble nMmMda- nonocTn Tasa, B NEYEHU He BbISB-
TUYEecKue y3nbl NnATCA BCe TUCTONOTMYECKUe npu-
CTapgusa 111 3HaKu
Onyxonb pacnpocTpaHsieTcs no npo- CTaans B
TAXKEHUIO 332 CPEeAHI  NuHuI0, 3HaduTenbHas yacTb onyxonu He
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JBaHca Meaunatpuueckoit OHKOMOrMUeCKOi

rpynnb
pervoHasnbHble TUMMpaTtnyeckme ys- ucceveHa; cocTosHWe numdatnye-
Nbl MOTYT 6bITb BOBJIEYEHbI C 06€nX CKWX Y3710B U MEYEHW TO Xe, 4YTO B
CTOpPOH (6unatepanbHoe pacnpo- ctagun A
CTpaHeHWe CPeAuHHON onyxonu) CTHAMH B
Ctagua 1V MonHoe unu HenosnHoe yganeHue nep-
PacnpocTpaHeHue ¢ BOBMleYEHUEM B BUYHOW OMyXonu; BHYTPUMONOCT-
npouecc  ckeneta,  BHYTPEHHUX Hble uMM@aTuyeckme  y3nbl  He
OpraHoB, MATKUX TKaHel, oThaneH- cnasiHbl C MEePBUYHON ONYXONbO, HO
HbIX UMK AaTMUYECKUX Y3N0B U Ap. MMeT ee TrUCTONOrMYecKne npu-
Ctagms 1VS 3HaKW; COCTOSIHWE MeYeHu TO Xe
BONbHbIE, Y KOTOPbIX MPOLECC MOXHO uto B CTagun A
OTHecTn K ctaguu | wam II, 1. e Craguna I
HeGOMbWUMU  U/UAKN  yAANeHHbIMU Mo6olt  ANCCEMUHUPOBAHHLIA  Npo-
ONyX0NsiMU, HO OH pacnpocTpaHeH uecc, pacnpocTpaHslwmiics  3a
C nopaxeHuMeM TONbKO MeveHy, npefensl  BHYTPUMONOCTHbIX NUM-
KOXW WM KOCTHOTO Mo3ra (HO He thaTmyecknx  y3nos,  Hanpumep
KOCTM) WM NX COYeTaHus nopaxeHune BHEMONOCTHbIX Y3108

neyeHu, KOXW, KOCTHOTO MO3ra,
KoCTeW

B y3nax, ChnadHHbIX C ONyX0NbH WX HaXogAWMXCA BHYTPWU Hee, TUCTONOrMYeCKU Moryt
onpefenaTbCA ee MNnpusHaku, Ho 3a6oseBaHMe He OTHOCAT K ctagum B

CneymanbHoe o0603HayeHne (ctagma IVS) nmonyumnu mable Um
HeonpeeNUMble MEPBUYHBIE OMYXONW Y 6GOMbHBIX C BOBEYEHHLIMW B
MPOLLECC MEeYEHbID, KOXEW WM KOCTHbIM MO3TOM; WX HaxofAaT Moutu
BCcerja B Bo3pacTe A0 6 Mec. Ha koxe MOryT MosiBAATLCS TBepAble
Y3e/KW, HanoMuHatolwme Arogy ronyobuku. Y 60MbHbIX C 3TON hopmoit
Heilpo61acToOMbl MPOrHO3 00bIYHO 6MArONPUSATHBIA AaXKe MpPU MUHK-
Ma/lbHOM JIEYEHUN WAW ero OTCYTCTBUM.

KnuHnyeckue nposiBneHusi. HuW ofHa onyxonb He MNposiBAsieTcs
CTO/Ib MOIMMOPGHOI CMMMNTOMATUKON, KaK Heiipobnactoma, yTo obyc-
NOBNIEHO Pa3HO0Opa3HO MoKanu3auneldi NepBUYHOA ONMYyXOIN U CMoco-
6aMn pacrnpocTpaHeHWs MeTacTa3oB. bonee Toro, HekoTopble CUMI-
TOMbl 0653aHbl  MeTab0/IMYECKMM HapyLUEHWsIM, CBS3aHHbIM C OMy-
Xonbto. [lepBMYHAs OMNyxonb O0ObIYHO pPa3BMBAETCA B  OPIOLLIHON
nonocTu, NpefcTaBnsAs coboii TBepAYyl HenpaBuAbHON (hopMbl Heana-
CTUYHYK Maccy. [1OCKONbKY OHa ualle BCEro IOKanusyeTcs B Hafmno-
YEYHUKe, ee 0ObIYHO 0OHAPYXXMBAKOT B OHOM W3 BEPXHMX KBaApaHTOB
XnBoTa. KpoBOM3NMAHNS B YBENMUMBAIOLLYHOCA OMYyX0/b 00bIMHO MOTYT
06ycnoBuTb 6/1€AHOCTb KOXHbIX MOKPOBOB W AaXe MOHWKEHUe apTe-
pPUanbHOrO faBfneHus. MHorga onpegensieTcs YBe/IMYEHME MeYeHU
BC/IEACTBME MEeTacTa30B B Hee. BbIpaKeHHbIA acuuT MOXET MPUBOAUTL
K 3aTPYZHEHWI0 AbIXaHUs W BbI3BaTb HEOOXOLMMOCTb XWMPYPrUYEecKoii
Jekomnpeccun. MeTacTasel B KOCTW BbI3bIBAKOT 60U, Y MaseHbKUX
[leTeil NpOSBNAOWMECS UPe3BbIYaAKHOW pPa3ApaXXNTENbHOCTbHO.
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[eTn ¢ nepBMYHbLIMKU OMYX0NAMM, NIOKAIM30BaHHLIMW BHE GPHOLLHON
MOMOCTU, Masio MOXOXWM Ha 6OMbHbIX. B rpyaHOA nomoctv onyxosb
4acTo 0OHapYXWBAKOT CAy4YaiHO MPY PEHTreHOOrMYecKOM WCCneAoBa-
HUW. PacnonoxeHHas B BepXHeli 4aCcTu rpyAHOM KNeTKW, OHa WHorga
NPUBOAMT K 3aTPYLHEHUIO AbixaHusi. Onyxonm B 061acTW FOM0BbI UK
LUEN MOXHO NafbNnMpoBaTb WM e OHW AaloT O cebe 3HaTb CUHAPOMOM
opHepa. J1okanusyscb B NOIOCTU Majioro Tasa, OHW MOryT MpMBECTU K
HapyLleHnsmM akTa gedekauuu wid MovencnyckaHusi. 3TUX 60/bHbIX
HeobxoamnMo 06cnefoBaTb X0TA 6bl OAHOKPATHO Yepe3 MPSIMYH0 KULLKY.
Heiipobnactoma MOXeT pa3BMBaTbCs MO0 B CMMHHOM KaHane, Moo
BHE €ro, MOXET PacrnpoCTPaHATbCA KOM0KO0/006pa3sHO 4epe3 MeXmnos-
BOHOYHbIE OTBEPCTMA W Bbl3blBaTb CAABAEHWE CMIMHHOIMO MO3ra C Hapy-
LUEHVEM YYBCTBUTE/IbHOCTU, AUCHYHKLWEA CHUHKTEPOB M U3MEHEHUEM
noxogku. lepBryHas ONyxosb HOCOrNOTKM (3CTe3noHeilpobnacToma)
00bI4HO BbI3bIBAET OAHOCTOPOHHEE HOCOBOE KPOBOTEYEHWE WU OKKIIH0-
310 HOCOBbIX XOJ0B.

Helipo6nactoma MOXET COMNPOBOXAATbCA PSAAOM CUMMTOMOKOM-
MNEKCOB. JHUetanonaTns ¢ NopaXeHMeM MO3XKeuka MpUBOAWT K OMco-
MUOKMOHYCY, XapaKTepU3yloLEeMyCs MPOrpeccupytoLleil aTakcuein u
NoJepruBaHNEM ro/10Bbl, MUOKIOHWYECKUMI MOAEPTMBAHUAMMW N XaoTu-
YECKMMMN CXOAALLMMUCA ABVMXKEHMAMMW a3 (0ONCOKIOHYC) C Nporpeccu-
pytowieii aemeHumeid. TpuumMHa 3TOro CUHApPOMa Heu3BecTHa. Bbipa-
XKEHHas Auapes Npu aTOHUMKM KWLLEYHWKA W 60MblIve MOTepU Kaus
MOFyT 6biTb 0OYC/M0BNEHbI YPE3MEPHO MNPOAYKUMel Ba30aKTUBHOMO
NMHTeCTUHanbHoro nentuga (BWIM). OTOT CUHAPOM MOXET ObICTPO
HVBEIMPOBATLCA MOC/E MCCEYEHWUS MEPBUYHON OMyxXonu. nnepTeH3us
OTHOCWUTENIbHO PeAKO COMpPOBOXAAET HeMpo6racToMy; ualle OHa pas-
BMBAETCS Npu (peoxpomoumTome. Hepeako coobwatoT 0 HEOObACHUMbIX
npucTynax noOT/MBOCTM W MPWAMBOB Kak Yy pebeHKa C Helpo6nacTo-
MO/, TaK MHOrAa My MaTepn pebeHKa C BPOXAEHHOM onyxonbi. B
Tabn. 19-8 npeacTaBneHa 4actoTta 3TUX CMHAPOMOB (OfgHa cepus

Ta6bnuuya 19-8. YacTtoTa CMMNTOMOB Ha MOMEHT AMArHOCTUKM Yy 127 60nbHbIX ¢ Hefl-
po6nactomoii

Craguu
CUMNTOMBI Bcero
| Il ] v IVS
OncoMMOKNOHYC 1 6 0 2 0 9
[Ownapes 2 0 3 1 1 7
PacnpocTpaHeHve no  CNvHHO-
MO3roBOMY KaHany 0 4 4 1 0 9

unepTeH3uns 1 0 0 3 1 5

MToro... 7 28 17 56 10 12

M3: Rosen E. M, Cassady J. R-. Frantz D. N. et al. Neuroblastoma: The Joint Center for
Radiation Therapy/Dana Farber Cancer Institute Children’s Hospital Experience.-J. Ciin. Oncol..
1984. 2, 719.
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HabntogeHnin). O6LMe CMHAPOMbI COMPOBOXAAKT BCe CTaguu 3abone-
BaHUA W HeobsA3aTeNIbHO OTPAXAalT AUMCCEMMHALMIO ONyXonu n Hebna-
rONPUATHBLIA MPOrHO3.

[narHo3. HauanbHoe 06cnenoBaHNe ONpPeaenseTca MepBUYHON
NoKanusauuen onyxond u npu3Hakamu ee gmuccemuHauuu. pu BHYT-
PUBPIOLLHBIX ONYX0NAX ONTUMa/bHbIM METOLOM CNYXXWUT KOMMbOTEPHAA
Tomorpadumsa (KT). MMpu HeilpobnacTome HafrnoyeyHMKa 06s3aTefbHbI
peHTreHorpagua opraHoB GPIOLLHON MOMOCTU U 3KCKPeTOpHas yporpa-
thua. K nonesHbIM HaxoAkKaM OTHOCATCHA ovaru KajbLuHaluuum Uimn cMme-
LEHNEe YalLeYHO-M0XaHOYHOM CUCTEMbI WM MOYETOYHUKa. OfHakKo
B3aMMOOTHOLLEHUS OMYyXO/N C OKPY>KAIOLW UMK 3a6pIOLLMHHBIMK Opra-
Hamu, OCO6EHHO KpYMHbLIMW COCyJaMu, C TMOMOLLbK 3TUX METOL0B
00bI4YHO OLEHMBAIOTCA HeajekBaTHO, a 3TV [aHHble Heob6XO4WMMbI AN
pelleHns Bonpoca 06 onepabensHOCTU OMyX0nu W Bbi6opa XMUpypruye-
ckoro metoga. Mpu KT BbISBAAKOT rNaBHbIM 006pa3oM CMeELLaHHYH
NNOTHOCTb OMYXONM 3a CYET COMUAHBIX W KUCTO3HbIX KOMMOHEHTOB.
KnCTO3HbIE  y4acTKM  0BYCMOBMEHbI  KPOBOU3MUAHUAMM W Q4varamu
Hekpo3a. KanbUMHMpOBaHHbIE Y4YacTKM, WHOrLa He 06HapyXuBaemble
Ha 0ObIYHOM PEHTreHOBCKOM CHMMKe, 06HapyXwusatotca npu KT noytu
y 80% 60nbHbIX. Mpy 3HAYMTENILHOM KPOBOM3AUAHWUM B OMYyXO/b Kaslb-
LIMHMPOBaHHbIA 04Yar MOXeT WMEeTb KO/bLEBWUAHYK (hOpMy, B CBA3U C
YeM B HAAMOYEYHUKe ero TPYAHO OT/AMYUTL OT TpaBMaTMYecKoro.
MeTacTasbl B MEYEHN W KOCTAX TakXKe MOryT 6biTb 0BHapy>XeHbl MNpu
KT. OKONONO3BOHOYHbLIE OMYXONW W ONYyXO/N 3afHEro CpefocTeHus
00bIYHO MOXHO YBUETb Ha PEHTreHorpaMme rpygHON KIeTKM, pacluu-
PEHME MEXMO3BOHOYHbIX OTBEPCTUI MOXET MOMOYb OMNpefeiuTb ee
MHTpacMuHa/IbHOE pacnpocTpaHeHve. [nsa TOUHOW upeHTUdMKaLMK
MOryT notpe6oBatbCA Muenorpadms ¢ MeTpusammgom u KT.

CKaHMpoBaHMe KOCTEA TakXKe MOMe3HO ANA OMpefdeNieHMs MepBud-
HOM OMYyX0MM W NPOTSHKEHHOCTWM MeTacTaTM4eckoro npouecca. Y 60%
60/bHbIX MEPBUYHAS OMYXO/b MOrAowWwaeT AugoctoHaT TexHeuus.
MeTacTaTMyeckue oyaru MOXHO OMpefenuTb, HO WHOrda WX TPYLHO
NOEHTUPULMPOBATL, TaK KaK OHM 4YacTo pacnonaratTcsd CUMMETPUYHO
B 3Nn(M3apHbIX MAaCTUHKAaX, HanpuMep B MPOKCUMANbHON 4yacTu nne-
YyeBOin KOCTU. OObIYHasA PeHTreHorpagmns aTUX 06nacTeil MOXKET MOMOYb
onpegenuTb NPOTAXEHHOCTb MEeTacTaTMyecKoro npoLecca.

Acnupauuto unm 61Moncuio KOCTHOrO0 Mo3ra Heo6xo4MMO MPOU3BeCTH
y BCeX O6O0MbHbIX C Lenbio onpefeneHns cragun 3abonesaHus. C ee
MOMOLLbIO MOXHO OMpefeninTb CKOMMeHUs UHUNbTPUPYIOLLUX OnyXo-
NeBblX KNETOK (puc. 19-3) wAM NONMHOE 3aMelleHWe VMW KOCTHOrO
MO3ra, 4TO He MO3BOJISET OT/IMUUTL OMYXONb OT OCTPOro numdgoobnacT-
HOro neiko3a. MaHUUTONEHMS MOXET ObiTb pe3ynbTaToM MpoLecca B
KOCTHOM MO3re.

Cneungpmnyeckum [OMArHOCTUYECKAM TMPU3HAKOM MOXET CMY>XUTb
MOBbILLEHME YPOBHS KaTexonaMWHOB B MOYe. YpoBHU aoda, fLodamMuHa,
HOpaApeHanuHa, HopmeTaHepuHa, TOMOBAHWIMHOBOW WM BaHWIUI-
MaHaenukosoin kucnotbl (MBK 1 BMK cOOTBETCTBEHHO) MOBbILLIAOTCA
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puc. 19-3. KneTkn Helipo6-
NacTOMbI, acnMpUpOBaHHbIE
M3 KOCTHOr0 Mo3ra.

YacTo KIeTKW rpynnupytoTcs
Mo Tpu v 6onee 6e3 NpuU3HaKoB
o6pasoBaHus poseTok. Mocnea-
HVE, OKpYXXatoLne LieHTpanbHO
PacnonOXeHHbIe  BOJIOKHUCTbIE
CTPYKTYpbI, TUMWYHbI ANS Helt-
po6nacTombl.

npumepHo y 90% 60nbHbIX. [pn XpomaTtorpagmn Ha 6ymare, NpoBoau-
MO C LeNblo ornpeaeneHust B cyTouHoi Mmoue BMK n MBK, MOXHO
NONTyUYNTb JIOXKHOMOMOXUTENbHBI pe3ynbTaT, Y4TO OOYC/OBMEHO YMO-
TpebaeHmem 6ONbHbIM TaKMX MNPOAYKTOB, KakK 6GaHaHbl, Opexu, LOKO-
nap, BaHWNb. MeTof rasoBoil xpomartorpadum u cnektporpagun (KoH-
LIeHTpaUuoHHaa parMeHTorpagua) oTan4yaeTca 60/bLUe TOYHOCTbLIO
N YyBCTBUTEMLHOCTLIO, HA €r0 pe3ynbTaTbl He BAMAIOT YNoTpebnseMble
B NWLLY NPOAYKTbl MWTaHUS, C er0 MOMOLLLIO0 OMPeaenstoT BCe KOHeu-
Hble MPOAYKTbl 0OMeHa AogamMmuHa, afpeHanvHa 1 HopagpeHaanHa. Ans
MpoBefeHUs 3TOro MeTofa TpebyeTcs BCEro HeCKOosbKO MWUMAUTPOB
MO

OKOHYaTe/IbHbIA AMarHo3 3aBUCUT OT Pe3ynbTaToB FUCTONOrMYe-
CKOr0 MCCefoBaHns yaaneHHOW onyxonu unm ee buontarta. MNepeunc-
NeHHble MEeTOfbl UCCNeAOoBaHWs MO3BOMISKOT ONpPeAenuTb foKanu3auuto
NepBUYHOM ONYXO/IN W1 CTENEHb ee AUCCEMUHALMK, UX CreayeT BbIMon-
HATb [0 onepauun. Y 60MbHLIX C BbIPAXKEHHON AMcceMUHaLmMein npo-
Llecca orpaHuyeHHas 6uorncmMs NOBEPXHOCTHO PACMOfIOKEHHOro ovara
WM acnupauus KOCTHOr0 Mo3ra MOXET 0Ka3aTbCs [0CTaTOYHOW, 0CO-
6EHHO MpW MOBbILIEHHOM YPOBHE KaTexO/laMUHOB B MOUe.

JleyeHue. TMonHOe uMcceyeHMe OrpaHUYeHHO OMyxonum Hambonee
pe3ynbTaTUBHO. MEeCTHbIA NPOLECC, KOTOPbIA HEBO3MOXHO YAaNIUTh,
CTaBWUT 3afayy onpefennTb ero cTeneHs v npupogy. Heobxogumo npo-
M3BECTU OMOMCUI0 NUMMATUYECKUX Y3/10B, APEHUPYHOLUX ONyXOfib, a
MPU NEePBUYHbIX BHYTPUOPIOLLHLIX OMYX0aX 6MONTaThbl NEYEHU AO/MKHBI
ObITb MCCNeAoBaHbl MWUKPOCKOMUYEeCKW. [py MeTacTasvpoBaHWMW LieH-
HOCTb YAaneHus MepBUYHOK ONyxonu He onpegeneHa. [Mpu 3tom y
60MbHbLIX, YYBCTBUTE/IbHLIX K XMMUOTepanuu, npesnpuHuMannch
MOMbITKN WCCEYEHWS MEPBUYHON ONYyX0nu, OfLHAKO OLEHUTb 3TOT 3Tan
NeYeHNst MoKa He YAanochb, HO Yy 3HAUYUTENBHOIO Yucna 60/bHBIX, KOTO-
PbIX CUYMTANN W3/IEUEHHBIMU, HA Onepauun Bbln HaifeHbl 0CTaTOYHbIE
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ABMEHUS OMYXONW, B pe3ynbTaTe Yero ¥M noTpe6boBanoch MpoLo/MKeHNe
neyeHuns.

B 60nblUMHCTBE Cy4vaeB Helipo6/1acTOMbl YYBCTBUTENIbHbI K PEHT-
reHOBCKMM fiydam. O6nyyYeHne MOXET BblTb MECTHLIM C Lieflbl0 CMArye-
HUS MECTHOM CUMNTOMAaTWKW MpY AMCCEMUHUPOBAHHOM 3ab0/1€BaAHNM
WM YMeHbLUEHUS OMyXoneBbiX Macc. OO6/yuyeHue >Xe BCEro Tena wum
9KCTEHCMBHAsA pafuaums npy CUCTEMHOM 3a60/eBaHUM  OKa3aiuchb
Hea(h(heKTUBHLIMU.

MOCKONbKY Ha MOMEHT YCTaHOBMEHWs AMarHosa npouecc 06bIYHO
[LNCCEMVHMPOBAH, XMMUOTEpanus 3aHMMaeT Befdyllee MecTo. Cxema,
npegycmarpuBaloLlas nevyeHne LUTOKCAHOM U [OKCOpyOuUMHOM, obec-
neynBaeT HacTyrnjaeHue pemuccun npubnnsnTensHo y 50% 6GO0NbHbIX.
A heKTOM CONPOBOXAAETCA W NIEYEHME LMC-NAAaTUHOK BMECTe C 3Mu-
fopunnoTokcuHoM VM26. KpaTKOBpEMEHHOro ycrnexa Aocturanv npu
MCNOMb30BaHUM JpYTMX COYeTaHWid npenapatoB. B HacTosiwee Bpems
60/IbHbIM C AMCCEMWHMPOBAHHbLIM MPOLLECCOM BO BpeMs MEpBOIA pemuc-
CMW TPAHCMMAHTUPYIOT KOCTHbIA MO3r. AYTOreHHbIA KOCTHbIA MO3F
nepeq nepecagkolii o06pabaTbiBalOT MPOU3BOAHBLIMU LMKNogochaHa ¢
TeM, YTOObl YHUUTOXMWTb, BO3MOXHO, OCTaBLUMECH OMYXO/NeBble KNETKU;
paccMaTpUBaeTCs BO3MOXHOCTb €ro aafioreHHON TpaHCMIaHTaLuu.

BofbHbIE MOCNE MCCEYEHNA OMyXonu, WAEHTUPULUPOBAHHOW Kak
yucTas raHr/IMoOHeBpPOMa, He MOLNEXAT XWMWO- W PeHTreHoTepanuu,
BEPOATHO, [aXe B TOM Cllyyae, eCfiM ee He y[aeTcd YOaluTb.

MporHo3. Ycnex neyeHusi B 60/bLUOK CTENEHN 3aBUCUT OT BO3pacTa
60/1bHOro 1 cTagumM 3aboneBaHus. Y 60MbHbIX CTapLlero Bo3pacTta U
npu MeTacTas3upoBaHMU Mpouecca MPOrHo3 camblil HebnaronpUATHBINA.
JleyeHne npy onyxonsax, KOTOPble MOXHO MCCeYb MOMHOCTBIO, LO/IKHO
ObITb TOMBKO Xupypruyeckum. MecTHoe 06/yYeHVMe NPOBOAAT Npu
MaJibIX OCTaTOYHbIX onyxonsax. bonbHble B I n IV cTagmuax nonyyatoT
B OCHOBHOM XuMmuonpenapatbl. Jetn B Bo3pacte o 1 roga mHorga c
TPYLOM MEPEHOCAT XMMMOTepanuio, HO Yy HWX OHa 6onee pesynbTa-
TUBHa, OCOGEHHO NpU TUMNEPNIOUAHBLIX ONYX0NAX, MO CPaBHEHUIO C
[JeTbMy CTapLiMX BO3PaCTHbIX Tpyn.

B 1abn. 19-9 npefcTaBneHbl pe3ynbTaTbl SiedeHUs, NPOBOAUMOIO B
OAHOM W3 LEHTPOB. [AnuTenbHOe BbhKMBaHWE MeHee 10% 60MbHbLIX B
Bo3pacTe nocne 1ropa c IV ctagueit 3a601eBaHNS K MOMEHTY YCTaHOB-
NeHust marHosa CBUAETeNbCTBYET O HebnaronpuATHOM MPOrHose A
feTeld aTOW rpynnbl. TpaHchiaHTauMsi KOCTHOrO MoO3ra B MNEpUOA
peMuccun NOo3BONAET MOBLICUTL YPOBEHb BbDKMBaHWA [0 25%. bnaro-
NpuATEH MNPOrHO3 y 60/bHbIX npy IVS cTagmn. HecMoTps Ha TO 4TO
ONyX0nu y HWX, NO-BUAMMOMY, OBYCNOBMMBAIOT NETa/IbHbIA UCXO4 W3-
32 HapylweHus (QYHKLUU >KM3HEHHO BAaXHbIX OPraHoB, JieYeHue,
BEPOSATHO, MPOBOAMTL He TpebyeTca, a cnefyeT HabnwgaTh 3a 60/1bHbIM
B TeYeHMe MepBbIX HECKO/IbKUX MeCcALEB Moc/ie MOCTaHOBKWM AMarHosa,
TaK KaK MOXEeT HaCTyMuTb CMOHTaHHAfA pPeMuccus.

MaTtomoponoru cnopsT 0 TOM, ABASAIOTCA 1N MPU3HAKM TUCTONOIU-
YecKOoro co3peBaHWUs BaXHbIMU MPOrHOCTUYECKMMU (hakTopamu. Yepes
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Ta6nunuya 19-9. Pe3ynbTaThl fie4eHUss 60MbHbIX HEMPO6GNACTOMON B 3aBUCUMOCTU OT UX
BO3pacta W cTaguu 3a6oneBaHus

Cragus BospacT pebeHka Ha MOMEHT
no Knaccu- YCTaHOBNEHWA AMarHosa BbbKkuBaHME B TeueHWe
thukaumm 2 net (obwee uncno™ )
3BaHca
fo 1 roga cTapwe 1 roga
i 5/5% * 212 717 (TOO)
n 9/9 17/19 26/28 (93)
w 8/9 5/8 13/17 (76)
v 9/10 4/46 13/56 (23)
VS 6/7 3/3 9/10 (90)

* Undpbl B ckoGkax 0603HAYal0T MPOLEHT BbDKMBLUMX B TeyeHue 2 feT.

** Uucno 300poBLIX feTeli vepe3 2 rofa No OTHOLLEHMIO K 06LLeMy YMcny 60/bHbIX B BO3PACT-
HOli rpynne Ha JaHHOW cTaguu 3abonesaHus. HabniogeHve B TeyeHue 2—12 neT.

M3: Rosen E. A/, Cassady J. R., Frantz C. N. et al. Neuroblastoma Joint Center for Radiation
Therapy/Dana Farber Cancer Institute Children’s Hospital Experience.—J. Clin. Oncol., 1984,
2, 719.

HECKO/IbKO NeT OyfeT pa3paboTaHa HOBas CUCTeMa TMCTONOMMYECKOMN
rpajaumu, yuuTbiBalOlWasd MWUTOTUYECKUNA WHAEKC, CTeneHb W BUA
MH(UNBLTPaLUM CTPOMbI  ONYyXONWM Hapsigy C TUCTOMOMMYEcKoOn 3pe-
NocTblo. Y feTeil B Bo3pacTe Ao 1rofa runepriongHsle onyxonu nog-
JaloTcqd XUMMOTepanuu fierye, 4Yem AUMIOWAHbIE.

deoXpoMOLMTOMa, OMyX0fb CUMMATUYECKOW HEPBHOM CUCTEMBI,
peLko BCTpevaeTcs y AeTeld M MpoTekaeT JOOPOKa4YeCTBEHHEE, YeM
Helipobnactoma. MeTabonnyeckn akTUBHble OMYXOAM CM. B COOT-
BETCTBYIOLLEM pa3gene.

onyxoJsin MNoOYek
Oonyxo/b BW/IbMCA

Moyt Bce ONyxOonM MO4YeK Yy fAeTeil MpefcTaBfeHbl OMyXOsbio
Bunbmca. OHa BCTpeuyaeTcss NpubAn3UTENbHO C O4MHAKOBOW 4acToTOW
y [eTeii 000ero mnona He3aBMCMMO OT PacoBON MPUHAANEXHOCTU
N ypoBHEM 3aboneBaemocT B rog (7,8:1 MNH fAeTeid B BO3pacTe [0
15 ner).

K ee BaXHbIM MpU3HaKaM OTHOCUTCA CBA3b C BPOXAEHHLIMW aHOMa-
NNAMK, Yallle BCEro C aHOManuMsMK MOYENooBoi cuctembl (4,4%),
remurunepTpoguein (2,9%) u co cnopagmyeckoin aHumpuamein (1,1%).
Onyxonb Bunbmca pas3BuBaeTcs y feTeil, poguTenn uam cubcbl KOTO-
pbIX CTpajaroT remuruneptpoduer. YeTKo nocnefHAs MOXET npo-
SBUTLCA /INWb B MOAPOCTKOBOM BO3pacTe, MO3TOMY acvMMETPUYUHLINA
pocT y pebeHKa, feynBLUerocs no nosofy onyxonu Bunbmca, ckopee
cnefyeT paccMaTpuBaTbh KakK reMurunepTpoiuio, YeM Kak OC/I0XKHeHUe
nocne neyeHus.

195



Puc. 19-4. Tuctonorunve-
CKME W3MEHEHWUs Mpu ony-
Xonm Bunbmca.

AnuTeNNabHbIA  KOMMOHEHT
NpeAcTaBneH OKPYrnoi (opmbl
OMyXoneBbIMM KaHabLamm
(BAEH  TaKXe  YA/MHEHHbIN
OryX0neBblii  KaHaseL), Meso-
fepMaibHbIit KOMMOHEHT —
nonocamMu  Y/IMHEHHbIX — faep,
pacrionaratoLLnxcs B ronepeu-
HOM HanpasfieHUu.

[Jeneunsa xpomocombl 11 BriepBble 6bli1a BbISIBMIEHA Y POLACTBEHHM-
KOB feTeil C CMHAPOMOM aHupuaun Bunbmca. OHa NOCTOSIHHO onpefe-
NnfeTcs Ha CYOMUKPOCKOMUYECKOM YPOBHE B KNETKax 60/bLUMHCTBA
onyxoneii Bwnbmca, faXe eciM KOHCTUTYLMOHaNbHbIA Habop XpOMo-
COM OCTaeTcs B HOpME.

Kak v peTMHo6nacToMa, ceMeiiHas (hopma onyxonn Bunbmca yalle,
YeM criopaguyeckas, GblBaeT ABYCTOPOHHEN. Kpome Toro, y 60/bHbIX C
6unatepanbHOW, WM HacNeACTBEHHOMW, (DOpMoi 6onesHn 6onee YacThbl
BPOX[EHHbIE aHOMa/InK, a OMyxo/b Pa3BMBAETCA B 60/iee paHHEM BO3-
pacTe. YCTaHOB/MEHO, YTO Y pebeHKa, Y OAHOro 13 poauTeneil KOTOporo
JmarHoctmpoBaHa OwunatepanbHas, WM HacnefCTBeHHas, Omnyxosb
Bunbmca, puck ee passutusa coctasnsetr 30%.

Matonoruda. Knaccuyeckaa onyxonb Bunbmca oTanyaeTca conu-
TapHbIM POCTOM B /O60M YacTW TOM unM Apyrol noyku. OHa MMeeT
YyeTKUe rpaHuLpbl U 06bIMHO MHKancynupoBaHa. TUNWYHBLI MefKMe ouaru
KpOBOM3NNAHNIA. OMyX0/Mb 06bIYHO MCKaXXaeT KOHTYp MOYKW, a OCTaB-
LUascs HeM3MEHEHHas ee YacTb HepeaKo CAaBNMBAETCA U 06pas3yeT TOH-
KA 06040K BOKPYT OMyXO/u.

Mpn MUKPOCKOMMYECKOM WCCMEef0BaHUN B cliyvae 61aronpusTHOrO
rMCTOIOMMYECKOrO BapuaHTa MOXHO BUAETb KaK anuTenunanbHble, Tak u
CTpOMasibHble 3nemeHTbl (puc. 19-4). PasnuyaloT Tpyu HebnaronpuaT-
HbIX TWUCTOMOrMYECKUX MpuU3HaKa, onpegenseMbix B 10% onyxonel
Bunbmca, HO B 60% ciy4yaeB OHU 0OYCMOBAMBAIOT NIETAMbHBIA UCXOL.
AHannasusa 3akilo4yaeTca B 3aMeTHON BapuabesbHOCTU pa3MepoB
A0ep C aHOMa/bHbIMW MUTOTUYECKUMM urypamn. OHa c 6obLueli vac-
TOTOM  BCTpeYaeTca Yy [JeTeil  CTapliMxX  BO3PAcCTHbIX  rpynn.
PabgonmaHasa Onyxofb COCTOMT W3 KNETOK C BONOKHUCTbIMU 303U-
HOMUNBHLIMA  BKJTIOUEHMAMU; OAHAKO MPUCYTCTBUE KETOK WCTUHHOM
MOMEepeYHONo0caTon MyCKynaTypbl MO3BOMISIET WCKMIOUYATL pabaons-
HYlO onyxofib Bunbmca. 3TOT ee TMN 4acTo BCTPEYaeTCs Yy CambIX
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MafeHbKNX geTeidl. HNCTOKNeTOYHAsA CapKOMa MOYKU XapakTepu-
3yeTcsl BEpPeTeH000pasHbIMM KETKaMU C BbIPXKEHHON Ba3OLLEHTpMYe-
CKOI CTPYKTypol. OHa JOMUHMPYET Y MaJb4MKOB M 4acTO MeTacTasu-
pyeT B KOCTMW.

Mcnonb3yemasa 06bIMHO Kiaccugukaums no CTaguaM npensioeHa
HauunoHanbHO rpynnoi no m3y4yeHuWto onyxonu Bunbmca. B cooTBeT-
CTBUW C Heil B | CTagum NpoLecc orpaHuYeH MOYKOA WM OMyXOslb MOXET
6bITb NOMHOCTHLIO MCCEYEHA, ECNM Kamcyna Novyku MHTakTHa, BO Il cTa-
VIO ONYyX0/b pacnpocTpaHaeTcs 3a npefesibl MOYKM, HO MOXET ObITb
NMONHOCTLIO UccedeHa, B Il cTagnio nosasBnAKTCA HereMaToreHHble
mMeTacTasbl B npefgenax OptowHoi nonoct, B IV cTaguio onyxonb
pacrnpoCTpaHsAeTCca remaTtoreHHoIM MyTeM, vaule B nerkue. B 5—10%
c/lyyaeB onyxonb Bubmca 6blBaeT ABYCTOPOHHEN, a BbDKMBAEMOCTb
60NbHbIX 3aBUCUT OT CTEMNEHW BOBMEYEHWS B Mpouecc noyek (cragus V
03HayaeT [BYCTOPOHHee 3abosieBaHMe noyek). OTHOCUTESIbHOE YUCNO
60/bHbIX C onyxonblo |—IV cTagum n ypoBeHb WX BbIXKMBAEMOCTU
npeactaeneHsl B Tabn. 19-10.

Ta6nuuya 19-10. BeiXkuBaemocTb B 3aBUCMMOCTU OT cTagum 3abonesaHus v ructonorm-
YeCKMX M3MEHEHWUi Ha MOMEHT AMArHOCTUKW, NO faHHbIM HauuoHanbHbIX UccnefoBaHui
npy onyxonun Bunbmca

MpoueHT AeTeit,

Cragus Hucno gpouent BbIXXKMBLIMX B TeyeHue
601bHbIX oT obuwero uncna 2 ner
1 371 28 89—92
n 377 28 83— 93
11] 383 29 75—87
v 198 15 66—72
+ HIN1
MTo ro... 1329 100

'‘BbIXVBLUME B TeYeHWe 2 NieT 6e3 peunanBoB. HIM — HeGnaronpusTHble rUCTONOrMYEcKUe npu-
3HaKW.

N3: D'Angio G. J.,, Evans A. E., Breslow N. et al. Results of the third National Wilms’ tumor
study (NWTS 3): A preliminary report.—Proc. AACR, 1984, 25, 183.

KnuHuyeckue npossreHns. CpefHWIA BO3pacT Ha MOMEHT nocTa-
HOBKWM AMarHo3a cocTaBisieT oKono 3 net. CambIM 4acTbIM MPU3HAKOM
CNYXUT MOCTOPOHHee 06pa3oBaHMe B OPIOLIHON MonocTH, 4vacto 6ec-
CUMNTOMHOE. B 6GONbLUIMHCTBE C/lyvyaeB OHO [NlaKoe W TBepAoe, Ha
OWyNb PefKo MepecekaeT CPefHIo MHWUIO. Ero pasMepbl LUMPOKO
BapbMPYHOT, Ha MOMEHT OOHapy>XeHus AmameTp coctasasn 11 cwm.
O6pasoBaHne 4acTo O6HapyXXmBaeTca npu 06bIMHOM  (HM3NKAIbHOM
06cneaoBaHMU UM CAyYadHO poguTensmn. oyt y NofoBUHLI JeTeit
MOTFYT OblTb AOMOMHUTENbHbIE CUMMATOMbI (60X B XKMBOTE WM
TOLWIHOTA, WM TO W ApYyroe O4HOBPEMEHHO). B uenom 60nbHbIE C Ony-
X0Nblo Bunbmca HECKOSIbKO cTaplle M obLlee COCTOsiHME WX Hapy-
LUAeTCA MeHee, Yem npu abAoMWHANIbHON HelipobnacTome.
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FMnepTeH3nto BbIABASAIOT Yy 60% 60/bHbLIX. OHa 06ycnoB/eHa uLle-
MUeld NOYKW, O06bIYHO BCNELCTBME [AaB/EHUS OMYyXOAM Ha MOYEYHYHO
apTepuio, MOXET ObITb AOCTaTOMHO BLIPAKEHHOW, MNpoTeKaTb [A/un-
TENbHO W MPUBOAUTL K 3aCTONHO CepAeyHO HefoCTaTOYHOCTM.

[unarHos. Y nio6oro pebeHka, y KOTOPOro 06Hapy>KeHO MOCTOPOH-
Hee o6pa3oBaHWe B GPIOLLUHONM MONOCTW, CreAyeT 3arnofo3puTb OMyXosb
Bunbmca. Y 10—25% 60/bHbIX MUKPO- W Makporemarypus MOXeT
ObITb €JMHCTBEHHbIM CBUAETENLCTBOM TOr0O, YTO OMYXO/lb UCXOAUT W3
noykn. Mpu BHYTPUBEHHOI MWenorpagun BbISBASIOT BHYTPUNOUEUHYHO
NoKanmsaumio 06pasoBaHus. AudhepeHUMPYOT B OCHOBHOM C HEMpo-
6nactomoii. KomnbloTepHass Tomorpagmsi 00blMHO Haunbonee MHGopma-
TUBHa. Ha ToMorpamme 6e3 KOHTPacTMPOBAHUA MOXHO BWAETb, 4TO
06bl4HaaA onyxonb Bunbmca MCXOLUT M3 MOYKM B BUAE HETOMOreHHOro
06pa3oBaHUs C Yy4yacTKamy Masioli NAOTHOCTW, NpPeACcTaBAAILLMMU
COG0 HEKPO3. YUaCTKM KPOBOWUNUAHWUA N MefKue KaibUuuKatbl B
LIe/IOM BCTPeYaroTCA PeXXe U MeHblle BblpaXeHbl, YeM Npu Heilpobna-
ctome. [locne WMHBEKUMM KOHTPACTHOrO BeLlecTBa OMyXO/b Clerka
KOHTpacTupyeTcsa. YacTo BUAHA YeTKas rpaHMua MeXay Heto U MHTaKT-
HOM MNapeHXMMO, COOTBETCTBYOLLAsA MNCEBAOKancysne, OTMEeYaeTcs
3NAMMNCOMAHAS 06/1acTb MOBbILUEHHOW MNIOTHOCTU, COOTBETCTBYHOLLAA
CIaB/IEHHON HEMOBPEXAEHHOI MOYeYHOl napeHxume (cM. puc. 14-4, 6).
KomnbloTepHas TomMorpagus Mo3Bo/SET YCTAHOBUTb BHYTPUMOYEYHOE
MPONCXOXAEHME OMYX0/M, Ha OCHOBAHWMM YEro WCKIIHoYaloT Helipobna-
CTOMY, OOHapyXWTb MHOXECTBEHHble 06pa3oBaHWs, ONpesennTb
pacnpocTpaHeHWe Onyxonu W BOB/IEYEHME B MPOLLECC KPYMHbIX COCY-
[0B, OLUEHWUTb COCTOSIHME KOHTpanaTepasbHOM MOYKW. BaxHyl npo-
onemy npu auddepeHUManbHON AMArHOCTMKE NpeAcTaBnAaOT coboit
rMAapoHedpo3, KUCTO3 MOo4eK, me3obnacTmyeckas Hegpoma M gpyrue
3/10KaYeCTBEHHbIE GO0/MIE3HN MOYEK, HanpuUMep KNEToYHasd KapLuHOMa,
capkoMa u numMdoma.

MeTacTasbl B JIErKMEe BbIABNAOTCA HA peHTreHorpammax y 10—15%
60/bHbIX K MOMEHTY MOCTaHOBKW AMarHosa, T. €. yallle, YyeM Mpu Heid-
pobnactome. KomnbloTepHas ToMorpagus rpyaHoin KneTkn UHGopma-
TUBHa, OCOOGEHHO MpU BMU3Yyanu3aUUM 4YacTeid NEerknx Huxe YpPOBHA
Kynona guadparmel (puc. 19-5). Y 60/bHbIX C NOLO3PEHMEM Ha MeTa-
cTasbl B MeYeHW CnefyeT NPOBECTU ee PajvoU30TONHOE CKaHWUPOBaHUe.
KOCTM 1 KOCTHbIA MO3r UCCMeAyloT TOMLKO MNOc/ie XMPYPruyeckoro
BMeLLaTeNbCTBa M TOMbKO B TOM CAy4ae, eciM rUCTON0rMyeckme npu-
3HaKM OMyXonu He6MaronpuaTHbI, a 601bHON0 6eCnoKOAT MOCTOSAHHbIE
6onu.

HekoTopble peako- BCTpevarollmecs napaHeonnacTUyeckue CuH-
[pOMbl MOTYT 6bITb CBAI3aHbl C ONYyX0/bH0 Bunibmca. Heornnasma mMoxert
NpoAyLMpoBaTh 3PUTPOMO3ITUH, YTO MPUBOLAUT K 3PUTPOMONULMTEMUN.
EcTb CO06LLEHNA O BTOPUYHOW TrUMNepKasbLueMun.

JleyeHune. O6bIMHO HEMEANEHHO YAANstoT MOYKY C pas3BuBLUElCS B
Heli OMyXOosblo, faXke eciu ecTb MeTacTasbl B sierkue. Bo Bpems onepa-
LMN Heo6XO0AMMO NPOBECTU TLLATE/IbHYIO PEBU3NIO KOHTpanaTepanbHoM
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Puc. 19-5. Onyxonb Bwunbmca. Kowm-
nbtoTepHass  Tomorpagus  rpyAaHoi
KNeTkW, NO3BONAOLAA BUAETb MeTa-
CTasbl HWxe Kynona Avadparmbl,
KoTOpble TPYyAHO AuddepeHunpoBaTb
npy peHTreHorpagum.

MOYKW, YTOBbI UCKMOUWTL [BYCTOPOHHWIA MPOLECC, M MEeYEeHW, YTObbI
MCKNIOUUTL  MeTacTasbl. PeBM3NIO  3a6PIOLLIMHHBIX  UMEBATUYECKNX
Y3/10B W MOYeYHbIX BeH MPOM3BOAAT C LE/bl0 OMpefenuTb, He BOBe-
YeHbl /1M OHWM B MATOMOrMYeckuin npouecc. CreayeT nonblTathecs ypaa-
NUTb OMyXO0Nb efUHbIM 6/10KOM, HO, MOCKO/IbKY XMMMWO- W PeHTreHOoTe-
panvsi B MOCneonepauyoHHbIA Nepuog CrocOOCTBYHOT pa3pyLLEHMIO ee
OCTaTKOB, He PeKOMeHAyeTcs ee MO/IHOE WCCeYeHWe, ecnn 3To Yrpo-
XaeT XXM3HW BGONbHOrO.

Onyxonb BunbMca 4yBCTBUTENIbHA KaK K XUMWONpenapaTaM, Tak U
K /ly4eBOMY BO3AEWCTBMIO. JIOFMYHOE U CUCTEMATMYECKOE JflevyeHune
OblNo pa3paboTaHO B CBA3WM C 06pa3oBaHMeM B 1969 r. 06beAMHEHHON
rpynnbl  HaumoHanbHbIX nccnepgoBanmin (NWTS). [lo 3TOro BpeMeHM
MpaKTMYeckn BCe 6ONbHbIE B MOCMEOMNePaLUOHHLIA Mepuog nofBepra-
NNCb PEHTreHoTepanuu n NIEYEHUIO OfHUM XMMMUOMpenapaTtoM no pas-
HbiM cxemam. Fpynna NWTS coobuwmna, 4To KOMOMHMPOBaHHOE feve-
HVWEe BWHKPUCTMHOM W aKTUHOMWULMHOM WMEET SBHOE MPerMyLLecTBO
nepes neyeHMeM TOJIbKO OfHUM MNpenapaTom Yy 60/bHbIX C N0KaIn30-
BaHHbIMW (PopmMamMy 3ab60/1eBaHNA U UYTO AOKCOPYOMLMH CNYXWUT BaX-
HbIM JOMOSIHEHMEM K JIeYeHUIO MpU [aneko 3allefllem npoLecce.
Kpome TOro, 6bl10 MOKa3aHO, 4TO PEHTreHOTepanuio Heobs3aTeslbHo
nposoauTb B | cTaguio 3abonesaHus, 60/bHOMY B 3TOM Cllyyae fOCTa-
TOUYEH KOPOTKWIA Kypc (6 Mec M MeHee) KOMOMHUPOBAHHOW XMMMOTEpPa-
nuu. B HacToslLee BpeMs M3y4atoTCH ONTUMasbHble 403bl U Nofs 06/y-
yeHUss y 60nbHbIX BO Il 1 B Il cTaguax 3aboneeaHus, MNOMy4YatOLLMX
xumuonpenapatbl. Mpu 1V cTagum 3a60n1eBaHUS PEHTIeHO-XMMKUoTepa-
nuMs Tpems WM YeTbipbMs MpenapaTtamy PEeKOMeHAYeTCs B TeyeHue
15 wmec.

MpefonepauMOHHOE fledeHWEe He PekoMeHAyeTcst Ans BOMbHbIX C
OAHOCTOPOHHMM MPOLECCOM, HO OHO MOXET ObITb JeYeHUeM BbIGOpa
Mpy ABYCTOPOHHEN OMYyXOAW, TaK Kak Mpu CMOPLYUBAHWW MEPBUYHON
OMyX0/In MOXHO MPOU3BECTU YaCTUYHYHO HE(PIKTOMUIO U COXpaHeHue
KaK MOXHO 60/bLIEro 06beMa WHTAKTHOW MOYEYHON TKaHW. Y O60/bHbIX
C LBYCTOPOHHEN 0OMyX0/ibi0 ABYCTOPOHHSAS He(hpaKTOMUS C Mepecaskoi
MOYKMN 0ObIYHO He Oblna 3¢ HEKTUBHOMN.
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MporHo3. B uenom nporHo3 6onee 6naronpusiTeH y AeTei, Bo3pacT
KOTOPbIX Ha MOMEHT MOCTAHOBKW [AuarHo3a He focTuraet 2 neT u'y
KOTOpbIX Macca onyxonu MeHee 250 r. K Haubonee 3Ha4yMMbIM Npo-
FHOCTUYECKUM MpPU3HAKaM OTHOCATCA TFUCTONOrMYECKME W3MEHEHUS W
cTagms npouecca (cMm. Tabn. 14-13). JTo6oi peumamB 03HavaeT Hebna-
ronpuATHLIA MPOrHO3.

3HayeHWe BOB/IEYEHUS B MNPOLLECC SIErKUX HELOCTAaTOYHO OLIEHEHO.
MeTacTasbl B HWX, KOTOpble MOryT OblTb YAa/leHbl, CnefyeT yaansthb.

OPYTUE OMyXO/ MOYEK

HethpobnactomaTo3. EAMHWYHBIA o4ar Manbopmauum unm 6onee,
WM [OOPOKaYeCTBEHHAS OMYXOJ/lb, WM XXe TO W APYroe O4HOBPEMEHHO
MOXET CONPOBOXAaTb OMyX0Nb BunbMmca Mo KpaiHein mepe y '/3 60nb-
HbIX. 3TO COCTOSHME 0ObIYHO Ha3blBAKT CNOXHbLIM HethpobnacTomaro-
30M; K ero natojiorMyeckMM MNpu3HakaM OTHOCATCA KPYMHbIE MYNbTu-
LIEHTPWYHblEe 06pa30BaHUsA, MUKPOCKOMWUYECKW MpeLcTaB/ieHHble MeTa-
HethpOTUYECKUMIM 3NEMEHTAMK, CO3peBaroLWMMKU K 36-i1 Heaene 6epe-
MEHHOCTM. Y BCeX O0/bHbIX C BYCTOPOHHEN onyXxonbio BuibMmca oTme-
yaloTca NposiBneHWs 61acToMaTosa, a 06HapyXXeHMe ero KOMMOHEHTOB
B OAHOM NOYKe CMY>KMT MOBOLOM A/ TLWaTeNbHOro 06cnefoBaHNs KOH-
TpanaTepasbHON NOYKU. YacToTy pa3BMTUS aCUHXPOHHOW BTOPOW ony-
Xonn Bunbmca y geteint ¢ 04HOCTOPOHHEN Hedppo61acTOMaTO3HON ony-
XOMbl0 cuMTanu paBHOW 60%, HO OHa CHWXXaeTcsi, BEpPOATHO, Bcnej-
cTBMe 3h(PEKTUBHOCTM XMMUOTEpannn, Tak Kak Bce 60/bHble B HACTOSA-
LLee BPeMs MOyYaloT ee C MOMEHTa AMarHOCTUKKN MEePBUYHON OMyXO/u.
BonbHble ¢ Hethpo61acTOMATO30M AO/MKHLI ObITb TLLATENIbHO 06CNeno-
BaHbl C MOMOLLLK KOMMbLKOTEPHON TOMOrpapuu.

MesobnacTnyeckass Hepoma. BpoxaeHHass MesobnacTuyeckas
HethpomMa MacCMBHas, MIOTHasA Ha OLlyMb, HEMOABMXKHAA CONMUTapHas
ONyX0Mb MOYKKM, MO MAKPO- M MUKPOCKOMUYECKOMY CTPOEHMIO HAarmoMu-
Halollas NelioOMMOMY WM HU3KOM CTeMeHW 3M10Ka4eCTBEHHOCTM felio-
MMOCApKOMY, OKPYXXaloLLyto HegpoHbl. [py FMCTONOrMYECKOM mcce-
[OBaHNN  MHQUABTPMPOBaHHbIE Kpask OMyXOAM TPYLHO OTAUYUTL OT
HEU3MEHEHHOW MW AMCMIa3MPOBaHHON CTPOMbI MOYKK. MpK 31eKTPOH-
HOM MMKpOCKOMWMM onpeaenstotcs ubpobnactel MAM  MUOGN6POG-
nacTbl. 3Ta OMNyXO0/lb COCTaB/AET OO/bLUMHCTBO C/yYaeB BPOXKAEHHbLIX
onyxosieli MOYEK W Yalle BCTpeyaeTcs y ManbumkoB. OHa npogyunpyet
peHuH. Ee cuuTaloT [0OpPOKAYECTBEHHON, a XUpYypruyeckoe snede-
HUe — afieKBaTHbIM BMAOM €ro. VHorga omyxoslb MOXeT COCTOATb U3
60MbLLIOI0 YNUCNa KNeTOK W MOXOAUT Ha YMCTOK/IETOUHYHO CapKoMy.
Y 60NLHOrO B 3TOM C/lydyae MOryT OTMeYaTbCs MeCTHOe peLuvanBMPOBa-
HUE 1 JaXKe MeTacTasMpoBaHMWe; fleYeHNe COCTOUT M3 XUMUO- U PeHTre-
HOTepanuu.

KnetouHas KapuuHoma mMoukn. Onyxonb pefKo BCTpevaetcs y
JeTeli nepBoro 10-n1eTus XKU3HU, HO MHOTAA BbISBSETCS Y MOLPOCTKOB.
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K nepBbiM CMMMNTOMam OTHOCATCS MOCTOPOHHME 06pa3oBaHUs B 6GpiOLL-
HOW MOMOCTM M rematypusi. MUKPOCKONUYECKas KapThHa W KAMHWYe-
CKOE TeYeHMe WAEHTWYHbI TAaKOBbIM Y B3POC/bIX. [10NHOE YAaneHue
MOXET COMPOBOXAATbCSA W3/ieuYeHneM 6O0/IbHOrO, HO MPOrHo3 Hebnaro-
MPUSTHBIA 13-3a MOCNEoNepaLMOHHbIX peLyanMBoB. Onyxonb pagnodys-
CTBUTE/bHA.

CAPKOMbl MATKUX TKAHEW

YacToTa cny4yaeB 3ab0/eBaHN €XErogHO Cpeaun feTeil eBponeous-
HolW nonynsuun B Bo3pacTe A0 15 neT cocTaBnseT 8,4:1 MfH, a cpeau
[leTeil HerpouaHoW nonynaumm —okono 4,2: 1 mMnH. M3 Bcex BuUAOB
CapKOM MSIFKMX TKaHeli Ha pabAoMMOocapKoMy MpuxoguTes okono 50%
(cm. Tabn 19-11).

PABAOMUMOCAPKOMA

CunTaloT, YTo KpuBas 3a60neBaemMOCTM PabaoMMOCApKOMON MMeeT
[iBe BOMHbI: NepBbIi NUK — B BO3pacTe A0 5 neT ¢ nokanusauumen ony-
X0M B 06/1aCTAX LUeW, rofoBbl, NPeAcTaTeNbHON dkenesbl, MOYeBOro
nys3blps ¥ BRaraauLia; BTOPOM NMK — B Bo3pacTe 15—19 net ¢ nopa-
YKEHVEM MOYEnosioBoi cucTeMbl (OCOGEHHO SfNYEK WM OKOMOANYKOBOM
TKaHn). Manbumkn 3ab60/1eBalOT HECKONbKO uallle.

3BeCTHO O HacnefiCTBEHHOW CBA3W OMyX0/nM C ApYrumy BUZaMmu
capkoM. PabzommocapkoMa MOXET OC/IOXHUTb HelnpombpoMaTos.
BonbHblE YaCcTO MpPUHaANEXaT K «PakoBbIM CEMbsSM», B KOTOPbIX OTMe-
4aeTCsA BbICOKAasA 4acToTa 3aboneBaHUl ONYyXONSMU MO3ra U MOSOYHbIX
Kenes vy, MOMOAOr0 BO3pacTa, OCOGEHHO poguTeneil GOALHOrO.

MaTtonorusa, MonaratoT, YTo pabaomMmuocapkoma NPOVCXOANT W3 TOI
e aMOPUOHANLHON Me3eHXMMaNbHOW TKaHW, Y4TO M norepeyvHornonoca-
Taa Myckynatypa. Onyxo/nb MOXET pa3BUTbCA B IIO60M y4yacTke Tesa.
B uenom Kak pabgomuo-, Tak W Apyrue BUAbl CapKOM MATKUX TKaHein
NpUHagNexaT K Me/KOKPYr/I0KNeTOYHbIM ONyX0/sM, YTO BbISBASETCA
MpY CBETOBOM MWKPOCKOMUW; K HUM OTHOCATCA capkoma KOwHra, Heii-
pobnactoMa u nuMpoma. 19 NOATBEPXKAEHUS [aHHbIX FMCTONOrUYe-
CKOro uccnefoBaHus TpebyeTcs NpoBefeHue 3/1eKTPOHHO-MUKPOCKONU-
YecKoro WCcrefoBaHus, 4Tobbl BbISIBUTH XapaKTepHble MPU3HaKky ony-
XO0/u. PasnuyatoT yeTblpe TUna pabaomMmnocapkombl.
OMOpUuoOHanbHbIN cocTaBnset 60% OT Bcex cnyyaes 3aboseBaHUs
pabgoMmmocapkomoii. BoTpuomaHas dopma, wm 60TpuomaHas
capkoMa, MpefcTaBaseT €000/ BapuaHT CapKOMbl 3MOPMOHAILHOMO
TUNa, MPU KOTOPOM OMNyXO/ieBble KMETKM W OTeYHas CTpOMa BbIB-
NATCA B BUAe KUCTW BUHOrpaja; Ha ee A0M0 MPUXOAUTCA NPUMEPHO
6% BCex TMNOB padgomuocapkoMbl. OBbIYHO OHa pa3BMBaeTCA BO Bfia-
ranvuie, MaTke, MOYEBOM My3blpe, HOCOMNOTKE W MOMOCTU CPeLHero
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yxa. ANbBeONAPHbIA TuN cocTaBnseT okono 20% 0T apyrux
TunoB. ONyX0/neBble KMETKN PacTyT U3 LEHTpa M 4YacTo 06pasyroT Tpe-
WMHOOGPa3Hble Y4YacTKW, HanmOMUHAKOLWWE albBeonbl. ITOT TWM Ony-
X0/ BCTPEYaeTCsA Ha TYNOBULLE W pyKaxX WM HOrax B OCHOBHOM Y AeTeit
CTapLMX BO3PAaCTHbIX TPYNM; MPOrHO3 Camblii  He6AaronpUATHBINA.
MneomopdHbIA TN (B3pocnas qopma) peako BCTpeyaeTcs y
netein (B 1% cnyuvaeB). MpubnuanTensHo y 20% fAeteit pabgommocap-
KOMa OTHOCWUTCA K HeaupdepeHUMpOBaHHOMY Tuny. B Ha-
CTOsILLEe BpeMsi CO34aeTCs HOBas Knaccuurkauus, KoTopas morfa Obl
MMeTb MPOrHOCTMYECKYI0 3HauMmocTb. OHa co3faetcsi O6befuHEHHO
rpynnoii no usyyeHunto pabgommocapkombl (IRS).

Yalle BCero omnyxofb KAacCUMUMpytoT Mo MpegnoxeHHbIM IRS
cragmam. K | ctagMm OTHOCMTCA OpraHvW3oBaHHas OrMyXo/b, KOTOPYHO
MOXHO MOSIHOCTLIO YAanuTb 6e3 BOB/eYeHUS B MPOLECC PErvoHapHbIX
numdatmyecknx y3nos. K 1i ctagum OTHOCATCA KPYMHble ONyXonu C
BOB/IEYEHVEM B MPOLIECC PErMOHAPHbLIX NIMMEATUYECKUX Y310B WU
MUKPOCKOMUYECKMMUN OCTaTKamMy OMyXO/ieBOW TKaHW Moc/ie onepauuu.
Cragma 111 o3HayaeT, 4TO NOMHOCTLIO OMYXOfb UCCEYb He yhaeTcs, a
ctagus IV —3T0 OTfaNieHHble MeTacTasbl K MOMEHTY [AMArHOCTUKM.
Mpn nepeoM mccnegoaHn IRS 6binn 06HapyXXeHbl ToNbKo 13% 60/b-
HbiX C | cTagueli 3aboneBaHus.

KnuHuueckme nposineHus. Yaule BCero y 60/bHOr0 nosBasieTcs
onyxonesnagHoe 06pa3oBaHMe, KOTOPOE MOXET OblTb 60/1e3HEHHLIM. [pn
ero NoKanM3auumy B HOCOFMOTKE MOFYT MPOUCXOAMTb KPOBOTEYEHWS U3
HOCa, MONOCTW PTa, MOSBAAKTCA YYBCTBO 3a/IOKEHHOCTM HOCa U 3a-
TPYAHEHUS MPW FNOTaHUW W >keBaHUW. [pyu pacrnpoCcTpaHeHUM B MOOCTb
yepena B MPOLIECC MOrYT BOBJ/IEKATbCS YeperHble HEPBbl, MOSABASKOTCA
crnermota M MPU3HAKU HapacTaloWero BHYTPUYEPENHOro AaB/eHNns ¢
rOfI0BHOM 6ONbIO 1 PBOTOW. EC/M onyxonb pa3sBUBAeTCS Ha vLe, nosBe-
NATCS NpUMYXIOCTb, 60Mb, TPW3M, a Mpu ee pacrnpoCcTpaHeHUn —
napanuy uyepenHbIX HepBoB. lpu nokanu3auuy B 061aCTU LUEN MEPBON
Hax0AKON MOXET GblTb MPOrpeccUpYHOLKili 0TEK C COOTBETCTBYHOLLMMY
HEBPO/IOTMYECKMI  CUMMTOMaMK. JloKanusaums onyxonm B opbuTe
BbI3blBaET MTO3, NMEPUOPOUTANLHBINA OTEK, M3MEHSETCS OCTPOTa 3peHus,
nosiBNSeTCS MecTHas 6o/b. Onyxonb B MOMOCTW CPefHEro yxa npo-
SIBNSETCA MPEeXAe BCero 60/blo, NOTepeil Cnyxa, XPOHUYECKON OTopeei
WM MOSIBNIEHNEM OMYXOMEBbIX MAacC B Hapy>KHOM C/lyXOBOM MPOXOZe.
PacnpocTpaHeHWe OMyXxonu NPUBOAWT K Napasnyy YepenHbiX HEPBOB U
CONPOBOXAAeTCA MpU3HaKaMy BHYTPUUEPENHOWA OMyX0NM Ha MopaXKeH-
HOW CTOpOHe. Pabgomuocapkoma ropTaHM MOXET COMpPOBOXAATLCS
6ecnpepbiBHbIM KallifleM, Kak Mpy Kpyne, v NPOorpeccupyrowmumM cTpuao-
poM. TMOCKO/bKY GONLLIMHCTBO M3 3TUX MPU3HAKOB MOXET 6bITb 06YC-
NOBNEHO 1 0OblYHbIMK 3a00/1€BAHNAMU B 06/1aCTW TOM0BbI W LIEWN, K/n-
HULUMCT [JO/DKEH MOMHUTb O BO3MOXHOCTM OMyXO/IEBOTO MpoLiecca.

Pabaomumocapkoma Ha TY/OBULLE WM KOHEYHOCTAX MPOABASETCS
ONyX0/1bl0, HEepefKO BrepBble 3aMEYEHHON Mocie TpaBMbl U B TeUeHMe
HEKOTOPOro BPEMEHM CuuTaBLUelics remaToMoil. [ogo3peHVe Ha Hee
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nosBAseTcA Npyu HeGONLLLOM U3MEHEHUU ee pasMepa WM Jaxe pocTe K
TOMY BpeEMEHW, Korfja remaroma [O/hDKHa paccacbliBaTbcs. Pabpgocap-
KOMa MOYEMNO/I0BON CUCTEMbI MOXKET 00YCOBUTbL remaTypuio, 06CTPYK-
LMK U peLmManBMpYOLNE MHGEKLMN MOYEBLIBOAALLMX NYTel, HefepKa-
HWe Moun wnM obpasoBaHue, 0OHAPY>XMBAaEMOE B OPHOLLHOW NOM0CTH
npv ee nasbnauuy waM pekTasbHOM uccnefoBaHun. BosneyeHne B npo-
LlecC OKOJIOSIMYKOBBLIX TKaHel 06bI4HO MpefcTaBnseTcs GbICTPO pacTy-
el maccoil B MOLIOHKe. OMyxonb Bharanuila BbISBASETCS B BuAe
rpo3abeBUAHBIX OMYXO0EBbIX MAcC, KOTOPble MOXHO BWUAETb Yepe3 ero
BX0f (60TprongHas capkoma), M MOXET COMPOBOXAATbCA CUMMMITOMaMM,
CBSI3aHHLIMM C MOPAXEHWEM MOYEBLIBOAALMX MNYTEA WAM TOMCTOro
KULEYHVKA, BRara/iMHbIMA  KPOBOTEUEHUAMU WM OOGCTPYKLMEN
YPeTpbl UM MpSAMOA KUWKW. Ta >Ke CMMMNTOMAaTWMKa MOSBASETCS Mpu
NnoKanu3auuu onyxonu B maTke. Pa6gocapkoma nwo6oi noKanmsaunm
MOXET paHO AUCCEMUHMPOBATbL, MPU3HAKamMy Yero CTaHOBATCH KOCTHble
6011, HapylleHns AblXaHus (Npy nerovHbiX MeTacTasax). O6wwwmpHoe
MopaXKeHne KOCTU MOXET NPUBECTU K CUMMTOMATUYECKOW runepKasib-
umemmn. Mpu aMcceMUHaLMN MHOTAa TPYAHO UAEHTUDMLMPOBaTL Mnep-
BUYHYIO OMyXO/lb.

[narHo3. PaHHAS guarHocTMka pabgoMuocapkombl TpebyeT oOT
Bpaya 60/bLIOro KAMHWYECKOro OnbiTa. Yalle BCero OT NOSAB/EHUS Y
60/1bHOr0 MEePBbIX CUMMNTOMOB [0 MNPUHATUA pELLeHMs BPayoMm Mpo-
M3BECTM OMOMCUI0 NPOXOAUT HECKONBbKO MECSLEB.

[narHoctuueckue npouegypbl B GONbLUOW CTemeHW OMpefenstoTes
nokanusauyuein onyxonu. Tak, npu pabgoMmocapkome B 067acTaAX
roNoBbl W LIEN HEOOXOAMMO MPOBECTU PEHTrEHONOMMYECKOe MUccneaoBa-
HWe C Le/blo 06HapYXXeHNs ONyX0/eBbIX Macc M 3po3un KocTh. MOXHO
MCMOoMb30BaTb U KOMMbLIOTEPHYIO TOMOrpauio AN1s BbISBIEHNS BHYTPU-
4epernHoro pacrnpocTpaHeHns OMyxXon 1 BOBMEYEHNS B NMPOLLECC KOCTei
OCHOBaHWA 4Yepena, 4YTO TPYAHO ONpefennTb MpuU PeHTreHorpagpuu.
YnbTpa3ByK M KOMMbIOTEPHAsA TOMOrpaus ¢ BBeLeHWEM KOHTPaCcTHOro
BelecTBa BHYTPb WM BHYTPMBEHHO MOMOralT BbIBUTb OMyXO/eBble
Macchl B GprolHOl monoctu. LimcToypeTporpaMMbl MHKDOPMATVBHbLI NpU
onyxonsax Mo4yeBoro nysbips. [lepes onepauveid Heo6xoAMmo npo-
M3BECTU WCCNefOBaHNE KOCTeli CKefeTa Ha nNpegmeT onpefeneHus
MeTacTa3oB, BKAKOYAA €ro MojHy Pagvou30TONHYHO CLUHTUIpaduio.
Mocne peHTreHorpaun rpyaHOI KNeTKK B Clyyae NojyyveHus oTpula-
TeNbHbIX Pe3y/nbTaTOB MPUOEralT K MOMOLLM KOMMbIOTEPHON TOMOrpa-
(1K, WCCNefoBaHUIO KOCTHOrO Mo3ra. 3T AMarHOCTUYecKue npoue-
[ypbl NO3BONAKOT ONpefennMTs 06beM MpeanonaraeMoro Xupyprude-
ckoro BMewlatenscTBa. K Of4HUM M3 OCHOBHbIX 3/1eMEHTOB AMarHOCTUKM
OTHOCMTCA aHann3 OMyX0/eBON TKaHW.

NeyeHune. PabpoMmocapkoMy pefko YyAaeTcsi McCevb MOMHOCTLHO.
Kpas paHbl JO/MKHbI 6bITb TLWATENLHO UCCNeA0BaHbl Ha MPeaMeT BblsiB-
NeHWsi OCTaTKOB OMYXO/EBOM TKaHW W MeTacTa3oB (Hanpumep, B NM-
thaTMyeckne y3nbl UM NEYEHb), AaXKE eCIN 3TO TONbKO 6uoncus. MnaH
NeYeHns Kaxaoro 601bHOr0 Jo/mkeH 6bITh pa3paboTaH B COOTBETCTBUU
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C NOKanusauueid onyxonm u ctagueid 3abonesaHmsi. HekoTopbiM 60/b-
HbIM Ha3HayatoT XUMUONpenapaTbl 40 OnepauMu B HaLeX[Je Ha BO3-
MOXHOE COXPaHEHWE XXM3HEHHO BaXKHbIX OpPraHoB (0CO6eHHO Npu nopa-
YKEHUN MOUYENOSIOBOA CUCTEMBI) U C LieNbI0 YMeHbLLEHNUS 06beMa Heob-
XOAMMOrO OrepaTMBHOrO BMeLlaTesnbcTea. [pu | cTagmm NonHoe wmcce-
UeHMe HOBOOOpPa30BaHWs COMPOBOXAAETCA XUMMUOTEpanuein ¢ Lenblo
CHWXeHns pucka ero metactasuposaHusa, npu Il n Il cTtagmuax nocne
OnepaTuBHOro BMeLLIATEIbCTBA NPOBOAAT MECTHYIO PEHTIeHOTepanuio u
nevyeHne XumMuonpenapatamu. fleyeHne 60MbHbIX B IV cTagum NpuHUK-
MWaNbHO OCHOBaHO Ha CUCTEMHON XuMuoTepanuu. SHAONIOMbOANTbHOE
BBEEHME MpenapaToB MOKa3aHO GOMbHLIM C fIoKanm3ayuent NepBUYHON
OMyXO0NN B HOCOr/I0TKe, MOJIOCTU HOCa W ero MNpuAaTtoyHbIX nasyxax,
CpeAHeM yxe, COCLEBMAHOM OTPOCTKE WU KPbIIOHEOHON U HUXKHEBM-
COYHON SIMKaX.

MporHo3. Mpy MO/HOM MCCEYEHUU OMYXONN B TeYeHue ASINTeSb-
HOro BpemeHu BbhKuBatOT 80—90% 60/bHbLIX. Kpome Toro, Heyganu-
Mble OMyXONW, JfIOKa/IM30BaHHble B HEKOTOPbIX «BaronpusTHbIX»
yyacTKax (opbuTa), OTAMYatOTCS 6OMbLUOA BEPOATHOCTHIO M3/EUeHUs.
Okono 2 360MbHbIX C He NOMIHOCTLIO YAANEHHLIMWU PErMOHAPHBLIMU OMYy-
XONIIMW TaKXe BbDKMBAIOT B TeUeHue ANUTENbHOro BpemeHw. Mpu guc-
CEMUHMPOBAHHbIX OMYX0MAX MPOrHO3 He6GNaronpusATHbLIA: NNLWb Y NOMOo-
BVHbI GOMbHbLIX HACTYNAeT PEMUCCUS, U3 HUX MEHbLLUE MOMOBWUHBLI MOTYT
ObITb U3NeYeHbl. Y AeTell cTapwmx BO3PACTHLIX FPyMn MPOrHO3 MeHee
6naronpuATHbIA, YeM Yy MAAALWIKMX. Y HUX Yalle BCTpeyaeTcs anbBeo-
NAPHLIA TUN pab4oMUOCAPKOMbI, SIOKAIM3YIOLLUIACA B KOHEYHOCTSIX.

OPYTVME BUAbl CAPKOM MArKUX TKAHEI

MoATMNbI CapKOM MSTKUX TKaHeid MOryT ObiTb MAEHTUDULMPOBAHBI
M0 CXOACTBY C MHTAKTHLIMW TKaHSMWU, U3 KOTOPbIX OHU ucxogsaT (Tabn.
19-11). HekoTopble M3 HWX OTINYAKOTCH arpecCMBHLIM POCTOM, Apyrue
PacTyT OTHOCUTE/IbHO MefdJfieHHO. Y 60MbLMHCTBA 60/bHBIX Capkoma

Ta6numuya 19-11. CapKOMbl MATKUX TKaHel

TkaHb, V3 KOTOPOWA

VICXOZUT OMyXQfb Bug, onyxonm EcTecTBeHHOe TeueHMe npoLecca

MepBuUuHas Me3eH- 3710KauyecTBeHHasds  MOXET BbITb BPOX/EHHOM, 06bIUHO NIOKAMM-
XUma Me3eHXMMOMa 3yeTcsi B KOHEUYHOCTSX WM 3a6pHOLLMHHOM
MPOCTPaHCTBE; XapaKTepuayeTcs 6bICT-
pbiM POCTOM 1 4acTO peLuAuBMPYET,;
MeTacTasupyeT O06blYHO B /erKue, MO3r,

neueHb U NUMdaTUYecKue Yanbl

CoeanHNTENbHbIE Jlunocapkoma PeaKo BCTpeyaeTcs y AeTeil, pa3BMBaeTcs B
TKaHm OCHOBHOM B Mpe/CyLLecTBOBaBLLEA Nu-
YXuposas noMe, OT/MYAeTC  ObICTPbIM  POCTOM,

MHOrJa COMpoBOXAaeTcs o6uleii cuMnTO-
MaTUKOA  (NMXOpafo4yHOe  COCTOSIHME);
MeTacTasbl, OTHOCUTENIbHO YacTble Yy



TKaHb, W3 KOTOPOIA

ncxXoauT onyxonb onyxom

drb6po3Has durbpocapkoma

Byrpuctas agepma-
Tounbpocap-
Koma

durbpomaTosbl
(bnbpo3Has
ramMapToma,
febrosis  caolli,
NH(aHTNNb-
Has U tOBEHW/b-
Has amnoHeBpo-
Tuuyeckasa no-
poma, BPOXAeH-
HblA  reHepanu-
30BaHHbIA  n6-
pomartos3,  WH-
thaHTUNbHas
thumbpoma nanb-
Lies)

3710Ka4eCTBEHHbII
(hn6pOo3HbII
rMCTUoLMUTO3

anutenuoungHas
capkoma

OT/MyaeTcs WHBA3MBHLIM  POCTOM,

Mpogon>keHne Tabn. 19-11

EcTecTBeHHOe TeyeHMWe npolecca

B3POC/bIX, PEXe BCTpevatoTcs Yy AeTeid;
WCXOA4 3aBUCUT OT cTeneHu AnddepeH-
UMaumMmn  Knetok

MOXeT 6bITb BPOX/AEHHOW; 0OO/bHblE B BO3-

pacTe A0 5 neT (T. e. Np¥ UHMAHTUALHON
thopme) oTnMyatoTca 60nbLIein BbKUBae-
MOCTbIO, YeM B BospacTe ctapue 15 net
(meTtactasbl B 7,5% u 50% cooTBeT-
CTBEHHO); Y nuL, B Bo3pacTe nocne 15 net
MeCTHbIn peunane B 40% udalle BCcero
NOKanu3yetcs B KOHEYHOCTAX; MNepBuY-
Hbll ouyar O06bl4HO CBSi3aH C MpejLle-
CTBYIOLMM 06/1yYeHneM

MeZneHHo pacTyllas onyxosb, Yalle BeTpe-

yaloLlancs Ha Ty/nOBWLLE W BOMOCUCTON
4acTu rofoBbl WM AnLa; Nporpeccupyet
OT KOXHOrO Yy3efka [0 BblpaXeHHO! ony-
XOMIN HAa HOXKe B TeuyeHWe HeCKONbKMX
NneT, HO wuHorga (pegko) pacTeT ObICTPO;
BbICOKA YacTOTa MECTHbIX peuuanBOB;
pacnpocTpaHaeTcs Ha NOAKOXHble TKaHw,
MbILLULbI M KOCTU; MeTacTasupyeT r/aBHbIM
obpa3oM B flerkue v Mosr

peako
MeTacTasmpyeT (MCK/IKOYEHWe COCTaBnseT
BPOXAEHHbIN TFeHepann3oBaHHbIA Grbpo-
MaTo3 06bI4HO BHYTPEHHMX OPraHoB.
MUMEKLMIA  He6NaronpuATHLIA  NPOrHo3);
NPOrHO3 B OCHOBHOM 6M1aronpusATHbIA, HO
yactoTa peumauneoB cocTasnseT 90%

Penko BcTpeuvaetcs B Bo3pacte fo 40 ner;

OTHOCWUTCS K BUAY CapKoM MSATKMX TKa-
Held, KOTOpbIMW 3a60/eBalOT BO BTOPYIO
MOJIOBUHY KU3HMW; TUMWYHO Pacnosioxe-
HMe Ha KOHeYHOCTAX (0COGEHHO Ha 6eape)
1 B 3a6PIOLLMHHOM MPOCTPAHCTBE, UCXOAUT
13 TNy6OKMX hacumnii WM MbiLlL,; MECTHble
peuuauBebl B 44% cnyyvaes; NPOrHO3 3aBU-
CUT OT pa3Mepa W MNePBUYHON TNy6UHbI
onyxonu (T. e. MOpaXKeHa M TOMbKO (hac-
uma unn 6onee rnybokue CTPYKTYpbl)

MefIeHHO PacTyLlas U UHAOUALTPUpPYHOLLan

0nyXo/b; 06bI4HO npossndeTcA 60/1€3HEH-
HaMn y3eNlkaMn Ha KOHEeYHOCTAX (OCO-
6eHHO Ha npeannevybax WM Kuctu, B nog-
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TKaHb, W3 KOTOpOiA
UCXOAUT OMNyX0/b

CocyaucTble TKaHu
Numdatnye-
cKas

KposeHocHas

OnopHble TKaHK
CuHoBManbHas

dacumm

Me3soTtennans-
Has

MbilweyHas TKaHb
AnMnoHeBpo3

206

Bug onyxonu

JumdaHrunocap-
KoMa

AHrnocapkoma

eMaHruonepuuy-
ToMa

HOBeHUNbHas
thmbpoma

CunHoBManbHoO-
KNneTouHas cap-
Koma

AnbBeonspHas
CapKoMa MArKMX
TKaHeMn

3710Ka4ecTBeHHasn
Me30Tenmoma

Jecmong,

Mpogon>keHne Tabn. 19-11

EcTecTBeHHOe TeyeHue npoLecca

KOMEHHOW  06nacTu);  y3enku  4acTo
MOKPbITbl M3bA3BMEHHON KOXEN; BbICOKas
4acToTa MeCTHbIX  peuuavBOB;  4acTo
meTacTasvpyeT B ferkue, numdaTnyeckmne
y3Mbl N KOXY

BcTpeyaeTcs O4YeHb pedko, NoKanusyeTcs B
OCHOBHOM Ha KOHEYHOCTAX, WHOrja nosBs-
NAeTCA  4epe3 HECKONbKO [AecATUNeTui
nocne BPOXAEHHOW WM MPUOBPETEHHON
numdegemsl;  6bICTPO  Mporpeccupyet ¢
MeTacTasaMun B rpyAHYH0 CTEHKY W Nnespy

BbICTPO MmporpeccupyeT € BbICOKON 4acTo-
TOM NeTabHbIX WCXOLOB; B MEPBYH 0OYe-
pesb nopaxaeT KOHEYHOCTW, MNeyeHb U
0651acTb ron0Bbl U LUEW; CBA3aHA C BBefe-
HVWeM TopoTpacTa W BUHWIXNOPWUAA;
MOXeT pa3BMBaTbCA Y feTeli B BO3pacTe
1roga; MeTacTasupyeT B MeyeHb, KOCTU U
HaiNnoYeYHNKN

MoxeT NposBAATLCA KakK OMyXxonb; Havbo-
Nee yacTas MepBMYHaN N0Kanu3auma — Ha
KOHEYHOCTAX W TYNOBWLLE; BbICOKAA Ya-
CTOTa MecTHbIX peuunamsoB (50%); meTa-
CTasbl NOABNANOTCA MO3AHO (Yepes 10 neT),
006bI4HO B Nlerkme, MO3r U MeyeHb

MepBUYHaA NoKann3auus B HOCOM/IOTKE; He
MeTacTasuMpyeT, HO pacTeT WHBa3WBHO

BcTpeyaeTcs pedko W rnaBHbIM 06pasom Yy
vy, B Bo3pacTe 20—40 net; B 80—90%
cny4aeB B 06NnacTW KOMEHHOrO CycTasa,
CTOMbI W KUCTW; 06bIYHO MeTacTasupyeT B
nerkue, KOCTU U NUMGATUYECKME Y3/bl;
XapaKTepn3yeTcs MeCTHbIMW peLuanBamm
C MO3AHVMMM NpPOSBAEHMAMU (Jaxe uyepes
10—15 ner)

MegneHHO pacTyLias onyxonb C NepBUYHON
NnokKanm3salueinl B OCHOBHOM Ha 6Gefpe wm
nepesHein CTEHKEe XXMBOTA; YacTbl MECTHble
peuuavBbl M MeTacTasbl, rnaBHbIM 06pa-
30M MO34HME W uallie B Nerkue, KocTu u
MO3r; BCTpevaeTcs y feTeii B BO3pacTe
3 net

Pegko BCTpeuaeTcs y feTeid; obycnosrneHa
KOHTaKTOM C ac6ecTom Yy B3poCAbIX; nep-
BUYHAA NI0OKanM3auma udaile B NneBpe U
6ptolvHe;  6GbICTPO  mporpeccupyet  C
LUMPOKMM MECTHbIM PacnpocTpaHeHUemM u
MeTacTasamu

Peako BCTpevaeTcs y feTeld; cpefHWiA BO3-
pacT 3aboneBlnX cocTaBnseT 23 rofa;
yallle HauMHaeTCA Ha mepefHei GPHOLLHONM
CTEHKe WM B Nje4yeBOW 6oposge; npo-
ABNAETCA B OCHOBHOM B BuAe (PUKCUPO-



Mpoponkenne Tabn. 19-11

TKaHb, W3 KOTOPOWA

Bug onyxonu EcTecTBEHHOe TeyeHue npoLecca
NexoanT onyxosb A y poy

BaHHOro  60ne3HeHHOro  06pa3oBaHus
MOXET 3aBWCETb OT YPOBHA 3CTPOreHOB U
pa3BuBaeTCca B NOCNEPOAOBON Mepuos

nagkue Mbiubl Jlellomuocapkoma — PefjKo BCTpevaeTcs Yy feTeid, onucaHbl Cny-
yan 3a60/1eBaHMA HOBOPOXAEHHbIX; Yalle
NIOKann3yetcs B XXKenyAo4HO-KULLIEYHOM
TpakTe, MOYENoNoBON W AbIXaTenbHOM
cuctemax; mertacTasuMpyeT B OCHOBHOM B
neyeHb, pervoHapHble nuMdaTUyeckme
y3bl, Nerkue, GPIOLWUHY WU NOMpKenynou-
HYI0 Xenesy

MonepeyHononoca- Pabgomuocapkoma Cwm. pasgen 14.15
Tas Myckynatypa

B mogndmkaumm u3: Rabdomyosarcoma and other soft tissue sarcomas/Ed. A S. Levine.—
Cancer in the Young.—New York: Masson Publishing, 1982, pp. 615—632.

npeacTaBnsieT coboli eguHoe o6pas3oBaHWe. B sTom cnyvae BaKHO
onpegennTb ee pPacrnpoCTPaHEHHOCTb [0 XMPYPrMYeckoro BMeLLa-
Te/bCTBa, OCOGEHHO B OTHOLUEHUM METAacTa30B B KOCTU U fIETKME.
NHorpga pagukanbHas onepaums CNy>XXUT eAMHCTBEHHbIM LUAHCOM W3ne-
yeHns. BeposTHO, KaK HW Npy OAHOW APYrov rpymnmne onyxonei, B aTUX
CNy4Yasx HeobXo4uMO TLLATeNbHO WMCCNEA0BaTb OMYX0NEeBYH TKaHb A/1a
onpegeneHns ee CneunpUYeckoro T1na 1 BbIBIEHUS 3/10Ka4eCTBEHHO
i [06POKaYecTBEHHOM Npupoabl. ocneonepaumoHHas XuMuoTepa-
Ms NPOBOAWTCS MPW  3/10KAYECTBEHHbIX OMYXONIX C BblPaXEHHOM
MUTOTUYECKON aKTUBHOCTbIO HE3aBMCUMMO OT WX pa3mepa W BO3MOX-
HOCTN pe3eKLun.

OMYXO/IN KOCTHOW TKAHW

Onyxonn KOCTHOI TKaHW BCTpevarTcs € YacToToi 5,6:1 MIH B rog
cpean [feTeli eBponeomaHoi nonynsuum un 4,8:1 MAH cpean aeten
HerpougHoi nonynsuun. OcTeocapkoma, Havbonee pacnpocTpaHeHHas
3/10KaYeCTBEHHas OMyXOfib KOCTHOW TKaHW, BCTpeyaeTcs B 2 pasa
yawie, yem capkoma HOuHra. locnegHssi MouTM He GbIBaeT Yy feTeid
HerpougHon nonynsuum. OMNyxonn KOCTel BbISBASIOTCA ualle y noj-
POCTKOB, 4YeM Yy [eTeil paHHero Bo3pacTa. K pefkum onyxonsm OTHO-
CATCH XOHAPO- M (hMOPOCAPKOMBI.

OCTEOCAPKOMA

MonaraloT, 4TO pa3BUTME OCTEOCAPKOMbI KOPpenupyeT € POCTOM
KocTeid. Kak npaBuno, 3aboneBaHWe HauyMHAeTCs B Mepuojg OGypHOro
pocta y nogpoctka. CpefHuin BO3pacT Ha MOMEHT [AMArHOCTUKWU CO-
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cTaBnset 15 net. B TeueHue nepBbiX 13 NET XWU3HW Y MabyMKOB W
[eBOYEK YacToTa pasBUTMS OMYXOM OLMHAKOBA, HO B fa/bHEMLLIEM OHa
MOBbLILIAETCA Y JINL, MYXCKOr0 Mosa, a y /nL, XeHCKOro noaa ocTaeTcs
CTabunbHON. Pe3ynbTaThl OAHOIO U3 UCCMEeL0BaHNIA CBUAETENLCTBYHOT O
TOM, YTO AETW C OCTe0capKOMOI OT/MYatoTcA 60/1ee BbICOKAM POCTOM,
ueM AeTW KOHTPO/IbHOW Tpynnbl ¢ APYTVMU BUAAMK 3/10KaYeCTBEHHbIX
HoBoOGpasoBaHuiAi. Kpome TOro, ocTeocapkoMa Yalle BCTpeuyaetcs y
KPYMHbIX MOPOA cobak (Hanpumep, gatckuidi gor). Kak npaswuno, npo-
LlecC /I0Kann3yeTcsl B AIMHHbIX TPyOuaTbiX KOCTSIX, B UX MeTadm3ax,
TOYKax Hambosee akTMBHOrO pOCTa M MEpecTpoikuM KocTu. Yae me-
CTOM MEPBMYHOI NOKaNM3auun CNyXXaT AMCTanbHbI O0TAeN GeApeHHON
KOCTW, HEPeAKO NMPOKCUMaNbHble OTAENbl M/e4eBoii M 60/bLLe6epLOoBOi
KocTeli. OcTeocapkoma MOXET WCXOAUTb U3 NGO KOCTW.

Y peteil ¢ ABYCTOPOHHEN PETUHOGNACTOMOM MNOBbILLEH YPOBEHb
3a060/1€BaEMOCTM OCTEOCapKOMOW. B npowioMm cuutanu, 4to OHa pas-
BMBAETCA B OCHOBHOM B 061aCTAX, MOABEPrINXCH 06/yYeHUH, HO
nosiBnseTca Bce 60/bLUe COOGLUEHNIA O ee pa3BUTMM B KOCTAX, Haxops-
LUMXCA BHE €ro nons, U NposiBASETCS B BUAE MHOr004aroBOro Mopaxe-
HusA. T'eH, cBA3aHHbIW C peTMHO6IacTOMON, MOXET npeapacnonaraTb U K
Pa3BUTMIO OCTEOCapKOMbI.

OnpegeneHHble 3a60M1eBaHMS KOCTE, 4acTb U3 KOTOPbIX FEHETU-
UECKN AETepMUHMPOBaHa, TakXe MOryT npejpacrnofaraTb K pasBUTMIO
0CTe0CapKOMbl. K HUM OTHOCATCA MHOXECTBEHHbIi XOHAPOMATO3
(60ne3Hb Onnbe), KOTOPbIi MOXET COCYLLECTBOBATb C remMaHrmoMamm
(cuHgpom Maffucci); MHOXECTBEHHbIA HaCNeACTBEHHbIA [M30CTO3;
HECOBepLUEHHbIi ocTeoreHes u 6one3Hb lMemkera. OCTeoreHHas cap-
Koma (ocTeocapkoma) 0ObIMHO OTANYAETCS CEeMelHbIM XapaKTEpOM.
OHa BCTpeyaeTcsi U Kak BTOPUYHAsA OMyXo/b MOC/e feveHnst 601bHOro
C ANVTEMbHBIM NEPUOLOM BbDKUBaHWS Mocne capkombl HOWHra; naTeHT-
Hbli nepwog cocTaBnser 4—20 neT.

MaTtonorusa. Mog ocTeocapkOMOW MOHUMAKOT MEPBUYHYIO 3/10Kaye-
CTBEHHYH OMyXO0/lb KOCTW, HEOMacTMYeckue KIeTKu KoTopoii hopmu-
PYIOT ocTeomfbl. B Knaccuueckmx ciiyyasx OHa HauMHAeTCs U3 CTEHKM
KOCTHOMO3rOBOr0 KaHana W, NMPOHWKas 4epe3 BCH TOMLY KOCTW, pas-
PYLLAET KOPTUKaNbHbIA Cnoii ¢ 06pa3oBaHMEM MSATKO Macchbl, KOTOpas
MOXET [OCTUraTb 3HAYMTE/IbHbIX pasmepoB. OMyXonb MOXET pacnpo-
CTPaHATLCA M MO KOCTHOMO3rOBOMY KaHany. B ogHOM 1 TOM e ouvare
MOpaXKEHMs1 OHa MOXET MPOSBAATLCA OCTE0-, XOHAPO- U thnbpocapko-
MO. Ee XxapakTepHble TWUCTO/IOTMYECKME MPU3HaKN MPeSCTaBfeHbl Ha
puc. 19-6. BaxHO pa3nunyatb NOATWNLI OCTeoCcapKoMbl. MapocTanb -
Has OCTeoreHHas capkoma npeacTaBnsieT coboin andhhepeHLNpPOBaH-
HYHO 3KCTpamegyaspHY ONyXo/b C HA3KUM MeTacTaTUUYeCKUM MOTEeH-
uManom. Xupypruyeckoe fiedyeHve 6e3 MPUMEHEHMSt OpYrMX MEeTOA0B
cumTaeTCA afekBaTHbIM. HanpoTwB, nepuocTanbHas OCTeOreH-
Has capKoMa C TOli >Xe JloKanu3auueid — rucTonormyecku 6onee nneo-
MOp(HOe 06pa3oBaHME C arpeccMBHbIM  KAVHUYECKMM TEYEHUEM.
TeneaHrmakTaTmueckas oOCTeocapkoMa NpeAcTaBAseT co6Oi
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19-6. [uarHoctuye-
rmcTonornyeckue npu-
3HaKM 0CTeOocapKoMbl.

i Agpa KNeTok pasHoro
pasmepa C XpOMaTVHOM pa3HOi
NNOTHOCTW (Yalle OH TeMHBbIIA).
Knetku «3aMypOBaHbI» B
OCHOBHYI0 amMOp(HYt0 cy6CTaH-
LMo, MpeAcTaBAsAOLLY0 CO6OoiA
ocTeons,.

3Hoe 06pa3oBaHue C GoraTbiM KpPOBOCHabXeHWeM. [pu 3TOM Ha
eHorpaMmMax He onpegensieTcs BHOBb 06pa30BaHHON KOCTHOM
[[ YyTO HaNnOMUHaeT KapTUHY aHeBPU3MaTUYECKON KOCTHOM KUCTbI.
— 1 MOXeT ObITb HebnaronpuUATHLIM.

OcTeocapkomMa MperMyLLEeCTBEHHO 0CTeo6nacTMyecKoro tmna (MHo-
XKECTBEHHAs CK/IEpO3MPYOLLas OCTeocapkoMa) MOXET BO3HUKHYTb

iOBPEMEHHO B HECKOJ/IbKMX MecTax.

KnuHuyeckue nposineHns. K cambiM 4acTbiM MepBbIM MpU3HAKam

HocuTcs 6oMb B MecTe 06pa3oBaHMst OMyXpau. BofbHOM U unieHbl ero
CeMb/ 0ObIYHO CUMTAIOT ee pe3y/bTaTOM TpaBMmbl. [103gHee MOryT npu-
COEIMHUTLCA OrpaHUYEeHNE ABUKEHUS Y Nanbnupyemas Wiy BUAMMAS Ha
Ta3 onyxonb. lMpu ee nokanusaumy B KOCTAX HOI WM MOSIOCTM Tasa

:0ryT MNOABUTLCA XPOMOTa WM HapylleHus noxofku. K nosgHum npo-

ABMEHNAM OTHOCATCA 60NEe3HEHHOCTb, MECTHas 3puTemMa W runeprep-

; BCEro Onyxo/ib MeTacTasmpyeT B ferkme. BHavane npoecc

HUX NPOTEKaeT 06bIYHO HECCUMNTOMHO, HO MO3[4HEe MOXET Pa3BUTLCH

OblXxaTenbHas HefOCTaTOMHOCTb. MOXET NPUCOEANHUTLCS NNEBPabHbI

BbINOT WM MHEeBMOTOpakc. MeTacTasbl MOryT BCTPeYaTbCsi TakXe B
KOCTSX, MNaxoBblX NumM@aTtnyecknx ysnax u LHC.

[unarHos. Tpu nepcucTupytowen HeoobACHUMON 60N B KOCTMW,
0COGEHHO MpU NanbnMpyeMoM 06pa3oBaHUN, TpebyeTcs peHTreHorpa-
(hnyeckoe o6cnegoBaHne. TUNUYHbIE WU3MEHEHWUS MPU 3TOM MNpeacTaB-
NeHbl Ha puc. 19-7. KocTb 06bIYHO CK/epo3upoBaHa, obpallaeT Ha cebst
BHMMaHWe 06pa3oBaHMe B MEPUOCTE HOBOM KOCTHOW TKaHW. epef npo-
BEAEHNEM MEPBUYHOA XMPYPruYecKoi onepauuy HeoOXOAMMbI MUHW-
Ma/lbHble WCCNefoBaHUA [NA onpefeneHws ctaguu 6onesHW, K KOTO-
PbIM  OTHOCATCS PajmMOU30TOMHOE CKAaHUPOBaHWE, PeHTreHorpagus
'(pc. 19-8) n KoMNblOTEPHAA TOMOrpadusa rpyaHoi KneTku. MocneaHss
MO3BO/ISET BbISBATL O0JbLLE MOBPEXAEHWUI MO CPaBHEHWMIO C PEHTrEHO-
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Puc. 19-7. PeHTreHorpamma AUCTanbHOTO
oTaena GegpeHHoOW kocTu. KOpKOBbI
Cnoii KOCTU paspyleH Onyxonbk, B KOTO-
poii BMAHbI ouary Kanbuudukayuu.

rpadueii, 4To OCOBGEHHO BaXXHO B
OTHOLUEHUN 6O0MbHBLIX, Ha PeHTre-
HOrpaMmme KOTOPbIX U3MEHEHUS He
Oblnn  HaigeHsl. C gpyroi cto-
POHbI, OKOJSI0 MOJMIOBUHbLI 06Hapy-
YKEHHBIX C MOMOLLLI0 TOMOTrpagpuu
Y3/10B Yy B3POC/bIX OKasblBaKTCA
[06POKAYEeCTBEHHBIMU  rpaHyse-
Mamum WM OKOJOM/EBPasibHbIMU
NUM@aTUYECKUMUN  y3M1aMKu,  YTo
BbISIBSETCA NPU TOPAKOTOMMMU.

KoHTpacTHas KOMMbOTEpHas
TOMOrpaus KOHeYyHocTM MNOMO-
raeT oOnpefennTb CTeMeHb pac-
MPOCTPaHEHUs OMyxonm Mno KocT-
HOMO3rOBOMY KaHafy, 4To WMMeeT
CYLLECTBEHHOE  3HayeHWe  npu
nnaHupoBaHWM onepauun. Ecnu
npeanonaraeTcsd COXpPaHWUTb KO-
HEUYHOCTb, C/leayeT Mnpou3BecTu
aptepuorpaguio c Lenbio onpege-
NeHNs BO3MOXHOCTU (DYHKLUOHU-
pOBaHUA AWUCTANIbHOrO MO OTHO-
LUeHWN0 K onyxonwn otgena. lNoka-
3atenem 3hHeKTUBHOCTU NEYEHNS
MOXET C/TY>XUTb BO3MOXHOe No-
BbllLeHWe aKTUBHOCTU LLUE/I0YHON
thocthaTasbl. [umarHos cnegyet
NoATBEPXAaTb pesynbTartamu
rMCTONONMYECKOro MccnefoBaHuns

MpU OTKPbLITON OMONCUM ovara MOBPEXAEHUS.

NeyeHune. BonbHbIM 6€3 NPUM3HAKOB MeTacTasMpoBaHUA OMyXo/u
PEKOMEHAYETC amMnyTauus KOHEYHOCTU WM LLUMPOKOE MECTHOEe Wucce-
YeHVe MI0CKOWA KOCTW, eC/M 3TO BO3MOXHO. AMMyTauus npou3BoauTcs
B COOTBETCTBUWM CO CTEMEHbKD PAcMpoOCTPaHeHWUst ONyXoin Mo KOCTHO-
MO3rOBOMY KaHajy, BbISIBNEHHON MpPY KOMMbLIOTEPHON TOMOrpagpuu.
Xumunonpenapatbl €eLle He WCNONb30BAIUCh, OfHA TO/IbKO amnyTauus
obecneumBana BbDKMBaHWe B TeyeHue 5 netT 17% 60MbHbIX. OObIYHOI
MPVUYMHOI CMepTK GblM MeTacTasbl B JIErKMe, pa3BMBaKOLLMECS B Teye-
HWe 2 neT Yy 60MbHbIX, ¥ KOTOPbIX Ha MOMEHT AMArHOCTUKMW OMyXo/u
NpU3HaKM UX OTCYTCTBOBaNW. B CBA3M C 3TUM NpoBefeHbl HebosbLUMe
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GECKOHTPO/IbHbIE UCCMEA0BaHWIA C UCMOMb30BAaHMEM OJHOI0 XUMUOMpPe-
napata. BBegeHue MeToTpekcaTa WM [LOKCOpYyOULMHA B 60MbLUNX
[,03ax MO3BO/NIO MOBLICUTL YPOBEHb BbDKMBAEMOCTU 6e3 060CTpeHWit
npnénuanTensHo 0 40%. Cxembl JleveHWs, npefycMaTpuBatoLLme
1CMo/b30BaHWE HECKONbKUX MpenapatoB (BbICOKME [03bl METOTPEK-
caTa, 6neomuumH, auknogoctaH, AAKTUHOMULUWH, LOKCOPYOULMH W
nnaTnHa), MoryT obecneumtb 80% BbDKMBAEMOCTb 6e3 06OCTPEHMWIA.
B 0gHOM M3 HabnoAeHW y BOMbHbLIX, SIEYEHHBIX TOMLKO XUpypruue-
CKMM MeTofOM, OHa gocturana 40%. lNocnefHee pernameHTUPOBaHHOE
KOHTPONMpPYeMOe  WCCNefOoBaHve, MpoBefeHHOoe  [eanaTpuyeckoii
OHKonorunyeckoii 'pynnoi, No3BOANAO CPaBHWUTL pe3ynbTaTbl KOMOU-
HWPOBaHHOW XMMMOTEPANMM N TOMbKO XUPYPrUYEcKoro nedyeHus. OHu
CBUAETENLCTBYIOT O TOM, YTO KOMMEKCHas XUMWUOTEPANUS CAYyXWT
MeTtogom BblGopa Ana MocfeonepaunuoHHoOro BefeHns 6onbHbIX. OcTeo-
CapKOMa He4yyBCTBMTENbHa K BO3AEWCTBUIO pEHTreHa.

[ns 6ONbHbLIX C YAIMMLIMUA NEroYHbLIMKU MeTacTa3aMu PeKOMeH-
LlyeTca XMpypruyeckoe feyeHue, 4to npubamMXaeT ypoBeHb BbDKMBae-
MocTu 6e3 0b6ocTpeHunint K 20%. OaHako Hepeako Yy 60/1bHOrO Npu Mano-
YMCNEHHOCTU 04YaroB Ha OObIYHOM PEHTreHorpamme OGHapyXXMBaKOT
00/NbLUOE YMCMO MPU KOMMbIOTEPHOW TOMOrpadmm 1 elle 6onbliee npu
onepaumu.

MpesnpvHUMaNUCL MOMbITKA COXPaHUTb MOPaXXEHHYK KOHEYHOCTb
nyTeM MpOBeLEHMS [0 Onepauunm XUMWOTepanuu C MOCAeAyHoLLeit
peseKuMeil KOCTU ¥ BHYTPEHHWMM NpOTe3upoBaHueM. Bblbop MeToga
TpebyeT TLaTeNbHOW OLEHKM OTHOCWUTENbHOW (YHKLMOHaNbHOM BO3-
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MOXHOCTM KOHEYHOCTM C BHYTPEHHWM MpOTe30M, KoTopas Oyaert
3aMeTHO MeHee CW/IbHOW, Yem 340poBasi. B Lenom uem akTuBHee 60/b-
HO, TeM Bblle ero ajanTauus Mocie amnyTauuy KOHEUYHOCTW, YeMm
nocne BBeAeHWs BHYTPEHHero npotesa. MocnegHuii 6onee Lenecoobpa-
3eH [N19 PYKU, eciii MOXHO COXPaHWUTb KUCTb, a OCEBble Harpy3ku Hese-
NVKWN.

Mocne amnyTaumu 6OMbLLIOE BHUMaHWE crefyeT yaenuTb peabunu-
Tauum 60nbHOro. Bo MHOrMX ciydvasix ero Moryt 6ecrokouTb mnocrne-
onepaunoHHble (aHTOMHble 60nK. ocne onepauyun KynbTa 06bIYHO
HabyxaeT C nocneaytoLMM CMOpLLMBAHMEM, YTO CO3L4aeT OnpefeseH-
Hble CMOXHOCTW NpW MPOTe3NPOBaHUW. HyXXHa AauTenbHas NCUX00ru-
yeckas noggepxka 60NbHOrO.

MporHo3. Hambonee 6naronpuaTeH MPOrHO3 npu ONyXosxX HWU3KOW
CTENeHW 3/10Ka4eCTBEHHOCTM, HanpuMep Npu MapoccasibHoW ocTeocap-
KOMe. TO/IbKO XMPYPruyeckoe fledeHne Mpu KnacCUYeckolr ocTeocap-
KOMe ob6ecneymBaeT AAUTeNIbHOE BbIXMBaHUe nub 20% 60NbHbLIX. Ero
YPOBEHb MOCNe WHTEHCUBHOW XMUMMOTEPanUM Moka Hewm3BecTeH, HO OH
He Hke 50%. OnmcaHbl cnyvan 4MTENbHOFO BbDKMBaHWS MOCMe mcce-
UEHMSI MeTacTaTUYecKoro ouvara B JIEFKUX, HO HE W3BECTHbI C/yYaum
BbDKMBaHMS 60MbHLIX C AWDDY3HbIM MeTacTaTUYeCKMM MPOLECCOM B
NEerknx Wim KocTu.

CAPKOMA HOVIHTIA

Capkoma HOuHra — 3To KPYr/0K/eTOYHas capkoMa KOCTW Yy feTeit
CTapLUero Bo3pacTta U nogpocTkoB. OHa yvalle BCTpeyaeTcs y Ma/byu-
KoB. KpaiiHe pefko BbISIBASETCA Y MWL, HEFPOUAHOW MOMyNALUM KakK B
CLUA, Tak 1 Ha apUKaHCKOM KOHTMHeHTe. OnucaHbl CEMENHbIE CNy-
yau 3aboneBaHus. Het y6efuTeNbHbIX AaHHbIX O TOM, YTO MPOHMKat0-
Waa paguauus npu aLepHOM B3pbiBe CMYXWUT BaXKHbIM 3TUONOMMYECKUM
thakTopom.

Matonorua. F'mucronoruyeckn capkoma HOuHra cocTtout K3 OfMHa-
KOBbIX KPYIMbIX KETOK CO CKYAHOW LMUTOMMa3MOM, OKpyXawoLias
CTpOMa OTCYTCTBYET WM cnabo BbipaXkeHa. [NIMKOreH, onpefensiembiii
C nomolbto peakTnea LUndda, nomoraet otagnddepeHUNpoBaThL ee oT
HepobnacTombl. pomcxoxaeHne KMeTOK capkombl HOuHra [o KoHua
MoKa He BbISCHEHO.

Onyxob MOXET WCXOAUTb NNO0 U3 AMMHHLIX TPyOuaTbIX KOCTeW
KOHEYHOCTEN, NM60 M3 NIOCKUX KOCTel TynoBuuia W ronosbl. Kak u
Mpu OCTEOCapKOME, OHa Yallle BCEro NI0Kain3yeTcsd B A/IMHHbIX TpyoOua-
TbIX KOCTSIX, 0COGEHHO B 6eApeHHON. W3 niockux KOCTeld B npouecc
yallle BOBMEKAtOTCA KOCTW Tas3a. HekoCTHble HOBOOOpa3oBaHuWs, rUCTo-
NOTNYECKN CXOAHbIE C capkoMoi KOMHra, Kak npaBuio, NI0Kan3yTcs
B MSIFKMX TKaHSX HOTU W BAOMb MO3BOHOYHMKA. VX pOACTBO C KOCTHOM
capkomoi KOvHra He yCTaHOB/IEHO. MeTacTasmpyeT NocnefHss 00bIUHO
B NerkMe n KOCTW, MHOrga B KOCTHbIA mo3r u LIHC. MeTacTasbl Ha
MOMEHT ANarHOCTMKM O6Hapy>XmBatoT noytu Yy '/3 60MbHbIX.

KnuHunyeckne nposiBneHus. [lepBbIM CUMMATOMOM CAYXWUT 60Nb,
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Puc. 19-9. PeHTreHorpamma B nepefHeit (a) v 60KOBOW (6) MPOEKUMAX AUCTANbHOrO
oTaena 6eApeHHO KocTM y 60MbHOTO C capkoMoW HOuHra.

B 6oKoBoi1 MpoeKLMM MOXHO BUAETL paspyLUeHue KOPKOBOFO €0 pacTylueil B OKpyXatoLLye TKaHu
onyxonbto. C TeYeHWEM BPEMEHU MPOrpeccupytolas KanbLuduKaumus HagKoCTHWLbLI OTCNavBaeT ee
OT KOCTW, YTO NpUAAET el TUMWYHBIA BUA KO3bIpbKa.

CONpPOoBOXAAKLAACH NMXOPaf0UHbIM COCTOSAHMEM. CTeneHb MOopaXXeHUs
MAFKWX TKaHel BapbUpPYeT U MOXET ObITb 3HauuMTeNbHON. [Ba cocTos-
HMS K/IMHUYECKN OYEHb 4acTO HanoMWHAKT capkomy HOWHra: 303UHO-
(hunbHas rpaHynema u octeommenut. MHorga nocne nedeHms aHTU6UO-
TUKaMW MOTYT HaCTynaTb Mepuofbl YAyulleHWs CcoCcTofHus. KnunHu-
LMCT, OTBEpras OCTEOMMWENUT, LO/DKeH nofymartb O capkome HOuHra
npu oTpULAaTeNbHBIX pe3ynbTaTtax 6akTeprmonornyeckoro uccnegoBa-
Hua. TuNuMYHaa peHTreHosnornyeckas KapTuHa npeAcTaBineHa Ha
puc. 19-9.

OnarHos. Capkomy HKOMHra MOXHO 3anofo3puTb Ha OCHOBaHWUK
KNIMHUYECKNX, aHAMHECTUYECKUX W PEHTIEHONOMMYECKUX [aHHbIX. [ns
NOATBEPXKAEHNA AMarHo3a HeobXoAMMo npoussecTn Guoncuto. Oudde-
PEHLMA/IBHBIA MarHO3 € MH(EKLUMOHHLIM NPOLECCOM ObiBaeT 3aTpyf-
HUTENEH, MOKa He MNOSBATCA MeTacTasbl B flerkux. Onyxofb TPyAHO
OTIMYNTL OT APYrMX MEKOKPYT/OKIETOUYHbIX OMyXO/el, BCTpevaro-
WyXca y AeTeid. 3ak/ouveHWe MOXET AaTb ONbITHbIA Mopdonor.

Korga AuarHos ycrtaHosfieH, 60/bHOro crefyet obcnefosatbh Ha
npegMeT BbISIBNEHWS METAcTa3oB B fIerKMe C MOMOLLLIO peHTreHorpa-
(U1 1 KOMNLIOTEPHON TOMOrpagum, B KOCTU — C NMOMOLLBI0 Pagron3o-
TOMHOW CUMHTUrPatuM, B KOCTHbIA MO3r — MpU MOMOLLM  Groncum
(HeobxoaMMO MONMYyuYMTb afeKBaTHbIA MaTepuan). PacnpocTpaHeHue
npouecca MOXHO [OBO/IbHO TOYHO OMNpeAenuTb C MOMOLLLD TOMOrpa-
thun, obecrneymBarolLleil MHGOpMaLmMed NMpu KOHTpone 3a 3hheKTUB-
HOCTbIO NeYeHus.
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JledyeHne. B uenoM amnyTauMs He MokasaHa O0/bHbIM CapKOMOIA
FOvHra, Tak Kak OHa OfMHAKOBO YYBCTBUTE/IbHA KakK K PEHTreHo-, Tak
M K XumuoTepanuu. MOXeT MpOM30ATM NaToNOrMYecknii  nepesom
KOCTM NMB0 B pe3ynbTaTe paspyLUeHnst KOCTHOM TKaHW ONyXosbko, Mo
B MecTe B3TWUSA GuonTaTa. 3a)XKMB/IEHWE €ro 3aTpyLHEHO U MOXET npu-
YnHATL 60Mb. BonbHOrO cnefyeT obeperaTb OT OCEBbIX HArpy3oK Ha
MOPaXXEHHYID KOCTb BO BpPEMS NleYeHUs.

PekOoMeHfyeTCi WHTEHCMBHOE PEHTIeHOBCKOe 06/yYeHMe Ha
06/1acTb MEPBMYHON OMYyXOAM W KOMOGUHMPOBAHHAs XUMMOTepanus.
B HacTosAlee Bpems pa3pabaTbiBalOTCA OMTUMa/IbHble [03bl WU NOMA
0651ydeHns. OCNOXHEHWS 3aK/0YAKOTCA B HAapyLUeHWM pocTa KocTw,
(hnbpo3e M pasBUTUM BTOPMYHON OCTEOCAPKOMBbI.

Capkoma HOuHra, KoTopas KaXeTcs NOKann30BaHHbIM MPOLIECCOM
Ha MOMEHT MOCTAHOBKM AMarHo3a, MposB/SETCA B NOCMefyloLleM Kak
CUCTeMHOe 3aboneBaHue. 3JTO AUKTYeT Heo6XO4UMOCTb NPOBefeHus
XUMuoTepanum BceM 60/bHbIM. K 3((heKTMBHbLIM npenapaTaM OTHO-
CATCA BUHKPUCTWH, UUKNoochaH, LaKTUHOMULMH U [OKCOPYOULIMH.
BepoaTHO, 4TO cxema, npegycmaTpuBatoLLas fieyeHne BCEMM YeTbIpbMS
npenapatamu, 06ecneynT HauboMbLUNA YPOBEHb A/IMTE/TbHONO BbDKMBA-
HUA nocne feveHus.

MporHo3. HebnaronpuaTHbIA NPOrHO3 CBA3aH C MeTacTa3npoBa-
HMeM npouecca Ha MOMEHT MOCTaHOBKM [MarHo3a W foKanusauuei
MEPBUYHOA OMYX0/IM B MNPOKCUMMabHBIX OTAenax Koctu. [lporHos
MpU MEepBUYHOM OMYXO/M B KOCTAX Tasa, M/eYeBOi KOCTW, pebpax
MeHee OGnarornpuaTeH, Yem MpU NOKaNU3aLUUM B A/IMHHBLIX TPy6YaTbIX
KocTax. OueHKa pe3ynbTaToB KOMOWHMPOBAHHOIO fleYeHUs XUMUOMpe-
napataMyM W PEeHTreHOBCKMMMW Jlyyamy CBUAETENbCTBYET O TOM, 4TO
40—60% 60nbHbIX, Y KOTOPbIX MeTacTasbl OTCYTCTBYIOT, BbDKMBAOT B
TeueHune 3 net 6e3 peumgmsa. MoryT pasBUTLCA MO3LHUE PELMAMBSI.

XOHOPOCAPKOMA

3Ta onyxonb KOCTW PeaKo BCTpeyaeTcs Yy fAeTeld; B OCHOBHOM OHa
pa3BMBaEeTC BO BTOPOM 10-7ETMM XXM3HM C OMHAKOBOIW YacTOTOW Yy
Manb4yMKOB U Y AEeBOYEK U CBSizaHa C 601e3Hbl0 ONnbe M CUHAPOMOM
Maddyumn. B HEKOTOPbIX CAyYasx 3TUONOrMYECKUM (haKTOPOM CIAYXMUT
NOHM3MPYIOLLLAs paanaLus.

MCTONOrMYecKn onpefenseTcs 3/0KayeCTBEHHOE MepepoXaeHne
xpawa. Onyxonb MOXET pasBUTLCA B /IOO0W KOCTW, HO valle B Tas3o-
BbIX KOCTSIX. Ee MOXHO BbISIBUTb B MMIOCKUX W AAVHHBIX TPyGYaTbIX
KocTsAX. OMyxosib MOXeT MeTacTa3upoBaTb B JIerKue, KOCTU, HO Mpu
06bI4HOV (hopMe pacnpoCTPaHAeTCs TOMbKO MECTHO MO MPOTSXKEHMIO Ha
npunexawiMe TKaHW, peunanBupys nocne ypaneHuns. K KAnHMYecKum
MPOSIBNEHUAM OTHOCATCA MeCTHas 60/b U OMyxofeBugHoe 06pasoBa-
Hve. XOHAPOCapKOMY MOXHO 3arofo3pUTb Ha OCHOBaHWM [aHHbIX
peHTreHorpadmmn; AnarHo3 [JO/mKeH ObiTb MOATBEPXKAEH pe3ynbTaTaMu
nccnepoBaHus 6uonTtaTta. [MpyM rMCTONOrMYECKOM WCCNeAO0BaHWM Tpe-
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byeTca ocoboe BHMMaHME, TaK KaK OCTeOCapKoMa MOXeT o06nagaTtb
BbIP&XEHHbIM  XOHAPOCAPKOMATO3HbIM ~ KOMMOHEHTOM. [porHo3 npu
3TUX ABYX OMYXO0NsAX pasNnyeH B OTHOLUEHWW BO3MOXHOCTU MeTacTasu-
pOBaHWs. JleueHve 3aKNOYaeTCa B yAaleHUM OMyXOoan Wi amnyTaumu
KOHeYHOCTU. XOHAPOCapKoMa OTHOCUTENIbHO paguopesncTeHTHa. M3-3a
PeAKOCTW 3TOro 3aboneBaHnst faHHbIX 00 3(heKTUBHOCTN XUMMOTepa-
NeBTUYECKNX CPeACTB HEeLOCTaTOUHO.

PETUHOB/TACTOMA

ExerogHo ypoBeHb 3a60n1eBaeMOCTM cocCTaBnseT 3,4:1 MAH feTeil.
CpegHuwii BO3pacT Ha MOMEHT AMArHOCTWKM COCTaBnsieT 8 Mec npu
[IBYCTOPOHHeW onyxonu u 26 Mec npu OAHOCTOPOHHeR. Moyt y 30%
60/1bHbIX OHA ABYCTOPOHHAS W HacnefyeTcs B OCHOBHOM MO AOMMWHAHT-
Homy Tuny. MpumepHo 10—20% 60/bHBLIX C OAHOCTOPOHHENR OMYXOMbio
OT/INYAKOTCH reHeTUYeCKOW NpeapacnonoXeHHOCTbI0 K Held. Kak nona-
raloT, reH peTMHO6MaCTOMbl /IOKANU3yeTCsl Ha ANMHHOM nnedye 13-i
XPOMOCOMbI, MOCKO/NbKY ABYCTOPOHHAS OMYyXO/b BCTpeyaeTcs y 60/b-
HbIX, Y KOTOPbIX MPOUCXOAWT Aefneuns 3TOro njeda. Y AeTei ¢ 3agepx-
KO/ poCTa, MCUXMYECKOrO PasBUTUA U XapaKTePHbIMW 4YepTamu uua
(cuHgpom 13g xpomocombl) B 50% cnyvaeB pa3BuBaeTcsi peTuHobnac-
ToMa. C MOMOLLLID MeTOfZa FEHHOr0 KapTUPOBaHWS BbISBWW, YTO B
OMyXONeBbIX K/ETKax MPOMCXOAAT AefleHUM XPOMOCOMbl 13 Ha cybmu-
KPOCKOMNYECKOM YpOBHe. eH peTMHO6MAacTOMbI 3aKto4yaeT B cebe
MOBbILLEHHBbIA PUCK Pa3BUTUA Apyrux onyxonei. [lMpumepHo y 1%
BbDKMBLUMX MOC/Ie HACMefCTBEHHOW PETMHO61aCTOMbl GO/bHLIX B BO3-
pacTe okono 10 net pa3BuBaeTcA oCTeocapkoma fMbo B 061acTu, nop-
Bepruieiica 061y4eHNto, AN60 B HeobBAYy4yeHHON 06nacTh M YacTo
OblBaeT MHOrooyaroBoii. CHHAPOM «TpuaaTepanbHOi» peTuHobNa-
CTOMbI MpeAcTaBiseT coB0 ABYCTOPOHHEE MOpPaXeHWe rnasHbIX 610K
N LINLIKOBUAHOW >Kenesbl.

MaTonormsa. PeTnHo6nacToMa pa3BMBAETCS 0ObIYHO B 3afHei Mop-
UMM ceTyaTol 060104kM rnasa. OHa COCTOWT M3 MEMKMX PacnoOsoXeH-
HbIX B/IM3KO APYT K APYTY, OKPYrAoi (hopMbl 3/10Ka4eCTBEHHBIX K/1ETOK
CO CKYAHOI uuMTOMIa3mMoi. VHorga mpovcxXoauT po3eTKoobpas3oBaHue,
4yTO cuuTalT abopTMBHLIM 06pa3oBaHMEM TPEOELIKOB U KOHYCOB.

Onyxonb MOXET ObITb €fUHWUYHOW, HO OBLIYHO OHA WCXOAWT U3 He-
CKONbKUX (hOKYCOB. ECnM OHa MPOUCXOAWUT U3 BHYTPEHHErO ALEPHOro
CNosi ceTyaTKW, TO pacTeT B CTOPOHY CTeKN0BMAHOrO Tena (3HAOMUT-
Hbl1 pocT). Takyto OMyXofib JIErKO 06HapyXMBalT Npyu oPTa/ibMOCKO-
nun. Mpy 3K30UTHOM pocTe (M3 HapyXXHOro SAEPHOro Ccfos, Hanpas-
NeHWe pocTa B MPOCTPaHCTBO 3a CETYaTKOW, B pe3y/nbTare 4ero no-
ClefiHAs OTCnamBaeTcs) AMarHOCTUMPOBAaTb PETUHOGMACTOMY CNOXHEe.
OT 3HAOMUTHO pacTylleii OMyX0M MOryT OTpbIBATbCA (hparMeHThbl W,
CBOOGOAHO nMepemelasicb B CTEKNOBMAHOM Tene, O0OGCEMEHATb eLle
MHTaKTHble Y4acTKW ceT4aToil 060104KM. OBLIYHO 3TO MPOUCXOAUT MpK
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KpYnHbIX onyxonsx (6onee 5 AUCKOB B AuvameTpe) WU 06ycnoBnvBaeT
HeGnaronpusATHbIA MNporHo3. Ha cocyamcTyio 060/104Ky  06bIYHO
pacnpocTpaHseTca MacCMBHasi OMyXO/b, MpW 3TOM BEPOSTHO FeMarto-
reHHoe MeTacTasumpoBaHue. PacnpocTpaHeHWe u4epe3 peLleTyaTyto
NNACTUHKY W NO 3pUTENIbHOMY HEPBY MOXET MPUBECTU K 06CEMEHEHUIO
LLHC.

MoCKoNbKY peTMHO61acTOMa pesKo meTacTasupyeT, MepBOCTEneH-
Has 3ajaya COCTOUT B BO3MOXHOCTM COXPaHWTb 6GOMLHOMY 3peHMe.
B cBA3n ¢ aTMM ee KnaccUUUUPYOT MO CTagusM B COOTBETCTBUM C
pacnpocTpaHeHVWeM B npegenax rnasa:

CTagus | EAVUHUYHASA OMYXO/lb AW MHOXECTBEHHble OMyXo/au AWaMeTpoM MeHee 4
[OUCKOB Ha YpOBHe 3KBatopa WM K3aau OT Hero

Ctapgua 11 EAUHUYHAA ONYXONb WAM MHOXECTBEHHble Onyxonu auametrpom 4— 10
[OUCKOB Ha YpOBHe 3KBatopa WAM K3aauW OT Hero

Ctagua Il w6as onyxonb, pacnofnoxeHHas Knepegu OT 3KBatopa; efWHUYHble

onyxonm pmametpom 6onee 10 AWCKOB K3agu OT 3keBatopa
CTaauna 1V MHOXeCTBEHHble OMyXOnu, HeKoTopble AnameTpom 6onee 10 AUCKOB;
no6ble ONyxonu, pacnpocTpaHslolMecs Knepeau oOT 3y6uyaToro Kpas
CrTaguna V MaccuBHble OMyXx0nu, 3aHumarolwme 6Gonee MOMOBUHbLI ceTyaTku; obce-
MEHEHWE CTEKNOBUAHOTO Tena

W3: Elisworth R. M. The practical management of retinoblastoma.—Trans. Am. Ophthalmol.
Soc, 1969, 67:462.

KnuHuyeckne nposBfieHNs. Y 60MbHOr0  00bIMHO MOABMSETCA
TONbKO NEAKOKOPUSA, T. €. XKEeNTOoBaTO-0enblii pedheKc 3payka-, 0byc-
NOBMIEHHBIA OMYXO0MbH), PAacMONOXEHHOW 3a XpycTaMkKoM. [pyrumm
CUMNTOMaMW MOTYT 6bITb MOTEPS 3peHus, uHorga obycnosnuBaroLias
Kocornasue, npu 6onee pacnpoCTpaHeHHbIX OMyXxonsax — 60Mb, Hapy-
LUEHVe 3payvKoBbIX peakuuii umm rugema. Mpu ganeko 3aweqliem 3a6o-
NeBaHWM MOTyT NPUCOESUHUTLCA NTO3, NMPU3HAKW MOBLILLIEHWUS BHYTPU-
YepenHoro AasfieHNs 1 60M B KOCTAX, 00YCNOB/EHHblE MeTacTasamu B
HUX.

Bonee uem y 80% 60/bHLIX C Hacnedyemoi ABYCTOPOHHEN (hopMoi
3a60NeBaHNA HA MOMEHT AMArHOCTUKWU MOABNSAIOTCS NPU3HaKWU BOB/eYe-
HWA B NPOLLECC TOro M Apyroro rnasa. Pa3suTue npouecca B KOHTpana-
TepasibHOM [/1a3HOM A6/10Ke pefko 3ajepXusaetcd A0 18 mec. Y MHO-
rmx 60/IbHbIX Hacnegyemas peTuHo6/acToMa BbISBASAETCA NPU 0ObIYHOM
OCMOTpe FN1a3HOr0 AHa, BbIMOMHEHHOM MOA aHecTesneid, MokKasaHUeM K
KOTOPOMY MOCNY>XWU/IO0 TO XXe 3a00/7eBaHNE Yy O4HOTO U3 poauTeneid um
cubea.

[narHos. J1eiiKOKOpWS CNY>XWT CTPOrMM MOKa3aHMeM K TLiaTeflb-
HOMY OCMOTPY [/1a3HOFO AHa, KOTOpPOe y [eTeil 4acTO NpOBOAAT Mof
aHecTesmeit. MpumMepHo y 75% 60MbHBIX Ha PEHTreHorpamMmme rnasHoro
A670Ka 06HapY>XMBatOT KanbUMHaTbl. Heo6Xxoaumo npou3BeCcTU KOM-
NbIOTEPHYIO TOMOrpaguio opouThbl C LLENbI0 ONpeaennuTs BHYTPUrIa3Hoe
pacnpocTpaHeHne OnyXonu W BbIIBUTL BOBJIEYEHWE B NPOLECC 3PUTESb-
HOr0 HepBa WM KOCTHbIX CTPYKTYp. ApyruMun npuymHamy nelikokopmu
MOTyT 6bITb OTCNOMKA CeTYATKU, NepCUCTUpYIOLLEe TMnepniacTMyeckoe
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MepBMYHOE CTEK/TIOBMAHOE Teno, 3SHAOPTabMWT, 06YC/OB/EHHbI
HemaToZamu (06bIYHO MPU BUCLEPasbHOW MUTpaLMU IMYMHOK), BakTe-
PUabHBIA NaH3HAOPTANbMUT, KaTapakTa, Kosob6oma cocyaucToin o6o-
NOYKM U PeTUHONATUSA HefOoHOLWEHHbIX. CrnewmanucT MOXeT oTaudge-
peHLMpoBaTh 3TU COCTOSHUSA.

JononHuTtenbHble MeTOAbl MUCCNefOoBaHWA C  LENbi  BbISBIEHNS
MeTacTa3oB [0/KHbI BKNOYATh B Ce0S pagmon30TONHOE CKaHMPOBaHMe
KOCTEel cKeneTa, KOHTPacTHYK KOMMbIOTEPHYHO TOMOrpauio mosra v
aHa/iM3 CNUHHOMO3rOBOM >KMAKOCTM M KOCTHOro Mo3ra. 4acto Ha
MOMEHT [MarHOCTUKM O0OHapY>XMBalOT MOBbILLEHNE YPOBHE Kapuu-
HO3MBPUOHUYECKOr0 aHTUreHa 1 anba-heTonpoTenHa B niasme, Hop-
Manun3yloLLMXcs nocne yganeHns onyxonu. X noBTOPHOE MOBbILIEHUE
MOXeT CBWAETEeNIbCTBOBATL O €€ peuunauBe.

JledyeHne. CTaHAapTHbIM METOAOM JIeYEHUS MPU OAHOCTOPOHHEM
npouecce fABNSETCA 3HYK/eauus rnasHoro s6s0ka. Ecim onyxonn Ha-
CTO/MIbKO Masibl, YTO BO3MOXHO COXPaHUTb 3peHue (Hanpumep, B CTa-
anax |1—III), peHTreHoTepanus MOXeT CTaTb MeTOA0M Bblbopa. OaHaKo
OJHOCTOPOHHME OMyXONW PefKo OblBAOT TakUMU HeGONbLUMMW.

Mpy ABYCTOPOHHEM MpoLecce HeO6XOAMMO MOMbITATLCA COXPaHUTb
3peHve 60/bHOMY XOTSl 6bl B OAHOM rf1a3y C MOMOLLLIO PeHTreHoTepa-
nuu. BHauane eli nofasepratoT o6a rnasa, Tak Kak rnas, Kaxywuiics
6onee nopaXKeHHbIM, MOXET 6onee pearnpoBaTtb Ha nedeHue. C Apyroi
CTOPOHbI, €C/IN TNa3 NOPaXEH HACTOJIbKO, YTO COXPAHWUTbL 3PEHUE B HEM
He NpeACTaBAeTC BO3MOXHbLIM, WM B Ka4yecTBe OC/MOXHEeHUs pa3Bu-
BaeTCA MpUYMHAIOWAN 60/b Fnaykoma, ero crefyeTr 3HYK/IeupoBarth.
Mpn 3TOM HEOOXOAMMO CTPEMMUTLCA YAANUTb Kak MOXHO 60MbLUYI0
4acTb 3puTeNbHOrO Hepsa (10 mm ¥ 6onee). Ecnu Bo Bpems onepauum
6b110 00HApPY>XEHO pacnpocTpaHeHWe npolecca 3a npefenbl rnasHoro
A6/10Ka, HE0OXoAMMO 06My4YaTb 06nacTb rnasHMUbl. BonbHON, noasep-
ratoLMiics pPeHTreHoTepanuu, OO/MKEH eXEeAHEBHO MofyyaTb cefaTuB-
Hble CpeacTBa.

XvmMnoTepanus He WrpaeT OMpefeNieHHON POM MPU ONyXonsiX, He
pacnpoCTpaHAIoLWMXCSA 3a npesenbl rnasHoro f6soka. Ecnm nocne aHy-
Kneauun rnasa BblISiBieHbl MakKpo- W MWKPOCKOMWUYECKUe MpPU3HaKK
onyxonuM B 0061acTU [NasHUUbl, TO PeHTreHoTepanuio cregyeTt npo-
BOAWUTL Ha (POHe fieyeHus xumuonpenapaTamu (BeposTHO, LMTOKCAH U
JOoKcopy6uumH). Tpy LUMPOKOM pacrpocTpaHeHUM MeTacTa3oB peakuus
Ha NeyeHne BblpaXKeHa, HO BO3MOXHOCTb M3MieveHns 60/bHOr0 Masnose-
POATHA.

MporHo3. Mpu onyxonsx |—IV cTaguii ANUTENbHO BbDKUBAIKOT
100%, B V crtagum — 85% 60nbHbIX. Ha MOMEHT 06palleHunsi K Bpady
MeHee Yem y 10% 60NbHbLIX NPOLECC pacnpocTpaHeH 3a npegenbl rnas-
Horo f6/10ka. He BCTpeyanocb COO6LLEHNI O Cnyyasx M3nedyeHus 60nb-
HOro, ecnu yXe npu nepsoM 06CNe0BaHUN Y HEro ObliN BbISBNEHI
MacCMBHOE MOPaXeHue 06/1acTU Na3HWULbl U 3pUTEILHOrO HepBa, Tak
KaKk B 3TOM CJlyyae OMyxofib PacrpoCcTpaHseTcsa B MONOCTb 4yepena u
MeTacTasuMpyeT B OTAaleHHble opraHbl. Ecnyv npy MMKPOCKOMUYECKOM
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NCcCnefoBaHMM B TKaHAX 3PUTENbLHOTO HepBa OGHAPYXXMBAKOTCS OMyXO-
neBble KMETKMW, LAHC A/MTENbHOTO BbDKMBaHWS COCTaBAsoT 30% npw
MPOBEAEHUN PEHTIEHO- W XUMUOTEpanin.

onyxonn XenyagouyHO-KUNWWEYHOTO TPAKTA

Onyxon Xenyfo4YHO-KULLIEYHOro TpakTa y [JeTell BCTpevatoTcs
pexke, 4YeM y B3pOCAbIX. B poTOBOA MONOCTM Yy HUX OObIMHO pa3Bu-
BatOTCH CapKOMbI.

Onyxonv CMOHHBIX Xese3. B G0MbLIMHCTBE Cy4YaeB YBeNNYEHUE
CMIIOHHbIX XXene3 06yCNoBNeHO UX BOCMasieHneM 1 06pa3oBaHMeEM MYKO-
uene. Wx onyxonwu, kak npaswno, 6biBalOT [06POKAYECTBEHHLIMU.
K HMM OTHOCATCH reMaHrvombl, ramMapToMbl WM CMeLlaHHble OMnyXou
(nneomopdtHana ageHoma).

CMelLlaHHble OMYyX0aM pefKo BCTpevaroTcs Yy aeteid nepsoro 10-ne-
TUSA YKU3HW; MHOTAA OHW MOABASAIOTCA BO BTOPOM 10-1€TMU C 0AUHAKO-
BO 4acTOTOW Yy fAeTeil 06oero nmona. Yauwle BCero B MPOLECC BOBIe-
KaeTCs OKONOYLUHas >kKefnes3a, a OCHOBHbIM MPOSIB/IEHWEM €ro Cry>at
Onyxo/fieBnaHble 06pa3oBaHUs B Heil. OHU 0OLIYHO TBepAble, MOABUXK-
Hble 1 6e360/1e3HEHHbIe. MOXeT pasBUTLCA Mapanvy JINLEBOr0 HepBa.
JleyeHne cocToMT B UCCEYEHMM OMyxonu. [MporHo3 61aronpusTHbINA.
Peunanme MOXeT noTpe6oBaTb MOBTOPHOIO XMPYPrmyeckoro BMeLLa-
TeNbCTBa.

MykoanugepmoungHas capkKoma, 3/0KayeCTBEHHas Ony-
XOflb C/MOHHBIX Xene3, 06Hapy>KMBaeTcsa BO BTOPOM 10-N€TUM XM3HW,
yalle BCEro pa3BMBAeTCs B OKOMIOYLUHOW enese W NPosBASETCS B BUAE
TBEpAoro 6e360ne3HeHHOro o6pasoBaHMsA. MeTacTasbl B permoHapHble
numQaTryeckue y3nbl He XapakTepHbl, HO €CAM OHU OnpeLenstTCs,
NporHo3 Heb6naronpusTeH. JleyeHWe COCTOMT B MCCEYEHWUM OMYXONW;
NPy MO/IHOM WCCEYEHUM MPOrHO3 61aronpusTHbIA. MeCTHbI peumans
MOXeT 00YCNoBUTb HEOOXOAUMOCTL MOBTOPHOIr0 XUPYPruyveckoro Bme-
LaTenbCTBa.

JNinmcpoanutenoma  (HOCOrA0TOYHAsA  KapuuMHOMa,  OMyXxosb
LLIMMHKe). Y B3pOCAbiX, MNPOXUBaOWMX Ha JaibHem BocToke ¥ B
CeBepHoil  Adpuke, OMNyXxoNb WMEET CEMENHOe pacnpoCTpaHeHue.
OTMeuyeHa ee cBA3b C BMpycom 3ncTeiiHa — bapp. B CLUA 3abone-
BalOT Yallle Mua BTOPOro 10-neTus XK3HWU, NPUYEM Y NpeLcTaBUTenNei
HerpougHoii nonynsuum, NPOXMBAIOLLMX B HOXKHBIX LITATaX, 4acToTa ee
B 4—7 pa3 NpeBbILLAeT 4acTOTY CPeau npeactaBuTeneil eBponeongHoim
nonynsauun. M3 B3poc/biX yalle 3ab0/1eBalOT MYXXUUHbI, Y fAeTeld 3Ta
3aKOHOMEPHOCTb OTCYTCTBYET. [MCTONOrMYyeckas KapTuHa COOTBET-
CTBYET HeAnddepeHLNPOBaHHOW KapLMHOME.

CambIM paHHUM MPU3HAKOM CYXWUT 00bIYHO OHOCTOPOHHEe YBe-
NNYEHNE LIEAHBIX NMMKATUYECKUX Y3/10B, KOTOPble YacTO CTaHOBATCS
60ne3HeHHbIMU. K apyrM paHHUM CMMNTOMaM OTHOCATCS TPU3M, HOCO-
BOe KpOBOTeuYeHWe, 60/1b B ropnie v 3aTpyLHeHWUs npu rnotaHuu. Benep-
CTBME [Jucaruy MOXET YMeHbLIaTbCA Macca Tena.
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[unarHo3 06blYHO YyCTaHaBAMBAKOT Ha OCHOBaHUW pPe3y/bTaToB
ovoncmmn LWeinHoro numdartmnyeckoro ysna. MNpu TwaTensHOM 06c¢neno-
BaHMM 60/IbHOTO, B TOM YWC/E U C MOMOLLLI KOMMbIOTEPHON TOMOrpa-
(huK, NEPBUYHYIO OMYXONb B HOCOI/IOTKE MOXHO OOHapyXwuTb Y 60/b-
lUMHCTBA O60NbHLIX. [MpyM OTCYTCTBUM MeTacTa3oB MOXeET MnoTpe6o-
BaTbCA HEOoAHOKpaTHas Ouoncusa Ans MofnyyeHUs COOTBETCTBYHOLLEro
obpasua TKaHU. MeCTHO OMyx0/b MOXET PacrpoCTPaHATbCA Ha OCHO-
BaHME yepena W MATKME TKaHW, OKPYXXawlime HOCOrnoTky. OB6bIYHO
OHa MeTacTasupyeT B PervoHapHble NMMGaTUYECKNE Y3/bl, HO MOXET
pacnpocTpaHMTLCA FeMaTOreHHO B KOCTW (BbISIBNSIETCA MPU Pagunounso-
TOMHOW CUMHTUTpaun) U nerkue.

B KauecTBe HayanbHOro fievyeHns npuberaroT K NomoLLy 061y4veHNs
HOCOI/IOTKW, 4YTO MO3BOJMISET M3neunTb 50% 60MbHbIX. ONbIT NeyeHus
XUMuonpenapaTaMmun orpaHMyeH; onyxosib YyBCTBUTE/IbHA K LUKI0GOC-
thaHy K [JOKCOpPYyOULMHY.

Pak >enyaka. Onyxonb pefko BCTpeyaeTcs y feTeil. Ee kKAMHMYe-
CKVe MpOSIBNEHNS WAEHTUYHbI TAKOBLIM Y B3POC/bIX, MO3TOMY MOryT
Pa3BUTLCS KPOBOTEYEHUS M OBCTPYKLMSA >KeyfKa.

Onyxonb yalle BCero npefcTaBneHa AMMGOMORA N CapKOMOIA MAr-
KX TKaHei. TMpn WCTMHHOM KapuMHOME pe3eKUWs CAYXWUT METOLOM
Bbl6OpA.

KapunHoMa MompKenyaouHor >xenesbl. Onyxonb Upe3BblYaiHO
pefKo BCTpevaeTcs y geTeil. OBbIYHO OHa WCXOAWT W3 FOMOBKU MOMKe-
NY[OYHON >Kenesbl U MEepPBbIMKA €€ KIMHUYECKMMU NMPU3HAKaMu CayXXaT
obpa3oBaHMe B BEPXHEM OTAene OPIOLWHOA MNONOCTK, YMEHbLLEHNE
Macchl Tefla 60MbHOr0 M 60/b. 3aKynopka 06LLEero »KenyHoro npoToka
MOXET CONPOBOXAATbCA PasBUTUEM MeXaHW4ecKoli Xentyxu. JledeHue
3aK/l0UaeTcs Mo BOSMOXHOCTW B MCCeueHUK omyxonu. FporHo3 Hebna-
ronpusATHBINA.

MaHkpeaTob6nacToMa, 3K30KPUHHAA OMyXonb, MNpPOTeKaeT
KMHNYECKN KaK [06poKavyecTBeHHOe 06pa3oBaHWe B FOOBKE MOMXKe-
NY[O0YHON enesbl. [1OCKONbKY OHAa WHKarcynMpoBaHa W He C€006-
LaeTcs C BUPYCYHrOBbIM MPOTOKOM, €e MOXHO YAanuUTb, He HapyLuuB
(hyHKUMIO xene3bl. O6bIMHO OHa MposBAseTca 06pa3oBaHWEM B OPHOLL-
HoM nonocTu. MporHo3 nocne yaaneHus onyxonu 61aronpusaTeH, nos-
TOMY B@XHO OTAU(GEpPeHLNPOBaTL ee OT KapLUHOMbI.

BeTa-KneTouHble 3HAOKPWHHbIE OMYXOMM [flaBHBIM 06pasom npeg-
CTaBNeHbl He3mgumobnactomato3om, WM AUDOY3HONA Masb-
thopmaLmeil 0OCTPOBKOBbIX KMETOK, Wiy Avcnnasunei. [narHo3 OCHOBbI-
BAeTCA Ha BbLISIBNEHUWM TUMNOT/IMKEMUM W BbICOKOTO YPOBHSA WHCYIMHA
faXKe NPy MOBbILLEHWN YPOBHS /HOKO3bl, UYTO OTpaXaeT aBTOHOMHOE
(OYHKLMOHMPOBaHMNE OCTPOBKOBbLIX KNETOK. [MaHKPeaTIKTOMUS CAYXMWT
MeTO40M BblbOpa neyveHus.

Monunbl  TONCTOM KWUWKKW. HOBEHWUSbHbIE, WA PETEHLMNOHHBIE,
nonunbl COCTaBASKOT 0KO/0 85% OT Bcex cny4vaeB Monmnos3a 060404-
HOM W MpsMON KUWWIKW y feTeill. K yacTbiM Npu3HaKkaM OTHOCUTCH PeK-
TanbHOe KpoBOTeYeHMe (KPOBb fIPKO-KpacHas). Kak mpaBuio, noaumbl
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BCTpevaloTCcA Yy feTeii B Bo3pacTe 3—b5 fieT. BOMbLIMHCTBO M3 HUX
MOXET ObITb YAaneHo Mpu PeKTOPOMaHOCKOMNUU. PeuuavmBuUpyOT OHU B
25% cnyyaeB. ITO COCTOSAHME HE OTHOCUTCA K MpeapakoBbIM, HO Ornpe-
[leNleHHble CBOWCTBA MHOXECTBEHHOIO HBEHW/LHOMO MOAMMO3a He no-
3BONAKOT CYAWUTbL O HEM KakK 0 f06pokayecTBEHHOM Mpolecce. Hapsagy ¢
HUM MOrYT BCTpeYaTbCca afeHOMaTOo3Hble Monunbl. OfHAKO WCTUHHbIE
afleHOMaTO3Hble MOMMMbl Yy AeTeld pefkn (3a WCKIKOYEHUEM Hacneg-
CTBEHHOro Mnofivnosa wiM cuHgpoma [apaHepa).

AJleHoKapLHoMa 060404HON 1 NPAMONA KULLIKK. AfleHOKapLHOMa
060104HOM ¥ NPAMONM KULLKWM cOCTaBnsieT MeHee 1% OT Bcex 3/0Kaue-
CTBEHHbIX OMyxoneit y aeteil. OfHAKO M3BECTHO O TOM, YTO OHa 6blia
[narHoctmpoBaHa faxe y pebeHka B Bo3pacTe 9 mec. Y 60/bHOro B
3TOM cfydae nosiBAseTcs MeneHa. Kak npaswio, nosenstotcs 60nb B
XMBOTe (MHOrAa No TUMY KOMWKW) WM aHOPeKCWs, YMeHbLUaeTcsi mMacca
Tena. MoryT 6bITb 06Hapy>XeHbl 06pa30BaHMe B XXUBOTE W YBENNYEHNE
neyeHu, 0O6YCMOBMEHHOE MeTacTasaMu. [AunarHo3 noATBepXaaloT npu
nccnefioBaHMM € UCMONb30BaHWeM 6Gapus W/unm npu  3HAOCKONUK.
PafMoM30TONHOE CKaHUMPOBaHWE WM  KOMMbIOTEPHas Tomorpadgus
MeYyeHW U CeNeseHKU NOoMOoratT OnpefenuTb MeTacTasbl B neyveHn. Ha
MOMEHT AMarHoCTUKM OMyXO/ib PeAKO OrpaHWYMBAETCs CAM3UCTON 060-
NOYKOi, 06bIYHO OHA pacnpoCTpaHseTCs 3a ee Mpefenbl 1 Ha pernoHap-
Hble NMM(aTudeckme y3nbl. OHa MOXeT MeTacTasupoBaTb B Mpegenax
6ptoLtHOM nonocTu (06bIYHO B MeyeHb). HOrga npoucxXoamuT MOo34HSS
rematoreHHas AucceMuHaums onyxonu. K npegpacnonaratowium co-
CTOSIHUAM OTHOCATCA CEMEMNHbIA MHOXECTBEHHbIA MOMMMNO3, A3BEHHBLIN
KO/IUT, PErvoHapHbIN 3HTEPUT M cuHApom [eiiTua — Erepca. bosbHbIM
C 3TUMMW COCTOSIHUAIMU MOKa3aHbl perynsapHble aHAOCKONUYeckue obene-
[OBaHNA W MHOrga npouaakTuyeckas KONIKTOMUS.

onyxoanm TMeYeEHN

Y peTeil pas3nvualoT ABa BuAa MEPBUYHBLIX OMyXofeid: renatobna-
CTOMY W renaTouennonsapHyo KapumHomy (renatoma).

anugemuonorus. FenatobnactomMa BCTPeYaeTCs Yallle Y UCKIIUN-
TeNbHO Y AeTeld B Bo3pacTe A0 3 fieT. COOTHOLLEHME BOMbHBIX Manbyn-
KOB W AeBoYeK cocTaBnsieT 1,5:1. [N renatouenitoNsapHOi KapLMHOMbI
TUMWYHBI ABa BO3PAaCTHbIX nuka: 4 roga v 12—15 net. CoOTHOLIEHME
60/bHbIX Ma/byYMKOB W fAeBoYek cocTaBnsetr 1,3:1.

BpoxaeHHble fedeKTbl, CBA3aHHbIE CO 3/10KAYEeCTBEHHBLIMU OMyXO-
NAMU MeYeHW, COBMaAaloT C TaKOBbIMU Y BO/bHLIX ONyXonblo Bunbmca
N ONyxonamy HagnoyeyHuka. K HUM OTHOCATCHA BPOXAEHHas reMuru-
nepTpons 1 pacrnpocTpaHeHHble remMaHrmomsl. OMNyxonu neyeHn wu
BunbMca MOryT BCTpeYaTbCsl Y OLHOr0 W TOro e 60/LHOr0, YTO OTpa-
YKAeT WAEHTUYHbIE MeXaHW3Mbl, npegpacnonararolime K Ux passuTuio.
lenato6nacTtoma W renarouenoNspHas KapuuHoMa BCTpevarTes Y
cun6CoB.
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YacToTa KapuMHOMbI MEYEHU B COYETaHUM C LMPPO3OM 3HauM-
TeNbHO MeHblUe y AeTeid, YeM y B3poc/biX. C APYroi CTOPOHbI, LMppo3
npy TUMNOTPOMN N BTOPUYHBIA GUAMAPHBIA LMPPO3, 00YC/IOBNEHHLIN
aTpesmneil >KenyeBbIBOAAWMX MyTel WM TMraHTOKIETOYHbIM TenaTuToMm,
CBA3aHbl C MOBbILEHHLIM PUCKOM 3ab0/1eBaHUS MEPBUYHON 310Kaye-
CTBEHHOW OMyxo/bko neyeHU. Kpome TOro, oHa pa3BMBaeTcs Y feTeid C
aHemueli PaHKOHW, NIeYEHHbIX aHAPOreHaMwu. Y 6O/bHbIX C XPOHMYe-
CKOi thopMoii HacneAacTBEHHON TMPO3MHEMUW, AOXMBLUMX A0 BO3pacTa
2 NeT, PUCK pPasBUTUA KapLMHOMbI MEYeHN COCTaBAseT MpUMepHO 40%.

Matonorus. Menato6nacToMa MOXET MOMHOCTbIO COCTOATb M3 Kie-
TOK 3NUTENNaNbHOro Tuna. MHorga K HUM MpUMeLLUBalOTCA Me3eHXU-
MaslbHble KOMMOHEHTbI. MoryT BCTpeyaTbC CTPYKTYpbl, MO CTPOEHUIO
CXOfHble C >kenezamu. OTAeNbHble KNETKU ManognggepeHLMpoBaHsbl.
B onyxonifix CMeLaHHOro Thna MOXHO 06Hapy>XWTb Me3eHXVMMa/lbHble
KOMMOHEHTbl WM Y4YaCTK/ MPUMUTUBHOM OCTEOMAHOW TKaHW. [enarto-
Le/ongpHas KapuMHOMa COCTOWUT W3 BbICOKOAM(D(EPEHLUPOBAHHBIX
KPYMHbIX MOJIMFOHA/IbHBIX KETOK C 303MHO(UILHO OKPALLEHHOW LUTO-
nnasmoin. KneTkn (opMupyroT CTPYKTYpbl B BUAe 6a0K, OKPYXXEHHbIe
CUHYCOMAa/IbHBIMK cocygamu. pyu TOM v ApYroM Ture onyxonu 06Ha-
PYXXVMBAKOT 0O4arm BHEMO3rOBOrO KpPOBETBOPEHWS.

O6bIMHO B MpoLecC BOBMeKaeTcs npaBas Aons nedveHn. OpfHako
MPVMEPHO Y MOMOBMHBLI GOMbHLIX OH PacnpoCTpaHAeTcs Ha 06e [onw
WM OMyxosb MyNbTULEHTPMYHA. CaMOil YacToM NoKanu3auuein MeTa-
CTa30B ABAAKTCA Nerkue. XapakTepHO pacnpocTpaHeHWe OMyxonu Mo
MPOTSHKEHMIO B BPIOLIHON NOMOCTU. Pexe meTacTasbl MOFYT JIOKanu3o-
Batbca B LIHC.

KnuHnueckue nposiBneHusi. Yauwe Bcero y 60/bHOMO MOSBASETCS
MOCTOPOHHEe 06pa3oBaHVe B BEPXHEM OTAe/ne OPHLWHON MomocTn ¢
yBennyeHneM ee obbema. Ha MOMEHT AgmarHocTuku 6onb 6GecnokomT
b 15—20% 60/bHbIX; YacTOTa aHOPEKCUM M YMEHbLUEHWUS MaccChl
Tena Ta e. Ewe pexe 60MbHble XanylTCA Ha PBOTY U XKENTyXy.
Y ManbuMKoB WHOrAa HacTymaeT BuMpWaM3auus, 06ycnoBfeHHas npo-
OYKUMER Onyxonbio rOHafoTPOMyHa.

[narHos. OcHoBHasi npobnema 3ak/MOYaeTcs B OMpeAeneHWn npu-
UMHbI YBE/IMYEHUS MnedeHW (NepBUYHAs ONyXosb WK Apyroe fo6poka-
YeCTBEHHOE WM 3/10Ka4eCTBEHHOe 3aboneBaHue). CrnegyeT Npou3BecTu
TLWATENbHbLIA NOMCK APYroro Mecta SI0Kanu3auum nepBuUYHOA 0nyxosnu,
yalle BCEro Heipo6iacTOMbl. YBeMYeHUe rneveHn MoryT 06YCnoBWTb
WHMaHTUbHAA TeMaHrMo3HAO0TE/IMOMA W KaBEPHO3HAs reMaHrnmoma, B
CBA3M C Yem criefyeT MpPeAnpuUHSTL Mepbl A BLISIBNEHUS [PYruX
reMaHrnoMm. CuUMynmpoBaTh OMyXO/lb MEYeHU MOTyT ¥ 60Me3HU Hakon-
NeHwus.

PesynbTaTbl DYHKUMOHAbHbLIX MEYEHOUYHbIX NPO6 06bIYHO HE OTAK-
yaloTca OT HOpMmbl. MpumepHOo y 20% 60bHBIX MOFYT MOBbLILLATLCA
YPOBHW 6UNMPYy6UHA W TpaHCaMMHa3. Y 60/bLUMHCTBA 60/bHbIX MOBbI-
LUeH YPOBEHb CbIBOPOTOYMHOIrO anbateTonpoTenHa.

Ha peHTreHorpamMme OpraHoB OPKOLWIHOW MOMOCTN MOXHO BWAETH
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yBe/iMyeHne nedeHun, npumepHo y 30% 60MbHLIX —o4varn Kanbuuhu-
Kauumn B onyxonu. Moutn y 10% 60/bHbIX MeTacTasbl B erkue onpe-
[enatoTcs y)ke B MOMEHT MOCTAHOBKW AMarHo3a, nosToMy Heo6XoAuMmo
MPOM3BECTV KOMMbIOTEPHYHO TOMOrpaguio GPHOLLIHOA W rpyAHOA Mmono-
CTei 419 MepBUYHON MAeHTU(UKaLMM cTagun 3abonesaHus. MNpakTuye-
CKOe 3HayeHue aHruorpaum 3aknoyaeTcs B 0OHapyXeHUU UCTOYHMKA
KPOBOCHAOXeHMs OMyXO0nu, 4To onpefensieT BO3MOXHOCTb ee UCCeye-
Hus. PereHepauns neyeHn npouCxXoauT B TedeHne 4—~6 Hef Noc/e Hero.
MprMepHO B 3TO >Xe BpeMsi HEO6XOAMMO NPOU3BECTU WUCXOAHbIE TOMO-
rpamio 1 ckaHuposaHue neyeHn. OMyxonb OTHOCUTENbHO pajuope-
3UCTEHTHA. Pa3nnyHble Xumuonpenaparbl  Bbi3blBAOT  BPEMEHHLIN
athheKT MnpyM MeTacTazax, HO CXEMbl JIeYeHWs He pas3paboTaHbl.

MporHo3. [pu onyxonsx MeyeHW MPOrHO3 HebnaronpuaTEH.
B uenom BbDKMBAeMOCTb MpW renato6nactome coctasnseT 35%, a npu
renatouentonspHon KapumHoMe — TONMbKO 13%. BbIXMBAOT WCKIO-
4nTeNbHO BONbHbIE, Y KOTOPbLIX YAAN0Ch MOSIHOCTLIO UCCEYb OMYXO/b.
HenonHoe ncceveHne Bcerfga COMPOBOXKAAETCA MECTHbIM PELUAMBOM Y
3aKaH4MBaeTCs CMepTbIO 60/LHOrO.

OonyXxo/sin noJsOBbIX XEME3 W TEPMAHOMBI

Anugemuonorna. ONyxonu roHag W repMUHOMBbI PefKo BCTpe-
yaloTcs 'y AeTeld, XOTA TepaTOMa KpecTLOBO-KOMYMKOBOrO OTAena
OTHOCUTCS K Hanboniee pacnpocTpaHeHHON COMMAHOW OMyX0/n y HOBO-
poxaeHHbIX (y ogHoro u3 40 000 Xn1BOPOXAEHHbIX). Yaule 3ab6onesatoT
[eBOYKN. [lepBblii MUK KPUBOW 3a601€BAaEMOCTU OMYXOAAMU SIMYHWUKA
M SIMYEK NPUXOAUTCA Ha BO3pacT 2 roja, BTOPOM — Ha BO3pacT nocne
6 NeT B OTHOLEHWW ONyXofel AMYHWMKa W nocne 14 net — Auuka.
Y Ma/lb4yMKOB C KPUMTOPXM3MOM PUCK Pa3BUTUS 3/10Ka4YECTBEHHON ony-
X0MM AnYKa nosblwaeTca B 50 pa3, u3 Hux 20% MCXOAWUT U3 HU3BELEH-
HOro AunYKa. [UCreHe3nto ToHaf CUMTalOT (POHOBLIM COCTOSIHUEM Y
60MbHBLIX, Y KOTOPbIX pa3BuBaeTCA roHafobnacTomMa.

Matonorusa. FepMUHOMbI OTHOCATCSA K CMELLIAHHOM rpynmne 3/10Kave-
CTBEHHbIX OMYXOAel, OT/INYAKLIUXCA MYNbTUMNOTEHTHOW AnddepeHLm-
POBKOW KNETOK, M3 KOTOPbIX OHW UCX0AAT. I"pachmyuecku OHW npefacTas-
NeHbl Ha puc. 19-10. CouyeTaHMe pasHbIX TUMOB KNETOK B OAHOA ony-
X0/ MOATBEPXKAAET WX B3aMMOCBA3b.

3apofbllleBble KNETKM Yalle BCEro BCTPeYalTcs B roHajax, Ho
MOryT MOABNATLCA B 3aOPHOLIMHHOM MPOCTPaHCTBE, CPELOCTEHUM,
KPecTL0BO-KOMYMKoBoM otaene un LIHC. Jlokanm3aumio onyxoneid BHe
roHaf, paccmMaTpuBalOT KaK MpOsiB/IEHUE HapyLUeHUs MUrpauum noso-
BbIX KNETOK M3 XKeNTOYHOro Mellka B passuBatowuiics nnog. Oudde-
PEHLUMPOBKA MOXET MPOUCXOAUTb B HanpaBfieHUU BHE3IMOPMOHAMbHbIX
TKaHeil, 4To MPUBOAWUT K XOPUOKAPLUHOME WM KapuWMHOME XKenTou-
HOro Mewka (3HAodepMarnbHas CUHYCOBasi OMyXO/ib).

XOpUOKapPLMHOMAa — KOMMNOHEHT OMyXo/ell Kak roHaj, Tak u
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3apojbllieBas Knetka

CemuHoma
MynbTUNOTEHTHbIE
KNeTkn
[ucrepMmnHoma
BHeamb6puoHanbHble 3MbproHanbHas 3MOprOHaNbHble
TKaHW KapuuHoma TKaHu
Tpod o6naet YKenTouHblii JKkToAepmMa Me3sopepma 3Hgonepma

MeLLOoK
KapunHoma
XENTOUHOro

XopnoHapLuHoma MeLuKa Tepatoma

(aHpoaepManbHas

OMyX0/ib CUHYCA)

Puc. 19-10. Pa3BuTune onyxoneii U3 3apofbllieBbix KneTok (no: Pierce G. B., Abell M. R.
Pathol. Ann., 1970, 5, 27).

repMvHoM. OHa BCTPEYaeTcsl B INUKaX Ma/lbYMKOB NOCTMy6epTaTHOro
BO3pacTa W ANYHMKAX [AeBOYEK A0 HACTYM/eHUs 3TOro nepvoga u
nocne. ONyxosb He OTHOCMTCA K JOMUHMPYIOLLMM BufaMm. YacTo B Heil
OnpefenstoT remMopparnyeckne HekpoTuueckue ouarn. CKOMeHus
LUTOTPO(O6NACTOB MOKPbLITbI CBEPXY CMOEM CUHUUTUOTPOho6NacTu-
UECKMX TUTaHTCKMX KeToK. KapuuHoma MOXEeT pa3BuTbCA B MEpWof
6epemeHHOCTM (M3 MNAUEHTbI), B PEAKUX CAyyasix AUCCEMUHMPYOLLas
XOPMOKapLMHOMa y pebeHKa NPOUCXOAMUT U3 MATEePUMHCKOW 4acTu nnia-
LIEHTI.

KapumHoMa >XenTouyHOro Melwka (3HAoLepManbHas
CUHYCOBas OMyx0/b) T[UCTONOTMYECKU CXOAHA C SHAOAEePMa/IbHbLIMU
CUHycaMn nnaueHTbl. AuddepeHumalms B HanpasneHUW [NaBHbIM
06pa3om 3MOPUOHA/IbHbLIX TKaHel NPUBOAWUT K PasBUTUIO TepaToM
Win TepaToOKapLWHOM, B KOTOPbIX MPUCYTCTBYIOT 3/IEMEHTbI BCEX
TpeX 3apofbllleBbIX IMCTKOB. 3/10KA4YECTBEHHbIi KOMMOHEHT TepaTo-
KapUMHOMbI MPeACTaBNeH O6bIYHO 3MOPUOHANLHOW KapLMHOMOW.

CeMUHOMa BCTpeYaeTcA MOYTU WCKIOUMTENBHO Y L, BTOPOro
10-neTns Xun3HM W nosgHee. lpy rMCTONOTMYECKOM WCCNEA0BaHUN B
TKAHW MOXHO BUAETb KNETKW, arperMpoBaHHble B [OMbKU W pa3feneH-
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Hble (pM6PO3HOW CTpOMOIA. [JncrepMmHOMA, aHanorMyHas Onyxosb B
AMYHWMKe, YacTO pa3BMBaeTCs A0 HacTynsieHWs ny6epTaTHOro nepuoja.
KneTkn Mophonormyeckn u ruUcTOXMMUYECKN WAEHTUYHLI Npemop-
OMa/ibHBbIM  3apOfbILLEBLIM KNeTKaM. 3T OMyXo/in MeTacTasupyloT B
permoHapHble MMM@aTnuyeckue ysnbl C reMaToreHHon gucceMmHalmein B
nerkue n KOCTW. MeTacTasbl U3 OMyXOnel AMYHUKA MOryT 0BHapyXu-
BaTbCA B OPIOLUHOM MOMOCTW BCMEACTBME UMMaHTaLMU NnMbo pacnpo-
CTPaHeHUs MO MPOTSXKEHUIO.

B nepBrYHO 0Nyxonu MOryT HaXO4UTLCA PasHble rMCTOMOMMYeCKre
3M1IEMEHTbI, NO3TOMY MeTacTaTM4Yeckas OMyxo/b TakXe CMeLlaHHas.
WHorga moryT 6biTb BbISIBIEHbI KNETKM OAHOrO TuNa.

KnnHnyeckne nposiBneHus. Y pebeHkKa MepBoro roga >u3Hu nep-
BbIM MPU3HAKOM OMYXOAWN ANYKA CNYXUT HOBOOOPA30BaHME B MOLLIOHKE,
MHOrfa o6HapyXXnBaeMoe y HOBOPOX[EHHOro. [lmarHocTuka 3afepxu-
BaeTCH, €CIM ero BHayane NPUHMMAIOT 3a FUApOLeNe, MHOrAa Conpo-
BOXAatoLee 3Ty onyxonu. BHavyane HoBoobpa3oBaHMe 06bIYHO 6e360-
Ne3HeHHO, MPU3HaKW ero BoCMasleHns OTCYTCTBYIOT. PaHHME mpu3Haku
MeTacTa3MpoBaHNA He XapaKTepHbl. Y Ma/lbu4MKOB CTapLlero Bo3pacTa
ANYKO YBEMUMBAETCH B TEUEHWMEe HECKONIbKUX Hefenb, ero 60/1e3HeH-
HOCTb OTMeYatoT 6osiee YeM Y MOMOBUHbI BOMbHLIX. OCNOXHEHWS, CBS-
3aHHble C MeTacTasaMu B 3aOpHOLLIMHHbLIE NUMGATUYECKME Y3/bl U fer-
KWe, MOryT CTaTb NepBbIMWA CUMMNTOMAMU Y MHOMMX 60/bHbIX. TMHEKO-
MacThs MOXXeT 6biTb 00YCNOBMIEHA MPOAYKUMEN XOPUOHMYECKOrO FoHa-
[JOTPONMHA. Y HEKOTOpbIX 6O0/bHbIX MEepBbIMA CUMNTOMamMK  GblBatoT
YMEHbLUEHME MacCbl Tena, aHOPEKCUS U COH/IMBOCTb.

Onyxonu AMYHMKA BHavane NposiBNsoTCA 60/bl0, TOWHOTON U PBO-
TOW. Y HeKOTOpbIX O0/bHbIX 3ab60/neBaHWe NPOTeKaeT 6eCcCUMNTOMHO,
a HoBOOOpa30BaHMe B GPIOLLIHOA MONOCTM OGHAPYXXMBAKT CJTyYaiiHO.
OcTpoe Hauano, 6011 B XMBOTE MOTYT COMPOBOXAATb MEPEKpyT AnY-
HYKa. CUMNTOMAaTUKa MNpu 3TOM MOXET CUMY/MPOBaTh BOCMaIUTENb-
HbI npouecc (Hampumep, anneHAMUMT). FepMUHOMA SAMYHUKA MOXET
BMepBble NPOABUTLCA  MPU3HaKamy  MeTacTaTUYeckoro rnpouecca.
B 95% cnyyaeB onyxonib MpeAcTaBfeHa A06pOKa4YeCTBEHHON KMCTO3-
HoW TepaToMoil. OAHaKO CYLECTBYeT o6paTHasi CBA3b Mexay BoO3pa-
CTOM 0O0NbHOM0 W BO3MOXHOCTbIO 03/10KaYeCTBNEHUS HOBOOGpa3oBa-
Hua. B cBs3n ¢ aTUM 84% 3/10Ka4eCTBEHHbIX OMYXO/ein U3 3apofbllle-
BbIX K/IETOK BCTpeyaeTcs Yy [AeBovek B Bo3pacTe go 10 ferT.

KpecTuoBO-KONUYMKOBaA TepaToma, WM TepaTokapuu-
HOMa, 00bIYHO BCTpevaeTcs Y AeTeil paHHero Bo3pacTta, 4acTo Y HOBO-
poXAeHHOro. Yallle BCEro ee NPU3HaKoM CMY>XMT HOBOOOGpa3oBaHWE B
obnacT Kpectua u Aarogul. Yactota 310Ka4ecTBEHHOM onyxonu co-
cTaBnset 10% oOT Bcex AMAarHOCTUPOBaHHLIX OMyxofel y feTell B BO3-
pacte fo 2 mec un gocturaeT 50—70% y getein 6onee cTapLlero Bos3-
pacta. [pyrue cumMnTOoMbl 06YCNOB/EHbI O6CTPYKLMEA pacTyLlein ony-
XO/bH0 MPAMOA KULLKWM 1 MOYEBbLIBOAAWLMX NyTen. K KIMHUYECKUM npu-
3HaKaM OTHOCATCS BPOX[EHHble aHOMa/IMWM HWXKHEro OTAeNa No3BOHOY-
HOro CT0/16a, MOYENONOBOM CUCTEMbI WM AHOPEKTaNbHOW 06/1acTu.
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BHauane KAMHWYECKME MPOSBAEHUA TEPMUHOMBI 3aBUCAT OT JI0Ka-
NN3auMN MEPBUYHON OMyX0Nn. B GPIOLIHOMA NOMOCTM 06bIYHO BbISABASAKOT
HesicHoe HOBOOGpa3oBaHWe, MPU ero JIoKaan3aunyM B rpygHON MoocTy
MOTYT MOSIBUTLCA CUMMATOMbI CO CTOPOHbI OPraHoB AblXaHus. BHyTpuue-
perHas ONyxofib COMPOBOXAAETCA K/MHWMKON OOBLEMHOrO MpoLecca.

[unarHo3. OcHOBHas 3afjiaya COCTOMT B TLLATe/IbHOM 06CNef0BaHUU
60nbHOro. ConugHble ONyXonu ANYeK MpU TPaHCUIKOMUHALMKA Henpo-
3payHbl, HECMOTPS Ha TO YTO MOFYT coyeTaTbCs C rugpouene. Pasmepsbl
ANYEK MOXHO YCTAHOBUTb MNPV YAbTPa3ByKOBOM WCCMELOBaHWN Wn
KOMMbIOTEPHOR ToMorpaguu. bonu B XMBOTe, TOLWHOTa M pBOTa Y
[EBOYKM MOTyT ObITb [JOCTAaTOYHO BbIPOKEHHbIMU, YTO 3acTaBnsieT
Bpaya uccnefoBaTb AMYHMKU C MOMOLLbH Y/bTpasByKa.

Onyxofb KpecTL0BO-KOMUYNKOBOIO OTAena NO3BOHOYHMKA Y AeTeit
paHHero Bo3pacTa A0/MKHa Cpa3y >Xe HACTOPOXMTb Bpaya B OTHOLUEHWM
TepatoM. K fpyrum o06pa3oBaHusiM, OOHapy>XWBaemblM B TOM ke
OTAene, OTHOCATCA MEHWHrouene, XOHAPOMbl, YABOEHWE MNPAMOM
KULLKW, HEBPOreHHble OMyXonu, nurnoma, pabaoMuocapkoma W remaH-
rmoma. MHorga HoBoe 06pa3oBaHME MOXET ObITb MPUHATO 3a OKOMO-
NPAMOKULLIEYHbI abcuecc. EcnM OCHOBaHWE OMyXoaM HaxoamuTes B
MofioCTU Manoro Tas3a, OHa MOXEeT NPOSIBUTLCA MPU3Hakamu 0B6CTPYK-
UMM KWLIEYHUKA W MOYEBbLIBOAAWMX MyTel. B aTmux cnyyasx Heobxo-
OVMO MPOW3BECTM PeKTa/ibHoe 06cnefoBaHue. [epMUHOMbI, S10KaIu-
3yloLLMeCs BHe ToHaf, B OOMbLUMHCTBE CY4YaeB MOryT 6bITb UAEHTUDN-
LMpPOBaHbl TOMLKO MOCNE WCCEYEHVSt WM WCCNefoBaHMs OuonTara.

Bcem feTAM € MOA03PEHMEM Ha FepMUHOMY TpPebyeTcs PeHTreHoso-
rMyeckoe U TOMOrpaduyeckoe o6CnefoBaHVe TFPYAHOW KIETKM U
PafMOM30TOMHOE UCCMef0BaHNE KOCTel, 4YTO MNO3BOJMISET BbISBUTH
meTacTasbl. KoMnbloTepHas TOMOrpagums GPIOLLIHON NOMOCTY Y Mabyu-
KOB C OMyXO/SMN AIMYEK MOXET MOMOYb AMArHOCTMPOBaTh MeTacTasbl B
3abploWnHHbIE  NuMdaTmyeckme  y3nbl.  Heobxogumo  onpegennTb
YPOBHU anb(a-heTONPOTEMHA W XOPUOHMYECKOr0 FOHafOTpOnuHA B
CbIBOPOTKE. VIX ypoBeHb [0 Ne4YeHUsi MOXET 0Kas3aTbCA MO/e3HbIM B
oueHKe 3(MhEKTMBHOCTM MOCNEHErO.

JledeHne. B nepByto ouepefb fleyeHUe 3aBUCUT OT BO3MOXHOCTU
XVPYPr1YecKOro UcceYeHus onyxonu. [ucrepmMuHoMa M CceMuHOMA
OT/INHAKOTCS BbICOKOW YYBCTBUTE/IbHOCTHHD K PEHTrEHOBCKUM Jlyyam.
[axe npy meTactasMpoBaHUMM OMyXOAW 6GOMbHbIE [LO/MKHbLI NOAYyYaTb
KOMOWHMPOBAHHOE JleYeHWe XuMUonpenapaTtamMu, TaK KakK Yy HUX
BbICOKA BEPOSATHOCTb KAUHWUYECKM HE BbISIBIEHHbIX MeTacTtasoB. OnTu-
MaslbHas CcXema fledyeHus elle He paspaboTaHa. Yalle Bcero mcnosib-
3YHOT 3((heKTUBHbIE Y B3POCALIX LMC-NNATUHY, 61E0MULMH, BUHOMa-
CTUH (BenbaH).

MporHo3. B OCHOBHOM MNPOrHO3 3aBMCUT OT PacnpOCTPaHEHHOCTM
3a60/1eBaHNsA K MOMEHTY MOCTaHOBKU AMarHosa. B cBasu ¢ aTum repmu-
HOMbI He06X0AMMO 3aMof03pUTb KaK MOXHO paHblue. B Lenom o6Hapy-
YKEHWE B HUX BHE3IMOPUOH&IbHBLIX 3/1EMEHTOB COMPSHXKEHO C Hebnaro-
NPUATHLIM NPOrHO30M. TPYAHO OLEHWUTb Pe3ynbTaTbl SIeYeHUs, TaK Kak

225



4ynmcno 60MbHbIX, OAMHAKOBO fIeYeHHbIX, HeBennKo. OfHaKo fedyeHue
crnefyeT MAaHMPOBaTh, Y4YMTbIBas, YTO paHHee BMeLLaTesbCTBO C Mo-
Cnefyroweii XxumuoTepanueli MPUBOAMT K A/IUTE/TbHOMY BbDKVMBAHMIO
60nbHOrO0 6e3 pasBUTMA Y HEro peuunavBoB.

Opyrve onyxonu roHag. Ansa feteil He XxapakTepHbl. Onyxosb
CepTonu Avyka 06bIYHO AOOPOKAYECTBEHHA W MPOUCXOAUT U3 OMop-
HbIX K/IETOK ME3eHXWMMbl TOHaj. VIHOrga B Heli MOXKET OMpefensiTbes
3HJOKPVHHAs aKTMBHOCTb, YTO BeAEeT K MPEeXEeBPEMEHHOMY MO/I0BOMY
CO3pEBaHMIO WM TUMHEKOMacTuW. Yalle BCero BCTpedvaeTcs y AeTeld B
Bo3pacte 1—2 sieT. JleyeHme 3aK/OYAETCA B WCCEYEHUU OMYXOSN.

Moyt B MOMOBUHE CAyYaeB OMYXONM SUYHMKA NPeLCTaB/eHbI
LO6pPOKaAYeCTBEHHbLIMW KMUcTaMu. OHM MOryT ObiTb 06Hapy-
XKEHbl CMly4YaliHO MpU NanapoToMUKW WAM KIMHUYECKOM 06CneaoBaHUm
NpakTUYecKn 340poBOro pebeHka. MHorga nepekpyT MOPaXKeHHOro
AMYHUKA MOXET Bbl3BaTb OCTPYH 60Mb B XKMBOTE, TOLIHOTY W PBOTY.
Opyrve onyxonu BCTpeyatoTcsi pedako. Onyxonum U3 KIETOK 3epHMCTON
000/104KM 0ObIYHO CBsA3aHbI CO CTPOMOM SIMYHMKA, MPEXAEBPEMEHHBIM
MOMOBbIM CO3PEBAHUEM W BbISIB/IEHWEM HOBOOGPA30BaHUA B HUKHEM
oTAene 6proLWHON nonocTn. OHM pefKo ObIBAKOT 3/10KAYECTBEHHBIMM, X
yfa/ieHne COMpOBOXAaeTcA MpeKpalleHMeM SHAOKPUHHBLIX HapyLUEHWA.
LnucT ageHOKapuuHOMa fMYHMKA —eLle 6onee pefkas onyxosb
N HEe MOXET BbITb 0TAM((epeHLMPOBaHa Ha OCHOBAHUWN TObKO KANHK-
YECKMX MPW3HAKOB OT APYrMX 3/10KaYeCTBEHHbIX ero onyxonei. B anu-
HWKE MOryT pa3BMBaTbCA FeMaHrMoMbl. WHOrga yBennyeHue fuu-
HMKa MOXET ObITb MEpPBbIM MPU3HAKOM TUM(OMbI.

FoHago6nacTOMbl OMPeAensoTCA UCKIHUUTENBHO Y 60JbHbIX
C gucreHesuein roHag. B 80% cnyuvaeB 60MbHble (PEHOTUMUYECKU OTHO-
CATCA K XXEHCKOMY M0fy, 06bIYHO C NMpU3HaKamy BUpUAn3aLunm. Y apy-
rMX 60MbHBIX C MY>CKUM (DEHOTMNOM BCTPEYalOTCSH Takue aHoManumu,
KaK KpUNTOPXW3M, TMMOCNajus U XEHCKMEe BHYTPEHHUE W HapyXXHble
MofioBble OpraHbl. [TOHAaA06/1acTOMY CYMTAOT pakoM in Situ, KOTOpbIA
MOXET pasBMBaTbCA B repMUHOMY. OMyxonb MOXET ObiTb [BYCTOPOH-
Heil. OHa npeAcTaBNeHa PacTyLleid Maccoil Ha hOHe YCWIEHNs NpU3Ha-
KOB BUpWAM3aLMM Y BONbHbIX >KEHCKOro mnona. [MCcTonornyeckoe
nccnenoBaHve MOMOraeT BbISIBUTb CMeCh 3apOfbILLEBbIX KNETOK C afe-
MEHTaMW, HarMoOMMWHAKOWMMY He3pesible rpaHynspHble, WM CYCTEHTO-
UMTbI, C FpaHynouuTaMn ANYHUKA WM 6e3 HUX WK KNeTOK SII0TEUHO-
Boro tuna. Onyxosb Jo/MKHa 6bITb yaneHa BMeCTe C KOHTpanatepasb-
HOIA NMOMOBON ene3oi (M MaTKOW, €C/IN OHa ecTb), TaK KaK OHa TakKXe
MOXET MOABEPrHYThLCSA 3/10KAYeCTBEHHOMY MNEpepoXaeHunto. AanTtenb-
HOe 3K30reHHOe BBEAEHME TOPMOHOB MOXET MOTpeboBaThCsa Ans pas3Bu-
TS BTOPUYHBIX MOMOBLIX MPU3HAKOB, HO OHO MOXET COMPOBOXAAThbCA
BTOPWYHLIM PakOM MaTKM.

PA3HbIE BWAbl KAPLIMHOM W PAKA

AfeHOKapLMHOMa BRaramwa M Lieiikn matku. Onyxonb BCTpe-
YyaeTcsA KpaiiHe peaKo W 06blYHO 6bIBaET Pe3ynbTaTOM BHYTPMYTPOO-
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HOrO BO3AEWCTBUA AMITUNCTUALO3CTPoNa. OHa MOXET couveTaTbes C
APYTMU  aHOMaMAMM  MOYENOMOBON CUCTEMBI.

KapuvHoma wmtoBmuaHOM >enesbl. OBbIMHO OHa BCTpevaeTcs y
00NbHbIX MOCMe 06/1yYeHUs 06nacTeil ronoBbl W LUEN, MPUYEM uvalle Y
[leBOYeK, YeM Y Ma/lbu4MKOB, W OT/IMYAETCA NanuSPHbLIM CTPOEHUEM U
Mef/IeHHbIM POCTOM. MepfynnspHas KapuuHoMma 6biBaeT Cnopaguyveckoit
WM cemenHoW. B nocnegHem cnyyae OHa cBfidaHa c habitus, cBoii-
CTBEHHbIM 60ne3HN MapdaHa, heoxXpomMoLUTOMON, runeprnapaTrmpeon-
OM3MOM M HEBPOMAaMW CAU3UCTLIX 0O0NOYEK.

KapumHomMa HagnoyeyHUKOB. BcTpeyaetca peako M MOXET pasBu-
BaTbCA B /II060M BO3pacTe, HO yalle B Nepsble rofpl Xu3HW. Onyxosb
MOXET ObITb CBA3aHA C FeMaHIMOMaMy KOXMW, TeMUrunepTpoduen, aHo-
MausMi MOYEBOM CUCTEMbI U acTpouuToMamu. Cpean 6OSbHbLIX Mpe-
obnagatoT geBouku. CUMNTOMATKa 06YC/OBNEHA SHAOKPUHHON aKTUB-
HOCTbIO ONyxonu. Y pebeHKa MOABAAKOTCA MNPU3HAKU TUNEePQYHKUUN
HaJMnoYyeyHNKOB, K KOTOPbIM MOrYT OTHOCUTLCSA CUHAPOM WueHKo —
KylwunHra, Bupuausaums, ¢gemmHM3aums Wim KX codeTaHue.

Pak Mos104HONM >ene3bl. O4HOCTOPOHHEE WM ABYCTOPOHHee YyBe-
NNYeHUe MOMOYHbLIX Xene3 y pebeHka MOYTM HUKOr4a He 3acTaBnseT
aymatb 0 pake. VX yBenuueHve B npeny6epTaTHbIA MEpUoL NoYyTH
BCerfa CBsi3aHO C POCTOM WHTAKTHOM >Xene3ncToi TKaHu, 4To 06yCnoB-
NEHO BbICOKOW UYyBCTBUTE/IbHOCTLIO OpraHa-MULLEHW WM HeObbIYHO
paHHel NpoAyKumeli CTUMYIMPYHOLWNX FOPMOHOB. HoBOOGpa3oBaHue B
MOJIOYHOWN >Kenese Yy [eBOYKM-NOAPOCTKA WAM B MocTny6epTaTHOM
nepuoge uvaule npeLCTaBNsieT COOOM [O6POKAYeCTBEHHYHO (M bpo -
afeHomy. OHa 06blMHO OAHOCTOPOHHSASA, U30/MPOBaHHAs, 31acTuy-
Hasi, NOABMXXHas, pasmepoM 1—8 cM. PocCT ee Mef/ieHHbI, OHa MOXET
ObITb 3aMeyeHa 60MbHOM TOMIbKO 4Yepe3 HEeCcKO/bKo Mmecsues. [BycTo-
POHHME WA MHOXECTBEHHble onyxonu ((hmbpoageHoMaTo3) BCTpe-
4aroTCs Yy HebonbLIOro umcna 6onbHbIX. Mepes onpegeneHvem nokasa-
HUIA gna 6roncuMu 3a BCEMU MOAPOCTKaMM C HOBOOOPa30BaHUAMMW B
MOJIOUHbIX Xenesax cfiefyet Habnogarb B TeYeHWE He MeHee OfHOro
MEHCTPYanbHOro uUukna. 3TO NO3BOMAET OMpefenuTb YBeNUYeHue ux
pasmepa WM 60Me3HEHHOCTb BO BPEMA MeHcTpyaumm (4to 6Gonee
XapaKTEpPHO A/ A06POKAYECTBEHHbIX OMyXOseid).

PaKk MOJIOUHBIA Xefesbl Y MOAPOCTKOB Ype3BblYailHO peaok. OH
BbICOKOAUM(hepeHUMpoBaH 1 pacTeT Mef/IeHHO, MOXeT MeTacTas3upo-
BaTb B MOAMbILLIEYHbIE NUMMaTUUecKne y3/bl. OObIMHO ONYyXO0/b OKPY-
rnasl, NA0THas Ha oLlynb 1 6e36one3HeHHa. Nepen onepauueli He06Xo-
AUMO npownsBecTu ee 6Guoncuto. ocne ee yaaneHWs nporHo3 6naro-
MPUATHBLIA, XOTA W MOFyT OblTb MECTHblE PEeLMAMBBI.

Pak KOXW. Y fgeTeil BCTpe4yaeTcsl peako. 3710KavyeCcTBEHHAS
MenaHOMa MOXET pasBuUTLCA B nepBble ABa 10-neTna XusHu. Knu-
HMYECKOe TeYeHWe ee TO XKe, YTO Y B3POC/bIX. O6bIMHO OHA MOABMASETCH
B BuAe ObICTPO pacTyLlero, ferko TPaBMUPYeMOro, W3bsA3BEHHOIr0
HOBOO6PAa30BaHUA, NMUIMEHTUPOBAHHOIO WM U3MeHUBLLEro LgeT. Ony-
X0Mb MOXET ObITb O06HapyXKeHa B MHO6GOI YacTu Tena. OnpefaeneHHble
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COCTOSIHWS, Hanpumep CWUHAPOM TFUTaHTCKOINo BOJIOCATOrO
HeByCa WM fucnnacTMyYecKUX HEBYCOB, npejpacnona-
raloT K pasBMTUIO MenaHOMbl. [MOCKOMbKY OHa He XapakTepHa AN
[leTeld, BHayane MNpPoOM3BOAAT OMOMCUIO MOLO3PUTENILHOrO HOBOOGPa30-
BaHMA. [pu BbISBMEHUM €ro 3/10Ka4eCTBEHHOCTU TpPebyeTcs LUMPOKOe
MECTHOE MCCeYeHMWe, MpU KOTOPOM MOXET MOoTpeb0oBaThCcA nepecaska
KOXW. HeobxoauMo TLATeNIbHO UCCNefoBaTb PervoHapHble nuMdaTu-
Yyeckume y3fibl U NpU UX YBENIMYEHUW MPOU3BECTM BMOMNCUI0. BosbHbIE C
mMeTacTasaMu MpY BbIP@XEHHOW peakuWu Ha fe4YeHne LOMKHbI Mosy-
yaTb [OKCOpPYyOouUMH 1 LmKnodocdaH.

MurMeHTHaa KcepojepMma Hacnefyercs Mo ayTOCOMHO-
peueccuBHoMy TuUMy ¢ AedexkTom penapauun OAHK. Mpu Bo3geiicTBum
NPAMbIX COJSTHEYHbIX WU YNbTPA(UONETOBLIX Jlyyeil B 3TOM Ccly4ae
nospexpaetca AHK, 4Tto co3gaet ycnosus fns mytauuun c nocniegyto-
UMM 3/10Ka4eCTBEHHbLIM POCTOM. [py 3TOM NepBbIM NOPaXXeHHbLIM opra-
HOM CTaHOBWTCH KOXa. MHOXECTBEHHbI paK ee pa3BMBAETCH B y4acT-
Kax, MofBepriumxcs obnyyeHuto. JleyeHne COCTOUT B UCCEYEHWUMU Ony-
Xonei. [leTeil cnefgyeT TuiaTeslbHO 06eperaTb OT BO3AEACTBMS COMHEY-
HbiX fydyell. HeBoupgHasa 6Ga3anNbHO-KAeTOYHaa Kap-
LMHOMA (6a3anbHO-KNETOYHbIA HeBYyC) 06CYXAaeTcs B COOTBET-
CTBYtOLLEM pas3fene.

JOBPOKAYECTBEHHBLIE OMYXO/N

HekoTopble A0OPOKAYeCTBEHHbIE OMYXONWM Yy AeTeid NpPeAcTaBnsloT
coboin mpobnemy npyu AndepeHumanbHOM ANarHOCTUKE, NPY MHOMUX
U3 HUX TpebyeTcst neveHne. B onpeaeneHHbIX Cyyasix OHW MOFyT yrpo-
XaTb JKM3HW, Oyayun TUCTONMOTMYECKM A0OPOKAUYECTBEHHBIMMU.

ONYXO/IN 1 ONYXOMEBUOHBLIE OBPA30BAHWSI KOCTEW

Psf LOGPOKaYeCTBEHHbIX MPOLIECCOB B KOCTAX MOXET ObiTh pacnos-
HaH 1 OTAUM(HEPEHLMPOBAH OT 3/10KAYECTBEHHbIX OMYyXO0/ei, 4To npe-
OynpexnaeT Tparnyeckue MOCNEACTBUS HEOMPaBAaHHOIO JIeUEHUS.
HekoTopble M3 HUX MOFYT MpeAcTaBasTb COOGOA peakuuio Ha Tpasmy,
HO nMpegmofiaraeMytd TpaBMy OObIYHO HEBO3MOXHO YCTaHOBUTS,
Jpyrve — ramapToMy WM UCTUHHOE pa3pacTaHue WHTAKTHOM TKaHu in
situ. [lpyrue >ke MpoLeCChbl, MEHEE U3YYEeHHbIE, CUMTAlOTCA AOOpOKaye-
CTBEHHbIMW C BO3MOXHbIM 3/10KQYECTBEHHbLIM MEPEPOXKAEHUEM.

OcTeomaHan oCcTeomMa BCTPeYaeTcss C YMEPEHHON YacToToi y noj-
POCTKOB, OCOGEHHO Y ManbumkoB. OHa 06bIYHO MOSBASETCA B 6efpeH-
HOM unnM 60NbLLEGEPLOBO/ KOCTU, peXe B MO3BOHOYHWMKE, MEYEBON
KOCTU uan hanaHrax. KapAuHanbHbIM KAMHUYECKUM CUMMATOMOM CIly-
XWUT 60b, BHavase Tymnas M yCUMBAKOLWAACA NPW OCEBLIX Harpyskax,
yalle HouHas, ycrnokKauBarloLlascsi Nnocne npuema aueTuacanuLniIoBOi
KNCNoTbl. Yepe3 HECKOMbKO Hefjenb WM MecsueB 60/b HauMHAaeT ycu-
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NUBATbCA U I0KANAM30BaTbCsA, HO MECTHble MpPU3HaKW BOCMAIEHNS
OTCYTCTBYIOT. [AMarHOCTUYECKYI0 LIEHHOCTb WMEKT PEHTreHorpaMmbl,
Ha KOTOPbIX MOXHO BWAETb YETKO OYepyeHHbI oyar OCTeOUAHOW
TKaHW, OKPYXXEHHbIA CK/EPO3UPOBAaHHON KOCTbO. WMHOrga MOXHO Bbl-
ABUTb KanbUM(uKaumio ocTeonga. JledeHne XMpPypruyeckoe: OMyxofib
[O/MKHA OblTb MOMHOCTBIO yAaneHa, 4TOObI NpefynpeauTb pasBuUTMe
peumamBoB. CXOfAHble MPWU3HAKM OTMevalTcs npu ocTeobna-
CTOME, HO OHW KpYMHee W B Heli MeHee BbIPaXXeH OCTEeOCKnepo3. OHa
yale, 4Yem OCTeOMAHas OCTEOMa, SI0KaNM3yeTcsi B MO3BOHOUHUKE.

dun6po3Hble  (LOOPOKAYECTBEHHbIE)  KOPTUKa/IbHbIE AeeKTbl
NOKaIN3yoTCA 3KCLEHTPUYHO U NPOUCXOLAT FNlaBHbIM 06pa3oM U3 Hafg-
KOCTHWLbI, paspyllas cfioli KocTu n3BHe- OHKM BcTpevatoTcs y 53%
MaJibuMKOB M 31% [eBOYEK Yalle BCero B Bo3pacTe 4—8 fieT, moryt
nepcmcTMpoBaTb A0 MOAPOCTKOBOIO M faXke 6o/ee NO3LHEro Bo3pacTa.
MecTo nokanusauun fetekTta Bcerga B metadmsax AAUHHbIX Tpy6ua-
TbIX KOCTEW, 0ObIYHO PSAOM C KOMEHHbIM CyCTaBOM. PeHTreHorpagu-
yeckue npu3Haky xapakTepHbl. OHW, KaK MpaBW/o, He COMPOBOX-
[aloTCAd CUMMTOMATUKOM WM MCYe3aloT CMOHTAaHHO. Pacno3HaBaTb WX
HeobX04UMO, TaK KakK OHU MOryT ObITb MPUHATHI 3@ 3/10KAYECTBEHHYIO
onyxofb.

Heoccndumumpytowass dmbpoma, wium (MOpoOKcaHTOMa, 4acTo
BCTpeYaeTcs y AeTell CTapwux BO3PaCTHbIX FPYMn WM MOAPOCTKOB M
MOXET ObITb CBA3aHa C (PUOPO3HLIM KOPTUKANbHLIM AedeKToM. [oyTu
B MOJIOBMHE C/ly4aeB 06HapY>XMBAeTCA CAy4yaliHO MpW peHTreHorpagpuu.
CUMNTOMbI 0ObIYHO OTCYTCTBYHOT, HO MHOrAa 60/MbHOr0 MOXeT 6ecno-
KOMTb MOCTOAAHHasA 60/b B KOCTW. TepBbIM MPU3HAKOM MOXET CNYXUTb
ee MaTtonornyeckuid nepenoMm. Ha Horax KocTu MopaXawTcs ualle.
PeHTreHorpagmueckas KapTuHa WX paspelleHHOro 6axpomuaToro no-
BPEXEHMS HACTO/MbKO XapakTepHa, yYTo He TpebyeTca buoncus. JSleve-
HWe He npoBogmTCs. CMOHTAHHOE M3/IeYEeHMEe MOXET HacTymnuTb Yepes
HECKONbKO MecaueB unu neT. BbickabnmBaHue wav gpyrue BMeLLa-
TeNbCTBa HEOOXOAMMbI MPU WCTOHYEHWU WU NEpesioMe KOCTW.

OcTeoxoHApoMa (XpALWEBO 3K30CTO3) — eUHWYHOE TMOBPeXae-
HWe, COOTBETCTBYIOLLEe TaKOBOMY MNpu OCTEOXOHApOMaTo3e (Hacneg-
CTBEHHBIN MHOXECTBEHHbIN 3K30CT03). OHa* MOXET MOSBUTLCS B 060N
KOCTK, hOPMUPYIOLLIEICA Ha OCHOBE XpAlla , 0COBEHHO Ha KOHLAaX 60/b-
LIe6epLIOBO MM GeapeHHOR, 6nvKe K MOJEHHOMY CycTaBy. PacTu
HauMHaeT B AETCKOM WM paHHEM MOAPOCTKOBOM MEPUOAE M 3aKaH4u-
BaeT MpW 3aKpbITUM MpUAEXaWmx 3Nuun3apHbIX MAACTMHOK, Korga
NPOMCXOAUT occUMKaLmMa Xpawa. Y 601bLIOro MOXeT 6blTb 06Hapy-
YKEHO HOBOOGpa3oBaHWe WM nosBasieTcs 6 onb Npu nepenomMe. PeHTre-
Horpagmueckue Mpu3Haku xapakTepHbl. HekoTopble HOBOOGPa30BaHWs
pacnosfioXXeHbl Ha HOXKe. CMOHTaHHas peakTWBaLWMs pocTa HacTynaeT
pefKo, MHOrga mocne nepenoma. B Takmx cniydasx crefyeT 3anofos-
PUTb 3/10Ka4eCTBEHHYO OMyXO/lb U Npon3BecTu ee 6uoncuio. C npogu-
NaKTUYeCcKol Lebio ee HeobX0AMMO YA&TUTb, OCOBEHHO ecnn OHa
COMPOBOXAAETCA KaKOW Obl TO HW 6bINO  CMMMTOMATUKOIA.
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3HXOHAPOMA OTHOCUTCA K COMMTapHbIM OMYXO0JiM, COOTBETCTBYIO-
LM TaKOBbIM NPV MHOXECTBEHHOM 3HXOHApoMaTo3e (6onesHb Onbe).
OHa BCTpeyaeTcsl pexxe OCTEOXOHAPOMbI, Yalle B MACTHbLIX, MIKOCHEBbIX
N hanaHroBbIX KOCTAX. JTO Aeopmupytoliee 06pa3oBaHue KAUHK-
YECKM MPOSB/ISETCS MaTOMONMYECKMMU nepesoMamMn. Ha peHTreHorpam-
Max MOXHO BWAETb OKPYrNoiA (hOpMbl OYary pPaspedxXeHHOl KOoCTu ¢
MCTOHYEHNEM W YAaCTUYHLIM paspyLleHMeM KOPTUKaNbHOIO C/os U
BKpanieHnsmMu KaibLUHATOB. [Mpouecchl B KOCTAX KUCTel n cton fo6-
POKauyeCTBEHHbI, B A/IMHHbLIX TPybuaTbiX KOCTSX, UX Auadmsax wim
MeMOpaHO3HbIX KOCTAX MOryT MepeiiTv B 3M10Ka4YeCTBeHHbIe. ['ucTono-
FMYECKM UX TPYAHO OTAMUMTb OT 3/I0KAYeCTBEHHbIX OMyxoneid. Jleve-
HUE 3aKNI4YaeTCqd B BblIYLMBaHUM 3aBEAOMO A0OPOKAYeCTBEHHbIX
HOBOOGPAa30BaHUA WM LUMPOKOM WCCEYEHUWM COMHUTESbHBIX.

ConutapHan (ogHOKamepHasl) KucTa npefAcTaBnseT coboil morpa-
HWYHOE COCTOSIHWE MeXZy AuUcniasveid M UCTMHHOM onyxosbk. OHa
onpefensieTcs psgoM c 3NU(M3apHON MAaCTUHKOW, MUIPUPYeT B CTO-
POHY AMadn30B NpW POCTe KOCTeld. B monocTv ogHOKaMepHOW MM MHO-
FOKamepHOW KWCTbl COAEPXMTCS XMAKOCTb WM KpoBb. [Mpupoga KucT
He M3BeCTHa. WX cBfi3biBaIM C TpaBMaTUYeCKMMMW remMaToMamu. Cumn-
TOMbl OTCYTCTBYKOT WM MUHUMa/bHBL. KWUCTbI MOryT 3asBUTb O cebe
MaToNorMYecKMM MepeioMoM. Ha peHTreHorpamme BugHa 061acTb pas-
PEXEHWS, He nepeceKatolero anupu3apHoin NNacTUHKU. ITU U3MEHe-
HUS MOTYT pa3peLnTbCs CMOHTaHHO. Tpu NoKann3auuMmn B KOCTSIX PYKM
NeyeHne He TpebyeTcs; B KOCTAX HOTU OHWM AO/KHbI ObITb BbIMYLUEHbI
WM UCCEYEHbI, YTOObI MpeaynpesuTb BO3MOXHbIA NEPEIOM.

TEMAHIIOMA

Onyxofib  OTHOCUTCA K YacTblM HOBOOOpa30BaHUAM Y [eTel.
O6bIYHO OHA BCTPEYaeTCA B KOXKe W He AOCTUraeT 60/bLUMX Pa3MeposB.

B HekoTopbIX cny4vasx 6onblune, 6bICTPO PacTyliMe reMaHrMoMbl
MOryT 00YCNOBUTbL Cepbe3Hble WM YIPOXKAKLLME XXM3HU OCNOXHEHUS,
ypoaywowme gehopmaumm, 0Cob6eHHO B 06nacTAX rOM0Bbl U Lien U B
KOHEeYHOCTSX. HepeaKo OHM MOSBAAKTCS Yy feTeil B BO3pacTe 40 6 Mec,
C OAMHAKOBOM YaCTOTOM Yy ManbuMKOB W AeBOYeK. WX ecTecTBEHHOe
TeueHue Henpenckasyemo. OBbIYHO reMaHrmoMa ObICTPO pacTeT B Teue-
Hve 1-ro 1 2-ro roja >Ku3Hu, a 3aTemM MefJ/IeHHO perpeccupyert. Jloka-
NN3yAcb B 06NacCTAX ronosbl U LUen, OHa MOXET MOBPEXAaTb OKpPYXato-
Wpe TKaHW. POCT OMyXonuM MOXET MPUBECTM K OOCTPYKLMU BO3JYXO-
HOCHbIX MyTei, HEKPO3y OKPYXatOLLUX TKaHei, 06YCMOBAEHHOMY WX
CHaBNeHWeM, 3aTPyAHEHMIO T[NOTaHUA U OBCTPYKLMU  CNYXOBOro
KaHana. OHa MOXEeT WHMULMPOBATLCA NPU U3bA3BAEHUM KOXWU. [pu
06pa3oBaHMKN COOOLLEHUA MeXLy apTepuasibHbIMU U BEHO3HbIMU COCY-
JaMU MOXeT pa3BUTbCS 3aCTOWHas cepheyvHas HefoCTaTOYHOCTb.

XUPYpPruyeckoe JieyeHne 4acto 3aTpyLHUTESIbHO K3-3a pasmMepoB
onyxonu, MOMHOe YAaNeHUe ee MOXET O0Ka3aTbCs HEBO3MOXHbIM.
Y HekoTopbIX O60/bHbIX BBeAEHWE MPefHN30/10Ha MOXET COMPOBOX-
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[laTbCA MOJaBNeHVEM pocTa OMyxonu 1 ee perpeccueid. MNpu npekpatye-
HUM NleYeHMs POCT BO30BHOBSETCS.

emMaHrMoma mneyeHn O6LIYHO MPOSBMSETCA B BO3pacTe A0 6 Mec.
MpW rUCTONOrMYeCKOM WCCNEA0BaHUM TEMaHrMO3HAO0TENMOMY  BbISB-
NAOT 3HAUYUTENIbHO Yallle, YeM KaBepHO3HYK reMaHruomy. [lepsbimMu
CUMMTOMaMM MOTYT ObITb XXeNTyXa, pBoTa Wn Auapes, a y HeKOTOopbIX
[leTel — yBennueHne pasmMepoB XMBOTa 6e3 Apyrmx Npu3HaKkoB 3abo-
neBaHms. 'eMaHrmoma MHoOrga O6HapyXXmBaeTca Npu 06blMHOM 06CHe-
[OBaHMKM, Korfja obpawiaeT Ha cebf BHMMaHWE YBEMYEHHas MeyeHb.
ApTeproBEeHO3HbIE (IMCTY/bI MOTYT MPUBOANTbL K 3aCTOMNHON CepAeyHON
HefoCTaTOYHOCTM. Ha peHTreHorpaMmMe OpraHoB OGpPHOLIHOM MOM0CTU
BbISIBNAKOT YBE/IMYEHNE Pa3MEpOB MEYEeHW, a MHOrAa KanbLu(puKalmio
onyxonu. PagnMon30TONHOE CKaHWpPOBaHWE WM KOMMbHOTEPHAs TOMO-
rpams neveHW U ceneseHKy MOMOratT onpefenvTb Ae(eKTbl B TKaHM
neyeHn. Ha ee aHrnorpammax BWUAEH aHOMaSbHbIA COCYAMCTLIA pucy-
HOK. PekoMeHAyeTcs MepBMYHOE fleveHne MpeaHU30M0HOM. [pu ofHo-
[ONEBOM TEMaHIIOMe BO3MOXHO XMPYPruYeckoe JfeveHue.

Y HeKoTOpbIX AeTeil C 6O/MbLUIMMU KaBEPHO3HLIMK TFeMaHroOMaMu
BHYTPWUCOCYANCTLIA remMonn3 1 CBepTbiBaHWE KPOBU B mpefenax ony-
X0 MOryT NPUBOAUTL K TPOMOOLMTONEHUN M TMNOGMOPUHOrEHEMIMN C
KIMHUYECKMMW MPOSIBIEHMAMMW. AHEMUA TPYAHO NOAJAETCS KOpPPEeKLum
TpaHCy3msamMK, TaK Kak MPOAOSIKaeTcs LeCTPYKUWsS 3pUTPOLUTOB, a
reMopparvyeckuii fuates HeBO3MOXHO MOLaBUTbL BBeAEHMEM TPOMOO-
UMTOB M CBEPTbIBAIOLMX (haKTOPOB MN/a3Mbl.

NMMOAHTMIOMA (KUCTO3HAA TUTPOMA)

Nnmdanrnomy 06HapYyXMBAOT B 06/1aCTAX T0M0BbI U LUEM npu-
MepHO B 34 cny4yaeB. Kak M remMaHrnoma, oHa nosBASETCA B paHHUe
Nepuojbl XM3HW, MOYTU BCerja B Bo3pacte A0 3 neT. HekoTopble M-
(haHrMoOMbl  MArHOCTUPYIOTCA  aHTeHaTanbHO MpU  Y/bTPas3ByKOBOM
obcnefoBaHUMN 6epeMeHHON. DMOPUOHANTLHOE NMPOUCXOXAEHME ONYyX0/u
HebeccnopHO. He M3BeCTHO, SIBNSETCS M OHa Manbgopmaumeinn, gobpo-
KayeCTBEHHOM HeoMnnasMol WM ramapTomoil. emaHrnombl NpegcTas-
NeHbl B BUAe OAHO- WM MHOIOKamepHOro 06pa3oBaHMsi C TOHKOMW,
4acTo NPO3PayHOil CTeHKON. VX cofepXvMmMoe OT/MYaeTcsi COIOMEHHO-
XeNTbIM LBETOM. BHYTpeHHss NOBEPXHOCTb €e BbICT/IaHA OfHUM Wn
OBYMA psilaMM KNETOK C pasHbIM KO/MYeCTBOM (DMOPO3HOM CTPOMbI.

Mpn cXKaTuyM KUCTO3HOW TUrPOMbI MPOLLYMbIBAKOTCA KUCTbI. Omny-
X0/ HEeYyBCTBUTE/IbHbI U 6e360/1e3HEHHbI. [MOKPbIBalOLWas UX KOXa
MOXET HECKOJIbKO WUCTOHYATbCA. JpUTEMa He MPUCOESUHSETCA A0 TeX
nop, Noka He MPOUCXOAMT WH(ULMPOBaHUA onyxonu. B oTnuuve ot
reMaHrmom 3TM 06pa3oBaHMs CMOHTaHHO He PEerpeccupyroT W AO/MKHbI
ObITb MCCEYEHbl KaK MOXHO paHblle. [pu nnaHMpoBaHUKM oOnepaluu
cnegyeT OnpefeMTb pacrnpoCcTpaHEHHOCTb Mpouecca. Ha peHTreHo-
rpaMmMax ¥ TOMOrpammax BbISBASKOT WX pacnpocTpaHeHWe B MO0CTM
rpyaHoli kKnetkn y 10% 60nbHbIX. POCT onyxonm MoOXeT 06yCnoBuUTb
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CAABMeHME TPaxeu W HapyLlUeHWe AbIXaHus. Y HEeKOTOPbIX 60/bHbIX OHa
MOXET PacrnpocTpaHUTbCA Ha f3blK, BCNEACTBUE YEro ero pasmep yBe-
nnumBaeTcs. MonHOe XMPYPryeckoe mcceuyeHue TpeGyeT PEKOHCTPYK-
TVMBHbIX OMepauuii Npu HapyleHUsX (GYHKLMM HKU3HEHHO BaXKHbIX
OpraHoB.

TMIMOMA

Onyxofb peKo BCTpeyaeTcsa y AeTeil, HO 0fMHAKOBO 4acTo y MaJib-
UMKOB 1 geBoyek. OHa 06Hapy>KMBAeTCs B MepefHeM CPefoCTEHUW Mpu
006bIYHOI peHTreHorpauu rpyaHoli KNeTKW y [AeTeld; apyrue ee cumn-
TOMbI OTCYTCTBYIOT. [Mpu pocTe onyxonu MHOrga NMPOUCXOAUT Mporpec-
cupyloLlee CAAB/IEHNE OKPYXXalOWMUX TKaHeld, COMpOBOXAAHLLeecs
Kallnem, AWUCMHO3, Aucharvein, M [Jaxe BEPXHEN MOMoi BeHbI.

TvMOMa MOXET MPOSBUTLCA HEKOTOPbLIMU CUHAPOMAaMU, Hanpumep,
MUacTEHMEn gravis, runorammarfiobynMHeMmnen ©n n3bMpaTebHbIM
YrHETEHWEM 3PUTPOMAHOr0 pocTka. CumTaloT, YTO 3TV HapyLLeHus
MOFyT ObITb Pe3y/bTaTOM W3MEHEHWUS UMMYHHOI peryasuun (Hampu-
Mep, MOBbILLEHHas MNPOAYKLMA CYMNpeccopoB OMyXo/blo).

Onyxonb pacnpocTpaHseTca MeCTHO U pefKo MeTacTasupyeT 3a
npegensl rpygHoi nonoctu. MeTogoM Bbibopa NeYeHUs CyXXWUT ee nos-
Hoe yganeHue. ONyxofb YyBCTBUTE/IbHA K 06/1y4eHMIO, a Npy peuunanee
0TMEYaeTCcsl YYBCTBMTENBHOCTb K JOKCOPYOWMLMHY, UMKIodochaHy u
umc-nnaTuHe.

KucTbl ceneseHKM MOryT 06YCMOBWUTHL YBE/UYEHME ee pasMepoB, B
CBA3M C YeM MOSBASETCA MOLO3PEHME HA 3/10KAYECTBEHHYH OMyXO/lb.
Mpu nrobom HOBOOGPa3oBaHMM HeOO6XoAMMO 06Cef0BaTh C MOMOLLGHO
yNbTpa3ByKa WM KOMMbIOTEPHOW TOMOrpadmu opraHbl OpPHOLLHON
MooCTM AN YCTAaHOB/IEHUS MpMpoAbl 06pa3oBaHUs U OpraHonpuHag-
NEXHOCTH.
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HEPBHAA CUCTEMA 20

OBCNEJOBAHWE AETEN
C 3ABOJIEBAHUAMW HEPBHOW CUCTEMBI

AHAMHE3

Mpn HeBpoNOrMYecKOM 06CNEL0BaHUUN BbISCHAOT BCHO UCTOPUIO
pa3BuTUS pebeHka, obpawas 0ocoboe BHYMaHWE Ha MOABMEHME MePBbIX
NMpM3HAaKOB 1 MOCMedytollee pas3BUTME 3ab0NeBaHWs; MOSTyUYeHHas
NH(opMauma nveeT 60/bLIOE 3HAYEHMEe ANa OnpefeneHnst ero Jopmbl.
CTOlKne HeBPOSIOrMYECKME NMPU3HAKKW, NOSBUBLUMECS B PaHHWUIA Meprog
XKWU3HW, NO3BONAKOT MPEAMONOKMTbE BPOXKAEHHYIO MaTONOTUI0 UK ee
pasBMTUE B MepuHaTanbHblli nepuod. OfHaKo cnegyeT MOMHWTb, 4TO
ke Npu CTOMKMX MO3rOBbIX HapyLleHMsAX MO Mepe pasBUTMS Mo3ra
NOSIBNAETCA HOBas CMMNTOMATUKA; HapyLUeHWe TOi WM MHON hyHKLUN
CTaHOBUTCSA OYEBMAHLIM NULLL B ONpefesieHHOM BO3pacTe, B KOTOPOM
OHa 00blYHO nposiBnseTca. MocTeneHHOe MporpeccupoBaHue cnaboctu,
COMpPOBOXJaloLleecs yTpaTol paHee NPUOGPETEHHbIX (YHKLMWIA, Ha-
6n1ofaeTcA MpW TakuUxX [ereHepaTuBHbIX 3ab0/eBaHUAX, KaK XpPOHMYe-
CKUIA 3HUeManuT, [LeKOMMEHCUPOBaHHAA ruapouedanms 1 Oonyxonm
mo3sra. OTcTaBaHWe pasBUTUA AeTeil ¢ nporpeccupylowmmy 3abonesa-
HUAMU MO3ra 06bIYHO MpeaLecTBYeT yTpaTe PyHKUMA. BHesanHoe pas-
BUTUE C€MaboCTU C MOCTENEHHbIM MOCMEAYHLWMM YyULLEHNEM COCTOS-
HWS XapaKTepHO 415 COCyAUCTLIX 3abonieBaHunii. [Nepnodbl 060CTpeHuUs,
CMEHSIIOLLMECS YaCTUYHOW PEMUCCUEN, XapaKTepHbl 41 AeMUEeSTMHN3K-
PYHOLIMX 3a60neBaHMiA. Y AeTeld LKONbHOrO BO3pacTa CHMXKaeTcs ycne-
BAeMOCTb, OHW TEPAIOT MHTEpeC K yyebe, NS HUX XapaKTepHbl pasfpa-
XUTEMLHOCTb W 3MOLMOHaNbHas nabunbHOCTb. Bce 310 OTHOCUTCA W
Hambonee TUMUYHLIM MpPU3HAaKaM AUCKHYHKLUM MO3ra.

HeycToilumBas noxofka, MpuxpambiBaHWE, CMOTbIKaHWE, HEYKHo-
XECTb, BANOCTb, HANPSXEHHOCTb MbILWL, U U3MEHEHWE MO4YepKa cBupe-
TeNbCTBYIOT O MOTOPHOM AUCHYHKLMW, HO MpU fIOKanM3auuu asura-
TeNbHbIX HapyLUeHWn HUKOrfa He cfefyeT nonaraTbCa Ha aHaMHes.
OKOHYaTeNbHbIe AaHHble MOMyYaloT TO/IbKO MOC/e HEBPOSOTMYECKOro
06cneagoBaHms.

[eTn penko xanylTca Ha HapyLleHWe YyBCTBUTENbHOCTU, MO3TOMY
ero 4acTto AWarHoCTMPYIOT MWL B AaneKo 3awelueli ctagum. OTCyT-
CTBME BW3YaNlbHOTrO CEXEHWs,, 0eCnopsifOYHbIE ABVDKEHWS TNasHbIX
S6/10K 1 CNOCOOHOCTL pebeHKa 6e3 KaKon-mbo peakuuu CMOTPETb Ha
APKWIA CBET YKa3blBalOT Ha TSHKesnble HapylleHus 3peHus. [etn 6onee
CTapLLero Bo3pacTa Npu 3TON NaTo/orMKY UMEHT MPUBbLIYKY MOAXOAUTb
K npegMeTam 1 651M3Ko NOAHOCUTL MX K rnasam. OJHOCTOPOHHEE Hapy-
LUEHME 3PEHWst OCTaeTcs, Kak MpPaBW/IO, He3aMEYEeHHbIM faxe y AeTei
LUKO/IbHOTO BO3pacTa, ero 06HapyXMBaKT C/TyYaiiHO Npu NpoguNakTmn-
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yeckom ocmoTpe. OTCYTCTBME peakuuMuM Ha 3BYKU Y MasIeHbKOro
pebeHKa CBMAETENbCTBYET O BbIPWKEHHOM HapyLUEHWM CllyXa, HO 3Ty
MaTonorno Nerko cnyTatb C HEBHUMATENbHOCTHHO YMCTBEHHO OTCTa-
NbIX AeTeil. YacTuuHas noTeps cayxa MOXET MNPOSBAATLCA TONbKO
OTCYTCTBMEM PEYU WM €e HeLOpPasBUTMEM, UTO MOXET Habnmatbes
Ny AeTell ¢ OTCTaNOCTbH) YMCTBEHHOrO pa3BuTWA. Ecnm pebeHOoK He
npeabsABAseT Xanob nocie NosyyvyeHUs TpaBMbl, ChefyeT npesnoso-
XWUTb Yy HEro yTpaTty 60MeBbIX OLLYLUIEHWIA.

AHaMHeCTUYECKNE [aHHble WMMEKOT O0MbLIOe 3HayeHWe B AWArHo-
CTUKe TaKMX MapoOKCU3MasibHbIX HEBPOSIOFMYECKMX PaCcCTPONCTB, Kak
NpuvnNagku, CWHKONA, MPUCTYNbl TOMOBOKPYXEHWA. [1OCKOMbKY OHK
MOryT 6blTb [OBO/ILHO PEAKUMU, pelleHWe B OTHOLUEHWW MNPOBeAeHUst
creynanbHbIX METOA0B WCCMefOBaHWUSA WU NIeHeHUS HepeaKo MNPUHU-
MatT /IMWb Ha OCHOBaHUM aHaMHECTUYECKUX AaHHbIX. BaXHO BbIsiC-
HWUTb COObITUA, NPeALeCcTBYHOLME Pa3BUTUIO npunagka. CUHKoNe, Kak
npaBWio, nNpeALecTBYOT 6GecnoKONCTBO, BO30OYXAeHWe, 60Mb wm
nnay, KOTOpble PeAKo MOSBAAKOTCA Meped mpuctynom cygopor. MNpuna-
[OK MOTyT NPOBOLMPOBAaThL TakMe HeOOblUHbIE pa3gpaKUTenn, Kak Mep-
LAKOLLMIA CBET (HampuMep, MCXOASALUMIA OT 3KpaHa TeneBm3opa). [etu
6onee cTapluero Bo3pacTa OLYLLAIOT MOSIBAEHNE NPEeABECTHUKOB, WM
aypbl. HeobxofumMo no BO3MOXHOCTM TOYHO YCTAaHOBUTb COCTOSIHME
60NbHOrO BO BpeMs Mpunajka; OTCYTCTBUE CO3HAHWA, ero CnyTaHHOCTb
WM SICHOCTb; 6bIAM N CYy[OPOrM OLHOCTOPOHHWMMU; COMPOBOXAAUCH
N OHW HEMPOW3BOMbHLIM MOYenCnycKaHueM win fedekaumeit; 6bin nu
BOCCTAHOBUTE/bHLIA NEpPUOA KPaTKOBPEMEHHbIM WM NOCie MpUcTyna
HaCTYMWAN NPOLO/MKUTENbHBIA COH WM COHMMBOCTbL. Y AeTeld NpunagKm
MOTYT ObITb HACTO/ILKO CabbiMK, YTO POLMTENIN O HUX HE YNOMWHAIOT,
OCOGEHHO MpW OTCYTCTBUM TpaBM. ITO Yalle BCero 6biBaeT Npu MMO-
K/TOHUYECKMX npunagkax. KpaTKOBPEMEHHbIA HaK/IOH rofoBbl U Tyno-
BMLWA, crubaHue pyK, XapakTepHble ANA 3TUX MNPUMNagKoB, 4acTo Npu-
HMMaKT 3a O0ObIYHYH peakuuilo Ha WCMyr WM 6GONeBYK peakuuio.

"0N0BOKPY>XXEHME, OLLYLIEHUE BpaLLeHWUs UK ONYCKaHWUS OKPYXKato-
LMX NPeaMETOB MOXHO NErko HenpasBWIbHO UCTONKOBAThb Y MaeHbKUX
[ieTeld, KOTOpbIE He MOryT OnmMcaTh 3TW OLlyLleHWs. Bo Bpems npuctyna
NOABMAKOTCA HEYCTOWUYMBOCTL MOJMIOXKEHUS, PBOTa, UCNYT U 60A3Hb ABU-
YXEHWUI TON0BOW, YAEPXKMBAEMON pebGeHKOM B O4HOM MOOXeHWUU. B oT-
Nnyuve OT anunencumn y pebeHkKa BO BPeMs MPUCTyNa ro/I0BOKPY>KEHUS
COXpaHAeTCs SICHOE CO3HaHWe.

TOYHOE YCTaHOBMEHWE MPUYUHBLI FONOBHON GONM 3aBUCUT BO MHO-
roM OT BPEMEHHbIX Xanob W AaHHbIX aHaMmHe3a. [Mpyu 3TOM BbISCHAKOT
BpeMsi ee NosBMEHUS, IOKaNn3aLno, xapakTep (Nynscupytowas, Tynas,
peskas, AaBslias Wiy onosicbiBaloLlas) U Takne CONyTCTBYHOLLME CUMI-
TOMbI, KakK TOLUHOTa, PBOTa WM 3pWTeNbHble HapylueHus. [0n0BHas
60/b, BO3HMKalOLWaAs y pebeHKa cpasy MNocne TOro, Kak OH BCTaHET C
KpOBaTW, W COMPOBOXAAKOLAACA PBOTOM W COHAMBOCTbLIO, AO/DKHA Ha-
CTOPOXWTb Bpaya B OTHOLUEHWW BO3MOXHOCTW MOBLILLIEHHOINO BHYTPK-
UeperHoro [faBfieHus.
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HEBPOJTIOr'MYECKOE OBCJ/TIEAOBAHUE

Mofpo6bHoe HeBpoOnOrMyeckoe 06CNeA0BaHWE WUIPAET BOXHYH POSib
B TOMWYECKOM [MarHOCTMKE MaToN0rMyeckoro mnpouecca; 3agady
YCNOXHSET MOTEHLUMaIbHas HEKOMMYHUKa0eNbHOCTb ManeHbKUX 00/b-
HbIX. [loBepue pebeHKa 3aBOEBbIBAlOT /IACKOBOM W HEMPUHYXEHHOMN
Oecefloli, CAenaB WHTEPECHOW AN HEero N6y MaHuMmynauuio. Takue
HEMPUATHbIE MaHUMYNALUW, KaK WCCNefOBaHWE [NasHOro AHa W JyB-
CTBMTENbLHOCTU, CRefyeT MPOBOAMTb B MOCMEAHION oyepedb. MHoroe
MOXHO Yy3HaTb MpW HabnogeHWM 3a pPeGEHKOM BO BpeMs €ro Mrpbl,
X04bbbl MM Gera. HekoTopble WCCNELOBaHWS MOXHO BbIMOMHUTE Y
pebeHka, YA0OHO M CMOKOWHO CUASLLEr0 Ha KoneHsxX maTtepu. OcobeH-
HOCTW 06CMef0BaHNS HOBOPOXAEHHbIX WM AeTel C MCUXUYECKUMMU
HapyLeHMAMW W GO0/bHbIX, HAaXOAALMXCS B COCTOSHMM KOMbI, 0OCYX-
JalTca oTAenbHo. [pyu 06bIMHOM  HEBPOMOrMYECKOM 06C/eA0BaHUN
HEo6X04MMO BbISICHWUTb U 3aperMcTpUpoBaTh CBEAEHMS, 0 KOTOPbIX YMO-
MUHAETCA HUXKe.

OueHKa YMCTBEHHOrO pasBUTUSi W MoBefeHVsi pebeHKa

BaxHbliAi acnekT nosefeHUs pebeHKa 3ak/ioyaeTcs B ero croco6-
HOCTW K KOHTaKTy C ApYrMMW [eTbMW, YPOBHE aKTMBHOCTM (He upes-
MepHa N1 OHa), CNOCOOHOCTM K KOHLEHTpauuu BHUMaHMs (BbiCTpoTa
€ro nepeksitOUYEHUs C OAHOTrO pasfpaxuTens Ha Apyroi 6e3 afeksat-
HOro OOBACHEHUS) U HacTPOeHUU (NOAABMEHHOCTb, 3NPOPUYHOCTL WK
NnabunbHOCTL). BoMblIoe 3HAaYeHWEe MMEET CNoCOBHOCTb W/MAM TOTOB-
HOCTb ero KOHTaKTWpoBaTb BO Bpems 00cniefoBaHUS W afeKBaTHOCTb
ero peakuyuini Ha pasHOOGpasHble CUTyauuu.

PeueBylo (hyHKLMIO MOLPA3LENsAOT Ha SKCNPeCCUBHYH (pasrosop) U
peuenTuBHYO (MOHWMaHWe). lMepBylO MUCCNefyoT MyTeEM MPOCTOro Ha-
6n0geHMa 3a GErnocTb0 M MNaBHOCTbK) Peyn, CAOBapHbIM 3anacom U
rpaMmaTuyecKnM MOCTPOeHMeM (pasbl, a Takke 60/ee TOYHOW OLEHKM
CMOCOGHOCTY HasbiBaTb MpeAMETLI U AOCI0BHO NOBTOPATL (pasbl. Mpa-
BW/IHOCTb BOCMPUATUA peun OMpeaenstoT Mo CNOCOOHOCTM BbLIMOMHATbL
KoMaHAabl. PebeHok B Bo3pacTe 112 roga cnocobeH MNokasaTb 4acTb
Tena; 340pOBbli pebeHOK B BO3pacTe 5 SIET MOXET BbIMOMHATL TPeX-
aTanHble KOMaHAbl. M301MpoBaHHblE HapYLUEHWS LEHTPa/ibHbIX Mexa-
HW3MOB peun OnpefensitoT Kak atas3uto. Pa3nnyaloT HECKONBbKO ee
BaoB. lNpn akcnpeccuBHOW adasnm (Bbpoka) y 60onbHOro
OTCYTCTBYET CMNOCOGHOCTb FOBOPUTL WM pPeub €ero pasbpocaHHas,
cfoBa OH MPOM3HOCWUT B TenerpaHom ctuie. FoHMMaHWe 3BYKOBbIX
KOMaHf He HapyweHo. lMpu peuyenTuBHON ada3unm (Bep-
HUKe) HapyLllaeTcsa NoHMMaHue pedn. Pedyb Takoro 60/1bHOrO rnagkas,
HO cofepxaHue ee 6eaHoe. OH MOMb3yeTcA TaKUMU CIOBOCOYETaHUAMM:
«3TO BeLUb», /19 HEro xapakTepbl pasr/iarofbCTBOBaHME, WMCMO/b30Ba-
HMEe COCTaBHbIX C/I0B (HEONMOrn3mbl). Mpyu TOM K gpyrom Tune adasuu
HapyLuaeTcs CMOoCcO6HOCTL AOCMOBHOrO MOBTOPEHUS CKasaHHOro. [Mpu
TOTanbHOW adasuun, Kak PeUenTMBHOW, TaK W 3KCMPECCUBHOIA,
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n3MeHseTcs pedb. Adasuna npeacTaBnseT cob60i pesynbTaT NOBpeX[e-
HUSA MPeMMYLLLECTBEHHO BUCOYHOW aonun. Ee Heobxogmmo auddepeHuu-
poBaTb OT BTOPWUYHbLIX HapyLUEHWA peun, OOYCMOBMEHHLIX MOTEpel
Cnyxa uan Au3apTpuen, egekTbl peyun Mpyu KOTOpOii CBA3aHbl C Hapy-
LUEHVMEM MbILLEYHOW apTUKYNALMUN.

[ns onpefeneHns cnocobHOCTU K YTEHWUIO pebeHKa NPOCAT Npoym-
TaTb OTMeYeHHble ab3aubl. Ee HapylleHMe y 340pOBOro Kak B hu3unye-
CKOM, TaK W B WHTENNEKTyabHOM OTHOLUEHWM pebeHKa Ha3bIBaKT
AN3neKcuel.

HeBponornyeckoe o6cnefoBaHne BKIOYAET B Ce651 OLEHKY YMeHus
nucaTtb, pUCOBaTb WM BOCMPOM3BOAWMTL KOmuM MpegmeToB. Hanpumep,
MpU PUCOBaHUM OLEHMBAKOT CMOCOBHOCTb YNPaBaATb KapaHZallom,
BOCMPOU3BECTV NErKO Y3HaBaemble MNpegMeTbl, COXPaHWB MNpU 3TOM
MPOCTPaHCTBEHHYIO nponopuuto. Tak, 4-neTHWii peGeHOK A0BOMbHO
NPUBAN3UTENBHO JO/MKEH HAPUCOBATL PUIYPY, COCTOALLYIO U3 YeTbIpeX
yacTteit, 5-neTHMiA — mrypy m3 BocbMu getaneii. CNOCOGHOCTb pUCO-
BaTb OMPeSensoT TakKXe, NMokKasbiBas PebeHKy KOmMu reoMeTpuyecknx
(huryp, Takme Kak Kpyr u KpecT (B Bo3pacTe 3 fieT), KBagpaT (B 4 roga)
N TPeyronbHUK 1 pom6 (B 5 net). HapyLlieHne cnoco6HOCTU BbIMOHATb
Takue C/IOXKHble [AENACTBMS, KakK W306pakeHMe MpegMeToB Ha (hoHe
WMHTaKTHON MOTOPHO (hYHKLUMM W afleKBaTHOW CMNOCOGHOCTU y3HaBaTb
npeaMeTbl, ONPeJeNsatoT Kak anpakcuto. OHa xapakTepHa Ans 60/b-
HbIX C MOPaXEHWEeM TEMEHHOW A0NMN FOI0BHOrO MO3ra M MOXEeT Mnpo-
ABNATLCA B BUAE BPEMEHHOIO OTCTaBaHWS Yy [eTeil paHHEro LUKO/IbHOrO
BO3pacTa C M/IOXO/ YCMeBaeMOCThHO.

Mpn ob6cnegoBaHMM pebeHka HeobXoAMMO OMNpeaenuTb «npeobna-
JaloLlwyto» pyKy. B Hopme K 3-meTHEMY BO3pacTy YeTKO BbISIBMSETCA
MCNO/b30BaHME OfHOM PYKM B Mpoueccax mucaHusl, edbl U pasHoo6pas-
HbIX feicTBMS. ECnn He yaaeTcs onpefennThb «npeobnafatoLlyo» pyKy
y pebeHka 6onee cTapLlero BospacTa, cfegyet gymatb 06 oTcTaBaHWm
YMCTBEHHOI0 pasBuTuS; Y pebeHKa Mpu 3TOM CHMKAETCs YCMeBaeMoCTb
B LIKOMe. Y peTell ¢ «npeobnafatoLlein» mnpaBoi PyKoiA HOMUHMPYET
LIEHTP peuu N1eBOro MosyLlapusi rojioBHOr0 MO3ra, HO y AeTeld ¢ 6onee
pa3BUTON NeBOM PYKOWA HEBO3MOXHO OMpefenvTb AOMUHUPYHOLLee]
nonyLiapme, NOCKonbKy 6onee Yem y 50% 13 HUX LEHTP peun pacnona-
raetcs B NeBOM nonywapuu. MamaTe y pebeHka TeCTUPYHOT crnegyto-
Lym 06pa3oM: OH AOSKEH nNpoumTaTbh 4—5 CNoB ¥ Yepe3 5 MUH MOBTO-
puTh UX. OnpegeneHre CNOCOBHOCTU K CUETY, CMIOXKEHWIO W BblUATAHUIO
Mo3BONSeT BbIABUTbL feTell C OTCTaBaHWMEM YMCTBEHHOrO pasBuTUS, y
KOTOPbIX OCOBEHHO CTpafaeT MOHMMaHWe abCTPaKTHbIX MaTemaTuye-
CKMX KOHUenuuii. HekoTOopylo MOMOLLb 3a4acTy) OKasblBaeT (opma-
NN30BaHHOE MNCUXONIOTNYECKOe WCCef0BaHueE.

OnpegeneHne asuratenbHOV (YHKLMK

OnpefeneHne ABurateNbHOW (DYHKLMM YenoBeKa HEBO3MOXHO 0e3
MOHWMaHMA ee MexaHusma (puc. 20-1). [Mpow3BO/bHbIE ABUXKEHMA
3aBUCAT OT MHTAKTHOCTW PedIEKTOPHON Lenn, COCTOSALLEA No KpaiHei
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Puc. 20-1. CxemaTuueckoe mnsobpaxe-
HUWE OCHOBHbIX [BUraTefbHbIX Mpo-
BOAALMX NyTeN.

1— ueHTpanbHbIA  ABUraTeNbHbIA  HelpoH;
2 — nepudepnuyeckuii  fBuratenbHbIn  Heii-
poH; 3 —6a3a/bHblil raHruiA, 0T KOTOPOro
ahchepeHTHbIE BOMOKHA HaNpaBnflOTCA K
Tanamycy; 4 —Tanamyc, B CBOK Ouepedb
BAMSAIOWNIA Ha [BUraTe/lbHYI0 30HY KOpbI
Mmo3ra; 5-—kKopa; 6—HucxogAlime BO-
NOKHa, OTXOASfLLUME OT MO3XEUKa U perynu-
pytoLume yHKLNIO ABUraTelbHOro HelipoHa
CMIMHHOMO  MO3ra; 7 — BOCXOAALLUME  BO-
NOKHa, Hampas/AloWMecs OT  MO3Keuka
yepes TasamycC K [BUraTeslbHON 30He KOpbl.

mMepe M3 [OBYyX [ABurartefb-
HbIX HEMPOHOB: LEHTPa/IbHOrO

(BepxHero) n nepudepmyecko-

ro (HwkHero). AKCOHbl LEH-

Tpa/ibHbIX ABUTaTeNbHbIX Hei-

POHOB, K/ETKU KOTOPbIX pac-

MONOXeHbI B ABUraTe/IbHON 30-

He Kopbl, 06pas3yloT nupa-

MUAHBIA NyTb, MNPOXOAs-

WA yepe3 BHYTPEHHIOK Kar-

Cyny W CTBOA K CMUHHOMY

mMo3ry. B HwkHeit yacTu npo-

[0NroBaToro Mosra BOJIOKHA

MMpamMMAHOro MyTU nepekpe-

WMBAKOTCS M MOAXOAAT K KNeT-

KaM nepeaHUX POroB CMWMHHOMO

mosra. [locnefHuwe, HasblBae-

Mble Takxke nepuepmuecKnmMm

[BUraTeNlbHbIMU  HelipoHaMmu,

yepe3 COBCTBEHHbIE aKCOHbI U

nepudepuyeckme Hepsbl CBS-

3aHbl € Mblwyamn.  Kaxpaplii

nepudepuyecknii - aBuratesb-

HblAi HEAPOH WHHEPBMPYET TPYMMy MbILEYHbIX BOMIOKOH, KOTOPLIX Ha-
CUMTBLIBAKOT A0 HECKO/IbKMX COTEH B HEKOTOPbLIX MbILLILAX KOHEYHOCTEN.
Meputhepuyecknini gBurateNbHblii HEMPOH N MHHEPBUPYEMYIO MM FpyM-
My MbILUEYHbIX BOMOKOH HAa3blBAOT ABUTFaTe/bHbIM CETFMEH-
TOM. Ha OCHOBHOIN ABUraTefbHbIA MyTb OKa3blBalOT BAMSHUE ApYyrue
LEHTPbl, W3BECTHble MOA Ha3BaHMEM 3KCTpanupamMupHONM
ABUTAaTenbHOW cuctembl (cm. puc. 20-1). K Heil oTHocATCS
6asasibHble raHrMM 1 MO3XKe4oK. PyHKLUUA 3KCTpanupamMWaHON ABUra-
TENbHON CUCTEMbI COCTOMT B OCYLLECTBAEHUN KOHTPOAA 3a MOBTOPSHO-
WMMMCA ABUraTeNbHBIMK aKTaMU 1 UX KOOpAuHauuein. EcTecTBeHHO,
YTO MpY MOBPEXAEHUN LEHTPa/IbHOTO ABUraTe/IbHOrO HeiipoHa Hapy-
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LIAKTCA MPOU3BOAHbIE ABVDKEHWUS MPU COXPAHEHWUU HEMPOU3BObHBLIX U
pethNeKTOPHbIX ABUraTeNlbHbIX (YHKLMA. B 60ONLLWINHCTBE Cly4vaeB 3TO
MPVMBOAWNT K MOBBILIEHWKO HEMPOU3BOMLHON U pedieKTOpPHOW ABura-
TENbHOW aKTWBHOCTU BCNEACTBME YTpaTbl LEHTPaIbHbIX TOPMO3HbIX
BO3JeCTBMIA. Mpn nopaxkeHnn nepudepnyeckoro ABUraTeNnbHOro Hei-
POHa HapyLIalTCA KaK NPOW3BO/bHbIE, TaK W HEMPOU3BObHbLIE ABUXKE-
HusA. Kpome TOro, AeHepBauus NpUBOAUT K aTPO(UM MbILLL, U CMOHTaH-
HOW aKTMBHOCTWU MbILLIEYHbIX BOMOKOH, 4TO nposBnsetcs hubpwun-
NAPHBLIMW nofjepruBaHunamu. dGuopuanauMu B BUde YepBeob-
pasHbIX MOAEPruBaHMi GbIBAlOT 3aMeTHbI TO/ILKO B MbILWLAX A3blKa.
pybble 6GecnopsAoyHble MOLEpPrvMBaHUS BCNEACTBME OAHOBPEMEHHOMO
COKpaLleHUs Le/ioro MUOTOMa HasbiBAKT  (hacuuKynauuaMu.  370T
CUMMTOM MOSBASETCA 0ObIYHO NPY NMOPAXKEHWUU KMETOK NEepPeaHUX poros
CMUHHOIO MO3ra.

[Burate/ibHble HapyLIEHUs MpW MOPAaXEHUM LEHTPabHbIX WK
neputepuyecknx [ABUraTesibHbIX HEMPOHOB WU 3KCTpanvpamMmugHoii
CUCTEMbI JOBOILHO IEFKO YAAeTCs IOKaNM30BaTh C MOMOLLBH MPOCThIX
KMHUYECKNX WCCNeA0BaHUNA.

OugeHKa MbILIEYHON Cu/bl. MbIWEYHY CUY Y ManeHbKUX feTei
onpegensoT B HENPUHYXXAEHHOW 06CTaHOBKEe. CMOCOBHOCTb MOAHATLCS
13 NOMOXEHNSA NeXa Ha CrNHe CBUAETENbCTBYeT 06 afjleKBAaTHOM TOHYCe
MbILLL, CNHBI, Befiep Y NPOKCUMaNbHOW YacTu roneHen. Mpu xoxaeHwun
Ha nanbLax W NATKax MpoBepstT COOTBETCTBEHHO COCTOSHWE WKPO-
HOXKHOI 1 KambanoBUAHONW 1 NMepefHein 60nbwebepLoBoi Mblwl. Mog-
HMMas pebeHKa 3a MOAMBIWKM W YyAEpXWBas ero B 3TOM MOMOXEHMH,
onpefensioT TOHYC MbILL, MEYEBOr0 Mosica. TOHYC MeXpebepHbIX
MbILLL, OLEHMBAKOT, HaboAas 3a CMOHTaHHbIM AbIXaHMEM pebeHKa um
Mo ero cnoco6HOCTM 3aAyTh CBevy. Y 6ofiee CTaplumx LeTeil uccnepyoT
KaXKAyH Tpynny Mbilll B OTAE/bHOCTU, OLEHMBAs UX TOHYC MO LUKane:

0 =,0TCyTCTBUE [ABWKEHUIA

1 = orpaHMYeHne NACCUBHbLIX [ABUXEHUI

NaccuBHbIe [BWXEHUS B MNOAHOM O0O6beme

NacCUBHbIE ABWXEHWUS C NpeofosieHnemM cnaboro CONpPOTUBNEHUS
NacCuMBHble ABWXEHWUS C MNPEOfONeHNEM YMEPEHHOFO COMNPOTUBEHUS
MbllWeYyHas cuna B npejenax Hopmsbl

MblilleyHas cnabocTb pa3BUBAeTCS MPU MOPAXKEHWU KaK LieHTpasb-
HOro, Tak W NepuepryecKoro ABUraTeNbHOr0 HerpoHa, HO He Mpu
3KcTpanupammgHbIX npoueccax. CnabocTb, pas3BuBaroLLascs npv nopa-
XKEHUN LEHTpaNibHbIX [BWraTeNbHbIX HEWpPOHOB, 6ofiee BbipaXKeHa B
pasrnbartenax pykK W crubatensix HOr;, MOpaXeHue nepugepmnyeckux
HEpPBOB MPVBOAMT K PasBUTMIO AUCTaNbHOMO Mapannya; npu MbILeYHbIX
3a60/1€BaHNAX B MPOLIECC BOBMIEKAIOTCA MNPEUMYLLECTBEHHO MPOKCU-
Ma/lbHble  MbILLLbL.

OLeHKa MbILLEYHON Maccbl. ATPous MbILL, Hanbonee BbipaXeHa
npy NopaxeHUy nepuepuyeckoro ABUraTeslbHOro HelpoHa nepegHUX
POroB CMMHHOIO MO3ra M MeHee 3aMeTHa Mpw 3a60/1eBaHUAX LieHTpab-
HOro ABMraTenbHOro HeipoHa. Mpu atpotum Bcerga cnegyeT BbISBATb

abwnN
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(hacUUKynaLmmn, CBUAETENbCTBYIOLWME O MOPAKEHUM KNETOK MNepefHUx
POroB CNWHHOrO Mo3sra. [pu NaTonorMm Kak UeHTpaibHbIX, TaK W
nepuepuyecknx ABUraTeNbHbIX HENPOHOB HapyLUaeTcs pasBuTue
COOTBETCTBYHLLEA KOHEYHOCTW. YCUMEHME aKTMBHOCTM MbIWL, MpK-
BOAMT K PE3KOMY YBE/IMYEHMIO UX MACcChbl, WM MbILIEYHOW TUMEpTpPo-
tdun. B oTanume oT (DU3MONOTMYECKON TunepTpotun, Hanpumep Yy
CMOPTCMEHOB, MpU 3a60/1eBaHUAX, COMPOBOXIAIOLLMXCS MWUOTOHUENR, U
aflpeHOreHNTaIbHbIM  CMHAPOME TUMEePTPOUA  MbILL, MpeacTaBnseT
coboli natonoruto. MNcesgorunepTpoduns oTpaKaeT YBeMYEHUE Macchl
MbILL, MPU UX c1abocTu. ITO NPOUCXOAUT B pesynbTaTe 3ameLleHuns
MbILLIEYHbIX BOJIOKOH >KMPOBOA TKaHbI, Hanpumep, Mpy  MbILLIEYHOM
ONCTPOIMN UM PACTSXKEHUM MbILL, 338 CYET CKOMEHUS B HUX TaKuX
MaTo/NIOrMYeCcCKUX BELLECTB, Kak [/IMKOreH, Mnpu rnaukoreHose Il tuna
(6onesHb Momne).

OLeHKa MbILLEYHOro ToHYyca. TOHYC OrpefensatoT Nno conpoTuse-
HWIO NacCUBHbLIM ABWXEHUAM KOHEUYHOCTU. OH BapbMpyeT OT aTOHWUM ©
rMNOTOHUM [0 BbIP&XKEHHOW PUTMAHOCTU. CHWXKeHME TOHyCca Mpoucxo-
OUT NpY NOPAXEeHUU NeputepuyecKoro [ABurateslbHOro HempoHa wu
HEKOTOPbIX 3KCTpanuMpaMuaHbIX npoLeccax, 0Co6eHHO B 06nacTu MO3-
Xeuka. Mpu pUrngHoOCTM OTMEYAETCA 3HAYMTeNbHOe COMpoTUBIe-
HWe MacCMBHbLIM [BVKEHUAM B CyCTaBe; OHa COMPOBOXAAET MOpaxeHue
6asanbHOro raHrnus. Ee HeobX0oguMO OT/MYaTb OT CNACTUUYHO-
CTW, WM NOBbLILEHHONO COMPOTUB/IEHNS MNPU ObICTPbLIX MACCUBHBIX
OBWKEeHMAX (CMMNTOM CKNAafHOTO HoXa). ChnacTUYHOCTb MbILLL
OTHOCUTCA K XapakKTepHbIM MNpPU3HaKaM LEHTPasbHOro napanuya.

ViccrnefoBaHne TOHKOM KOOpPAMHAUUKM ABVKeHWA. KoopguHaums
[BWKEHWI HapyLlaeTca npu MOPaXXeHWU LeHTPaibHOro ABUraTe/isHoro
HelipoHa M MO3)KeYKOBOM CUCTeMbl. KoopauMHauMIO OLEHMBAKOT Npu
06bIYHOM HabNto4eHNN 3a pebEHKOM, BO BPEMS €ro Urpbl, 0AeBaHUsA WUn
3aHATUIA C kapaHfjawoM. bonee TOUHO ee OLEHMBAIOT MPY BbIMOHEHNM
Npo6kl, 3aKMHYaKLecs B GbICTPOI 3aMeHe CyMNMHAaLMKM PYK Ha MpOHa-
Um0, HeperynspHoOCTb 3TUX ABWXKEHWIA UM UX 3aMef/IeHHOCTb CBUfe-
TENIbCTBYET O MODKEUKOBbIX HapylleHuax. OpfHako cnefyet 6onee
TWATEe/IbHO WHTEpPrpeTupoBaTh 3Ty nNpoby, MNOCKO/bKY afleKBaTHO
BbINO/HATL €6 MOryT nuua, focTuriive sospacta 15 net. [ing mMo3sxeuy-
KOBbIX PAacCTPOWCTB XapaKTepHa TakXe HeKOOPAMHWPOBaHHAas Mo-
X0fKa, Wim atakcusa. Yaue Bcero npu xoabbe 601bHOr0 «KngaeT» B
CTOPOHY MOPAXEHHON remucgepbl Mokeyka. Mpu auddysHoM npo-
Llecce B MO3XKEUKE WM TOMbKO B €ro Yepse peGeHOK MoLlaTbiBaeTCs B
TY W [PYryl0 CTOPOHY. JIerkyto cTeneHb aTakCUyW MOXHO BbISBUTD,
nonpocue pebeHka MPOWTM MO MPSAMOIA JIMHWKM, HAcTymas € NATKU Ha
nasblpbl, WM MOMpPbIfaTh Ha OAHOW HOre.

HenponsBonbHble ABWKEHWUS. 3TOT BUL [BWXKEHWIA MOSABAAETCS
rnaBHbIM 06pa3oM Mpu NOPaXKeHWW 6a3asibHOr0 raHrMa UM MO3XKeUKa.
OHM OTCYTCTBYIOT MpM MOIHON penakcauumn, 0cO6eHHO BO BPEMS CHa, U
BO3HMKAIOT MPW MOMbITKAX COXPaHWTb TO WM WHOE MOJSIOXKEHWE Wi
MPoOM3BECTN Kakoe-NMbO TOHKOe feicTBMe. Tpemop npeLcTaBaseT
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co60li 6bICTpble, PErynspHO MOBTOPSOLLMECS, HEMPOU3BO/IbHBIE ABVKE-
HUS O06bIYHO AUCTaNbHbLIX OTAEN0B KOHeYHOCTeW. HesHaunTenbHbIN
TPEMOP BbITAHYTbIX PYK HabMOAAT MpU BO30YXKAEHWN U TUPEOTOKCU-
Ko3e. CX0AHbIii, HECKOMbKO 60Mee rpyoblil, TPEMOP BCTpeYaeTcs B BUAE
[06pOKaYeCTBEHHOr0 Hacnefyemoro npusHaka. Tpemop 60/ee NpoKcu-
Ma/bHbIX OTAENOB BbITAHYTbIX PYK W 3anacTbs («KpblIaThbli»
Tpemop) Habnwgaetca npu 6onesHn BunbcoHa. Tpemop, ycuamearo-
LUWIACA NpW BbIMOMHEHUM LiefieHanpaBfeHHbIX ABMKEHWA, HOCUT Ha3Ba-
HUE MWHTEHLMWOHHOTO W CAYXWUT MPU3HAKOM MOPaXEHUs MO3-
Xeyka. Y MafleHbKoro pebeHka Tpemop MOXHO Habnwogatb B TOT
MOMEHT, KOrfa OH TSHETCA 3a WIpYLUKON, y pebeHka cTapLiero BO3-
pacTta — Mpu ero NornbITKE KOCHYTbCS YKasaTe/lbHbIM MasibLeM KaKaoi
PYKW KOHYMKa Hoca (manbLeHocoBas npooba).

Mpm nopaxeHWU 6GaszanbHOFO TaHrAMA OTMeYalT
TPU XapaKTepHbIX HapyLUeHUS! ABVDKEHWIA: XOpero, aTeTo3 W LUCTO-
HUIO.

[nga xopeun TNNYHBI 6eCNOpPSA0YHbIE MOPBLIBUCTLIE U CYAOPOXKHbIE
[BVDKEHWS, 4acTO B MbILLAX MPOKCMMa/IbHbIX 4YacTeil Tena, A3blKa,
AULa, LWen 1 naedyeBoro nosca. OHU MOryT ObiTb JOBO/LHO BbIPaXeH-
HbIMK, B pe3yfbTaTe 4ero peGeHOK pasbpacbiBaeT PYKW WM POHSET
HaxogaWmincs B pykax npeamet. MoxoAka CTaHOBMTCS HeMpaBWbHOM,
MOLLATLIBAOLLEACS; NMPX BbIPaXXEHHOI XOpee 060/bHON He MOXET XOAUTb
CaMOCTOATENbHO. Jlerkyto opmy ee cneayeT OTAuYaTb OT TWKa, A0S
KOTOPOro XapaKTepHbl CTEPEOTUMHbIe, BHE3anHO MOABASAOLLMECS [BU-
YKEHVS1 OfHOWM W TOW >Ke Fpynnbl Mbill. BONMbHOI B TEYEHME KOPOTKOrQ
BPEMEHN MOXET CaMOCTOATENIbHO KynupoBaTb ero.

ATeT03 npeacTaBnseT coboi HeMpPOM3BO/bHbIE MEASIEHHbIE Yep-
BeoOpasHble ABVMXXEHWS, YacTO 60Jiee BbIPaXKEHHbIE B ANCTa/IbHBIX OTAe-
Nnax KOHEYHOCTEl, KOTOpble POTUPYKOTCA TO BHYTPb, TO KHapy>Xu Wiu
crmbaroTca u pasrubaroTcs.

OvcToHNa nposBnseTca TeHAeHUMEA K nepepasrnbaHuo B
cyCTaBaX, OCOOEHHO MPU MOMbITKAX 60MbHOMO0 XOAMTb. B TUMNUYHbLIX
cnydasx HabnwgatoTea crmbaHue cTon, pasrubaHue W NpoHauus pyk,
npormbaHue cnvHbl U pasrnbaHve W poTauus LUew.

Bce aHOManbHble 3KCTpanupaMUAHbIE ABUXKEHUS YCUIMBAKOTCA Mpu
3MOLIMOHANBHOM CTpPecce M MpekpawatoTcs BO cHe. [pu HejocTaTouHO
TOYHON UX WHTeprnpeTauum MOXET CMOXWUTBLCA JIOXKHOE BMeyaTneHne o
NCUXNYECKOM 3ab0neBaHum.

VccnenoBaHne pediekcoB. CyxoXuibHble pedieKcbl onpeaensitoT
MO PacTSHXKEHUKO CYXOXMWMIA Mpu BbICTPOM yfape MoaoTouka. OHM Mo-
3BOMISKOT MOAYYMTb MpPeACTaBfneHMe 00 WMHTaKTHOCTM pedneKTOop-
HOW [Yyrun, B KOTOPYK BXOAAT YYBCTBUTE/bHbIE HEPBHbIE OKOHYaHUS,
PAcroNIOXXEHHbIE B CYXOXWAWSAX, UYyBCTBUTENbHbIE HEPBHbLIE BOJIOKHA,
CMWHHOM MO3r, ABWUraTeNbHbIA HEWPOH W MbiwUbl. CyX0XW/bHbIE
pedieKCbl CHUXAKTC WM OTCYTCTBYHOT NpY NopaxeHun nepudepu-
YECKMX HEPBOB WAW MbIWL, UM Npu 3a60MeBaHNAX C BOBNEYEHUEM B
MpoLecc CAMHHOFO MO3ra MM CTBOMAa MO3ra Ha YpPOBHE pedhieKTOPHON

244



ayrun. LlenocTHOCTb cneuuguyeckux CerMeHTOB CMHHOIO Mo3ra onpe-
[ensdT crnefytowmum 06pasom:

pednekc YPOBEHb CermMeHTa
nogeprusaHue nopbopojka MocT
cOoKpalljeHue ABYrnaBoli MbllWLbl Maeva Cv._vi
cOoKpalleHue cynuHatopa Cv_vi
COKpallleHne TpexrnaBoi MbllLbl Maeva Cvi, vii—viu
pasrnbaHue B KOJIeHHOM cycTaBe L-m—iv
crnbaHne HOrM B TFONEHOCTOMHOM cycTaBe Si—u

Y HepBHOro WA BO36GY>XAEHHOro 60/bHOr0 M3-3a HeAoCTaTOYHOro
paccnabneHns NPoOAEMOHCTPUPOBATb CYXOXW/bHblE pedrekcbl 6biBaeT
[OBONbHO TpyAHo. Heobxoaumoro paccnabneHnsi MOXHO A06MTbCA,
OTBNEKas BHWMaHue OONLHOrO, HAamnpuUMep, KPemnko CXaB ero pyky.
MoBblleHUe pediieKcoB, 0COOEHHO B COYETAHUWM C K/IOHYCOM, CAYXWT
NPU3HAKOM MOPAXKEHUS LIEHTPAIbHOrO [ABUraTe/ibHOro HelpoHa.

HekoTopble MOBEPXHOCTHbIE pPeqseKChbl BbI3bIBAIOTCA LUTPUXOBLIM
pasgpaxeHveM Koku. TopowBeHHbIN pedgnekc (crubaHue
NanbleB) MoMyyaloT B OTBET HA 3JHEPrUYHOE pasfpaXKeHue LITPUXo-
BbIMU [BVKEHVSIMW MO HapY>KHOMY Kparo MOJOLLUBEHHON MOBEPXHOCTM
CTOMbI B HaNpaBieHWN OT MATKM K nanbuam. Matonornyeckas peakuus,
WM NONIOXKWTENbHLIA cMMNTOM BabyHCKOro, 3akni4aeTcs B pasruba-
HUM 6O/bLIOFO Nasblia, HEePeLKO C pa3BefeHMEM OCTanbHbIX. Y feTeil B
BO3pacTe cTaplle 2 fieT OH CNYXWUT MPU3HAKOM MNOpaXKeHus nupamuj-
HOro nytTu. BplOWHbLIE pedeKchbl MNPOABNAOTCA COKpalleHUeM
MbILLIL, NepeAHeli OPIOLUHOM CTEHKM B OTBET Ha pa3fpaXKeHUe ee KOXM
LUTPUXOBbIMW ABUXEHUAMMW. OTCYTCTBUE pPeeKCOB CBUAETE/NbCTBYET
0 MOpaXeHWW M0 COOTBETCTBYIOLLEr0 CerMeHTa CrhWHHOIMO Mo3ra
(Tx—L,), nnbo UeHTpanbHOro reHe3a. KpemacTepHblli ped-
NeKC NposBnseTcs NOATArMBAHMEM SiMUKA B OTBET Ha LUTPUXOBOE pas-
OpaXeHne KOXW BHYTPEHHei noBepxHocTM 6Geapa. Ero otcyTtcTBume
YyKa3blBaeT Ha MNOBpexAeHuWe cermeHToB L, M AHanbHbIA ped-
NeKC, BbI3bIBAEMbIA LUTPUXOBLIM pPa3fpaXeHUEM KOXMW BOKPYT 3afHero
NpoxoAa, CBUAETENbCTBYET O COCTOAHUM HWXHUX KPECTLOBbIX CErMeH-
TOB CMUHHOIO MO3ra.

B 1abn. 20-1 cymmupoBaHbl KAMHWYECKME MPU3HAKM pasHbIX (opM
HelipOMbILLIEYHbIX 3ab60/1eBaHWiA.

Ta6nuuya 20-1. 3a60NneBaHUs HENPOMBbIWEYHOW CUCTEMDbI

YpoBeHb NOBpexaeHns

EeHTpa/1b-
Moka3atenb Iljblﬁ mea— GasanbHbIl KNeTKn nepudepu-
e A ~ raHrnii MO3>Xe40oK nepegHMX yeckue M bl W Ly bl
TeNbHBIN poros HepBbI
HelpoH
Cvna wmbiwy CHUXeHa B npe- B npe- CHuxeHa  CHumxeHa  CHuMXeHa

nenax nenax
HOpPMbI HOpMbI
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Mpopon>keHne Tab6bn. 20-1
YpoBeHb MOBPeXeHus

LieHTpalb-

o o KNeTKn nepudepmn-
MONGSAONS il pora GBI oo nopem  weowe | Mo
o poros HepBbl
HelpoH
MblLeYHbI Cnactny- wunoto- fmnoTo- fmnoto- fmnoto- B npe-
TOHYC HOCTb HUS Unn HUA HUA HUA fenax
(kak purng- HOPMbI
npa- HOCTb nnu
BWNO) rmnoTo-
HUA
KoopanHauus CHuxeHa CHuxeHa CHuxeHa B npe- B npe- B npe-
LBUXEHWIA fenax fenax fenax
HOPMbI HOPMbl HOPMBbI
Henpowus- OoTCyT- Xopes, NHTeH- dacunky- OTCyT- oTcyT-
BOJIbHbIE CTBYIOT aTeTos3 LMOH- nauun CTBYIOT CTBYIOT
LBVXEHUA nnu HbIiA
auncTo- Tpemop
HUa
CyxoxXunb- MoBsbl- B npe- CHuXeHbl  OTCYyT- OorTeyT- CHMXeHb
Hble ped- LIeHbl fenax CTBYIOT CTBYIOT
NeKchbl HOPMbI nnu nnm
CHU- CHU-
>KeHbl >KeHbl
cumntom Onpepge- OTCyT- OTCyT- OT1cyT- OorTcyT- OTCyT-
BabuH- naetcs cTByeT cTByeTt cTByeT cTByeT cTByeT
CKOro
HapyweHus Onpege- OTcyT- OorTcyT- OoTcyT- Onpege- OorTecyT-
YyBCTBU- natTca CTBYIOT CTBYIOT CTBYHOT nsoTcs CTBYIOT
TeNbHOCTH (kak
npa-

BW/IO)

OnpeneneHne YyBCTBUTENbHOCTM

WccnefoBaHne 4yBCTBUTENLHOCTW Y AeTell OrpaHuyeHo. Peakuuio
Ha 60nb onpefenslT, Habnwgas 3a TeM, Kak pebeHOK oThAeprvBaeT
PYKY Npy yKOfe, WM 3a 3MOLMOHaNbHLIM COCTOSIHUEM ero. 3Ta npoba
CBUAETENICTBYET O COCTOSIHUM Mepuepryeckux 60/1eBbIX BOMIOKOH U
60n1eBbIX MPOBOAALLMX MYTEN [0 YPOBHA Tanamyca. [pu oLeHKe OAHO-
CTOPOHHUX HAapYLUEHUA YYyBCTBUTE/ILHOCTM HEOOXOAMMO MOMHUTL O
TOM, YTO NOYTU Y CpefHel NMHUM YYBCTBUTENbHbIE BOMIOKHA Nepekpe-
WmBatoTcA. HapylueHns 4yBCTBUTENILHOCTM CTPOro MO CPeAHen NnMHun
00yCNOB/EHbI CKOpee WUCTEpWel MM CUMysiLMed, YeM HEBPOSIOrMyec-
KM 3aboneBaHmeM. DYHKLMIO NPOBOAALMX MyTeld 3afHUX CTONGOB
CMWHHOIO MO3ra uccnegytoT, nonpocus pebeHka onpeaennTb Hanpas-
NEHWe  NacCUBHOIO  [ABWXKEHMS B cycTaBe (NO3MLUOHHOE
YYBCTBO) M MO peakyuMy Ha BMOpaLUMI0 KaMepTOHA, MOMELLEHHOrO,
HanpuMep, Ha natepanbHYH N0A4bDKKY. HTaKTHOCTb CEHCOPHOW 30HbI
KOpbl ONpefjenstoT C MNOMOLLLIO HEKOTOPbIX AMarHOCTUYeCKMX npob.
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K HMM OTHOCMTCA CMOCOGHOCTL pacro3HaBaTb B/IOXKEHHbIE B PYKY
60nbHOr0 npegmeTbl (CTEPEOTrHO3UA), WN306PaKEHUS, HAHOCKMMbIE
Ha KOoXy (rpatg ocTe3unsd), pa3nnyatb gBa OAHOBPEMEHHO HaHOCU-
MbIX Ha KOXYy pasgpaxeHus (AByXTouyeuyHas [LUCKPUMMU-
Hauwusa) W pasfpakeHWs, HaHeCeHHble B [BYX MPOTUBOMNOMOXHbIX
obnacTax Tena.

YepenHble HEPBbI M WX LIEHTPa/IbHbIE CBS3M

YepenHble HepBbl MHHEPBUPYIOT FNasHble, IMLEBbIE U FNOTaTeNbHble
MbllUbl. KpoMe TOro, B MX COCTaB BXOASAT COMAaTOCEHCOPHbIE BOJIOKHA,
nayLime OT NIULEBLIX HEPBOB WM CEHCOPHbLIX OpraHos. pu mnccnefoBsa-
HUW MbILLL, WHHEPBUPYEMbIX YEpEerHbIMWA HepBamu, UCMOMb3YIOT Te e
MPVHLMMbLI, YTO W MpU WUCCNELOBaHWMN [ABUraTeNIbHOW (DYHKLMN KOHeu-
HocTeld. MpUUNHOI ABUraTeNbHbIX HAapYLUEHWIA MbILL, UHHEPBUPYEMbIX
yepenHbIMU HepBamMK, KakK W MbIlL, WHHEPBMPYEMbIX CMUHHOMO3IO-
BbIMW HEpBamu, MOTYyT ObITb MOpaXKeHMe Meputepuyeckoro WM LeH-
TPafbHOr0 ABUraTe/IbHOro HelipoHa WM 3KCTpanvMpaMugHble NPoLecchbl.

| napa u4epenHbiXx HepBOB (000OHATENbHbIA HepB). CNOCOGHOCTb
pasnyatb 3anaxu, Hanpumep MATbl UM Kode, ONpemsensioT As Kax-
JIOT0  HOCOBOr0 XofJa B OTAeNbHOCTW. Hambonee u4acToli MPUYMHOIA
aHOCMMUU CNYXUT CKOPEE XPOHUYECKWUI PUHUT, HEXENN HEBPOSOru-
yeckue 3aboneBaHus.

Il napa 4yepenHbiX HepBOB (3pUTeNbHbIA HepB). Mpyn HEBPONOrn-
yecknx 3aboneBaHWsX Yy fAeTeli 4acTO HapyLllaeTcsi OCTPOTa 3PeHwUs.
pybo OUEHWTL ee y MaleHbKOro pebeHKa, HAYMHAKLWEr0 XOAUTb,
MOXXHO 0 ero peakummn Ha nNpegMeTbl He6ONbLIMX pa3sMepoB, Hanpumep,
Ha xne6Hble KpoLwKK. Mpy o6cnefoBaHUN LOLIKOMBHUKOB C 3TON LEeNbio
MOXHO Mcnonb3oBaTb Tabnuuy CHenneHa. B Hopme Ans MaseHbKuX
fleTeil xapakTepHa 6/M30pPYKOCTb; K BO3pacTy 6 NneT oCTpoTa 3peHus
coctaBnsetr 20/20. 'py6o OUEHWTbL MOMS 3PEHUSI MOXHO NWWb Nocne
TOro, Kak y pebeHKa pa3oBbHOTCS CMOCOOHOCTb afeKBaTHO (hMKCUPO-
BaTb B3r/s4 W BuU3yanbHOe crexeHue. Vccnegyemblii npegMeT, Hanpu-
Mep MOJSIOTOYEK A1 OnpefeneHns pediekCOB WM KPacHbIA KybuK,
MOCTEMEHHO BBOAAT B Mone 3peHust pebeHka. OH (UKCUPYET B3rNs4 Ha
npegmeTe, Kak TOMbKO €ro BUAWT. Y fAeTell cTapllero Bo3pacTa none
3peHNs nccneaytoT MeTOAOM NPOTMBOMOCTABAEHUS (MePUMETPUA):
o6Cnefyemblii 3aKpbIBaeT OAVH [Na3, a Apyroi (MKCUPYEeT Ha KOHUMKe
HOCa CUAALEro HanpoTuB uccnefosaTens. [locnefHuii NoOCTeneHHO
BBOAWUT OAWH Naney, wi 06O/ [pyroil npegmeT B MOe 3peHus
pebeHka, KOTOPLIA COOOLLAeT O HeM, KaK TONbKO ero yBuauT. TOYHYHO
MEPUMETPUI0 MOXKHO MPOU3BECTM NUWb Yy pebeHKa LUKObHOIo BO3-
pacTa. 3puTe/bHble NyTW, NAYLIME OT PasHbIX y4aCcTKOB CeTYaTKu, CXe-
MaTUYeCKN npencTaBneHbl Ha puc. 20-2.

FTOMOHMMHAa TremMuMaHONCKUSA, NpM KOTOPOM BbiMajatoT
BMCOYHOE MO/e 3PEeHUs OAHOrO rnasa W HOCOBOE Mosie NPOTUBOMOMOXK-
HOro, Habn4aeTcs Mpu MOPAKEHUN 3PUTENbHbLIX BOJIOKOH WU 3pu-
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Puc. 20-2. CxemaTtunyeckoe
n3obpaxeHne 3pUTENbHbIX
nyTei.

1— 3puTeNnbHbI Heps, npu
nopaxeHWn KOTOPOTro B 3TOM
y4yacTke HacTynaeT OAHOCTO-
pPOHHSAs  cnenoTa; 2 — mepe-
KpecT 3pUTenbHOro HepBa, npu
NOBPeX/JEHUN KOTOPOro pasBu-
BaeTCAs [ABYCTOPOHHAS remua-
HOMCKMA, NOCKONbKY MPOUCXO-
AWT paspbiB BONOKOH, Hanpas-
NAWIWNXCA K HasanbHOW nono-
BMHe o06eux ceTyaTbix 06000-
Yyek; 3 — 3puUTenbHbI  NyThb,
npu  NOBPeXAEHUU KOTOPOro
pasBuBaeTcCs OfAHOCTOPOHHSAA
reMuaHoncus B pesynbTaTe
paspbiBa TemMnopadbHbIX BOO-
KOH Ha uncunatepanbHoi cTO-
pOHEe U Ha3albHbIX — Ha KOH-
TpanatepanbHoii; 4 — narte-
panbHOe  KONneH4yaToe  Teno;
5 — pa3BeTBNeHUE 3PUTENBHOTO
HepBa (HeKOTOpble BONOKHA He-
pefko noBpexpatTcs); BeT-
BW, WHHEPBUPYHOLME HUXHIOW
YacTb CceTyaTKW, NpPOXOAAT B
6enom BellecTBe Noj TeMeHHON
30HOW  KOpbl, 4YeM U 06bsCc-
HAeTCA  YacTas  TFOMOHMMHas
aHoOMcus BepxHero KBajpaHTa
npu nopaxeHUW TeMeHHOW pgo-
nn; 6 —3putenbHas ob6nacTb
KOpbl, MOBpexXAeHUe KOTopoi
conpoBoXpaeTcs YacTUYHON
NN  NOMHOW TFOMOHUMHON re-
MUaHoncuei.

TENbHOMO yyacTKa Kopbl. [edekT nonei 3peHns LEHTPaIbHOro reHesa
NOKaNu3yeTcs Ha CTOPOHE, MPOTMBOMOMOXHOM Quary MopaxeHus.
OMOHUMHasi remMnaHomncKUs BEpPXHEro KeafpaHTa CBWMAETENbCTBYET O
nopakeHMn 6enoro BellecTBa BMCOYHOW AONM MO3ra, Yepe3 KOTOpYyH
OT HWKHE/ YacTM CeTYaTKU K 3pUTESIbHOM 30HE KOpbl MPOXOAAT
BO/IOKHA 3pWUTENBLHOMO MyTH.

ButemnopanbHas reMMaHomncust yKasbiBaeT Ha MopaeHue B 06na-
CTM Xua3Mbl W 4acTo HabnwojaeTcs y fAeTel € KpaHWOGapUHTMOMOA.

WccnefoBaHne rnasHoro Ha Bcerfa sIBASIETCA 4acTbi0 HEBPOOMU-
yeckoro obcnefoBaHus. bnefHbIA COCOK 3pUTEILHOMO HepBa € HebOsb-
UMM YWUCNIOM KanWanspoB B 0671aCTV AUCKA CAYXMWT MPU3HAKOM aTpo-
thun 3puTenbHOrO Hepsa. [Mpy 3aCTOMHOM COCKE LiEHTP ero runepemu-
POBaH, HapyLleH OTTOK U3 Kamep rfasa C BbICTOSHWEM COCKa B CTEK/O-
BUAHOE Teno. BeHbl ceTYaTKM paclUMpeHbl, He MynbCUpyoT. B cocke 1 B
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OKPY)XatoLMX TKaHAX OnpefensTcs KpoBoudnuaHus. OTek ObiBaeT
TPYLHO OTAMYUTL OT BOCMaNeHUs 3pUTEIbHOr0 HepBa, UK nanunuTa,
0fHaKo npy 3aCTOMHOM COCKEe OCTPOTa 3PEHWst CHUXKAeTCH MeLNIeHHO, a
npyu nanunnuTe — 6bICTPO.

11 napa yepenHbIX HEPBOB. B cocTaB 3TOM Mapbl BXOAST BOMOKHA,
HanpaBNSIOLWMECS K MbILLLE, CY)XXVMBAKOLWLEl 3payoK, a TakkKe WHHepBU-
pylOLLMe BCe Hapy>XXHble MbILULbl F1a3a, 38 UCKIYEHUEM NaTepanbHOM
NpPsMO 1 BepxHel KOCOW. Pa3Has BenMyMHa 3paykoB B MOKOe MOXeT
6bITb 00ycfoBfeHa OAHOCTOPOHHEN MoTepeid 3peHUs, MNpPOLEccoM B
CpefHeM MoO3re, O4HOCTOPOHHUM nopaxkeHvem Il napbl YyepenHbIX KUm
LWeliHbIX CMMMATUYeCKUX HepBOB (CM. cuHApom [opHepa). Cnegyet
CKas3aTb, YTO HE3HAYMTENbHO BblpaXEHHas, HO 3amMeTHas aHU30KOopWS
HepeaKo BCTPeYaeTcs WM Yy 3[40pOBbIX B HEBPONOrMYECKOM OTHOLLEHUM
neteir. Tpyv OAHOCTOPOHHE CNEMOTe Ha TOW XXe CTOPOHe paclLMpsieTcs
3payvoK WM CHWXKAETCA WM OTCYTCTBYET €ro peakumss Ha CBeT, OfHaKo
peakuus Ha CBET KOHTpanarepanbHOro rfasa npu pasfpakeHuu no-
BPEX/AEHHOro coxpaHeHa (KOHCeHCyanbHbliA pednekc). Mpu napannue
11 napbl YyepenHbIX HepBOB, MOMUMO pacLUMPeHnNa 3padKka, 0TMeyarTcs
[leBnaumns rnasHoro S16/10ka BHU3 1 KHapPY>XXW, 4YTO 06YCNOBNEHO (PYHK-
LUMEA ABYX COXPaHMBLUMXCA MbIWL, (BEpXHAS KOcas W HapyXHas nps-
Masl), U NTO3 B pe3y/nbTaTe MapajiMya MbIlLpl, MOAHUMAIOLLEA BEKO.

IV napa 4epenHbIX HepBOB. JTa Napa MHHePBUPYET TOJIbKO BeEpX-
HIOI0 KOCYI0 MbIWLy rnasa. lMpu peako BCTpevarollemcs M30/1MpoBaH-
HOM ee MOPaXeHUW CTaHOBUTCA HEBO3MOXHbIM [ABVKEHUE BHWU3 rnas-
HOro a6/0Ka, HaxoAsLlerocs B MOMOXEHWM affayKuum (cxopsleecs
Kocornasue).

VI napa 4epenHbIx HepBoB. [py nopaXeHUMU 3TOK MNapbl Hapy-
LLUAeTCA CNOCOBHOCTb ABMXKEHWUS FNa3HOro s6/0Ka KHapy>u. Ero Heob-
X04MMO AntepeHLMpoBaTL OT CXOAALLErocs KOcornasus, npu KoTo-
POM [BVXKEHWS KAXAOr0 rNasHoro fA6/10ka no OTAeNbHOCTU He OrpaHu-
YeHbl; MaTonorus BbIABNAETCA MWL MNPU HabMOAEHUA OLHOBPEMEHHO
3a TeM W gpyrum rnasom. [Mpy Heo6XOAMMOCTWM Ha 340POBbIA rNa3
HaknagblBalOT MOBA3KY [0 BOCCTAHOBMIEHWS CMOCOGHOCTW OTBOAMUTb
KOCALLMIA rnas.

HapyLueHns OBWKeHWI rnasHoro s6/0Ka npy nopakeHUn Hagb-
ALEPHOM 30HbI. [MOABMXHOCTL [N1a3HOM0 f6/10Ka HepeiKo HapyluaeTcs
npy NaTonornyeckUx npoueccax B 061acTv CTBONA MO3ra BC/eACTBUE
paspblBa BOJIOKOH, COEAMHAIOWMX fApa rNa3o4BUraTeNilbHbIX HepBOB.
Mpn MeXbsAgepHONW oPTanbMONNerumun y 6GONLHOTO Hapy-
LLaeTCca [BMXKEHWME TOr0 W APYroro rnasHoro sf6jo0ka BHYTPb, YTO CBS-
3aHO C [ABWMXXEHMEM [/la3HbIX A6/0K MNpU COXpaHeHUW affyKuum BO
Bpemsl KoHBepreHuuu. Mpyu KOoCON feBuauuu npu (UKCUPOBAH-
HOM B NtO60OM HanpasneHWW B3rNA4e OLWH rNa3 BCerga pacnonoXeH
Bbllle Apyroro. [pu MNOpaXxeHWW BepxHeln uacTu CTBOMA Mo3ra B
06/1aCTV 4eTBEpOXO/IMUS XapaKTepeH napanuy B3opa BBepX. CouyeTaH-
Hbli NMapanny B30pa B CTOPOHY MOXET HAcTYMMTb NpW MaTtofiorMm B
06/1aCTU MOCTa Ha TOI Xe CTOPOHE, HO Yalle — NPy MOPaXXeHUM KOpbl €
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BOB/IEUEHMEM B MPOLECC LEHTPOB B30pa B JIOOHOW WM 3aTblSIOYHON
06/1aCTU MPOTUMNOBOMOXHOK CTOPOHbLI. [pU NOPaXXeHWU KOpbl Hapy-
LLAtOTCA TONbKO MPOU3BO/bHBbIE ABMXKEHUA [Na3HbIX A6/10K Ha (hoHe
HEV3MEHEHHOT0 PeqIEKTOPHOrO ABMXKEHMA a3 B CTOPOHY CyXOBOrO
pasfpaxunTens.

Mpouecc B MO3XKeUKe U NPOBOAALLUX BECTUBYNAPHBLIX MYTAX COMPO-
BOX/AETCA PUTMUYECKUMUN MOAEPrUBaAHNAMM FNa3HbIX A6/10K, TakK Ha3bl-
BaeMbIM HUCTArMOM. Pa3nnyaroT MeANeHHbIA U GbICTPbIA KOMMOHEHTHI
HUCTarma. bonee BbIp@KEHHbIA HUCTAarM MpW B3rNs4e B CTOPOHY
XapakTepeH Ana 3ab6oneBaHU MO3XeuKa Uin HapyLUeHWUs ero cBsi3ei co
CTBO/IOM: Me[/IEHHbIi KOMMOHEHT BCErga NpPOMCXOAWUT NpW ABUXKEHUU
rnasHoro f6710Ka K cpefHel nuHMKU. ITOT BUE HUCTarma HabnogaeTcs
Mpu OTPaBfeHUN HEKOTOPbIMWA MeAMKaMeHTamu, Hanpumep (eHUTou-
HOM W Gapbutypatamu. OH MOXEeT MNOSBAATLCA NPU aHaTOMUYECKOM
MOBPEXJEHUN MO3KEYKA W CTBONA MO3ra, a TakXkKe Mnpu onyxonsax Mos-
Xeuka. KpynHoamnauWTyAHbIA HUCTarM HabnwgaeTca npu Aesualuu
rnasHoro f6/10ka B CTOPOHY OMyXO/U.

Huctarm, 0OYCNOBNEHHbLIA MOpPaXeHMWem MO3XKeu-
Ka WAM cTBONa MoO3ra, Heobxofumo AuddepeHuU-
poBaTb OT HMUCTarma, Bbl3BaAaHHOIN0 BeCTUOYNAPHBI-
MU HapyWweHUAMUN, U OT BPOXKLEHHOro Huctarma. Cne-
[yeT UMeTb B BULY, YTO BECTUOYNSAPHbIA HACTArM 4acTo U3MEHSETCA Mo
Mepe W3MEHEHWs MOJMIOXKEHWS TOMOBbI; B HEM valle npeobnafaeT Bpa-
LaTe/ibHbIA KOMMOHEHT; OH Hambonee BblpaXeH B MOKOe, Korpa 60/b-
HO He (PUMKCMpyeT B3rNsg Ha KakKOM-HWOYAb MpesmeTe, U COMPOBOX-
[,AeTCA TOMI0BOKPY>KEHVEM W TOWHOTOW. OH pa3BMBaeTCA OCTPO, ualle
nocne TpaBMbl WAWM BOCMasieHUs nabupuHTa (NabupuHTUT). BpoxkaeH-
HbIA HACTArM OT/IMYAETCA MasSTHUKOOOPA3HLIMU ABVXXEHWUSMU B MOKOE M
Xa0TUYeCKMMW NOJeprMBaHUAMM Npu OTBEAEHUU TNasHbIX A6/10K B CTO-
poHbl. OH coYeTaeTcsl 0ObIYHO C MOHWXEHMEM OCTPOTbI 3PEHUS U Heao-
pasBUTMEM 3pUTENLHON (PUKCaLMK.

V napa YepenHbiX HEPBOB. TPOMHWYHLIA HEPB CYXXWUT NPOBOLHU-
KOM 00NeBOM W TaKTWIbHOW YYBCTBUTE/ILHOCTU C KOXM JiMua, 3a
NCK/HOYEHNEM HEBO/bLLIOFO y4YacTKa B 06/1aCTW yria HDKHER YenocTy.
CoCTOsiHME €ro BepxHeil BeTBU (rnasHWYHasA) OnpesenstoT no porosuy-
HOMYy pednekcy. B cocTtaB 3TOro HepBa BXOAAT W [BUratesibHble
BOJIOKHa, MHHEPBUPYIOLLME XeBaTe/lbHYH0 MycKynatypy. Npu o4HOCTO-
POHHEM ero napanuye YentoCTb CMELLAETCH B CTOPOHY MOPaXKEHMS.
CocTosiHMe BETBEW, WHHEPBUPYIOLLMX >KEBATE/IbHYI0 MYCKynaTypy,
ONpesenatT no NoAepruBaHNIO YentocT UM ero OoTCyTCTBUIO. Peskoe
nofepruBaHne, WM KNOHYC, YeMtoCTU CBUAETENbCTBYET O ABYCTOPOH-
HEM MOPaXEHUWN LEeHTPaNbHOro ABUraTeNbHOr0 HempoHa.

VIl napa uepenHbIX HepBoB. [loBpeXaeHue nuULLEBOro Hepsa Yy
JeTeli yacTo 6GbIBaeT BPOXAEHHBLIM UM NpeACcTaBnseT coboi pesynbTart
POAOBOI TpaBMbl, BocrmaneHus (mapanvwy benna) wwm onyxonu. OH
WHHEPBMPYET BCE MUMUYECKME MbILbl fKLa, 32 WUCK/IHYEHVEM
MbILULbI, NOAHMMalOWed Beko. Cnaboe nopaxeHwe NWLEBOro HepBa
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MCTaHOBUTCA OYEBMAHbLIM, €CIM MOMpOCUTL pebeHKa OCKannTb 3yObl; Y
pebeHKa Maglero Bo3pacTa €ro MOXHO 06HapyXuTb, Habnogas 3a
[BVKEHUAMMW MbILLL, 1ML BO BpeMs nnaya. [nasHas Lienb npu 3aXmy-
PEHHbIX rnasax 60/blUe Ha CTOPOHE MOPaXeHUs. TOMUMO ABUTENbHBLIX
BOJIOKOH, /IMLIEBOIA HepB COAEPXMT MNapacumMnaTUyYeckue CEeKpeTOpHbIe
BOJIOKHa, HanpaBAslOLWMeCcs K CMe3HbIM W CNIOHHLIM XKenesam, U YyB-
CTBUTE/IbHbIE BOJIOKHA, MO KOTOPbIM MPOXOAAT BKYCOBbIE pa3fpaxeHus
C nepefHuX 2/393bika. Cneso- v CMOHOOTAENEHNE N BKYCOBbIe OLLyLie-
HWS M3MEHSIOTCA TONLKO MPU MOPaXEHWU MPOKCUMAILHON ero nopuum
Ha y4acTKe NPOXOXAEHWUS Yepes3 NNLEBOI KaHa/l BUCOYHON KocTu. Bky-
COBble OLLYLeHNs ONpefenstoT Npyu HaHECEHWUM C NMOMOLLLIO0 X/10MKOBOIO
annauKaTopa Ha KOHYMK fi3blKa COMU WK caxapa: 0 TOM WA MHOM BKY-
COBOM OLLYLLEHNN GONMbHON CcO06LLAET KMBKOM ro/oBbl. lMepudepuye-
CKMUIA TUN MOPaXXeHWs NNLEBOr0 HepBa HeoOXoAMMO AunddepeHLmMpo-
BaTb OT LeHTpanbHOro (KOPTUKOOYnbbapHbIA) Tuna. B nocnegHem cny-
Yae Hepeako HabnogaeTcsa reMurnerns Ha CTOPOHe MNOpaXKeHus, a
napaivy fIMUEBbIX MbIlUL, OrPaHUYMBAETCS /MWL HWKHE MNOMOBUHONM
nmua, 'y 60MbHOI0 CoXpaHseTcs CnocobHOCTb HamopLmBaTtb N106. Mpu
3TOM 4acTo MOsBASETCA €N1aboCTb MbILL, PYK U HOT Ha TOM e CTOpPOHE.

VIII napa 4yepenHbIX HepBOB. JTa napa COCTOUT K3 C/YXOBOro U
BeCcTMOYNApHOro otgenoB. OCTPOTY cnyxa Y MasieHbKoro pebeHka
rpy6o onpefenstoT, Habnoaas 3a ero peakumein Ha LUyM, CO3JaBaeMblii
TpeHVeM MasibLa 0 nanew, Uiy Npu CBePTbIBAaHMMW NUcTa Bymaru, y ctap-
lWMX AeTell — M0 WX CMOCOGHOCTM YNaB/iMBaTb LUEMOTHYH pedb. [pu
NO6OM MOLO3PEHUM Ha HapyLUEHWe Ccnyxa WAW peynd cnefyeT mnpo-
M3BECTW ayLUOMETPUO, MOCKOJbKY YACTUUHYK [YXOTY Mpu KAWHM-
YECKOM UCCNefoBaHUM MOXHO He 3amMeTWUTb. BecTulOynspHble Hapylue-
HUA y AeTeli BCTpeyarTcs PefKo, HO O HWX crefyeT mofgymaTtb, eciu
pebeHka 6eCnOKOST MPUCTYNbl TONOBOKPYXEHWS, MOLIaTbiBAHUA W©
pBOTbI, OCOGEHHO Ha (POHe NabUPWHTHOrO Huctarma. BecTubynspHble
HapyLlleHns MOATBEPXAAOTCA  pe3ynbTaTamMy  Ka/lopMMETPUYECKOi
Npo6bl C XONOAHON BOAON, NMPK KOTOPO/ B HOPME OTMeYaeTCsl OTK/OHe-
HWe rnasHbiX 670K B CTOPOHY pasjpaxeHunsi. bonee npocToii cunTatoT
BpaLLaTesibHy0 Npoby, 3aKilovaroLlyrocs BO BpaleHun pebeHka, yaep-
XXUBAEMOro B BEPTUKaNbHOM MOMOXEHUU BpadvoM. OTKIOHEeHWe rnas-
HbIX 610K B CTOPOHY BpalLeHWs yKa3blBaeT Ha OTCYTCTBME BECTUOY-
NAPHBIX  HAPYLLIEHWIA.

IX 1 X napbl YepenHbIX HepPBOB. JUCHPYHKLMS 3TUX HEPBOB Mpu-
BOAWT K HapyLlUeHWtO rnoTaHus u oHaumun. Habniogaemblid npu nopa-
YKEHUW [JBUraTeNbHOM 4acTu OGNYyXAAlOWeEero Hepsa napasvy MSArkoro
Heb6a MOXHO [MarHOCTUPOBaTb MPW €ro OCMOTPE W OCMOTPE f3blUKa,
nonpocue 60MbHOr0 MPOU3HECTM 3BYK «a». PBOTHbIN petiekc CHUXKEH
WM OTCYTCTBYeT. B poTOrnotke ckanivMBaeTcs Upe3MepHOe Konu-
4ecTBO CNM3MW, HabnogaeTca 06UbHOE CAOHOTeYeHMe. Mpu 04HOCTO-
POHHEM MOPaXKEHUWN rO/I0C CTAHOBWUTCH TFHYCaBbIM, MpU ABYCTOPOHHEM
pa3BmBaloTCca atoHUA 1 CTpUAoP.

X1 napa 4epenHbIX HEPBOB (f06aBOYHbLIN CMWHANbHBIA). 3TOT HepB
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WHHEPBUPYET  IPYAUHOK/IIOUYNYHO-COCLEBUAHYIO U TpaneuueBuaHyto
MbiWupl. Ero napanuy  CONpOBOXAAeTCH HapyLleHWem MoBopoTa
ronoBbl B NPOTUBOMOJIOXKHYIO CTOPOHY U MPUMNOAHATLIM M1eYeBbIM Mos-
COM Ha 60/LHON CTOPOHE.

X1l napa uyepenHbIX HepBOB (MOABLA3bIYHbIN). [opaxkeHWe 3TOro
HepBa COMPOBOXAAETCA MapaiMyoM UM nape3oM, aTpodueld umm dhnb-
PUNNAPHBIMY NOAEPrnBaHUAMMK A3blka. Mpu OLHOCTOPOHHEM MpoLecce
KOHYMK BbICYHYTOIO f3blKa OTK/IOHSETCA B MOPAXKEHHYIO CTOPOHY.

Mpu3Hakn nopaxeHus 1X; X n XIl nap 4epenHbIX HEPBOB HEOOXO-
AUMO andepeHUMpoBaTh OT HapyLUeHWA rnoTaHus, goHauuu u ABu-
XeHU A3blka, 00ycnoBneHHbiX B LIHC ABYCTOPOHHUM KOPTUKOOY/b-
6apHbIM  NPOLLECCOM.  3TWU  HapyLUeHWs, W3BECTHblE MOf Ha3BaHWEM
ncesfgobynbbapHoro napanuya, MpoABNAOTCA 3aTpyAHe-
HUEM FN10TaHWsl, CMa3aHHOCTbIO peyn W MoTepeli KOHTPONS 3a 3MOLUO-
Ha/lbHbIMW NPOSBNEHUAMMW C HEYMECTHbIMU MPUCTYNaMu cMexa W nnadva.
Y 60/bHbIX MOBbIWAeTCA petheKTOPHas aKTUBHOCTb BCeX OYbbapHbIX
MbILLL, BKAOYas [/0TOYHbIA pediekc. 3TOT BWUA HapyLUEHWIA 4vacTo
BCTpeyaeTca Yy fAeTeli CO CNAacTUYECKUM LepebpaibHbIM - Napaanyom.

O6cnepoBaHue uepena

Hesponorunyeckoe o6crnefoBaHue BKOYaeT B Cebf OnpegeneHue
CUMMETPUYHOCTM 4epena, ero opMbl M pasmepa. HenpasuibHas
thopMa, OCOGEHHO B COYETaHMM C NafbNUpPyeMbiMW OCTPbIMUA KOCT-
HbIMW BbICTYNaMu, MO3BONAET MNPEANONOKUTL KPaHWOCMHOCTO3. [pu
ayCKy/nbTaluy Yepena W HaArnasHUYHON 06/1acTU y AeTeld NPUMEPHO B
BO3pacTe [0 6 iIeT B HOPMe BbISBAAKOT YepernHble WyMbl. Y AeTeli cTap-
Lero Bo3pacTa OHW CBUAETENbCTBYIOT O NaTONOrMM COCYL0B UM MOBbI-
LUEHWM BHYTPMUYEPENHOrO faBfieHns. 3BYK TPECHYTOro ropLika mpu
nepKyccun Yepena ObiBaeT MpPWU PacxXOX[EHUWM ero KOCTeil BCrefcTBue
MOBbILEHHOIO AaBfeHMst B HeM (cumMnTom MakoBeHa).

BeretatmBHaa HepBHas cuctema

KnunHuyeckne npobbl, pe3ynbTaTbl KOTOPbIX MO3BOASIOT CyAUTb 06
WHTaKTHOCTW BEreTaTMBHOW HEPBHOM CUCTEMbI, BECbMA MaJIOUUC/EHHBI.
K HUM OTHOCATCA M3MEPEHUs apTepuanbHOro AaBleHns 1 TeMnepatypsl
Tena, BKIKYas UX KonebaHus B TeueHue aHs. OTCyTCTBUE NOTOOTAENe-
HUA ONpefensitoT, CMasbiBasi KOXHbIE MOKPOBbI MOAOM U HAHOCS Ha HWX
TOHKWIA CNOW Kpaxmana, KOTOpbli He OKpaluuMBaeTcsi B TEMHO-CUHUIA
UBET B aHrMApoTUYECKMX ouyarax. DYHKUMIO MapacvMnaTUYecKoii
HEPBHOM CUCTEMbl WCCMEAYIOT C MOMOLWBI0 MEeXONUN0BOWK Npo-
6 bl MOC/e MHCTUALMN B O4MH KOHBIOHKTUBA/IbHLIA MELLIOK 2% pacT-
BOpa MeTaxo/iMHa (Mexonun) y 60/bHbIX C AMCHYHKUMel Mmapacumna-
TUYECKOI HEpPBHOWN CUCTEMbI (HampuMep, C CEMENHOW AM3aBTOHOMMWEN)
Cy)XaeTcs 3payoK. HapylieHne napacumnaTM4eckon WHHepBaLum
MOYEBOro My3blpd MPMBOAMT K HEMOIHOMY €ro OMOPOXHEHUIO W
3agepXxke Mouun. MomMoLLb B AUArHOCTUKE MPW YaCTUYHBIX HapyLUEHWSX
OKasbIBaeT LMCTOMETpOrpadus.
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EBPOJIOTMYECKOE OBC/IELLOBAHUE [JETEV
EPBOrO FOJA >KN3HN
\ ®YHKLMSA HEPBHON CUCTEMbI YENI0BEKA K MOMEHTY POX[EHUA orpa-
HLYMBAETCA B OCHOBHOM MOAKOPKOBbIM YPOBHEM (CTBO/S MO3ra W CruH-
HOL, MO3r). DYHKLMI KOpbl MpX 3TOM B MOSHOW Mepe OMpejenuThb
HEN03MOXHO, MO3TOMY faXe O0OLWMpHble AedeKTbl B MO3re MoryTt
OCTaTbCA He3aMeueHHbIMW. UpesBblYaliHY0 OCTOPOXHOCTb  chegyet
cobnogaTb NpyY NPOrHO3MPOBaHUN WHTENNEKTYaNbHOro pasBUTUA Ha
OCHOBaHWW [aHHbIX HEBPOIOrMYecKoro o6cnefoBaHWUs HOBOPOXAEH-
HbIX. KOCBEHHble NPU3HaKM OBLUMPHBLIX OE(EeKTOB MO3ra MOXHO MoJy-
YUTb MPU U3MEPEHUM OKPY>XKHOCTWU TOMOBbl. YMEHbLUEHNE ee CPefHero
pasMepa No OTHOLUEHUIO K BO3pacTy 60/nee 4YeM Ha 3 CTaHAAPTHbIX
OTK/IOHEHWS CBUAETENbCTBYET O HapyLUEHWW pPa3BUTUA MO3ra, KOTOpOe
06bIYHO ObIBAaET CTOMKMM. bonbluve BpOXAEHHble AetheKTbl KHOraa
[LNarHOCTUPYIOT C MOMOLLLIO TPaHCUAMIOMUHALMIN Yepena npyu UCMOofb-
30BaHNM APKOW NaMMbl-BCMbIWKKW, CHA0XEHHOW MSArKO pe3vHOBONA
MaHXeTOoW, W crneynansHo Bbinyckaemoro B CLUA TpaHCcMnntoMUHa-
TOopa. 9TO UCCnefoBaHUe NPOBOAAT B TEMHOM MoOMelleHuW. [Mpu rug-
paH3HLUedanun oTbneckn nyya CBeTa, HanpaBNeHHOro Ha 3aTbl/I0YHYIO
06/1acTb, BWAHbI Yepe3 rnasHUUbl. MeHee BbIPOKEHO CBeYeHMWe Mpu
CKON/IEHNW XMAKOCTU B cy6ypanbHOM MpOCTpaHCTBe U ruppoueda-
nun. JlokannsaunmoHHoOe yBennuyeHre npo3payHocTu, 06bIMHO OJHOCTO-
POHHee, XapakTepHO ANA nopaHuetanuu. BHyTpuyepenHoe faBneHune y
pebeHKa NepBoOro roga XW3HY MOXHO OLEHWTb MpW Nanbnauun nepej-
Hero pofHWyKka. B HOpMe OH MArKWiA K cnerka 3anafaet y pebeHka B
MOMOXEHUN CUAA U CTAHOBUTCA HAMPSXKEHHbIM W BblOyXaeT npu MoBbl-
LUeHUM BHYTPUYEPENHOro AaBfeHWs; Npu gerngparauum wuim fectpyk-
TUBHbIX Mpoueccax, NPUBOAALUMX K CHUKEHUIO [AaBNeHUs BHYTPU
yepena, PoAHWMYOK 3anafaet. [nvTeNnbHOE MOBbLILLEHWE BHYTpUYepen-
HOro [aBfieHns MposBASETCA YBeAMYEHWEM pa3Mepa ro/oBbl.
Petnekcbl. MHorve pegiiekcbl Y HOBOPOXAEHHbIX U fieTeil nepBbIX
HECKOJIbKMX MECALIEB YKU3HW MeAUUPYIOTCS CTBOJIOM MO3ra W CMMHHbLIM
MO3roM. OTU peakLuun CTEPeOTUMNHbI; B HOPME OHU BbLISBASOTCS BCErga,
HO MocC/e CHa WU HefaBHEro KOpMiaeHus pebeHka MOryT OblTb MeHee
XuBbIMU. OTCYTCTBME PethNeKTOPHbIX peakuuii yKasbiBaeT Ha pacnpo-
CTPaHeHHOEe MOAaBNEHNE [BUraTebHbIX (DYHKUUA LeHTPa/IbHOro Wi
neputepuyeckoro xapakrepa: acMMMeTpuyHas peakuus M03BONSET
NpeanonoXnuTb 006 0YaroBbIX [ABUraTeflbHbIX HApPYLUeHUsX LeHTpab-
HOro Mbo nepudepnyeckoro reHesa. Mo mepe pocta pebeHka BMECTO
ncyesaloLWmMx B ONpesesieHHOM MOPSALKE HEeOHaTa/lbHbIX PeqIeKCoB Y
Hero MnosiBNAOTCA NPOW3BOJbHbIE ABUraTeNbHble PYHKUUW. OAUTeNbHO
3TW pedhieKChbl COXPaHAOTCA Y AeTeil ¢ OTcTaBaHWeM OOLUEro passuTus
WK ABUraTefibHbIMU HapyLUEHUAMU LLeHTPabHOro Xapaktepa: Bo3pacT
MosIBNIEHMS M WMCYEe3HOBEHMS pedieKCoB npeacTaBneH B Tabn. 20-2.
Pepnekc Mopo (puc. 20-3) BbI3blBalOT, YKIaAblBas pebeHka
Ha CMWHY W NOLAEPXXMBas pykKoi ero ronosy. locne Toro kak o6cne-
AyOWNA ybrupaeT pyKy W3-nod ronoBbl, OHa nNagaeT Ha 10—15"
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Ta6nuuya 20-2. Pednekcbl Yy HOBOPOXAEHHbIX

BospacT !
Pedneke ¢ KoToporo pednekc B
noagnexne pemnekca HOpMe He onpepensetca
Mopo C MomeHTa 3 mec
poXxzaeHuns
LWaroBbli (ONOpPHLIA Ana cTon) To xe 6 Hep
MonoxeHus »  » 6 Hep
TOHUYeCKNii WerHbll 2 wmec 6 Mmec
LW elHbI BbINPAMAEHUSA 4—6 wmec 24 wmec
NaHpay 3 Mmec 24 wmec
MapawtTHas peakyus 9 wmec CToikuii
CocaTefibHblii M MOUCKOBBbI C MoMmeHTa 4 Mec B COCTOAHUK
poxaeHus 604pCTBOBAHMSA,
7 Mec B COCTOAHUN
CHa
NlafloHHbI xBaTaTeNnbHbI To xe 6 mec
MoJoWBEHHbIN XxBaTaTeNbHbI » » 10 mec
ALAYKTOPHOE paclivpeHne 30HbI
KONeHHoro pednekca » » 7 mec

Pethnekc 3akntovaeTcs B pasrmbaHun TynoBuula, pasrmbaHum u oTBe-
JEHUN PYK C MOCMefylowuM X crubaHveMm u npusefeHVeM Ha (hoHe
MEHbLLEr0 y4acTusi B 3TOM mpouecce Hor. LlaroBbili pedrnekc
3aKnYaeTcs B NOMbITKE ABUraTbCs Brepes MOAAEPXMBaeMoro B Bep-
TUKaJIbHOM MOJIOXEHUWM W B COCTOSIHUM Hak/oHa pebeHka, NOAOLLBEH-
HbIMW MOBEPXHOCTAMM CTOM Kacarowerocs nofa. Penekc nono-
XEeHNS BbI3bIBAIOT, YAEPXKMBasA pebeHKa B BEPTUMKASbLHOM MOM0Xe-
HUW, JOPCaSIbHON MOBEPXHOCTLIO CTOMbI KacatoLerocst HUKHel noBepx-
HOCTW cToMewWwHnubl. [pu 3ToM Hora crnbaeTcs, a 3aTem pasrmbaeTcs.

Y Ma/leHbKUX AeTeil MOXHO /Ierko BbI3BaTb HECKOMbKO MOCTY -
panbHbIX pepnekcoB. TOHWYECKWUN WeliHbIA ped-
nekc (puc. 20—4) nosiBnsetcs npu ObICTPOM MOBOPOTE rO/IOBbI eXa-
Lero Ha crnmHe pebeHka B CTOpPOHY. OH 3aK/toyaeTcs B pasrnbaHun
PYKM W HOTW Ha CTOpPOHE, B KOTOPYH 0OpalleHOo nuuo, u ux cruba-
HWM Ha NPOTMBOMO/IOXHON CTOPOHe (Mo3a (hexToBanblimKa). TOHMUYe-
CKMe LWenHble pediekcbl B HOpPMe LOMWHMPYIOT Yy AeTeli B BO3pacTte
2—4 mec. CoxpaHeHune ux y pebeHka B BO3pacTe cTapwe 6—9 mec
BCTpeYaeTcsa nNpu [ABMraTeNbHbIX HapyLUEHUSX LEHTPa/IbHOTO reHesa,
0COGEHHO MpPU LEHTPaSbHOM CcrnacTuyeckom mnapanuye. L eliHbliA
pepnekc BbIMPAMAEHWUS 3aKlOYaeTca B poTauum TynoBuULa
Nnexallero Ha cnuHe pebeHka B HampaBneHWU NOBOPOTa rofioBbl. OH
OTCYTCTBYET WIN CHWKeH MpU cnacTuyHocTM. Pednekc JlaHpgay
HabNJal0T Y NeXallero BHU3 N1LLOM HOBOPOX/AEHHOr0, KOTOPOro Bpay
yAepXXUBAeT Ha NafoHN 3a XMBOT. B HOpME OH 3aK/o4aeTcsi W BbITATU-
BaHUW Liew, Tynosuwa u 6eaep. Ero Tynosue u befpa crubarorcs,
ecnn Bpad NPUBOAMT ronoBy K Tynosuwly. MapawTHbIA ped-
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PvA 20-3. Tlo3a HOBO-
POXAEHHOr0 C petIeKCoM
Mopo.

\

Puc. 20-4. To3a HOBOPOX-
[EHHOT0 CO  CMOHTaHHbIM
TOHMYECKUM LLUE/HbIM ped-
NEKCOoM.

NekKe 3aKnloyaeTcs B pas3rmbaHuUun pyK, KUCTWU W NanbleB y mnafeHua,
HaxoJALerocs /IMLOM BHU3, KOTOPOro ObICTPO ONYCKAalOT C HEBO/bLLOW
BbICOTbI Ha MSATKYI0 MOBEPXHOCTb.

CocaTenbHbIA pegneKkc MOABASETCA MPU IEFKOM MOCTYKU-
BaHMN pebeHKa MO ry6am, NOMCKOBbIN, 3aKNOYaroLMACS B MOBO-
pOTe TrOM0BblI B CTOPOHY Pa3fpaXeHWs,— Npu MOCTYKMBAHUN MO LLEKE,
XBaTaTeNbHbIA —Npyu NIErKOM HAafaBMVMBAHWM Ha NTafOHHYIO WK
MOLOLUBEHHYK MOBEPXHOCTb. CYXOXWNbHble pegeKkcb B
HOpME BCerga BbISBAAOTCA Y HOBOPOXAEHHOr0, OCOOEHHO /1ErKo
KOMEHHBIA. Ype3BblUaiiHO «KMBbIe» CYXOXW/bHble pedieKchl ObIBAlOT U
B HOpPME, a pepieKTopHas 30Ha C 06/1aCTU KOMEHHOro CyCTaBa MOXET
PacnpoCTPaHATLCA Ha NPUBOAALLME MbILLLbI C HEMOCTOSHHLIM K/TOHYCOM
ctonbl. CNOHTaHHbIA KOHYC PYK W HOP HabnwogaeTcs y AeTeil ¢ MO3ro-
BbIMW HapyLleHUsAMW. OTCYTCTBUE CYXOXKWUbHbIX PetIEKCOB CNY>XUT
npusHakoMm 6onesHn BepgHura — FodpgpmaHHa. CumnTtom BabuH-
CKOTO Yy MaleHbKUX AeTeil He MpefcTaBnseT AUarHOCTUYECKON LieH-
HOCTW, MOCKO/IbKY KaK CrubaHue, Tak W pasrnbaHue MasbLeB Yy HUX
NPOMCXOAUT U B HOPME.

OueHka gguratenbHbIX (QyHKUWii. C Leblo OLEHWTb ABUraTeb-
Hble (PYHKUMN Heo6XoAMMO HabnwgaTb 3a CMOHTAHHOW aKTUBHOCTbIO
pebeHKa, CUMMETPUYHOCTBIO ero ABMdKeHWA. ocTosHHOe pa3MaxuBa-
HWe pykamn co oXaTbiMM B Kynak |I—V nasbuamMu 1 npuvBefeHHbIM
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| nasbueMm MOXeT ObITb MPU3HAKOM [BUraTefibHbIX HapyLUeHWA LeH-
TpanbHOro xapakTepa. COXpaHSOLWMIACA OMUCTOTOHYC YKasbiBaeT Ha(
BbIP@KEHHYH CMAaCTUYHOCTb; OH PeAKO BCTPEYAeTCsA MPU MEHUHIUTE K
HOBOPOX/EHHbIX, 3@ WCKIIOYEHWEM TEPMUHaIbHOW CTaguu, Ho, K"K
npaBuI0, CONPOBOXAAET TsXKesble (POPMbI ALEPHON XKENTYXU U HEKOTO-
pble ApYyre COCTOSHWS, BK/KOYas BPOXAEHHbIA TOKCOMIa3mMo3, 601e3HK
K/IEHOBOIO CMpOMa W OTPaBfieHWs, Hanpumep ()eHOTMa3uHaMun 1 CTPUX-
HUHOM. T1pU3HAKOM CMaCTUUYHOCTW CAYXWUT HOXHMULeobpasHoe
MONOXEHWEe HOr B pesynbTaTe FMNepTOHyca NPUBOLALLMX MLl
Gegpa. MbllWWeYHbIN TOHYC CHWKaeTca npu A gy3HOM nopaxe-
HUM MO3ra ¥ nepudepuyeckmx HepBHO-MbILLEYHbIX G0Me3HAX. Pe6eHOK
C MbILIEYHON TMNOTOHWEN OBLIYHO MPUHUMAET MOMOXKEHUE NAMYLLKA C
OTBefeHHbIMW B M/1e4eBOM nosice pykamu. [pu nepesoge ero 13 noso-
XKEHVSI HA CMUHE B MOMIOXKEHWE CWAA ABVDKEHWE ero rosioBbl 3amasfbl-
BaeT, a MbILLLbI M/1IE4YEBOr0 Mosica He COKpaularTes (0TCyTCTBUE Tpagam-
LIMOHHOW peakuum). BbiCTpblAi TpeMop (ApOXaHME) KOHEYHOCTER Yy
HOBOPOX/EHHOr0 COMPOBOXAAeT Takue MeTabo/Myeckne HapyLueHus,
KaK TUMOFIMKEMUS WA TUMOKaNbLMEMMUS, HO MOXET HacTynuTb 1 6e3
BUAMMON NpuYKHbI. Ero cnegyet oTavMyaTth OT MeAJIEHHbLIX M 4acTo oYa-
FOBbIX MEPEMEXAIOLUMXCA KNOHUYECKMX MOAEPrMBaHWMA, ClyXKalux
MPU3HAKOM MOBbILIEHHON CYAO0POXHOI aKTUBHOCTM.

B gmarHoctuke 3aboneBaHWs MOXET MOMOYb nnay pebeHKa.
Ero BbICOKMIA TOH CBMAETENbCTBYET O MOBLILEHUNM BHYTPUYEPENHOrO
[aBfeHns, XpUnblA rofoc—o0 KpeTUuHu3Me, cnabblii—o 60M1e3HM
BepgHura — FodgmaHa, «msaykatouie» 3BYyKM (6onesHb Kollaybero
Kprka) — 06 aHOMa/ MM XPOMOCOMbI rpynmnbl B.

WccnepoBaHue yepenHbix HepBoB. O TOM, YTO HOBOPOXAEHHBIA He
cTpajaeT OTCYTCTBMEM 3pPEHWSA, CBUAETENLCTBYET €ro peakuus Ha
SPKWIA CBET: OH Cpa3y 3aKpblBaeT rnasa. Y 340p0OBOro AOHOLLEHHOMO
pebeHKa 06bIMHO OMpefenseTca peakuus BU3YyaslbHOro cnexxeHus. OHa
OTHOCUTCH K MpU3HaKam KOPTUKaNbHOM (YHKLUMU B GavdKaliluem He-
OHaTa/flbHOM nepuoge. ALEKBaTHbIM Pa3fpaXuTenem CAYXWUT [LBUXY-
Wpiics Ha paccTtosHMM 22—30 cM OT a3 UCTOYHMK CBETa WM MMLIO
Bpaya. Y Ma/leHbKUX [eTeld 3Ta peakuust HeMOCTOSIHHA M HeYCTONuMBa.
[BVXeHNs rnasHbIX 070K 00bIMHO COAPYXECTBEHHbI, HO MX NEpUoau-
YECKWN HEepaBHOMEPHOE ABWKEHWE 6biBaeT M B HOpMe. [Mo/HbIA 06beM
MX OBVDKEHWIA B CTOPOHY OMpefenstoT Mpu MOBOPOTE ro/ioBbl pebeHka,
COMPOBOX/aAtoLLEMCA OTK/IOHEHNEM €ro ra3 B MPOTMBOMNOMOXKHYIO [BU-
YKEHWIO TOMIOBbI CTOPOHY. 3payku Yy HOBOPOXAEHHbIX AO/MKHbI OblTb
MPMMEPHO OAWMHAKOBBIMWM W pearMpoBaTb Ha CBeT. PoroenuHble
pediekcbl XuBble. TNasHOe AHO nerye WccnefoBaTb, MOMECTVMB HOBO-
POXEHHOr0 B TEMHYIO KOMHATy C COCKOW BO pTy. COCOK 3puUTeNIbHOro
HepBa B HOpPME BbIFNAAMT 6nefdHbIM M3-32 HEAOCTaTOYHO Pa3BUTLIX
MefNKUX KanuansapoB. [pepeTrHanbHble KPOBOM3MSHWS BCTPEYAKTCA Y
10% 340p0OBLIX HOBOPOXKAEHHbLIX. XOPUOPETUHUT HEPEAKO CYXUT Mnpu-
3HAaKOM BPOXAEHHOTO TOKCOM/1a3mo3a, LMTOMEraavu, reHepaan3oBaH-
HOr0 OMOSCbIBAIOLLEr0 MMLas M BPOXAEHHOro cudunnca. Mpu ocTpom
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XOPUOPETUHUTE COCOK 3pWUTENBHOIO HepBa BbIFNSAUT Kak cepas pac-
nAblBYaTasgs Macca C MUIMEHTMPOBAaHHLIMU KpasMu. Yepe3 HecKosbko
efleNlb LEHTP ero cTaHoBMTCA BenbiM, YTO MpMAaeT eMy BUA NPo6UTOro
TBEPCTUS.

A OCTPOTY cnyxa MOXHO OnpefenvTh Nnlb NPUGAN3NTENLHO. 340p0-
BUI pebeHOK Npy BHe3anHO HaCTYMMBLUEM TPOMKOM LUYyME 3aMupaeT.
Erb peakunsi Ha MeHee rpOMKIME 3BYKOBbIE pa3fpaXKEHUs BblpaXaeTcs B
M3MEHEHWUN CMOHTAHHOW ABWraTeNlbHOM aKTUBHOCTW. [10ABUXKHOCTb
NNLEBLIX MbILLL, 1EFKO OLEHUTL BO BPeMs Mnava pebeHka. Y HOBOPOX-
JeHHbIX BbIpaXKeHbl cocaTeflbHbIA pediieKe Y KOOPAWHUPOBAHHbIE T/10-
TaTenbHble ABMKeHWUA. O06f3aTeflbHO CnefyeT OCMOTPeTh A3blK. Ero
aTpouio 1 mbpunnspHble nojeprvBaHns Habn4aloT npu 6one3Hu
BepgHura— FohmaHa. Ecnv oH yBennyeH B pasmepax W He nome-
LaeTca B MOMOCTW pTa, Cnegyer AymMaTb O KPETWHU3ME, T/IMKOTeHHOM
MePepoXAeHNN MbIWL, 1 cuHapome bekBuTa. BbicTynaiowmii M3o pra
A3bIK Yy feTeil ¢ Tpucommein 21 06yCNOBMEH CKOpee BCEro HEBOMbLUMM
pasMepoM POTOMN0TKN, HEXeNn pasMepoM Camoro A3blka.

OueHKa AMHaMUKKM pa3BUTUA AO/MKHA CTaTb YaCTbi0 HEBPOMOruye-
CKOro o6cnefoBaHUs feTell NepBblX MECALEB KU3HU.

HEBPOJIOTMYECKAA OLIEHKA [ETEM
C HAPYLUEHVEM TMCUXWKN

HapylleHns NcuxvMkn y AeTeil cTapllero Bo3pacTa M NOLPOCTKOB
MOFYT UMWTUPOBAaTb CUMMTOMbI 1 MPU3HAKN HEBPOMOTUYECKMX 3abosie-
BaHMIA. Mpobnemy ana auddepeHUnanbHO AMarHOCTUKU NpeAcTas-
nsetT ncrtepwua. BoMbliyld NOMOWbL B €e AMArHOCTMKE OKasblBaT
[aHHble aHaMHe3a, MOCKO/bKY OHW CBUAETENIbCTBYHOT 0 6O/bLIOM pas-
HOO6pa3nM CMMNTOMOB. HEKOTOpble M3 HWX AOBOMLHO XapaKTepHbl,
BK/KOUAsA OLLyLLeHWe CLAaBfIeHWs WAM kOoMa B ropne (nctepuye-
CKUA KOMOK) W peuuauMBupytolime 6011 B XXMBOTE, HE COMPOBOX-
Jalolmecs  KakMMu-nn6o  pu3MKaslbHbIMU - MpU3HaKaMu.  BosibHOW
npesbsaBAseT Xanobbl U paccKasbiBaeT 0 CUMMTOMAax B CyXOi 6eccBsas-
HON MaHepe, B 3MOLMOHaNbHOM COCTOSIHMM, KOTOPOEe HasblBalT npe-
KpacHbIM 6e3pa3nuumem. W3 nposeneHunid, KOTOpble f1erko
NPUHATbL 32 HEBPOIOTUYECKME HApYLUEeHWs, cnegyeT OTMETUTb UCTepu-
YECKYIO C/IenoTy, Cna3m KOHBepreHuuu, HapylleHwe NOXOAKW, napa-
NNY, MOTEPK YYBCTBUTENLHOCTU, NPUNaAKWU, 3afepXKy MOuu.

VcTepnyeckyto cnenoTy ferko OT/IMYWUTL OT WUCTUHHOW N0 OTCYT-
CTBUIO M3MEHEHWIN B [/1Ta3HOM [HE, COXPaHEHWI0 peakLuy 3paykoB Ha
CBET M ONTUKO-KUHETUYECKOMY HUCTarmy. 3aTpygHEeHMS Hepeako
nosBAAKOTCA MNpW AU (epeHUnanbHOi ANarHOCTUKE CNenoTbl KOPKO-
BOTO MPOMCXOXAEHWS U TPAH3UTOPHOW MOTEPU 3pPEHMS MOCe YeperHo-
MO3rOBOI TpaBMbl WM aHruorpaguu cocyfoB Mosra. HapylueHus
Noneit 3peHns Npyu UCTEPUM HOCAT KOHLIEHTPUYECKWI XapaKTep W Mpo-
ABASKOTCA UX CY)XXEHWEM, MpWYeM [BYCTOPOHHUM. XapakTepHO, 4TO
abCoMOTHbIA pasMep Mofell 3peHUs Ha 3KpaHe OCTaeTcs O4MHAKOBLIM
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He3aBMCMMO OT PaccTofHWA [0 Hero. 3TOT TUN «TOHHENbHOTO
3peHunsa» obnagaer 6ONbLIONA AMArHOCTUYECKOM LEHHOCTLIO, Mo-
CKOJIbKY €ro Hesb3s 06bACHUTL KaKUM-IM60 OpraHUYeCKMM MPOLIECCOM,.

Cna3m KOHBEpreHuMn HacTynaeT BHe3arHo, 06bIY4HO MpU CTPecco-
BbIX CUTyaLusX, Hampumep, BO BPeMs 3K3aMeHOB B LUKofe. PebeHoK
XanyeTcs Ha MOsiBNeHMe TymaHa nepef rfasamy U ABOEHUA B HUX
N300paXKeHWiA, a Npu ero ob6cnegoBaHMN 0OHAPYXXMBAOT HECMMMETPUY-
HOCTb YCTAHOBKMW [/asHbIX 670K B MPUBEAEHHOM NOMOXeHWUMW. Mcuxo-
Tepanusi U BHYLUEHUE 0ObIMHO MPWUBOAAT K OGbICTPOMY Y/YULLEHUKO CO-
CTOAHMS.

HapyLueHus moxogku npyu UCTepUU MPOSIBAAKOTCA 06bIYHO B BUAE
actasmm —abasnum, T. e. pebEHOK HE MOXET CTOATb MM XOAWTb,
XOTS Y HEro v He BbIABAAKTCA Kakue Gbl TO HU OblIO0 HEBPOOTMYECKME
HapyLUueHus npu o6cnefoBaHUM ero B MOMOXKeHUU fiexa. [loxofka
pebeHKa npu 3TOM NPUYYANUBaE, €ro pe3ko 6pocaeT U3 CTOPOHbI B CTO-
POHY, B CBSI3N C YeM OH bGasaHCUpYET, MbiTascb He ynacTb. loxogky
Mpu UCTepun cnefyeT OTAnYaTh OT MOXOLKM MPU MO3XKEUYKOBON aTak-
cuu, MpU KOTOPOIA 60SIbHOM XOAWUT Ha LUMPOKO PacCTaBAEHHbLIX HOrax U
4N NOLAepXXaHUs paBHOBeCUSi eMy TpebyroTcs 60nbluve yCums.

WcTepnyueckuid napanuy OTMYAETCA OT WUCTUHHOTO HEU3MEHHbLIMU
MbILLEYHbIM TOHYCOM, CYXOXW/bHbIMU pedieKkcaMu 1 oTpulaTesbHbIM
cumnTomMoM babuHckoro. Bosblioe AMAarHOCTUYECKOE 3HauveHve Mpu
OAHOCTOPOHHEM MapanuMye C BOB/IEYEHWEM HOTM UMEET CUMMTOM
'yBepa. Bpau momewiaet pyKy mnog NATOUHbIA BbICTYN Mapajm30BaH-
HO HOMM M NPOCUT 6ONLHOFO MOAHATL 340POBYKO HOrY, MPeojosieBas
conpoTmBneHme. POpPCUPOBaHHbIA NOALEM 3[0POBOA HOMM COMPOBOX-
[laeTCA HaJaBNMBAHMEM Ha PYKY Bpaya «napann3oBaHHOM» HOMONM, Yero
He HabnoJalT NpY UCTUHHOM Mapanmye.

O[LHOCTOPOHHAS MOTepPsi YYBCTBUTENLHOCTW NpU WCTEPUM OTAM-
yaeTcA TeMm, UYTO ee rpaHuMua MNpPOXOoAMT CTPOro MO CpefHei NuHMW,
TOrfa Kak Mpu OpraHWMYecKOM TMOPaXeHWU BCMEACTBME YACTUYHOIO
nepensieTeHNs YyBCTBUTE/IbHbIX BOJIOKOH MO CPeAHER NMHWM OHa npu-
MepHO Ha 2,5 CcM cABuraeTca Ha 340POBYKO CTOPOHY. AHecTesus Mo
TUMNY MNEepyYaToK W YYNOK TUNUYHa Ans uctepun. Ee Heobxogumo aud-
(hepeHuMpoBaTb OT CEHCOPHOM HeiponaTumK, NpPU KOTOPOW Nepexof ot
3[0pOBOr0 y4acTka K NOBpeXAeHHOMYy 60fiee nocTeneHHbIA. MonesHo
NPOBOAUTbL MOBTOPHOE OMNpefesieHne YyBCTBUTENLHOCTU, KaX[blil pas3
HauMHas onpefensTb ee B HOBOW Touke. [pn wmcTepum rpaHuua ee
noTepyu cmewyaetcs. MHorga pebeHOK, ecniM 3aKpoeT rfasa, He MOXeT
onpefennTb KacaHue. AHecTe3Vs MOXET OLlywWwaTbCA TO chnpasa, TO
cfeBa Npy M3MEHEHUW MONOXKEHUS 6OMILHOrO CO CMWHbI Ha XXMBOT. Mpu
OAHOCTOPOHHEI aHeCTe3Mn MPUMEHSAIOT MPUEM, Ha3blBaeMbliA SAMOHCKONA
nnnto3vein. BobHOro NPoCsAT CKPecTUTb PYKWM, COMOCTaBUTb NTALOHU U
cuenuTb Mafblbl. 3aTemM 60/bHON POTMPYET PYKWM BHYTPb, a HOMM
BbINpAMAsAET. [py 3TOW MaHWNyAAUMM eMy O4YeHb TPYAHO OTAMYUTb
nasblbl MPaBOli PYKW OT NanblEB /EBOIA.

WcTepuyeckne npunagkv MHOr4a TPYAHO OTAMYMTL OT 3NWUNENTU-
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YECKUX, eCcnu MCCMefoBaHUE MPOBOAUT HEAOCTAaTOYHO KBanpuLmpo-
BaHHbIA cneunanucT. [lepBble OTAMYAOTCA 3K3a/IbTUPOBAHHOCTBIO,
ONPOBOXAAKTCA PUTMUYECKUMU MOAEPTMBAHUSMUA U BbIrMbaHeM
Tynosuwa. BONbHOW MpU 3TOM HUKOrAa He MPUKYCLIBAET A3bIK, Y HEro
He pa3BMBAETCS anHO3 M He MPOUCXOLUT HEMPOM3BOJILHOIO MOYencny-
CKaHWs; rnasa BCerga Kpenko 3aXMypeHbl.

3aflepXKa MOYemcrnyckaHus npu UCTepUKU CO3LaeT onpefesneHHble
TPYAHOCTM Ans AuvarHosa. Ee Heobxogumo auddepeHUMpoBaTb OT
Mapanuya MOYEBOrO My3bIpsi NpW 3ab0sieBaHMAX CAUHHOTO Mo3ra. Ha
LUMCTOMETPOrpaMMe MNpu MUCTEPUM W3MEHEHWI A He 06HapYXXMBatoT.

CMNELUMANBHBIE ANATHOCTUYECKWME METOAbI

CnvHHOMO3roBasi NyHKUMs. TLwaTe/lbHO BbINOSHEHHAs MnpoLeaypa
NO3BOMISET MOMYUYUTb LIEHHYI0 MH(opMaumio. OHa npoTMBONOKasaHa
60NbHLIM C MOBLILLEHHBIM BHYTPUYepenHbIM AaBneHuem, 00YyCoBeH-
HbIM Pa3NNYHLIMU HOBOOGPA30BaHWUSMWU W HapyLUeHWEM CBepTbiBae-
MOCTW KpOBW. Henb3si MyHKTMPOBaTb Yepe3 MHAULMPOBAHHYH KOXY.
Pe6eHOK BO BpeMS MYHKUMU He [O/DKEH HaxXO4UTLCA B COCTOSHWM
HamnpsHKeHMs; MeCTHas WHQPUAbTPaLMS HOBOKAWHOM MOKasaHa gdaxe
HOBOPOX[EHHbIM. MafneHbKOMY pebeHKy BO BPEMSt MYyHKLUWM MOXHO
MO3BOMNTL COCaTb COCKY; CeAaTUBHbIE CPEACTBA MOryT MOTpeboBaThes
JeTAM CTapLuero Bo3pacTta, OfHaK0 cnefyeT u3beratb MCMOAb30BaHMWS
6ap6buMTypaToB, MOCKOMbKY CTUMYNALMSA WM 6011 NPUBOAAT K BO3BYX-
[eHnto pebeHKa. MyHKUMIO BbIMOMHAKT B NONOXEHMMN pebeHKa Ha 60Ky,
32 UCK/OYEHVEM HOBOPOX[EHHbIX, A1 KOTOpbIX 60niee npeanouTu-
TeNbHO MONOXeHWe cugs. MOMOLLHUK YAepXMBaeT 3a LUe U CruHY
60/1bHOr0, HaxoAsLLeroca B MONOXKEHUM HakNoHa. CyllecTBEHHOE 3Ha-
YyeHMe MMmeeT TLlaTeNbHas 06paboTKa KOXMW, HO 00KNagblBaTb MECTO
MYHKUMW CTEPU/IbHBIM MaTepuanoM HeobszaTenbHO. TMyHKUMI0 Hexena-
TeNbHO NPOBOAMTL Bbile YPOBHA L, ,n; npeAnoyTuTeNlbHee 3TO fenaTb
Ha ypoBHe LIH N Ee npou3BoAAT OCTPOKOHEYHON WINION CO CTUIETOM.
Wcnonb3oBaHue uribl 6e3 CTUeTa yBeMumnBaeT BO3MOXHOCTbL 3aHece-
HUA B CMMHHOMO3rOBOI KaHan (hparMeHTOB KOXW, YTO 4YpeBaTo onac-
HOCTbIO PasBUTWSA CNWHANLHOW 3anuAepMougHon onyxonu. Urny ycrta-
HaBAMBAKOT CTPOr0 MO CPefHEA NMHUM W MEeANeHHO NPOABWralT B
TKaHW, Hanpaefss ee KOHYMK HeCKOosbKO BBepX. IMpu CMMHHOMO3roBoW
MYHKUMU Y ManeHbKoro pebeHka 4acTo HEBO3MOXHO MOYYBCTBOBATb
N3MEHEHUS CONPOTMB/IEHNSI MEHETPUPOBAHHOI TBEPAO MO3roBoi 060-
NOYKM. B cBA3M C 3TUM MNPUXOLMTCA YyAandaTb CTWUAET A0 MOSB/EHMS
Kanesb CMWUHHOMO3rOBOW XMAKOCTU. KpoBb MOABASETC 0ObIYHO MpU
CNMLLIKOM T/ly60KOM BBEEHWUWN Wbl

Mpn n3mepeHun faBneHust CMHHOMO3M0BOM XMUAKOCTU HeobX04UMO
[JOCTUTHYTL penakcaumu 6onbHoro. Hambonee ToYHble AaHHble NOAy-
4aloT NpU Pa3orHyTbIX HOrax v BhIMPAMAEHHON Lee. [aBneHne B HOpMe
cocTtaBnsger 60—160 mMm BOfA. CT.

LlBeT CMMHHOMO3roBOM XXWMAKOCTWM CPaBHMBAKOT Ha (hoHe 6enoro
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3KpaHa C AUCTMNNNPOBAHHON BOAON. KCaHTOXPOMMUSA — XKeNlToBa-
Thlli OTTEHOK — Yy pebeHKa B MOCTHATa/IbHOM MepUoje CAYXMUT MpU3sHa-
KOM YBE/IMYEHNUA KonuyecTBa Oenka WM NPUCYTCTBUS BGUANpy6UHa.
MocnefHWin 0BLIYHO CBMAETENLCTBYET O CybapaxHoMAabHOM KPOBOM3-
NNSHUK, HO MOXKET BbISIBASITbCA 'Y 6OMBHOMO C runepémunmpybuHemmei
6e3 BoBneyeHust B nmpouecc LUHC. XXuakocTb, B 1 Mn KOTOPOA Hacuu-
TbiBaeTcs 6onee 100 neKOLMTOB, CTAHOBUTCA MYTHOW. [puMech KpoBu
B Hell MOXeT ObITb 0OYC/MOB/EHA TPaBMOW wanM cybapaxHOMLabHbIM
KpoBOM3MAHMEM. [nsa auddepeHUnpoBaHUs 3TUX COCTOSHWIA MONy-
UEHHYIO XXUAKOCTb LeHTPUGYTMpYHT WU UCCNESYIOT ee MOBEPXHOCTHBIN
cnoii. Mpu cybapaxHOWAaNbHOM KPOBOM3MMSHAM OH OCTAaeTCs KCaHTO-
XPOMHBIM, @ B MOCNEAYHOLLMX PPaKLMAX XULKOCTU COLEPXKUTCA OfMHa-
KOBOE KOMMYECTBO KpoBW. [Mpy TpaBMe XWAKOCTb MOC/e LeHTpudyru-
pOBaHUA CTAaHOBWTCA MPO3PAYHON WM OTIMYAETCA CNErka XXenToBaTbiM
OTTEHKOM, & B NOCMeAyrLWNX ee pakLmax KOAM4YecTBO KPOBU YMEHb-
LuaeTcs.

B CNHHOMO3roBOM XWAKOCTW B HOPME 3pUTPOLUTLI OTCYTCTBYHOT,
a NenKoUMTOB HacuuTbIBalOT A0 5 B 1 M, 33 UCK/OYEHUEM HOBOPOX-
[eHHbIX, Y KOTOpbIX OHa cofepXuT B 1 mn go 500 spuTpouuToB U
15 nelikoUWTOB, B TOM 4MCNe HEeBO/bLUIOE KOANYECTBO FPaHy/oOLUTOB.
Y pebeHka CTapLLeil BO3pacTHOW rpynnbl NpeBasvpoBaHue rpaHynouu-
TOB Yallle BCEro yKasbiBaeT Ha OaKTepuasbHYK MH(EKLMIO, HO MHOrAa
OHM BCTPEYAlOTCS B PaHHIOK CTaguio OCTPOr0 BUPYCHOMO MEHUHIMTA.
Uncno NneinkouMTOB YBEIMUMBAETCA MPU HEKOTOPbLIX 3ab0/1eBaHuUsX,
COMPOBOXAAOLWMNXCS pa3fpaXKeHWEeM MO3rOBbIX 000/I04EK UM KX BOC-
naneHnem.

KoHuUeHTpauus 6enka B CAMHHOMO3FOBOM >XUAKOCTM Yy [eTeil co-
cTaBnseT 100—300 Mr/n, 3a WCKIIOYEHMEM [JeTeil MepBbIX Heaenb
XKU3HW, Y KOTOPbIX B HOpMe OHa gocTturaet 1000 mr/n. K Bospacty
3 Mec OHa cTaHoBuMTCA MeHee 300 mr/n. YBenmueHue Konmyectsa benka
00bIYHO MPOVCXOAMT B pe3y/ibTaTe HapyLUeHWUs NPOHULAEMOCTM MEHWH-
reasbHbIX COCYAO0B, MHOT4A — HapyLUeHWs LMPKYAsAUMU CAMHHOMO3IO-
BO/ >KMAKOCTM CO CHWXKeHMeM ee peabcopbumun. OHO YyBENUYMBAETCS
MPY MHOFUX HEBPOIOTMYECKNX 3a00/1eBaHNAX, B TOM YMC/E MPY ONyXo-
NSIX TONOBHOrO Y CAWHHOIO MO3ra, ero AereHepaTtuBHbIX 3a60/1eBaHNAX
1 BocnanuTenbHbIX 3ab6onesaHnax LIHC v nepugepuyecknx HepBOB.

YBenuyeHne KOHLUEeHTpauun rnobynvHOB OMpeaenstoT C MOMOLLbHO
MeToda WUMMYHO3MeKTpoopesa. B HOpMe OHWM COCTaBAAOT MPUMEPHO
30% oT obLero KonuuecTsa 6enka npy oTHoWweHUN 1gG K anbbyMuHam
meHee 0,21. YBefMueHVe OTHOLUEHWS MPOWCXOAWT MWL MPU HEKOTO-
pbiX 3a60/1€BaHMAX, K KOTOPbIM OTHOCSTCSA PacCesiHHbI CKepos, nofjo-
CTPbIA CKNEPO3NPYHOLLMIA NaH3HUehanuT, HeApocuuUAnc M MOCTMH-
(heKUMOHHBIA 3HLedanoMmmenut. M3amepeHne TUTpa KOPEBbIX aHTUTEN
MMEET BaXXHOE [MarHOCTMYECKOEe 3HayeHue Mpu MOAO3PEHUM Ha Mogo-
CTPbIA CKNEepo3npyoWnii sHLehanuT.

KOHLEeHTpaLus roKo3bl B CMUHHOMO3r0BOW XUAKOCTM COCTaBnsieT
npumepHo 50% OT ee KOHUEHTpauun B KpoBW. COOTHOLLEHWE KOHLIEH-
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Tpauuii rnoKo3ssl B CMMHHOMO3IMOBOM XMAKOCTU U B KPOBU UMEET 60/1b-
Lee 3HAYeHMe, Hexenu ee abCOMOTHOE KOMMYeCTBO. HW3Koe COOTHO-
LeHVe 6biBaeT Npu 6aKTepuanbHbIX Y FPUBKOBLIX MEHUHIUTAX, OMyXO-
NAX MO3roBbIX 060/104EK U MHOrAa NPU acenTUYeCKOM MEHWUHIUTE.

Bcerga cnegyeT nNpov3BOAMTb NOCEB CMIMHHOMO3IMOBOM YXMAKOCTU Ha
BbIiIBfIEHNE B Hell 6aKTepuid, a Npy HEOOXOAMMOCTU Ha BbISIBNIEHWE TPU-
60B, KUCNOTOYCTONUMBLIX GakTepuili n Bupycos. pu NOJO3peHUK Ha
MEHVHIUT ee LeHTPUMYrnpyoT U UCCNeaytoT Mas3ku, NPUroToBNEHHbIE
M3 0cajka M OKpalleHHble no metogy [pama. ONTUManbHbIA METOZ
MPUrOTOBMIEHUS CMWHHOMO3IOBOM XWUAKOCTU A1s MOP(ONOrnyecKnx
nccnefoBaHnii cOCTOUT B [00aBAEHUM Kanin >XUAKOTO anbbymMuHa K
COOTBETCTBYIOLLEMY KO/IMYECTBY CMUHHOMO3IOBOWN XXWUAKOCTM U MNONYy-
YEHHYI0 CMeCb LIEHTpU(YrupytoT. BbICyLLUeHHbIA 0CafoK OKpalumBaloT
no meTogy PaiiTa v MAEHTUHULMPYIOT B HEM TUCTUOLMTBI, OMYXO/EeBbIe
KNETKU W WHTaKTHble JeiKOLMTBI.

CybaypasibHasa NMyHKUMSA. ITa MaHUNyNsLuua no3BoniseT UCKNHYNTb
Yy HOBOPOX[EHHbIX CKOMJIEHWE KPOBM B Cy6ypasbHOM MPOCTPaHCTBE.
MokasaHMeM K Heid Cly>KaT Ype3MepHOe YBeNMYeHMe pasMepoB Yepena
HEAICHON 3TMONOrUK, BblOyXaHWe MepefHero PoAHWUYKA U MOMOXNTENb-
HbIA pe3ynbTaT TpaHCWM/IIOMUHALMM Yepena. Bonockl Ha ronose cbpu-
BatOT M MaHWUMYNAUMIO BbINOMHAKOT NpY TLLAaTe/IbHOM COO/MIOAEHNN Mpa-
BN acenTUKW. TMOMOLLHMK KPENKo YAep>XMBAET ronosy 6onsHoro. Ans
MYHKLUUN UCNONL3YIOT OCTPYIO C KOPOTKUM cpe3om urny. Ee BBogAT B
natepasbHbliA Yroa poAHUYKA WAW KOPOHAPHbLIA LLOB MPUGAN3NTENbHO
Ha 2 CM OT CpefHeli NMHWW; MPOABWUTAlOT NEPMEeHAUKYNSPHO MOBEpPX-
HOCTM Yepena Ha rny6uHy He 6onee 1¥2cm. MNMpw neHeTpauun TBepLoi
MO3roBOi 000/I0YKM OLLYLLAETCA W3MEHEHME COMPOTUBIEHUS TKaHE.
Wr.ly BBOAAT MeLNEHHO, MNepuognMyecku BblHMMas CTWIET Afis TOro,
4yTOObI ONpefenuTb MonajaHue B MOMOCTb, 3aMOfIHEHHYIO YXUAKOCTbIO.
Ecnu BHyTpuuepenHoe fas/ieHne He NOBLILIEHO, F0/I0BY pebeHKa xena-
TeNlbHO HECKO/IbKO HaKMOHWUTb, 4YTOBbI 06EcrneynTb CMOHTAHHOE BbITe-
KaHue XuAKocTu. Bo n3bexkaHue noBpexeHWUs MO3rosbix 0060/104eK U
KOpbl MO3ra He cneflyeT [ABuraTb Wrfly Tyfga v 0b6paTHo.

KCaHTOXPOMHOCTb XXWUAKOCTU, MPUMECh B Heldi KPOBU UK KPacHOBa-
TO-KOPWYHEBLIV LBET 3aBUCAT OT BPEMEHW MPUCYTCTBUS B Hell KPOBU
M ee KommuyecTBa. KOHUeHTpaums 6enka B Heli Bcerga npeBblllaeT
1000 mr/n. BHavane nonyvatoT JOBOJIbHO 60/bLUOE KOMYECTBO MpPO-
3payYyHOii XUAKOCTU C HEOOMbLUMM KONMMYECTBOM 6enka. To cybapax-
HOMAANbHAs YXUAKOCTb, MPUCYTCTBME KOTOPOM OOLIYHO HE UMEET HUKa-
KOro 3HayeHusi. Booblle KonnuyectBo 6Genka B CybapaxHOMAaNbHON
XXULKOCTU, MOMy4aeMoW Mpu MyHKUWMM CBOZA uYepena, NPUMEPHO B fBa
pasa NpeBbILaeT ero B XWAKOCTW, MNOSYYEHHOW MpU CNUHHOMO3rOBOW
MYHKLMWN.

3abop cy6aypanbHON XKMAKOCTU CneayeT npom3BOANTb MEASIEHHO K
B KONMNYECTBe, He MnpeBbllatolleM 15 M C OAHON CTOPOHbI. BbicTpoe
ypaneHvue 60/bLIOT0 KOMMYECTBA YKUAKOCTU MOXET NPUBECTU K pPa3Bu-
TUIO LIOKA WIN BHYTPUYEPENHOro KPOBOU3/IUSHUA B pesynbTaTe CMe-
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LEHNS BHYTPUYEPENHbLIX aHATOMUYECKUX CTPYKTYp. TMyHKuuio cybay-
pasibHOr0 MPOCTPAHCTBA C MPOTUBOMOMOXHON CTOPOHLI CreayeT npo-
BOAUTbL TOMbKO B C/lydae OOHapyXXeHUs KpOBM B Cy6aypanbHOM Mpo-
CTPaHCTBE; CKOMMEHME B HeM >KMAKOCTU Y ManeHbKUX [eTein B
80% cnyvyaeB 6biBaeT [ABYCTOPOHHMM. Ha MeCTO MyHKUUW HaKnafbl-
BalOT AaBALLYI0 acCenTUYECKYIO MOBSA3KY C Liefbl OCTAHOBKM WCTEYEHMS
XMAKOCTU, a pebeHKy MpuaatoT MOMoXKeHWe NONyBePTMKa/IbHOE UK CAA.

MyHKUMSA XenyaoukoB Mo3ra. Ty MaHUMYNSAUUKO AOMKEH BbIMNOS-
HATb TOJIbKO HEWPOXMPYPr, W NULb MPW €ro OTCYTCTBMU U YrpoXKako-
LLIEM >KU3HU MOBbLILLEHUM BHYTPUYEPEMHOTO AAB/EHUS €6 MOXET BbIMOJI-
HUTb Neguatp. MeToj BBeEHUS UMbl TOT Xe, YTO Npy MyHKUMKU cy6ay-
palbHOro MpocTpaHCTBa. Ee BBOAAT HECKONbKO BMepes Mo Harpasse-
HUK K HOCY, MPOABUratoT [0 MOSIB/IEHWS XXMAKOCTU M3 >KenyAo4uKoB
MO03ra, 00bI4HO MeHee 4YeM Ha 4 CM OT MOBEPXHOCTW, eC/N MOBbILLEHMWE
BHYTPUYEPENHOro [aBfieHWsi 06YCNOBMEHO 0OCTPYKLMER >Keny[ouKoB.
MaHunynaums HeceT B cebe PWUCK pasBUTWUS BHYTPMMO3FOBOrO WM
BHYTPVKENYAOUYKOBOrO  KPOBOM3MMAHWMA U BCErja COMpPOBOXAAeTCH
HEKOTOPbIM MOBPEXAEHUEM KOpbl Mo3ra.

3nekTpoaHuetanorpagua. Mpu anekTposHuedanorpapumn (33IN)
MoNlyyaloT fJaHHble 006 31eKTPUYECKON aKTUBHOCTM KOpbl  MO3ra.
B Hopwme Ha Heii onpefensoT npeobnafaHne perynspHbIX BofH. B cooT-
BETCTBUM C YaCTOTOIN MosiBNeHNst B 1 ¢ UX KNacCUuuUUpyoT Kak feflb-
Ta- (1—3), 131a- (4—7), anbha- (8—12) n 6eta-BonHbl (13—20). Mo
Mepe pocTa pebeHKa BOMHbI CTaHOBATCA 60fiee perynspHbiMuU, a
yacToTa WX YyBe/MUMBaeTCs. Y HEAOHOLUEHHbIX HOBOPOXAEHHLIX B
recTaUMoHHOM Bo3pacTe A0 36 Hep 3/eKTpUYecKas akTMBHOCTb KOpbl
OT/IMYAETCA MHTEPMUTTUPYIOLLMM XapakKTepoM, OCOGEHHO BO Bpems
CHa. AcvMMeTpus 6a3asibHONM aKTUBHOCTM TUMMWYHA [/ BCEr0 MepBOro
roga >usHu. B Hopme TeTa-BOMHbI HabnaalnT Ha 33 60APCTBYHOLMX
HOBOPOXAEHHbIX W A€Teld Mnaflleil Bo3pacTHOW rpynnbl. K BO3pacTy
10 neT B 3agHMX OTAeNax KOpbl HauMHaeT npeobnafatb anbga-puTMm, a
B NI06HbIX — 6eTa-puTM. B HOpMe Mef/ieHHble BOJHbI MOSBASKOTCA BO
Bpems cHa. Kpome TOro, y cnsuiero pebeHka mosiBASTCS BbICOKOBO/Ib-
TaKHble OCTPOKOHEYHble (K-KOMMeKCbl) M perynspHble € 4acToToi
12—14 ¢ («BepeTeHa») BOMIHbl. OHW PerucTpuUpyrtoTcs CUMMETPUYHO
Haf, LeHTpasbHbIMU OTAenaMu, HO ucuyesaloT B REM-¢asbl cHa, acco-
LMMPOBaHHbIE CO CHOBMAEHUAMU. B 3TOT nepuop 33 xapakTepu-
3yeTcsl 6eTa-aKTMBHOCTbH) HMW3KOFO BOSIbTaXa.

CnaiikoBble paspafbl, 3aMellaloLive WM Hacnavsatowumecs Ha
OCHOBHOI pUTM, YKa3blBalOT Ha CHWDKEHME CYLOPOXHOro nopora u cny-
AT BaXHbIM AWArHOCTUYECKUM MPU3HAKOM CYLOPOXKHbLIX COCTOSHUA Y
Jeteil. MeTtabonuueckne n BocnauTeNbHble 3a60/eBaHNUA KOpbl MO3ra
4acTO CBfi3aHbl C reHepasIM30BaHHOM BbICOKOAMMAUTYAHON, MeA/ieHHOM
(BenbTa-BOMHbLI) aKTMBHOCTbLIO. [py QUaroBbIX CTPYKTYPHbIX MpoLec-
cax B KOpe, Hanpumep npw abcuecce WavM OMyxosn, MOsBASETCA Orpa-
HWYEHHasA Mef/leHHas aKTMBHOCTb.

MpoBouupoBaHHble MOTeHUMaNbl. C LENb U3yyeHUs PYHKLUI
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nyTeli NEPBUYHOrC BOCMPUSATWS WCMOMb3YHOT 3pUTENbHBIE, CYXO0BblE U
COMATOCEHCOpPHbIe pasgpaxuTenu. Y feTell 0COGEHHO MONe3HbIM OKas3a-
NOCb U3y4yeHue MNOTEHUMANOB CTBOMA MO3ra, OOYC/OBMEHHbLIX ClyXO-
BbIMM pasgpaxutensMu. C MOMOLLB0 3TOF0 METO4a MOXHO MNOAYYWTb
JaHHble O MOpore 3BYKa, BbI3bIBAKOLLEIO peakuu CTBOMA MO3ra,
T. €. 06LEKTMBHO KOHTPOAMPOBaTb OCTPOTY chyxa. [MpoBOLMpOBaHHbIE
noTeHUManbl MH(OPMATUBHbI 1 B OTHOLLEHWUW onpeaeneHns apdepeHT-
HbIX NyTeR Npy AeMWUEMHU3UPYIOWMX 1 APYTUX npoLeccax, npu KoTo-
PbIX YBENMYMBAETCA NATEHTHbIA Mepuog WX (OPMUPOBAHWS.

nekTpomuorpadmsa. MeTtog noneseH npu andgepeHUMpoBaHnn
HEPBHO-MbILLIEYHbIX 6onesHeid. [na permcrtpauum  31eKTPUYECKOoi
aKTUBHOCTU MbIlWLBl UFNY BBOAAT HEMOCPeACTBEHHO B Hee. B Hopwme
MOKOALLAACA MbILULA He MPOABASET 3N1eKTPUYECKON aKTMBHOCTW. CNOH-
TaHHblE Pa3pafbl OAVHOYHbIX MbILLEYHbLIX BOSIOKOH B Nokoe (¢ 1 6 p v n-
NALWOHHBIE MNOTEHLManbl) CAyXaT NPU3HAKOM [eHepBaLuu.
B HOpme Mpu MbILWEYHOM COKpAaLeHUN OLHOBPEMEHHO aKTUBMPYETCH
rpynna MbllWeYHbIX BOIOKOH ABUraTe/lsHOr0 MeTamepa W reHepupyetcs
ABUTaTeNbHbIA nNoTeHUMan. OH CHMKAETCA MpU MEPBUYHOM
MopaXKeHUN Mblwlbl. Mpu 3aboneBaHMAX MEPUGEPUYECKNX HEPBOB
YMEHbLIAETCA YMCN0 [ABWUraTeNlbHbIX €AWHWL, HO NOTEHUManbl UX
HEpeAKO 3HAUYMTENbHO MOBLILIEHbI 33 CYET KOjnaTtepasibHOW WHHepBa-
UMM [eHepBMPOBaHHbIX MbILIEYHbIX BOMIOKOH. BOMBLIOA AMarHocTuye-
CKO LEHHOCTbIO NpW NOpaXKeHMU Mepudepuyecknx HEpBOB 06/1adal0T
[aHHble 0 CKOPOCTW HEpPBHOW NpoBOAMMOCTM. MakCuMaibHO OHa CHU-
YaeTca npu BOCMAIMTE/bHBIX Y METabOANYEeCKUX 3abonieBaHWAX Nepu-
(hepuyeCcKnX HepBOB, OCOOGEHHO MPU MOBPEXAEHUN MUENNHOBOTO (yT-
nsApa HepBHbIX BO/IOKOH.

MblwweyHas 6uoncus. 3Ta npouefypa 4acTo Heobxoauma Ans Aua-
FHOCTUKM CneuntMUecknx HepBHO-MbILLEYHbIX 3ab6oneBaHuit. MNpn 3ToM
MOXeT noTpeboBaThCA KakK TUCTOXMMUYECKOE, TaK W 3/1eKTPOHHO-
MWUKPOCKOMNMUYECKOe uccnefoBaHne ouonTaTta.

HelipopeHTreHorpadusa. PeHTreHorpadmna KoCTeW uJe-
pena noMoraet WAeHTU(MULMPOBATbL BHYTPUYEpenHble KanbLnudu-
KaTbl, MEepesioMbl ero KocTelh WM KOCTHble fedekTbl. OHa Mo3BoNseT
nofy4nTb MHAOPMALMIO O BHYTPUUEpPernHOM [faBfeHun. Ero nosbilue-
HVe y pebeHKa BblI3blBaeT pacxoxfjeHue LIBOB Yepena. Mpu anutensb-
HOM MOBLILUIEHUN AABMEHUS BbISBASIOT 3PO3UK 3afHEA MOBEPXHOCTU
K/IMHOBMAHOTO OTPOCTKA, YM/OLWEHNE W YBE/IMYEHME Pa3MepoB Typel-
KOro cefna W BLABMEHWS OT MO3rOBbIX W3BWIMH Ha BHYTPEHHEN
MOBEPXHOCTU Yepena, YTO MpUAAeT el BU YeKaHHOro cepebpa. 3T1a
KapTnHa cama Mo cebe He BCerga CAYXXWT MNPU3HAKOM MOBbILIEHMS
BHYTPMYEPENHOro AaBleHUs Win M0G0 ApYyroi natonoruu.

KomnblTepHaa TomMorpagusa. 3ITOT HEUHBA3UBHbIIA
METOZL MCMOMb3YKT A1 N3YUYEeHUs BHYTPUYEPEnHbIX CTPYKTYp. OH no-
3BO/ISIeT OBHAPYXUTb Maneiive U3MeHeHUs NAOTHOCTUM TKaHel nyTem
KOMMbIOTEPU30BAHHOIO MOMYyYeHUs MHGOPMaLMK B pe3ynbTaTte npuro-
TOB/IEHNS 6O/bLIOTO KO/IMYECTBA TOMOrpauyecKnx Cpe3oB uYepena.
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TKaHb MO3ra YeTKO OT/IMYAETCA OT MPOCTPAHCTB, 3aMO/HEHHbIX CMWH-
HOMO3r0BOM >XMAKOCTLIO; NO3TOMY METOZA NO3BONAET AeTa/lbHO U3YYUTh
pasmep >enyJouykoB MO3ra, UX CMeLleHve pasHoobpasHbIMU HOBOOGpa-
30BaHNSMU W CKOMJIEHWE >XMAKOCTU B Cy6AypasbHOM MNPOCTPaHCTBE.
OTeyHbll MO3r, Kak M 06M1acTb MH(apKTa WM ywmnba, OTAM4YaeTcs
MeHbLLE/ MA0THOCTHI0 MO CPaBHEHUKO C WHTAKTHOW TKaHbl MO3ra.
KpoBou3nmaHMa B MO3r, YYacTKM KanbLUMUKaLMN U HEKOTOPbLIE MAOT-
Hble OMYXO0NW BLIFNSAAT Kak ouyary 6o/bliol MNA0THOCTU. Paspeluato-
Las cnocobHOCTb MeTofa MOBbILIAETCA MPU NMOBTOPHOM UCCNeA0BaHWUU
nocne BHYTPUBEHHOrO BBELEHUS PEHTTEHOKOHTPACTHbIX BeLLecTB,
obecneymBaroLLMX yBeNUYeHWe NAOTHOCTU TKaHW B yyacTKaxX C NOBbI-
LUEHHOI BaCKynspu3aluei, Hanpumep, NpyM MOPOKax pasBUTUS COCY-
[l0B, 00pa3oBaHUM Karicynbl BOKPYr abcuecca Mo3ra U COCYAMCTbIX
onyxonsx.

KomnbtoTepHas Tomorpadusa (KT) OTHOCUTCA B HacTOsILLEe BPeMs K
OCHOBHbIM MeTOZaM WCCMefoBaHMS Pa3HO0OpPa3HbIX BHYTPUUEpPEnHbIX
HOBOOGOpa3oBaHMl. Ero anbTepHaTUBOW CAYXUT MAarHuUTOpes3o-
HaHCcHasa BM3yanumsayuua, KoTopas MNO3BONAET ONpefennThb
M3MEHEHUS B Pe30HaHCe MPOTOHOB, BO36YX/AEHHbIX B CULHOM MarHWUT-
HOM rone. C ee NOMOLLBI0 MOXHO AM(hepPUHLUPOBATb TKaHW C pasnny-
HbIM cofep>aHnem Bofgpbl. Mofo6HO KT 3TOT MeTod OCHOBaH Ha U3yde-
HUM psiga nocnefoBaTeslbHbIX TOMOrpauyecknx cpe3oB. OH MeHee
ornaceH, Tak Kak Mnpv 3TOM He NMPUMEHSETCH MOHM3MPYIOLas pasuauus,
obecneynBaeT Noay4eHUe MOMHOrO MpefcTaBieHns 06 aHaTOMUKU MO3ra
in vivo. HakonnieHHbI OMbIT MOATBEPXKAAET BO3MOXHOCTb BbISIBUTH C
MOMOLLBIO 3TOF0 MeTofa [AeMUeSIMHU3NPYoLMe GOoNesHW WM aHoManuu
CMWHHOTO Mo3ra. AHrmnorpa@usa Mosra OCTaeTcs OCHOBHbIM MeTO-
[OM LMarHOCTUKWN COCYAWCTOW MaTo/ornM, B TOM YMCie apTeproBEHO3-
HbIX COYCTbEB, OKK/IO3MM apTepuii 1 TPOMOO30B BEH. Y [eTeil ee Hau-
6onee nerko 1 6e3 NOCNeACTBMIA BbINOMHAKT NPU UCNOMNL30BAHUN KaTe-
Tepa, BBELEHHOro B OeAPEHHYHD apTepuio.

N3o0TonNHOE CKaHWpOBaHWe MoO3ra Tromoraer fuarHo-
CTUpOBaTb €ro o4aroBble MNOBpeXAeHus. [ns 3TOM uenu BHYTPUBEHHO
BBOAAT ,9TTC M Yepe3 HEKOTOPOE BpeMsi ONpeaenstoT PajuoakTUBHOCTb
Hag 06/1acTbio Yeperna. B yyacTkax € HapyLlleHHbIM KPOBOTOKOM, OCO-
GeHHO B OMyXONSX W OKPYXaloLMX abCcLecc TKaHAX, B Cyb6aypanbHoOl
rematoMe W npy 3sHUedanuTe HakaniMBaeTcs pagvoakTUBHOE Belle-
CTBO. B ouare mH¢papkTa TexHeUuid NOSBASETCS NPUMEPHO Yepe3 1 Heq
nocne ero pasBUTUA, a uc4yezaeT U3 Hero 4epe3 3—4 Hep.

[BymepHasa axorpagus (B-passepTka) no3Bonset 6bICTpo u 6es-
OMacHoO onpefennTb pasMepbl XXenyLouKoB MO3ra W BbIBUTb BHYTpUYe-
pernHoe KpOoBOW3/USAHME Y AeTeld, Y KOTOPbIX OTKPbLIT MepesHuiA pogHu-
YOK.

Muenorpadusa wMeeT 60/bLLIOE 3HAYEHNE B AMarHOCTMKE pas-
NNYHBIX 06pa3oBaHMin CIMHHOIO MO3ra WU CAAB/IMBAIOLLMX €ro U3BHE.
Ee BbIMONHAKOT TO/MILKO B NPUCYTCTBUU KBaNU(ULMPOBAHHOIO peHTre-
Hofora. B KauecTBe KOHTPACTHOro BeLLeCTBa MCNOMbL3YHOT IM60 MeTpu-
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3amu, nM6o Bo3ayX. W To v Apyroe BBOAAT Yepe3 Uy, NPYMEHSIEMYHO
ANt CMMHHOMO3rOBOM MYHKUMKU. MICNoNb3oBaHWe MaHTOMaka CBSA3aHO C
OnpeAeneHHbIM PUCKOM PasBUTUS MEHWHreaslbHbIX Peakuuidi 1 orpaHu-
UEHHOrO TSXKENO MPOTEKALWEero apaxHoMAnTa, MHOr4a NMPUBOASALLMX K
neTasibHOMY McXoay.
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KOMATOS3HbIE COCTOAHUA Y AETEW

KnuHuueckas oueHka. [nsa Toro 4tobbl OUEHWTb COCTOSHWE
pebeHKa, HaxoAsLlerocs B KOMe, HeoOXOAMMO B CaMblili KpaT4yaiLuwnii
CPOK MONY4YnUTb ONpeAeneHHY0 MHGopMaumto: 06 afeKBaTHOCTU (PYHK-
UMM CMCTEM KPOBOOOpPALLEHMSI U AbIXaHWUsl, YPOBHE BHYTPUYEPEMHOro
[aBNeHNs 1 ero yrpose Ans XusHu pebeHka, 06 04aroBbIX HEBPOSOTU-
UECKMX HapyLUEHWSX, YKa3bIBAKOLWMX Ha JIOKabHOE MOBPEXAeHNe
mMo3ra, npy KOTOPOM TpebyeTcs XWpYypruyeckoe BMeLIATENbCTBO, O
BO3MOXHOCTW Pa3BUTUS KOMbl BCMEACTBME MOALAIOLLUXCSH KOPPEKLUM
MeTab0/IMUYECKNX HapPYLIEHWIA.

Mo BUTanbHbIM MpPU3HakKaM (Nynabc, AblXaHue, apTepuasb-
HOe [aBfieHWe) CyAAT O COCTOSHUM CepAeYHO-COCYAMCTOM CUCTEMbI U
MPOXOAMMOCTMN AbIXaTe/bHbIX MyTei; HEPeLKO OHM CyXaT OCHOBOW As
YCTaHOB/IEHNS TOYHOr0 AuarHosa. Mpu MOBLILEHUN BHYTPUYEPENHOrO
[aBMeHNs HepefKo 3amensifieTcsi MynbC WM MOBLILWAETCA apTepuasibHoe
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Puc. 20-5. TeHTOpuanbHasa rpbixa,
obycnoBneHHas AN HY3HbIM OTEKOM
Mo3ra.

CTpenka yKasblBaeT Ha y4acTOK TeMeH-
HOW 0N, BbIXOAALLWIA Yepes TEHTOPUYM.
YeTKo BMfHA BbleMKa, 06pa3oBaHHast TeH-
TOpUanbHLIM KpaeM. TOT4ac Ke HubKe 1
MefManbHee  rpbKEBOro  BbIMAYMBAHUA
npoxoaut Il napa 4YeperHbiX HEPBOB.

fasneHve. FunepBeHTUNALUA 06GbIYHO COMPOBOXAAET MEeTabonnyecKunin
aumaos, HO MOXET ObITb MPU3HAKOM [bIXaTeNbHOMO a/ikano3a B pPesysib-
TaTe CTUMYNALUM AbIXaTe/IbHOrO LieHTpa Npu OTpaBfieHWU canuuuna-
TaMu, NeYeHOYHOW KOMe win cuHgpome Pes. Mepuoguyeckoe 1 Hepery-
NSAPHOE fblXaHue (aTakcus) MOABASETCA NPU HapyLLUEHUN (YHKLMKU Npo-
fjonrosaroro mosra. OHO 4acTO MpefLecTByeT pasBUTUIO arnHos.

PeakLuWio 3paykKoOB Ha CBeT C/efyeT NPOBepPATb He TONbKO
npu NepBoM OCMOTpe 60/ILHOro pebeHka, HO W B fanbHeliwemM. OfHO-
CTOPOHHEE pacliMpeHne 3paykoB CO CHWKEHUMEM peakuum Ha CBeT
06bI4HO OblBaeT BTOPUYHBLIM nopaxkeHuem |1l napbl YepenHbIX HepBOB
npu TEHTOPUaNIbHON rpbbke Mosra (puc. 20-5). OHO 4acTo CNyXwuT
NoKasaHNeM K 3KCTPEHHOMY XMPYPruyeckoMy BMeLUaTeNbCTBY, CHUXE-
HUK BHYTPUYEPENHOro AaBneHus. PaclumpeHue 3pavka MOXET ObiTb
TaKXe CNneicTBMEM TpaBMbl ra3a WM Mpexofsweii peakuuu mnocne
60NbLIOT0 CYAOPOXHOro npunagka. PuKCUMpOBaHHOE [BYCTOPOHHEE
pacluMpeHne, npogomkatoweeca 6onee 5 MWH, 4YacTo (HO He Bcerga)
CMYXXUT  MPU3HAaKOM HeobpaTMMOro MOBPEXAEHWS  KOPbl  MO3ra.
Hepeako 3paykum He pearvpyloT Ha CBET MpU KOMe, 0OYC/OBEHHOA
OTpaB/ieHNEM CeAaTUBHbIMW W aTPOMMHOMNOZOGHBIMU MNpenapaTtamu, U
MpU rMNOTepMMU. PacluMpeHHble, He pearupyrolimMe Ha CBET 3payku
MOryT HabnogaTbCcAd NOCNe 3akanbiBaHMS B rfasa MUAPUMAaTUYeCKMX
CPeLCTB, TOYEUHbIe 3pavyku — Mpu OTpaBfieHWM onuatamu, 6apbuTypa-
TaMM U NpY NOpaXKeHUW BaposneBa MoCTa.

OBuxeHne rnasHblXx A670K OMNpeenstoT npu potauuu
ronosbl pebeHKa W3 CTOPOHbl B CTOPOHY MO MPUHLMNY MNOBOPOTOB
ronosbl Kyk/bl. [py 3ToM y pebeHKa NpovCcXo4uT cnapeHHas fesuauus
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rnasHbiX 610K B CTOPOHY, MPOTUBOMOMOXKHYK poTaumu. OTCyTCTBUE
3TON peakuuMn NO3BOASET NPELNONOXKWUTL HapyLlleHWe (YHKLUU Kopbl
mMo3ra Wiv rnasofBuraTenbHblX HEPBOB. OTKNOHEHWE rnasHbiX 60K
BHM3 W flaTepa/ibHO B COYETaHWM C pacLuMpeHMeM 3paykoB 4acTo Ha-
6nogatoT npu nopaxeHun Il napbl YepenHbiX HEPBOB MNPWU YepenHo-
MO3roBOI rpbbKe B 061aCTM MO3XKEYKOBOro Hameta. [puumHoli napa-
nuya VI napbl CNY>XMT 00bIYHO MOBbILUIEHHOE BHYTPUYepenHoe faBne-
HWe, OJ4HaKO OHO He NpefAcTaBnsieT COBOA HACTOMbKO HebnaronpusT-
HOr0 MNPOrHOCTUMYECKOro MNpu3Haka, Kak nopaxeHue Il napsbl.

(Na3Hoe AHO MCCNenyloT C Le/blo BbISBIEHUS OTEKA COCKa 3pUTeSb-
HOro HepBa. Mcnonb3oBaHWe MWAPUATUKOB MPU 3TOM MNPOTUBOMOKA-
3aHO, NOCKO/IbKY OHWM HapyLIatT peakumio 3paykoB, VMEOLLYH0 BaKHOe
3HayeHne B KIMHWUYECKON OLEeHKe 60/IbHOro, HaxoaaLerocs B KOMaro3s-
HOM cocTosHMM. OTCYTCTBME OTeKa COCKa 3PWUTENIbHOTO HepBa He
MCK/OYaeT HeLABHO pPa3BMBLLErOCH TMOBbIWEHNS BHYTPUYEPENHOIO
[laBNneHus, TaK Kak fAns pasBuTusi oteka Tpebyetca 24—48 u. Pacwu-
PEHVE BEH CEeTYaTKW W OTCYTCTBME WX MY/bCALMM OTHOCATCA K paHHWM
MPU3HaKam MOBbILLEHHOr0 BHYTPUYEPEnHOro AasseHus. MpepeTuHanb-
Hble KPOBOWU3NUAHWUSA BCTPEYAOTCA, Kak NpaBuio, npu cybapaxHou-
JanbHOM WM cy6aypanbHOM  KPOBOU3UAHUN.

OueHKa aBuratenibHOM (yHKLWUWM BK/OYAeT B cebsi HabnoaeHve 3a
CMOHTAHHON [BUraTe/IbHOM aKTUBHOCTLIO, MOMOXKEHWEM 6OMLHOrO U
peakumeid Ha 60neBble pasgpaxeHus. pu rny6oKo KOMe B pesyfib-
TaTe NOTepPU KOHTPOJSIA CO CTOPOHbI KOpbl MO3ra 3a ABWUratesibHbIMU
(DYHKUMAMUN NOABNAIOTCH NPUMUTUBHBIE NOCTYpPasibHble peduiekchl. Mpu
«no3e [AeKOopTUKauuMm» PpyKM O0NbHOMO COrHYTbl, fexar Ha
rpyaum, nanblbl CKaTbl B KYNaku, a HOrM pasorHyTel. «1o3a pfeue-
pebpalLum», KOTOPyH OGONbHOW HepeaKo NPUHWMAET B OTBET Ha
60neBoe pasgpaKeHue, XapakTepusyeTca pUrngHoON aKCTeH3ueld n npo-
Haumell pyK W aKCTeH3uel Hor. OHa MOosIBNSETCS MPU MOPaXeHWUW cpej-
Hero Mosra. OAHOCTOPOHHAA «no3a feuepebpaynn» Hepeaka npu
YyeperHO-MO3roBoM rpbbke B 06/1aCTUM MO3XKEYKOBOrO HaMeTa, 4acTo
B COYETAHUM C KOHTpanaTepasibHbIM napanuyom Il napbl yepenHbIX
HepBOB.

FeMUnNIErnio MOXHO AMarHOCTUPOBATb, fAaXe ecnn 60/bHOA Haxo-
OUTCA B COCTOSHMM TNyOOKOA KOMbl. [Mapann3oBaHHasi KOHEYHOCTb
Haxo4uUTCA B MOMIOXEHUM HapYXHOW poTauun. Ee MOABMXKHOCTb, Kak
CMOHTaHHas, TaKk W B OTBeT Ha 00/ieBble pasfpakeHus, 3HAUYUTESIbHO
OrpaHMyYyeHa MO CPABHEHWIO C KOHTpanaTepasbHOW KOHEYHOCTHHO.
Bygyum nogHata, OHa, OCTaBlUMUCL 6e3 MOALEePXKW, nafaeT Bso.

B wncTtopumn 60ne3Hn cnegyeTr (MKCUPOBaTb CTagMio KOMbI.

Ctapgunsa | xapakTepusyetrci COHNMBOCTLIO.

Ctapgusa ll—cTtynopom. Bo Il ctagnto y 60nbHOr0 Ha KOpOT-
KOe BpeMS MOXET BOCCTAHOBWUTLCA CO3HAHWe, KOr4a OH BbIMOJIHAET
MpoCTble KOMaHAbl W BbIMOHAET MPOWU3BOJIbHbIE [BWXKEHUS, CTYNop
MOXET CMEeHWUTLCA Lenupuem, T. & ClNyTaHHOCTbIO CO3HAHUA U ABU-
raTeNbHbIM BO30YXAEHNEM.
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Ctagua Il (nerkas CcTeneHb KOMbl): CO3HaHME OTCYT-
CTBYeT, 0ONbHO He pearnpyet Aaxe Ha 00neBble pasfgpaXkeHus,
MNHOTAa CTOHET W BbINOMAHAET nonybecuenbHble ABMKEHUS (M36eraHus).

Ctagusa IV(rnybokas Koma): peakuus Ha bonesble pasgpa-
XEHUA OTCYTCTBYET WM PYKW ero pasorHyTbl W MpuBefeHbl («no3a
Jeuepebpaunn»).

Ctaauns V (60nbHOI B COCTOSAHWM MOMHOW penakcauum ¢ HacTy-
MUBLLMM anHo3): BCe (JYHKUMM CTBOMA MO3ra OTCYTCTBYHT, COXpa-
HAKOTCA LB HEKOTOPble CMMHHOMO3rOBble peduiekchl. Mpyu HeobpaTu-
MOM MOBPEXAEHWUN KOPbl MO3ra COXpaHeHue (YHKLUM CephevyHO-cocy-
ONCTOI CMCTEMbI BOSMOXHO /LWL B YCNOBUAX UCKYCCTBEHHON BEHTWUASA-
UMy nerkux. B coOoTBETCTBUM C 3TUM WUCMONb3YIOT TEPMUH «CMEPTb
mo3ra». Ee ycTaHaBAMBalOT B TOM C/lyyae, €CiM OTCYTCTBYIOT:
1) Npu3HaKu PYyHKLMN KOPbl, B TOM YMC/ie peakums 3paykoB, CMOHTaH-
HOe AblXaHue W BCe pedieKcbl, 3a UCKIOUYEHNEM MECTHbIX CMUHHOMO3-
roBbIX, B TEUEHWe MO KpaiHei Mmepe 24 u; 2) anekTpu4yeckas aKTWB-
HOCTb MO3ra Mo KpaliHeid Mepe B ABYX MOCNefoBaTe/IbHO 3anuUCaHHbIX C
NHTepBanomM B 24 4 33I; 3) yBEPEHHOCTb, YTO OTCYTCTBME (DYHKL UM
MO3ra He CBfi3aHO C MeJMKaMeHTO3HOW WMHTOKCMKaLuWein win runotep-
MUeR, a 06yCnoBMEHO APYrMMM MpuunMHamun. Kaxgoe m3 aTuX YC/oBwiA
CNYXXUT OCHOBaHMEM MPEKPALLEHUS PeaHMMaLMOHHBLIX MEPOMPUATUIA.

OnddepeHunancHas gmarHocTMka. B 3aBMCMMOCTM OT JaHHbIX
K/TMHNYECKOr0 06C/MeA0BaHMS, YPOBHS BHYTPWUUYEPENHOrO AaBMEHWSA K
0YaroBbIX HEBPOMOTMYECKMX MPU3HAKOB BOLHOrO OTHOCAT K OLHOW U3
yeTblpex Karteropuin (tabn. 20-3).

Tab6nuuya 20-3. AuarHOCTUYECKUE KPUTEPUMN KOMbI

BHyTpuuepenHoe fasneHue

Hopma NOBbLILLEHO HopMa noBbILLEHO
(6e3 ouaroBOW CUMNTOMATMKK) (Npn ouaroBoii cMMNTOMATUKE)
QHuedanonatmn B HekoTOpbIX cny- Cocyauctole 3abo- Tpasma (cybpay-
B 6O/bLWMNHCTBE yasx 3Huedano- nesBaHns (OKKIIO- panbHoe, anuay-
cnyyaes o06yc- natum obycnos- 3 MO3rOBbIX panbHoe uAn MO3-
NIOBNIEHbl MeTa- NieHbl MeTabonu- apTepuii) ropoe KpoBOU3-
6onnMyeckummn YecKuMu Hapy- naxune, ywunbol
HapyLweHnsMu weHnaMn (oTpas- Mo3ra)

NeHne CBUHLOM,
BOJHasA WHTOKCK-
Kauunsa, CUHAPOM
Pes, BblpaeH-
Has aHoOKcus)
OTpaBneHue onyxonu mosra
nekapcTBeH-
HbIMU cpea-
cTBamu
NHpekuns LHC MHbekuna LIHC NHpekuyna LHC Nudekuyna LHC
(MEHUHINTBI, (MEHUHTUTHI, (aHuedannTol) (abcueccbl Mo3ra.
3HUedannThl) 3HUedannThbl) cybaypanbHas
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Mpogon>keHne Tabn. 20-3

BHyTpuyepenHoe AasneHue

Hopma noBbILLEHO HopMa NoBbILLEHO
(6e3 o4aroBoit CMMMNTOMATUKM) (Npy 04aroBoil cuMMTOMATHKE)
aMnuema, 3Hue-
hanunTtbl)
Tpaema (coTps- Tpasma (cy6ay- TpaBma (ywu6
ceHue) panbHoe KpOBO- Mo3ra)
n3nnsHNe y rpya-
HOro peb6eHka,
cybapaxHoun-
flanbHOe KpOBOW3-
naHue)
dnunencua (co- Onyxonun mosra dnunencua (coctosd- CocyaucTble 3a6o-
cTOofiHME nocne (cpefHunii mMo3r), HVWe nocne npu- nepaHus (MOpoku
npucrtyna) rmapouedanus cTyna ¢ napanu- pasBuTnA)

yom Toppa)

K Heobxo4uMbIM NnabopaTopHbLIM MeTOAaM UCCNefoBaHUA OTHOCATCS
onpejeneHve YpoBHA caxapa B KPOBW W 3NeKTPOSIMTOB, ra3osB KPOBW,
MOCTaHOBKa MEYEHOUHbIX MpPo6 U HEKOTOpble TOKCUKOMOTrMYeCKue
mMeToAbl. pW NOBbLILEHUN BHYTPUYEPENHOrO AaBieHUsl, OCOGEHHO Y
60/bHBIX C 04aroBbIMU NOBPEXAEHUSAMU MO3ra, C Le/blo UCKIYEHUs Y
HUX GaKTepuanbHOro MeHUHrMTa fnokasaHa CrMHHOMO3roBas MyHKUKWS.
OHa compshKeHa C MOBbILUEHWEM PUCKA Pa3BUTUSA YeperHO-MO3roBOiA
FPbDKM B 06/1aCTU MODKEUKOBOrO HameTa. [leTeil C MOBbILWEHHbIM BHYT-
pUYepenHbIM AaB/IEHUEM U 0YarOBbIMU HEBPOJIOTMYECKMMM NMPU3HAKaMu
nepes MpoBefeHMEM MYHKLUMM HeO0OXOLMMO MNPOKOHCY/NbTUPOBAThL Y
Helpoxupypra. [ns npaBWbHON AMArHOCTUKN KOMaTO3HOMO COCTOSIHMA
y pebeHKa C 04aroBbIMW HEBPO/IOrMYECKUMY CUMMATOMaMK 00bIYHO Tpe-
OyeTcs MpoBefeHVNE KOMMbIOTEPHON ToMOrpadum.

JleyeHue. Tpn BegeHMN KOMATO3HOrO pebeHKa Heo6XoAMMO CTPOro
cneguTh 3a ero AbixaHnem. PebeHka He creflyeT OCTaBfATb B MOMOXe-
HUWM Ha CMWHE; MONOXEHMe Ha 60Ky MO3BOMSET CHU3NUTHL PUCK acnupa-
UMM CN3WM MU PBOTHLIX Macc. O4eHb BaKHO MOCTOSIHHO OTCACbIBaTb
CNun3b. BONBHOTO HW B KOEM C/ydvae Hefb3sf OCTaBAATb 6e3 BHUMaHUs.

YMEepPeHHO BbIPAXEHHAA TUMOKCUA KIMHUYECKM MOXET He npo-
ABNATLCA, NO3TOMY He0obXOAMMO MNEpPUOLMYECKM WCCNeAoBaTh COCTaB
rasoB KpoBW. [UNEpBEHTUNAUMSA BefeT K [bIXaTe/lbHOMY ankanosy.
CneflyeT NMOMHWUTb, YTO 3MEKTPOJIUTHbLIE U3MEHEHUA MPU HEM, BK/IHOYas
MOBbLILLEHNE B KPOBU YPOBHS X/0PUAOB U CHUXKEHWE YPOBHA rUApoKap-
60HaTOB, CXOAHbI C TaKOBbIMW MpW MeTabonmMyeckom aumgose. OTIu-
UMTb WX MOXHO TONLKO Mocne onpegeneHuss pH kposw.

WNH(y3noHHYI0 Tepanunio cnegyeT NMPOBOAWTL NOJ MNOCTOSHHBIM KOH-
TPO/EM 3a YPOBHEM 3/IEKTPONUTOB B KpoBu. Camas uvacTas owiMbka
COCTOWT B runeprugparauum, NpuBoAALLEN K pa3BUTUIO BOLHOW WUHTOK-
CUKaLWK; HepedKo pebeHOoK, HaXOAALLMIACS B KOMATO3HOM COCTOSHWM, B
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OT/IMuMe OT APYroil MaToNorMu, He CMpaBAseTcs AaXe C YMEPEHHOM
BOAHON Harpyskoi. TpuunHOiA 3TOr0 CUMTAIOT HapyLUeHVEe (QYHKLNK
runotanamyca C HeafeKBaTHOM CEKpeunein aHTUAWYPETMYECKOro rop-
mMoHa (AAIN). Mpu n3bbITouHON cekpeunn ALl BblgenseTcs HebOMbLLIOE
KONNYECTBO KOHLIEHTPMPOBAHHON MOYM Ha (POHe rUMNEepPBOEMUN U
runoHatpvemmn. Ecnu Bpady OyaeT obpaliaTb BHUMaHUe TOMbKO Ha
KOMIMYECTBO BbIENAEMOM MOUM, Y HEro MOXET CO034aTbCs OLUMOGOYHOE
BreyaT/ieHne TOro, 4To pebeHOK CcTpajaeT 06e3BOXMBaHWeM. Eciu
TakOMy pebeHKy MpOLO/MKAT BBOAUTL FMNOTOHMYECKME PacTBOPbLI, Y
HEro MOXeT HacCTyMnuTb NieTa/lbHblli UCXOA. JleueHue Mpu MOBbILLEHHOM
cekpeuun AL 04YeHb NPOCTOE W 3aK/KOYAETCS MWL B OFPaHWNYEHUM
XMUAKOCTM 0 TeX Mop, NOKa He HOPMaln3yeTcs YPOBEHb 3/1EKTPONTOB
B KPOBM W €e OCMOJSPHOCTb.

YKM3HEHHO BaXKHO HEME[/IEHHO HayaTb /leYeHNe KOMaTO3HOro 60/1b-
HOrO MpW MOBBILLEHWN Y HEro BHYTPWUYEPENHOro AaBieHus, 0COBEHHO C
Pa3BUTMEM YEpPerHO-MO3rOBOA TpbbkKM B 06/1aCTM  MO3XKEUKOBOIO
HameTa. pu MOBbILWEHWN JaBneHUs, 06YCMOBAEHHOM rugpoLedanvei
NN OKK/IHO3MEN XXeTyJ0YKOB MO3ra OMyXosbto, 3(heKTUBHA MyHKLMA
nocnegHnx. OnpeaeneHHble TepaneBTUYECKME MeponpuaTUS MPOBOASAT
MPU MOBbILLEHUI BHYTPUYEPENHOrO AaB/feHUs B pesyfibTaTte HabyxaHus
mo3sra. KoHTponupyemas runepBeHTUAALUA ObICTPO CHUXKAET €ro,
BbI3blBas CMa3M COCYAOB TFO/IOBHOrO Mo3ra. B 3KCTpeHHbIX cnyuasx
MCMONL3YKT OCMOTUYECKME ANYPeTUKU. OHM CMOCOOCTBYIOT YMeHbLLe-
HWIO 00bEMA MO3ra W CHUDKEHWUIO BHYTPUYEPENHOro [aB/eHUs Yxe
B MpeAenax HeCKONMbKUX MWHYT MNOcne Havana WHQysum. Haumbonee
BblpaXKeH 3P(eKT nocne BHYTPUMBEHHOIO BBEAEHUS  MaHHUTONA
(1—2 r/kr) n moyeBuHbl (0,5—1 r/kr). Ans npodunakTuUKL nepepa-
CTSDKEHMS MOYEBOr0 My3blps €ro npefBapUTESIbHO OMOPOXHSIOT C
MOMOLLBI0 KaTeTepa. MaHHMTON WM MOYEBMHA BbI3bIBAOT BPEMEHHbIN
athheKT, AeiiCTBME VX PeAKO MPOAO/MHKaeTca 6onee 6 Y, NPy MOBTOPHOM
BBeAEHUN 3(h(PEKTUBHOCTb MpenapaToB 3aMeTHO CHWkKaeTcs. [ns 6onee
ANVNTENbHON KOppeKUun oTeKa Mo3ra ap(eKTUBHbI O60/bLUNE [03bl CUH-
TETMYECKUX KOPTUKOCTEPOMAOB. [leKcaMeTa3oH BBOAST BHauase BHYT-
puBeHHO B pgo3e 0,2—0,4 Mr/Kr, 3aTeM BHYTPMMbILEYHO B fJ03€
0,1—0,2 mr/Kr yepe3 Kaxable 6 4. [lelicTBME MPOAOMKAETCSH OObIYHO B
TeyeHMe 6 Y nocne Hadvana neveHms. Fpyu nevyeHU ropMoHamu y feTeld
HeobX04MMO MOCTOSIHHO NPOBOAMTL aHA/IM3 Kana Ha CKPbITYH KPOBb U
KOHTPOAUPOBaTL YPOBEHb 3NEKTPO/NTOB B KPOBW. 3TW Meponpustus
He [O/MKHbI MPOBOAUTLCA BMECTO HanpaB/eHHbIX Ha OCHOBHOe 3abosie-
BaHME. Y OO0/bHbIX C BbIP@XEHHbIM OTEKOM MO3ra, 06YCNOB/IEHHbIM
TpaBMOW Yepena, ¢ CMHAPOMOM Pes NpoBOAAT ANUTE/IbHOE MOHUTOPHOE
HabntofeHve 3a BHYTPUYEpenHbIM [JaBfeHMeM C MOMOLLBIO KaTeTepoB
WM LATYUKOB: MEPBble BBOAAT B XKEMYL0UKM MO3ra, BTOpble UMMIaHTK-
pyloT B cybaypanbHoe wnn cybapaxHoufanbHOe MPOCTPaHCTBO.

bonbLuoe BHUMaHWE NP A1UTeNIbHOM KOMATO3HOM COCTOSHWUU 60/1b-
HOro creflyeT yfensiTb 3HTepa/lbHOMY NuTaHWio. Cpasy nocse 3atuxa-
HUA OCTPOI CTaAMM NpOLecca HanaKMBalOT MWTaHUE Yepe3 30HA.
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CYAOPOXHbIE COCTOAHWSA Y AETEA

Cypoporu y feTeli OTHOCATCA K Haubosiee pacrpocTpaHeHHbIM CO-
CTOSIHWAM, YTPOXAIOWMM XU3HW. OLHOKPATHO WM MHOMOKPaTHO 3TO
COCTOSIHVME [0 AOCTUDKEHWS Mepuoja 3pesniocTy HacTynaeT NpUMEPHO Y
5% u3 HUX. KnuHMYeckme NPosABNEHUS LUMPOKO BapbUpYOT, MpY 3TOM
HECKO/IbKO CMHAPOMOB COMPOBOXAAKTCA Ccneumpmyeckummn npunag-
KaMW Kak BefylwyMu npusHakamu. BaxHa TouyHas AMarHoCcTWKa, Tak
Kak 3TMOMIOTUSA, NeYeHWe W MPOrHO3 pas/IMyHbl Mpu pasHblX (opMax
CYA0POXHbIX COCTOSIHWIA.

Cy[lOpOXHbIe COCTOSHUA OMPEeAenatoTCHd HECKONbKAMU TEPMUHAMMU.
TepMUH «nNpunagku» HavMeHee cneymmnyeH n ncnonb3yetcsa ans 0603-
Ha4yeHNs NMapoOKCU3Ma/IbHbIX COCTOAHWUIA, MPEAMNOOXKUTENBHO CYXKaLLMX
MPOSIBNEHNEM aHOMa/IbHON 31EKTPUYECKON aKTUBHOCTM MO3rOBbIX HEil-
POHOB. TEPMUHOM «CyAOpOrm» 0603Ha4aloT NpUMNagKu, XapakTepusyto-
Lupeca ABUraTe/ibHbIMU pPeakuuammy B BUAe NOBTOPAIOLLMXCH (KNOHMYe-
CKME) WM MOCTOSIHHbIX (TOHWMYECKME) HEMPOM3BO/bHBLIX COKpPaLLEeHWiA
MbilL. OHW MOryT 6bITb reHepaiM30BaHHbIMU WN OrPaHNYMBATLCS
OTAENbHLIMU MbILLEYHbIMU FpynnaMu. TepMUHOM «anunencus» 0603Ha-
YaloT MOBTOPAOLLMECS NPUNALKL IMB0 HEU3BECTHOI aTmonoruu (Mguo-
naTnyeckas anunaencus), NMbo BCNeACTBUE BPOXAEHHbLIX WK npuobpe-
TEHHbIX MOPaXKeHMI Mo3ra (CUMMTOMAaTUYeCKas, OpraHuyeckas wim
BTOPUYHASA 3nuencus).

MpeLnoXeHO HECKONbKO KacCuM(MKaLmili Nnpunagkos, U3 KOTOPbIX
Hambosbllee pacnpocTpaHeHWe Monyymna kKnaccugukaums MexayHa-
pogHoi Jliurm no 6opbbe ¢ anunencuein (ILAE).

Tvnbl NpunagKos

MapymnanbHble NPUMNagKY BOSHUKAIOT NMPU NOKa/IbHOM BO3GYXKAEHUN
s OfHOM nonywapun. CosHaHWe GOMbHOMO COXPAHSETCs, HO onpeae-
NeHHble (YHKLMM MOTYT BPEMEHHO HapyLaTbCsl, Hanpumep Npu BO3-
OY>KAEHUM AOMUHUPYIOLLErO MOMYyLIAapWs HapyLlaeTcs peyb.

MapuvanbHble NpUNagKM C  ABUraTeslbHbIMKA - MPOSIB/IEHUSMM.
K HMM OTHOCWUTCA HECKONbKO TWMOB MpWMNagKoB. KnoHuyeckue cypno-
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Knaccugmkaumsa ILAE Mpoyaa TepMuHonOrns

MapupanbHble NPUNaaKu
MpocTble napuyanbHble
npuUnagkn ¢ ABuratenbHbIMU

npossneHnamn [>KEKCOHOBCKME npunagku, unm (bOKaﬂb-
C CeHCOpHbIMK CUMNTOMaMU Hble ABUraTesibHblE NpPUNaaKu
C BeretaTvBHbIMW CUMNTOMaMM CeHcopHble npunagku

Mpunagkn abAoMUHaNbHbIE, 3NKUNenTUYe-
CKUE WMN 3NUNENTUYECKUIA IKBUBANEHT

CnoxHble napuymanbHble npu- MMCUXOMOTOPHbIE, WM BUCOYHbIE, NPUNagKN
nagKkm
[eHepann3oBaHHble MNpUNagKu

AbcaHcbl Petit mal

TunnyHble BapuaHT petit mal, wwm cnoxHole petit mal

ATUNNYHbIe

MWOKOHNYECKMe NpUNagKn MWOKNOHNYeCKe NpunagKu

ATOHUYECKME NPUNAAKU AKNHETUYEeCKNE NpUnagKu, Uin NpUcTynbl ¢

nageHnem

TOHMKO-K/IOHWNYECKME MPUNaAKN Grand mal, 60fbluMe CY[OPOXHbIE MpU-
nagkn, reHepasim3oBaHHbIE  CYA0POXHbIE
npunagku

PO MOTYT HauMHATLCS B O4HON rpynne Mbiwy, (Yalie crubatenn nanb-
LieB), 3aTeM OHW PacrnpoCTPaHAKTCA Ha UX COCEAHWE TpynMbl (4KeKco-
HOBCKOE pacnpoCcTpaHeHue), MOKa B MPOLECC He BOB/EKYTCA MbilULbI
BCE NOMOBUHbLI TyNnoBuLLa. BONbHOW OCTaeTca B CO3HaHUWM, ecnu BO3-
OyX[eHWe pacnpocTpaHseTcs Ha ofgHO nonywapuwe. B atom cnyuvae
NpunagoK MepexoauT B reHepasn30BaHHblE  KIOHWKO-TOHUYECKUE
cygoporu. [>KeKCOHOBCKME MpuUMagky 4acto 00YyCnoB/eHbl 0Kasb-
HbIMM MOPaXXEHUSMU MOTOPHOM 30HbI KOpPbl FOIOBHOFO MO3ra, 3a CcyeT
4ero M MPOUCXOAUT MepBOe MaTONOrMYeckoe [ABuKeHue. PokanbHble
ABuratefibHble nNpunagkyn 6e3  [KEKCOHOBCKOr0  pacrpocTpaHeHus
MMEIOT MeHbLUEe 3HayeHve AN OMpeAeneHns oKaau3aumMm npowecca B
FO/IOBHOM MO3re, OCOGEHHO €C/IM OHWM COMPOBOXAANTCA [ABUKEHUEM
rofioBbl W rna3 B CTOPOHY (BEPCUOHHbLIE MPUMAAKK), YTO MOXET ObITb
00YC/OB/IEHO 3NWIENTOTEHHBIM 04YarOM Kak B UMCW-, TaK U KOHTpana-
TepanbHOM nonywapuu. Mocne hoKanbHOrO ABUraTeNIbHOro MpUnagka
4acTO HacTynaeT TPaH3WUTOPHbLIA Mapainy Ha MNOPaXEHHOW CTOPOHE
(napanuu Topna), KOTOPbIA MOXET MPOAO/IHKATLCS B TEUEHWE CYTOK,
0COGEHHO Yy AeTeli Mfafwero Bo3pacta. VHorga gsuratefibHble npu-
NagKu NPOAO/KAKTCS B TeUYEHWEe HECKOMbKMX Heaesb, MECALEB U faxe
neT. 3TO COCTOSIHNE M3BECTHO Kak epilepsia partialis continua. Y geTel
OHa 06bIYHO CBUAETENLCTBYET O XPOHMYECKOM Q4YaroBoM 3HUedanuTe.

MapumasibHble NPUNaSKN C CEHCOPHbLIMM CUMMATOMaMM MOTYT Mpo-
ABNATLCA MPEXOAALLMMM OLLYLLIEHUAMU NOKaNbIBAHUS WM OHEMEHUS Ha
OJHO CTOPOHE, MHOrfZa C 04YaroBbIM HA4asioM W PacrnpoCTpaHeHWEM,
aHaNOrMYHbIM [IXKEKCOHOBOBCKOMY. OHU Yallle 06YC/I0BEHbI 3MUENTO-
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FeHHbIM 04aroM B MapueTanbHONM, a He B MOTOPHOI 30He. BusyasibHble
npuvnagkn, 06YCNOBMEHHbIE MOPAXEHUEM 3aTbIIOYHOW A0MKU, COMpo-
BOX/AIOTCA OLLYLEHMAMM BCMbILWEK nNepej rnasamu, 0BOHATeNbHbIe
MOrYT Ha4YMHATHLCA C OLLYLLIEHUA HEMPUSATHLIX 3anaxoB W NepexoauTb B
reHepasin3oBaHHble KNOHUKO-TOHWMYECKMe npucTynsl cygopor. Mopo6-
Hble «MpWUNaAKW W3BWAUHLI» YacTO CAYXAT PaHHUM MPU3HaKoM Ony-
X0 BUCOYHON fgonwn. TpuCTynbl FONOBOKPYXEHUA TPYAHO OTIUYWTH
OT ero Apyrux npuumnH, BKIKOYas JOOPOKAaYeCTBEHHbIE MapOKCM3Masb-
Hble TO/IOBOKPYXXEHUS, MUFPEHb W NABUPUHTUT.

BeretaTvBHble MpuUNagkM NPeAcTaBaslOT Cco60M TPaH3UTOPHbIE
HapyLUeHUs BereTaTMBHbIX PYHKLMA. OHM conpoBoXaatoTcs nobnegHe-
HWEM WK NOKPaCHEHWEM KOXHbIX MOKPOBOB, FOMOBHOW 60/bl0, Taxu-
Kapawen, paclumpeHuMeM 3padkoB, 6OMbI0 B XKMBOTE, HEMPOW3BO/IbHLIM
MouencrnyckaHueM. bosb B XKMBOTE He IOKasM30BaHa U CBfi3aHa C Apy-
MMM HapyLUEeHUsMU BereTaTMBHOW perynauun. Y feTeil ee peuuguvsu-
PYHOLMIA XapakTep 00bIYHO CBA3aH He C NpunagkKamu, a ¢ gpyrumu npu-
ymHamm. CHMMTOMbI U MPU3HAKW Pas3gpakeHns aBTOHOMHOW HepBHOA
CUCTEMbI 0ObIYHO CBsA3aHblI C APYrMM TUMOM NPUNagKoB, OCOBEHHO €O
CNOXHBIMU  NapLMabHbIMU.

CnoxHble napuuanbHble Npunagkyi 06YCOBMEHbI Mpoleccamy B
BUCOYHON gone. UX KAMHWYECKME MPOSBAEHNS LUMPOKO BapbMpyHoT,
CO3HaHWe OblBaeT CMyTaHHbIM, HO MO/IHOCTLIO He YyTpaduBaeTcs.
BonbHOW 06bIMHO MOMHUT O Hayasne mpunafka. OnuckIBalOTCA Cayvaum
COMHOJ/IEHTHOrO  COCTOSIHWS,  BCMbILLKN-BOCNIOMUHAHUSA,  OLLYLILEHNS,
JenepcoHanm3auumn 1 NosBMeHWs YyBCTBA YBEPEHHOCTW B TOM, YTO Ha-
cTosilee CcOObITUE YXKe COBEpLIAioCh paHee, WAM HEYTO XOpOoLlo
M3BECTHOE 60/ILHOMY KaXKeTCs eMy COBEPLUEHHO CTPaHHbIM WM HOBbIM.
MoryT nosiBUTbCA  3pUTENbHbIE  TaOUMHALMN  WUAM  UCKaXEHUe
BOCMPUATMSA, KOrga npeiMeTbl KaxyTcsi 6onbliero (Makponcus) wumm
MeHbLUIero (MWMKpOMCUs) pasMepa, Yem B [AeWCTBUTENbHOCTM, WK
ronoca, 3Byvawjme BHaIM W MOYTM HepasINYMMbIE, HEOOLIYHO TPOM-
Kumu. Tpn hoKanbHbIX MPUMNAaAKax, 3a KOTOpble OTBETCTBEHHA BWCOY-
Has [ONs AOMUHMPYIOLLEro nofyllapus, Hapyluaetcsi peyb. HacTpoe-
HUE W3MEHSEeTCS Mpu BOBJIEUYEHWM B MPOLECC TYOOKUX CTPYKTYp
BMCOYHOM AONN WAWM NMMBUYECKMX CTPYKTYp. Yalle BCero y 60/bHOro
NOSIBNSAETCA YYBCTBO CTpaxa U TPeBOrN. HEB U arpeccrBHOE COCTOSIHME
6onee peaky M OTAMYAKOTCA OTCYTCTBMEM MPOBOLUPYHOLLEA MPUYUHBI W
MX HampaB/ieHHOCTU. MoryT 6bITb TaK Ha3blBaeMble CMELLSIMBbLIE MPU-
nagkn. CnoxHble napumasibHble NpunagkM 06bIYHO COMPOBOXAAKTCS
CTEPEOTUMHLIMW,  HANMOMMWHAKOLWMMK  HanpaBfieHHble,  ABMKEHUAMU
(MOTOpPHbIA aBTOMATWU3M) N1aBHbIM 06pa30M pTa: UMWUTALMS XEeBaHUS U
rnotaHusi. Yacto 60/bHO BGECCMbICNEHHO MNOBTOPSET HEKOTOpPbIe
3BYKW, a MpU WCMyre W CTpaxe HauMHaeT OfeBaTbCsl, XOAWTb, Geratb.
Mocne CMAOXKHOMO 4YacTUYHOTrO NPUNagKa MOXET HaCTynUTb Nepuog
Jenpeccun, B TeYeHWEe KOTOPOro 60/IbHOA CNUT WMAM HAaxOAMTCS B CO-
CTOSIHMM COHAMBOCTU. [locne KpaTKOBPEMEHHOrO MpWCTyna COCTOSIHME
HOpManu3yeTcs cpasy.
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eHepann3oBaHHbIE NPUMaKM pasBMBatOTCA MpU  BO36Y>KAEHUU
obomx noaywapuii U 4acTo MOAKOPKOBbIX CTPYKTYp. [eHepann30BaH-
Hblli XapakTep OHWM MPMOOPETAlOT C CamMOro Havasaa Wiav Nnocnie Havasb-
HOro (hokanbHOro npunagka. B nocnegHem ciydvae npunafgky npejile-
CTBYIOT CMMMTOMbI NapuuansHoro npunagka. CoxpaHsiolLleecss BOCMO-
MWHaHVWe 06 3TWX MpM3HaKax HasblBalOT aypoii. Co3HaHMe yTpauu-
BaeTCA BO BpeMsl TEHEepasM30BaHHOrO MpuWnagka, HO MEpWoA €ero
yTpaTbl MOXeT ObITb HACTO/MbKO KOPOTKMM, YTO €ro TPYLHO 3aMeTWTb
(Hampumep, npyu reHepaM30BaHHOM MWOK/IOHWYECKOM MNPUMNAAKE).

TunuuHble abcaHcbl (petit mal) npeactaBnatoT coboit hopmy nep-
BMYHOrO reHepasM30BaHHOIO MpMNagKa, 3akniovaloLerocs BO BHe3ar-
HOM MpeKpalleHun ABUraTenbHbIX (YHKUWMA C OCTaHOBKOW B3opa U
yTpaTol YyBCTBA OpUEHTaUMK. VIHOrda rnasHble A6/10KU 3aKaTbiBalOTCA
nnn 60MbHONM YacTo muraet. bonbHOW BO Bpems Mpunagka He nagaer,
0fHaKO He MOMHWT O CAYYMBLUEMCSH, Y HEro OCTaeTCs /MLWb YYyBCTBO
BbIMAEHNs1 0Tpe3ka BPEMEHM.

ATUNUYHBIE abCaHCbl MOTYT 6bITh CcBA3AHbI C MOTOPHbLIM aBTOMa-
TM3MOM (MPUYMOKMBaHME ry6amn wam cKnafblBaHWe PyK) WU Bereta-
TUBHBIMU HapyLleHNsAMU (BKNOYas HEMPOW3BObHOE MOYEUCNyCKaHue).
WX TpygHO OTAMYMTL OT CAOXKHbIX MapuvanbHbIX NPUMALKOB U ANs
YTOUYHEHMs [uarHosa TpebyeTcs anekTposHuetanorpadua (33I).
WHorga atvnuyHble abcaHChl MOYTW HEMPEepPbIBHO NMOBTOPAIOTCA B Teue-
HUE HECKO/IbKMX 4acOB WM faxe fHei. B aTom cnyuvae pebeHOK Bna-
[laeT B CTYMOpPO3HOe COCTOsiHMe (cTaTyc abcaHCOB).

MUOK/IOHNYECKME MpUMNagKM 3aK/1YaloTCs BO BHE3arnHO HacTy-
NaroLmMX MOTHMEHOCHbLIX COKpaLLEHMSAX MbILLL, 4allle BCero crubarenei
KOHEYHOCTEN W TYNOBWLLA; WX Ha3blBAKT AEeTCKUMWU cnasmamu. [etu
6onee CTapLlero Bo3pacta 4acToO BHe3anHo nagalT (No Tuny cknaj-
HOro HOXa). JTU NpuUnagkM HeobxoanmMo AnddepeHUNpoBaTb OT MMO-
K/NOHyCa, O6YC/IOB/IEHHOrO MOPaXXeHWEM MO3Xeuyka W  CTBOJIOBbIX
CTPYKTYpP (CUMNTOM MO3XEUYKOBOM aTtakcuu). [pu MHTEHLUMOHHOM MMO-
K/IOHYCe MNPOU3BOJIbHbIE ABVMXKEHUS KOHEYHOCTEW MO HanpaBfeHUuo K
Lenn NpUBOLAT K MOBTOPHbIM MOAeprvBaHuAM Mbiwy,. [pyras gopma
MWUOK/IOHYCa, He CBA3aHHOr0 C anwnercueid, pa3BuMBaeTcA Npu UHGaH-
TUNLHOM  TWUME CUHAPOMAa MOMMMUOK/IOHYCA-0MNCoKNoHyca. WHorga
MWOK/IOHYC, CBfi3aHHbI C OAHUM 6AM3NeXaliM CerMeHTOM CMUHHOIO
mo3ra unu 6onee, 06yCNOBMEH €ro fIOKaNbHbIM MopaXeHuem (0nyxosb
WM COCyfAmMcTas aHoOMasns).

ATOHMYECKWe MNpUMNagKM MpeAcTaBnstOT COO0 BHE3armHyr yTpaTy
TOHyCa No3bl 1 CO3HaHMS. OHWM MOTYT ObITb KPaTKOBPEMEHHbLIMM, KOTAa
BHE3aMHbIA HAaK/IOH FOMI0Bbl WM MafeHWe MOryT ObiTb €AMHCTBEHHbLIM
nx nposieneHnem. AunddepeHLMpoBaTh 0T MUOKIOHWYECKUX MPUNaAKoB
TpyaHo. bonee panutenbHble NMpUMNagKu MOTYT HauMHaTbCA C MageHWs
60/1bHOr0, KOTOPbIA OCTaeTCs HEMOABWXHBLIM W He pearvpyeTt Ha OKpy-
Xarollee B TeUEHME HECKONbKUX CEKYHA WA MUHYT. OHW HanomuHakT
0OMOpOK ¥ KaTannekcuto. bonee AnuTeNbHbIE aTOHWYECKMe Mpunagku
00bIY4HO  COMPOBOXAAKTCA  MOCTNPUCTYMHON  3aTOPMOXKEHHOCTbIO,
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COH/IMBOCTbIO, YTO MO3BONSET OT/IMYUTL WX OT CXOAHBIX COCTOS-
HWIA.

TOHMKO-KNOHUYECKME MpUNagKu Hanbonee TSXKeNble U MOryT yrpo-
»aTb XM3HM 60/1bHOro. OHWM MOTYT HauMHATbLCA BHE3aNHO UK UM Mpej-
LLIeCTBYeT aypa. BonbHOI TepseT CO3HaHME M MOXET ynacTb. B paH-
HIOIO (ha3y npunagka (TOHWYECKas) Y HEro 4acTo HacTyrnaeT A/NTefb-
HOe COKpalLeHMe MbILLL, HApYyLUaeTCs AblXaHue, KOXHble NMOKPOBbI CTa-
HOBATCA CUHIOWHbIMKA. 3yObl MAOTHO CXaTbl, A3bIK WM ry6a MoryTt
ObITb MPWKYLIEHbl. MHOr4a HauyMHalOTCA O06WUNbHOE CAHOHOTEUEHME,
PBOTA, HEMPOM3BO/IbHOE MOYENCNYyCKaHMe U aedeKalmsi, YTo OTpaKaeT
3aMHTEPeCOBAaHHOCTb BEreTaTMBHOI HEPBHOM CUCTEMBI. 3a TOHUYECKON
thaszoii cnegyeT KOHMYecKas (PUTMUYHblE COKpaLLEHUS Mblwl). [nas-
Hble S6/10KM MOryT MNOAEpPrvMBaTbCA MO HanpaBfEHWIO KBEPXY WU B
CTOPOHY. B KOHUe npunagka 60/bHOM paccnabnsercs, ero AbixaHue
HOpManM3yeTcs, MoCcne Yero HacTynaeT nepuog YrHeTeHus, Nofgo6HbIN
COCTOSIHMIO CHa, Pas3/IMYHON MpOJO/MKMTENLHOCTM. ocne NpobyxaeHus
00NbHOW >KanyeTcs Ha CUMbHYK TOMIOBHYKO W MbllLeYHble 60nm. OAnu-
TeNlbHble KNOHWKO-TOHWYECKME MPUMNaaKu Bbi3bIBAOT META60MMYECKME
HapyLUeHMs,, B TOM YNCNE TUMOKCEMMWIO, TUMEPKAMNHMWIO, PECTIMPATOPHBIi
auugo3 1 MoBbllLEHME YPOBHSA MOMOYHOM KUCNOTbI B KPoBU. ABOPTUB-
HbI1 MPUMAA0K MOXET ObITb NPeAcTaBneH TObKO TOHUYECKOW UK KO-
HMYecKol (asoii.

Mpn 3NMNEeNTUYECKOM CTaTyCe MOBTOPHbIE KNOHUKO-TOHWMYECKME
npunagky crnefgyloT OAWMH 3a APYruM, GONbHOM He NPUXOAMT B CO3Ha-
HMe. OTO OTHOCUTCA K HEOTNOXHbIM CUTyauusmM W Npu OTCYTCTBUK
COOTBETCTBYIOLLErO /IEYEHNS] MOXKET 3aKOHYMUTLCA NeTanbHO UK pas3Bu-
TMEM HeobpPaTUMbIX TUMOKCUYECKUX W3MEHEHWI A B TONOBHOM MO3re.

CoCTOSIHMSA, NpW KOTOPbIX MNPUNagKM CTaHOBSITCA
BeAyLM NpOSIB/IEHNEM

®ebpuNbHbIE CYA0pPOTK

OnpegeneHune. TpocTble (ebpubHble Cyaopory npeacTaBnstoT
coboin (hopmy reHepasm30BaHHbIX TOHUKO-KNOHWYECKUX MPUMNaKoB Yy
feTeli cO cnegytoWyMN AMArHOCTUYECKUMU  KpuTepuamu: 1) BCTpe-
yaloTCa Yy AeTeil paHHero M Mnagwero Bospacta (6 Mec —5 ner);
2) Temnepatypa Tena BO BpeMsl CyZopor 06bl4HO npeBbiwaeT 38 °C;
3) npuctyn HenpogomkuTeneH (meHee 15 MuWH); 4) OTCYTCTBYeT Held-
POVH(EKLMS; 5) HEBPOMOTMYECKME OTKIOHEHWS BHE CYAOPOr He OTMe-
yaroTCs.

MaTtodmsnonornsa n atmonorns. @debpuibHble CyAOpPOrM HacTy-
MarT Npu BbLICTPOM MOBLILLEHUM TemmepaTypbl Tena. CBA3aHHOE C HUM
ycuneHwe MeTabonnyecKMx MPOLECCOB B HEMpOHAX BbI3bIBAET CHUXKe-
HWe nopora CyfopoXHOW roTOBHOCTU. Cy[oporu cBsi3aHbl U C reHeTU-
YECKOM MpefpacrofioKeHHOCTLIO: YKa3aHWA Ha HUX BCTpedyalTcs B
aHamHe3e 6paTbeB U cecTep B 60—70% cnyuvaes.
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UacToTa. OAHOKpaTHble WM MOBTOPAIOLLMECS 3NM304bl Cyfopor
BcTpevatoTcs y 4—5% peteil. OHM yalle BCEro COMPOBOXAAlT 3a60-
NeBaHWs, NpOTEKalLMe C BbICOKOW TemmnepaTypoii Tena (CpeaHwid
OTWT, KOpb 1 Ap.). Kak npaBmio, cyfoporu nosBasiTCs B Havane 3abo-
NeBaHWA Npy BGbICTPOM W BHE3aNHOM MOBbILLEHUM TeMNepaTypbl Tena u
MOryT ObITb NepBbIMM MpU3Hakamy 3abonesaHus. MpUONU3UTENBHO Y
50% 60nbHbIX BO BpeMs MOBTOPHOFO MOBLILLEHWS TEMMEepaTypbl Tena
OHM He BO306GHOBNAKOTCS; MX 5—6-KpaTHble PeLMAMBLI He XapaKTepHbI.
WHorga BO Bpems OHOKPATHOrO MOBLILLEHUS TemnepaTypbl OblBaeT
6onee OHOrO CyAOPOXHOIO MpWnajka.

KnuHnueckue nposeneHus. MNpunagkm MOryT ObiTb FeHepanuso-
BaHHbIMW  TOHWKO-KNOHUYECKMMU  WAN  aTOHUYeCKUMU  6e3  aypbl.
Y peTeli ¢ napumanbHbIMU WU GIUTENTbHBIMU TeHepaIM30BaHHbIMU MpK-
nagkaMmyn 06blMHO AMArHOCTUPYIOT He (hebpunbHble CyAoporu, a uauo-
naTnyeckyto anunencuo. OTYETNMBOE HapyLUeHWe [AblXxaHusi OblBaeT
pefko. T1ocTNPUCTYNHBLIA CTYNOP KPaTKOBPEMEHHbIA, W CO3HaHWe
pebeHKa K nmpuxogy Bpava O0O6bIYHO SICHOE.

Pe3ynbTaTbl NabopaTopHbIX UCCiefoBaHWA U auddepeHLmanb-
Hbli gnarHo3. Hambonee BaXHO UCKAOUUTb MHMEKLMOHHOEe 3aboneBa-
Hue LUIHC, ocobeHHO OCTpblil 6akTepuanbHbliA MEHUHIUT. MpyU NOCTOSH-
HOM COH/MIMBOCTU pebeHKa, HampsXKeHHOCTU MepefHero POoAHUYKA WK
PUrMAHOCTU 3aTbINIOYHBIX MbILWL, HEO6XOAMMO MUCCef0BaTb CMMHHOMO3-
roBYK >XUAKOCTb. CrieflyeT TakXe WCK/IUYUTb MHTOKCUKALMIO npena-
paTaMu, MCMo/Mb3yeMbIMU B KayecTBe CMMMATOMATMYeckux ((heHoTuma-
3MHbl, KCAHTUHbI WM HAapKOTWKWK). [umapes n pBoTa MOryT 6biTb 06yc-
NOBMEHbl  AMcOGanaHCOM  3MEKTPOIMTHOIO COCTaBa, KeToauuzo3oM,
FMMNOr/IMKEMUEA M TOKCMYECKOM 3HUetanonaTuein, 4To uvalle BCEro
OTMevaeTca Mpu AuseHTepun. JuddepeHunantHbIl guarHo3 npu npo-
CTbIX (hebpW/bHbIX CyAoporax W 3nWencunm MOXeT 6blTb 3aTpyLHEH,
OCOGEHHO MOTOMY, YTO MOCAEAHAS MOXET HauMHaTbCA C MPMNajKoB,
CBAI3aHHbIX C /INXOPaf0YHbIM COCTOSIHMEM Y AeTeil paHHero Bo3pacTa.
OfHako npu anuaencum nNpunNagku He OTBEYaloT AWNArHOCTUYECKUM
KpuTepusM npocTbIX (hebpuibHbIX Cydopor. VM yacTo mpeaLlecTByoT
HEBPOJIOrMYECKME HapYLUEHUs WM 3aMefjIeHHOe pa3BuTUe, OHW 6ornee
NPOLO/MKUTENbHBI U MOTYT 6bITb (DOKaNbHLIMMW, NOABASAIOTCA MPU MEHb-
el TemnepaType Tena, YeM MpPoOCTble ebpunbHble Cyaoporu.

PesynbTatbl 33l -nccnefoBaHns ManoOMH(OPMaTUBHbLI B MEPBYIO
Hefento nocne npunagka: Ha I3 BbIABNAOT ANPPY3HYIO NOCTUKTaNb-
HYI0 Me[/IEeHHOBO/IHOBYO aKTUBHOCTb. B COMHUTENIbHLIX Cly4Yasx 3anu-
CaHHas uepe3 Hedeno unu 60/ee, OHA MOXET O0Ka3aTbCs MONE3HON.
Y peTeit ¢ npocTbiMU PebpUbHBIMU Cyfoporamy M3MeHeHnst Ha 330
OTCYTCTBYIOT, HO 06HapyXusatoTcs noutu y 2/3 60/bHbIX NpU ugmona-
TUYECKOW 3MNWUENnCcum.

JledyeHune. >KaponoHwkarowne cpeactea (aueTammHOMeH), npo-
XNagHoe NuTbe NpefynpeXxaarT peuuaus CyAopor npu TeKyllem 3a6o-
NEBAHUM U CHWKAKT [0 MUHMMYMa PUCK UX PasBUTMS MpU CRefyHoLem
nnxopagsuiem 3abonesaHun. CnepyeT m3berats HasHaueHUs cannumna-
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TOB MpU FpuUnne Wiy BETPSHOA ocne, Tak Kak OHU MOBLILLAIOT PUCK pas-
BUTUA cuHApoma Pes.

Llenecoobpa3HOCTb Ha3HayeHUs MPOTUBOCYLOPOXHbLIX Mpenaparos
AN nNpefynpexaeHus noBTOPHOrO MpuUcTyna cygopor criopHa. Baepe-
Hue, Hanpumep, (eHobapbuTana B Hayane 3aboneBaHUsA HeaPdek-
TUBHO, TaK KakK TeparneBTUYECKas KOHLEHTpauus ero B KPOBWM 0ObIYHO
He JOCTUraeTcs K MOMEHTY MakCUMAa/bHOro pasBuTus cygopor. Heko-
TOpble CneuuannucTbl PeKOMeHAOoBasM MOCTOSHHOE MPUMEHEHWE Mpo-
TMBOCYAOPOXHbIX CPeACTB B TeyeHMe Bcero nepuoga (4o 5 ner)
Hanbo/bLIE BEPOATHOCTM pa3BMTUA (PedbpunbHbIX cygopor. Yaule
BCEr0 C 3TON LEMb0 UCMONb3YHT (PeHobapbuTan B [03e MPUMEPHO
3 Mr/(Kr- cyT), 4TO MO3BONSIET AOCTUYL €ro KOHLEHTpauun B KPOBU B
npegenax 15—20 MKr/mn. JleyeHne Mo 3TOW CXeMe MO3BOMSET CHU3NTb
4acToOTy CyAOpOr B [JaibHeiLlleM, HO He MCKMIOUYUTb WX MOMHOCTLIO.
OHO MpMBOAWT K TOMY, UYTO OKONO 4% peTeld BbIHYXAEHbI MPUHUMATb
npenapaT B TeUeHWe HeCcKOoNbKuX net. FNockosbky noytn y 50% Hene-
YeHbIX feTeid peumamBbl NPOCTLIX (ebPUbHBLIX CYA0pOr He OTMe-
yaroTCs, NO KpaliHeil Mepe Yy MONOBMHbI AeTei NevyeHWe He orpasAaHo.
Hanbonee pa3ymMHO HasHayeHuwe (peHob6apbuTana mnocne BTOPOro WM
TPeTbero NpucTyna cyfopor, 0CO6eHHO ecivi OHW NPOBOLUPYHOTCA YMe-
PEHHBbIM MOBbILLEHNEM TeMMepaTypbl Tefa, a NPeALlecTBYIOLWMIA npyna-
[OK CcOonpoBoOXAa/icA HapylueHueM fbixaHus. K HexenarefibHbIM MO-
CNeAcTBMAM  MOCTOSHHOFO MpUMeHeHUs (eHobapbuTana OTHOCATCS
6ofbllias 4yacToTa W3MEHeHWUs MOBEAEHUs, TUMepKUHe3bl W WHOrAa
annepruyeckue peakummn. Ans neyeHms peTeit 6o NpeLoXkKeHbl Aua-
Kap6 u Banbnpoat HaTpus. BO3MOXHbIA renaTtoTOKCMYeCKUid adieKT
nocnefHero OrpaHWYMBaeT €ro MNPMMEHEHWE MPU 3TOM COCTOSHUW.

MporHo3. PaHee B nuTepaType MOAYEpPKMBaNaCb BO3MOXHOCTb
FMMOKCUYECKMX WM3MEHEHWI A B FO/IOBHOM MO3re, 00YCMOBAEHHbIX (heb-
PUbHBIMW  CyfOoporaMu, MOCMeAyHOLWMX HapyLUeHUA WHTENNeKTa,
NoBefeHNs 1 Pa3BUTUSA CNOXHbLIX NapLuanbHbIX NpUnagkos. Mofo6HbI
NCXO4 CnefyeT cumTaTb PeLKOCTbIO Y [eTeil, COCTOSHME KOTOPbLIX MOA-
HOCTbIO COOTBETCTBYET AMarHOCTUYECKUM KPUTEPUSM MPOCTbIX (eb-
PUMIbHBLIX Cyfopor. Pe3ynbTaThbl UCCMeA0BaHWI, NPOBEAEHHbIX MO3L4Hee,
MO3BO/IN/IN YCTAHOBUTL B Lie/IOM 61aronpusATHbIA NPOrHO3 HE3aBUCKMMO
OT fedeHus. Tpunafkuy, He 3aBuUcALLME OT TeMnepaTypbl Tena, passu-
Ba/IMCb NPUMepHO y 2% feTei, T. e. NPUMEPHO B 4 pasa ualle, Yem B
obuwlein nonynsaumn. WHTennekTyanbHOe pasBUTME AeTell ¢ MPOCTbIMU
(hebpunbHLIMU CyAOpOraMy B aHaMHe3e He OT/IMYaeTcs OT TaKoBOro Yy
JeTell, He CTpafalolmx UMW
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NANONATUNYECKAA 3MNWUIENCNA

Onpepgenenve. auonatnyeckoin anunencueid 0603Hayal0T COCTOS-
HWA, NP KOTOPbIX MOBTOPHbLIE NPUMNajKN BO3HWKAOT 6Ge3 onpegeneH-
HbIX MPUYMH. Pa3nnualoT HeCKOSbKO CUHAPOMOB, XapaKTepusyroLwmnxcs
Pa3IMYHLIMU KIMHUYECKUMW NPOSABAEHUAMU, peakUMAMU Ha NeveHune un
nporHo3om. [narHos ycrtaHaB/MBalOT METOLOM MCK/IHOYEHUS BO3MOXX-
HbIX MPWUYUH NPUNALKOB.

MaTtouanonorns. InunentTuyeckme NpPUMNagKM CBA3aHbl C aHOMa-
Nnein 3NeKTPUYECKON aKTUBHOCTU HEMpPOHOB TrOMI0BHOrO Mmo3sra. Bo
Bpems npunagka O0NblIOE YMCNAO0 HEePOHOB CUHXPOHHO JAenonspu-
3yl0TCS ¢ 6ONbLIOIA 4acToTON. lMo-BMAMMOMY, HapyLLAeTCs COOTHOLLE-
HWe MeX[y rpoueccamy BO3GYXAEHUA M TOPMOXeHus. lonyyatoT Bce
6onblle [aHHbIX, CBUAETENLCTBYIOLMNX O CHUXXEHUW MPOLEecCOB TOPMO-
XKEHWSA, KaK OCHOBHOro (haktopa 3nUIenTUYECKOW aKTWBHOCTW, Mpu
3TOM Hambosiee 3aMHTEPECOBaHHLIMU OKa3blBAKOTCA TOPMO3Hble HEM-
POHbI, MefMaToOpoM KOTOpbIX cnyXuT FTAMK. 3Ta KoHuenuus nog-
TBEPXAAeTCH pe3y/ibTaTaMu 3KCNEPUMEHTOB Ha XMBOTHbLIX; Y YenoBeKa
0 HapyweHun yHKUMM TOpMO3HbIX TTAMK-epruyeckmx HeipoHoOB
nofyyatoT, Kak MpaBuno, KOCBEHHble faHHble. Hanpumep, npoTuBOCYy-
[IOPOXHBIA 3(htheKT psga nNpenapaTtoB, B TOM yucie GeH3AMa3enmHoB,
6apouTypaToB, rMAAHTOMHA, BanbMPOEBOA KUCNOTbI, 00YCMOBMEH
moaynsuvein AMK-peuenTopoB B rOMOBHOM MoO3re. AHOManum
FTAMK-eprnyecknx HelipoOHOB, BEPOSATHO, UFPardT ONpPeAEneHHY0 Pofb
B reHese anwuencuu, HoO ManoBepPOATHO, YTO 3Ta CUCTEMA MopaxaeTcs
npu BCeX BUAaxX MPUNaLKOB.

Y 60/bHbIX C NEPBUYHBLIMU TeHepasiM30BaHHbIMK NpuUnaskamu, no-
BUAMMOMY, MOBbILLEHA BO36YAMMOCTL KOpbl FOSIOBHOrO MO3ra B LIe/IOM.
OueBngHO, nNpuNagky npoBouUpyOTCS a(epeHTHbIMKU  CTUMYIaMK
runepso3byanMOiA  Kopbl M3 LEHTPOB MO3ra, JIOK&/IM30BaHHbIX B
06nacT peTukynspHoi gopmauun. CyaopoXkHas akTUBHOCTb B 3TOM
clyyae HacTynaeT CMHXPOHHO BO BCeX OTAenax rofIOBHOMO Mo3ra.
HanpoTuB, napuuanbHble NpUNagky CBA3aHbl C 04arom runepso3byau-
MOCTW KOpbl; aHOMa/IbHas Aenonspu3auns HelMpoHOB MOXKET OCTaBaThCA
NOKa/IN30BaHHOW /IM60 MOXET MPOU30NTU BTOPUYHAA TeHepann3aums.
MOCTOAAHHbIA 3MWIENTOrEHHbIA 0Yar B KOPe MOXET BbI3bIBaTb aHOMaJSlb-
HYK aKTMBHOCTb HEMpPOHOB B Mpunexainx 061acTsax, 0CO6eHHO B TeX,
C KOTOPbIMW OH HENOCPeACTBEHHO CBA3aH (FOMONOrMYHbIE 30HbI KOH-
TpanaTepanbHOro nonyuapus). Tak HasblBaeMble 3epKasibHble (hOKYCbl
B 3TMX 30HaX MOryT ()YHKLMOHMPOBATb B KA4eCTBE HEe3aBMCMMOro anu-
NenToreHHoro ovara. Mx cumtaloT Hambosnee creunuyHbIMU ANS He-
3pefioro Mosra.
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MpeapacrnoNoXXeHHOCTb K Mpunagkam 4acTo OblBaeT FeHeTUYecKu
06ycnoBneHHo. MpeanonaraT Kak MOAUIEHHbIA, TaK U AOMUHAHTHBI
TN HacnefoBaHWS C HEMOSHOW MeHeTpPaHTHOCThIO. HacneacTBeHHbIE
(hakTopbl [0CTaTOMHO W3y4YeHbl NpU Masiol, [06POKaYeCTBEHHOIN
(hOKanbHOM hopmax anunencum AeTCKOro Bo3pacTa W Npu CBETOYYB-
CTBMTENbHOW 3nunencun. YactoTa KAMHWYECKU BbIPKEHHbIX NpUMag-
KOB Yy CUG/MHIOB U feTeil, 60MbHbIX 3NUAencuei, peako MpeBbilaeT
7—8%, HO y 60/bLIOr0 MPOLEHTa X POACTBEHHUKOB BbISBAKOT M3Me-
HeHMst Ha D3I, 0COGEHHO y AeTeld, Y KOTOPbLIX MOBLILIEH PUCK 3nwuen-
TUYECKNX MNPUMALKOB.

YactoTa. Mo CTaTUCTUYECKUM AaHHbIM, 4acToTa COCTaB/seT OKOMO
2—6/1000, 4TO OTpaxaeT HETOYHOCTb AWArHOCTMKM MAMOMATUYECKON
anunencun. cnonb3oBaHne COBPEMEHHBIX AMArHOCTUYECKUX METOLOB,
0CO6EHHO KOMMbIOTEPHOM TOMOrpaduu, MO3BOSIMO Yalle AWMArHOCTU-
poBaTb onpefeneHHble (06bIYHO aTpomyeckue) M3MEeHeHWs B rO/0B-
HOM MO3re, 4YTO B CBOK 0OYepefb MOBLICMIO TOYHOCTb AMArHOCTUKM
CUMMTOMATUYECKOW 3MUEMNCUN.

KnuHnyeckne nposierieHns. J11060i TMN NpuMnagkoB, Kak U30aMpo-
BaHHbIX, TaK M B KOMOUHAUMWM C APYTUMMW, MOXET ObITb MPOSIB/IEHWEM
nanonaTnyeckoli anunencmn. O6bIMHO AOMUHUPYET OAWH TUM, B CBA3N C
UYeM MOXHO BbIAeNNTb HECKO/IbKO Creuugpuyecknx CUHLPOMOB.

Petit mal BcTpeyaeTca 06bI4HO y AeTeld. B uenom 3m0poBbIii pebe-
HOK «3aMupaeT», B3rnsag ero umkcupyetca (TMNU4YHble abcaHcbl). Ya-
CTOTa NPUMNAZKOB BapbMpyeT OT EeAUHUYHBLIX [0 HECKO/bKO COTEeH B
JeHb. Pe6eHOK MOXET ObiTb HEBHMMATENbHbIM, Y HEr0 HauMHakTCs
3aTpyfHeHus B LIKONe. BHauane ero cocTosiHMe pacLeHMBAlOT KakK COH-
nnBocTb. CTpeccoBble CUTyauuu MOryT MPOBOLMPOBaTL MpUMNagKu,
BEPOSITHO, BCMeACTBME TOrO, 4YTO AeTM C 3TOW (hopmoi anunencun
OYeHb YYBCTBUTENbHbI K TUMEpBEHTUAALMU. [pocTeiias KAMHUYeckas
npoba 3akntoyaeTcs B TOM, YTO pebeHKy npeanaratoT rnyboko v 4acTo
JbllaTh B TEYEHWE MPUMEPHO 3 MUH. Y HefMeuyeHbIX AeTell OHa MoyTU
Bcerga mposoumpyeT abcaHc. Mpy (hM3MKabHOM 1 HEBPOJSIOTMYECKOM
06cneaoBaHUU ApYyrMx aHOMa/iuiA 0ObIMHO He BbISBAAKT. WHTennekT,
KaK MpaBu/o, COXpaHseTca B npejenax HOPMbI.

CBeTOUYYBCTBMTENbHAA 3NMUNENCUA NPOSBASETCA Npu-
nagkamu, 00YCMOBNEHHLIMW SIPKMM CBETOM. HauuMHaloTCs OHU Y AeTel
CTapLlero Wi MnoApPOCTKOBOr0 BO3pacTa. TWMWYHBIMW MPOBOLMUPYHO-
WYMU MOMEHTAaMU CYXKaT O/MKU CO/IHEYHOrO CBETa BO BPEMS €3[bl B
aBTOMOOMSIE MO JOpOre MEeXAy psfamu [LepeBbeB WU BCMbILIKM CBETa
Ha TeneakpaHe. MoABNAOTCA KaK MUOK/IOHUYECKME, TaK U TOHUKO-K/0-
HWYECKVME NPUNafKN C HECKONMbKUMMW MUOKIOHWYECKMMW MOfepruBa-
HUAMKU nepes MOCNeLHUMU.

JobpoKauyecTBeHHasn hokKanbHas anunencus
(cunbBUeBLI npunagku, LOOpPOKayecTBeHHas poOMaHAO0BA 3MUIENcUs)
XapaKTepHa TO/IbKO /15 geTeit. MpunagKy HauMHaKTCA YacTo BO BPeMS
CHa, Y MHOMMX [eTeil OHU OblBalOT TONLKO MO HOYaM. Y HUX MOsB-
NATCA TOHWKO-KMOHWYECKME CYAOPOrv, valle napuvanbHble ABuUra-
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TenbHble Npunagku. Hambonee TMNMYeH OJHOCTOPOHHUI KNOHYC MUMU-
YecKo Myckynatypbl. PebeHOK BO Bpems npunagka 06bIMHO nNpo-
CbINaeTCs, CAbILUNUT, YTO eMy FOBOPAT, HO OTBETUTbL He MOXET. VIHTen-
NEeKT €ero He cTpajaet, o4yarosas CMMNTOMATMKa OTCYTCTBYET.

Grand mal MOXeT BrepBble MPOSBUTLCA B NI0O0M BO3pacTe, Hauu-
Has C mepuofa paHHero AeTCTBa. Y [ieTeil paHHero Bo3pacta Npunagku
4acTO MpPOBOLMPYHOTCA JIMXOPaAOYHLIMU COCTOSHUAMKU (CM. BbILLE).
YacToTa NpunagkoB BapbUpyeT OT HECKONbKUX B HeAento [0 OLHOro B
rog. O6bIMHO HEBO3MOXHO WAEHTU(MLMPOBATL MPOBOLMPYIOLLME WX
(hakTopbl. B HEKOTOPBIX Cy4Yasx MX MPOBOLMPYIOT YTEHWE WK onpe-
JeneHHble 3BYKOCOYETaHWA. Y NeBOYEK MOC/Me HACTYMNeHUs MeHCTpya-
UMiA NprnNagky yyawarTcs B AHU, HEMOCPEACTBEHHO MPeALecTByOLWme
nMm. Hecneymngmyeckue ¢aktopbl (YCTanocTb, 3MOLMOHabHOE MepeHa-
NPSXKEHWE) MOryT YCWIMBATb MPUNAafKM, HO 3TO TPYAHO [OKAa3yemo.

Y pebeHka C 4acTbiMU LNUTENbHbIMA TOHUKO-KNOHWUYECKUMU WK
60NbLLIMMU CYOPOXKHBIMU MPUMALKAMN BO3MOXHA aHOKCWUSA [/IOBHOMO
Mo3ra, B pe3y/ibTaTe Yero MOXET CHWXATbCA WHTE/NEKT, HapyLllaeTcs
MOBefEHNE U PEXE NPUCOEAMHAIOTCA [BUraTe/lbHble HapylleHns (aTak-
CUS M cnacTU4eckue napesbl).

[aHHble nabopaTopHbIX uccnegosaHuii. K Hanbonee nHhopmaTus-
HbIM MeTOfam [AMArHOCTUKN W KnaccuuKauum 3nuaencum OTHOCATCH
JaHHble Q3. M3MeHeHMs Ha Heil cneuuduyHbl 41 KaXOoh (hopMbl
anunencun (puc. 20-6). Mpu Manoi gopMe Ha Heil MOSBASKTCSA B3PbIBbI
reHepasM30BaHHOrO HapyLUeHUs 3/1EKTPUYECKOW aKTUBHOCTM NO TUny
CMaiikoB BbICOKOr0 BOfbTaXa C 4actoToi 3 Iy, Paspsagbl AnuTens-
HOCTblO 6Gonee 5 ¢ conpoBOXAalT abcaHcbl, HO 60nee KOpPOTKME pas-
pAgbl KAMHUYECKM He NposiBAsoTCS. [pu CBETOYYBCTBUTE/IbHOW 3Mu-
nencum Ha 33T NOABNAIOTCA CRakM WM MNOAo6GHbIE UM paspsabl B
OTBET Ha MOBTOPHbIE CBETOBbIE BCMbILIKA, OCOBEHHO MpU YacToTe
10—20 Iy, [obpokayecTBeHHas (PoKanbHasi anuaencus NposiBNseTcs
€OVUHUYHbIMK CMaiikaMy WM X KOMMJEKCaMK, WCXOAALLMMU W3 LieH-
TpabHbIX WM CPESHEBMCOUYHBIX 30H Ha OAHON CTOPOHE. V3MeHeHus Ha
33l MeHee XapaKTepHbl Npu APYrux BUAax UAMONATUYECKOWR anunen-
cumn. MpumepHo y 30% 60/bHLIX B MEXMNPUCTYMHbIA nepuog I3l He
OT/IMYaeTCA OT HOPMbl AaXKe Mpu NPOBeAeHWM NPOBOLMPYIOLLMX Mpob,
BK/IKOYAA TMNEPBEHTUNALMIO, MOBTOPHbLIE CBETOBblE CTUMYNbl U peru-
cTpaumo 33 BO BpemsA CHa.

MpoBegeHne apyrux nabopaTopHbIX NPo6 3aBUCMT OT TMNa NpMnag-
KOB Y [laHHbIX (PU3NKALHOIO U HEBPOJIOTMYeCKOro obcnegosaHus. Mpu
TUMUYHBIX abcaHcax, MNOATBEPXAEHHbIX AaHHbIMU I3, HET HyX[bl
NPOBOAUTL ApYyrue AMarHOCTUYecKue wuccnefosaHus. KomnbloTepHas
TomMorpaua yepena 06bI4HO TpebyeTca Npu APYrmMx BUAax MOBTOPHbIX
NpVNagKoB C LefbK UCKKOYEHMS ONyXxosneii Mo3ra uim LepebpoBacky-
nspHon aHomanuu. OHa NOMOraeT Takxke AnddepeHUnpoBaTb namona-
TUYECKYIO 3NWIENCUI0 OT TakUX COCTOSHWIA, KakK MOpOKW pa3BuTus
roO/I0BHOTO MO3ra, 04aroBblii (Ty6epo3HbIiA) CK/Iepo3 M aTpoduueckue
M3MEHEHMS1 B TO/I0BHOM Mosre. [pu mnanonaTMyeckoi asnuaencum y
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CocTosiHue 604pcTBOBAHMSA

4 ropa An vV -ANVIAngn O /\Hv
8 net
Puc. 20-6. 2nekTposHue-
(banorpanvlma HOBOPOXXAEH- 12 ner
HbIX ¥ ,IJ,ETEVI Mnagllero
BO3pacTa.
KpuBble: 3anucaHHble C UAEH- 6 CoH
TUYHBIX o6GnacTeil yepena, nos- COHAUBOCTL
BONAOT BUAETb  BO3pacCTHble
KonebaHus 91eKTPNYECKOi
aKTUBHOCTH ABUTATENbHO
30Hbl KOPbI: 3aMuCb MPOWU3BO-
AMNU Yy AeTeid, HaxopAwWwMXxcs B
COCTOAHMU TMOKOS Henocpea-
CTBEHHO nepeg CHOM (a);
BapuaHTbl HOPMbl KpuBbIX 33T
(6) y peTeii BO Bpems CHa
(cpaBHMUTEe ¢ npeablfylwumm
KPUBBIMU); U3MEHEHWs Ha 33T
npu natonorumn (B).
Maronorus
1ron
BapuaHt
Manoro
CYZOPOXHOTO
npunagka
2 roga
Manbiii
CYAOPOXHbIV
npunagok
5 net

[eTeil M3MEeHeHUs Ha TOMOrpamme OTCYTCTBYHOT, 3a WCK/HOUYEHWEM
BbIPXEHHbIX K/IOHUKO-TOHUYECKUX MNPUNagKoB, 00YCNOBUBLUMX aTpo-
(M0 TONIOBHOTO MO3ra BCNeACTBUE aHOKCUM.

Peako (hokaNbHble Ouvary OT/IMYAKOTCA MeHbLUEel MAOTHOCTbH Ha
KT, 4to vawe 6blBaeT nocnie AAWTENbHOr0 npunagka.

YpPOBHM B KPOBM [/IOKO3bl, KafbLWs, MarHus u 31eKTPOIUTOB
00bIYHO OTPaXKAKT HacTynawlme meTabonuyeckue HapylleHus. [pu
MoAO3PeHNN Ha OTpaBneHue pebeHKa Mefpt0 He06XO04UMO OrnpeennTb
YPOBEHbL €e B CbIBOPOTKe. Ecnu MOBTOpPHbLIE MpUNafKuM coyeTaroTcs C
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OTCTaBaHWEM YMCTBEHHOr0 pa3BUTWSA, Heob6XOAMMO OnpeLennTb Ypo-
BEHb B MOYE OpPraHM4yeCKMX KUCAOT U aMWUHOKMUCOT.

OnthdepeHumanbHbIn guarHos. AuddepeHunanbHblii anarHo3 npu
MaMoNaTUYECKOM 3MUAENCUN CNOXEH, OCOOEHHO MPU TOHWUKO-K/OHU-
YeCKUX W MNapuuanbHbIX npunagkax. YacTUYHO COCTOAHMS, KOTOpble
cnefyet VMeETb B BUAY, NEPEUUCNIEHBI HIDKE.

CoCTOAHMA, CONPOBOXAAKOLMECH MOBTOPHLIMU CYA0pPOramu
Onyxonu ronoBHOro Mo3ra
CocyaucTble 3abonesaHns Mmosra

AHOManMM apTepuin 1 BeH

Tpom603 KOPTUK&/IbHbIX BeH

Tpom603 wm 3ambonns apTepuii Mosra

Backynut

TpaBma ronoBHOro mosra
Cy6aypanbHas remaroMa
Yuwmb mosra uamM KpoBOU3NUSHWE
HelipogepMuTbl
Ty6epo3Hblli  CKNepos
Helpognbpomatos
bonesHb LUTypre — Bebepa
Cungpom Knunnens — TpeHoHe — Bebepa
CVHAPOM /IMHEAHOro HeByca
HeyzaepxXaHue nurmeHTa
AHOManUu ronoBHOrO Mo3ra
XpOMOCOMHble aHOManuu (6one3Hb [ayHa, CUHAPOM JIOMKOM X-XpPOMOCOMbI)
AreHe3ns MO30/MCTOr0 Tena
MopaHuethanus
mppouedanus
Hapylienna nuTaHus
HefocTaTouHOCTb NUPUAOKCUHA

OTpasneHus
CBVHLOBasA 3HUetanonatms
JlekapcTBeHHas WHTOKCUKauusa ((heHOTMasMHamu, KCcaHTMHamu, amdeTaMuHOM)

MeTabonmueckne HapyLlLeHns
unornukemms
FunokanbumemMms 1 rurnoMarHesvemus
MoyeuHas HefOCTaTOYHOCTb
BofHas WHTOKCMKaLus
BpoxaeHHble HapyLleHWUs 06meHa BelecTB ((heHUNKETOHYpPUS, 3aBUCMMOCTbL OT NpU-
[OKCMHa, fAetheKTbl (hepMEHTOB LMK/IA MOYEBMHbLI, NakTaTauugemusi, NponuoHoBas
aunaemms, 60Me3Hb MOYM C 3anaxoM K/EHOBOrO cupona, 60ne3Hb MeHkeca)

ATpoMYeCKne N3MEHEHUA € MOo3re
lMocTaHOKCUYecKue
MocTTpaBmarunyeckme
MOCTUH(EKLMOHHbIE

WHekumn LHC
MeHWHIuT
SHuedanut
Abcuecc Mosra

[JereHepaTuBHble 601€3HN MO3ra
["aHrnno3mngossl
BonesHb batTeHa
BonesHb Asnbnepa
CeMeliHas MWOK/IOHMYECKAA 3nuiencus
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TwarenbHoe 06cnefoBaHMe pebeHKa No3BoSeT UCKNIOYUTL MHOTME
13 HUX. KOXHble MpOsBAeHUS NpW HelpoepMuTax 0ObIYHO OYEBUAHBI,
3a WCK/IIOYEHMEM [eTeil paHHero Bo3pacTa C Ty6epo3HbIM CKIEpPO30M.
Y HUX MOryT OblTb BbISIB/IEHbI MUITMEHTUPOBAHHbIE MATHA U TO NULLb
npu ynbTpatMoneToBoM OCBELLEHUM. T1pn 06bEMHbLIX BHYTPUYEpPENHbIX
06pa3oBaHNAX Ha rnasHoOM [He ONpefenstoT OTEK COCKOB 3PUTENIbHOro
HepBa, MpW BHYTPUYTPOOHbIX MHEKLUAX — XOPUOPETUHUT, MPU3HAKU
(hakomaTo3a — npy Ty6epo3HOM CK/EepPO3e.

HeBponorunueckoe o6cnefoBaHne nNpyu MAMONATUYECKON 3nuaencuu
He BbISBNSET OTK/JOHEHWUWA, 33 pPejKuMU  UCKIoYeHUsMA. CUMNTOM
BabMHCKOro, MOBbLIWEHME CYXOXWU/bHBLIX PedieKCOB U aHWU30Kopus
MOryT OnNpeaenaTbCA TPaH3UTOPHO Mocfie NpUMagkoB. Y 60/bHbIX,
nofyyatolwmx npoTMBOCYLOPOXHbIE CpeAcTBa, MOryT OTMeyaTbes
HEBPO/IOTNYECKME MPU3HAKM WX TOKCMYECKOrO BO3AenCTBUA (COHAN-
BOCTb, HWCTarMm, aTakcus).

OuddepeHunpoBaTs MAMOMATUYECKYHO 3MWMENCUKD OT UCTepude-
CKMX MNCEBAOMPWUNALKOB U CUMYNALMM AOCTATOMHO TPYLHO Yy AeTeld u
NOAPOCTKOB. YCW/IEHHO COMKHYTble BEKW W CTOH, XapaKTepHble ANs
NceBAoNpPUnagKoB, TUMWUYHbLI A8 UCTUHHBIX CyA0por. B COMHUTENbHbIX
cnyyasx TpebyeTcs A4NUTENbHO 3anucbiBaTb I3l M TWAaTe/bHO cono-
CTaBNATb ee [AaHHble C KIVUHUYECKMMMW MPOSABEHUAMU.

[pyrue napokcu3manbHble HapyLUeHWUs MOXHO MPUHATL 3a anusen-
cuto. K HUM OTHOCATCA [0OpPOKayeCTBEHHbIE MAapoKCU3MasbHblE F0M0-
BOKPYXXEHUS, MPUCTYMbl NOCNEe 3afePXKN AbIXaHWA, MUTPeHb, Ba3oBa-
rafibHble 1 KapAuvanbHble 0OMOPOKM W Hapkonencus. TwaTenbHOe Ha-
6ntofleHMe U onucaHWe MPUCTYMNOB HEOOXOAMMbI ANs YCTaHOBMIEHWS
AmnarHosa. MocTnpucTynHasa genpeccus npu anunencum nomoraet audg-
(hepeHUMpOBaTb ee OT APYrux MapoKCU3MOB.

JleyeHne. Bpay [0/KEH 3HATb BCE MNOKasaHWsA K MPYMEHEHUIO U
3(PeKT 0T 4YaCTO MCMNOMb3yeMbIX MNPOTUBOCYLOPOXHbLIX CPeSCTB.
Kpome TOro, oH fo/mkeH 06y4nTb BONLHOMO U YIEHOB €ro CembW MOJb-
30BaTbCA UMW, BHWMATENbHO OTHOCUTHLCA K JO6bIM 00YCNOB/IEHHbIM
npenapaTamMmy SMOLMOHANIbHBIM HapyLLEHUSM W 3aTPYAHEHUAM B y4yebe.

[MocTOAHHOE neveHune NMPOTUBOCYLOPOXHBLIMMU
npenapartamu. Cxema fedeHus, cnocobCTBYIOLWAA Npeaynpexaarb
npunagkn M B TO >Ke BPeMs COMPOBOXAAKLWEAACH MWUHUMaIbHBIMM
NoboYHbLIMU 3hheKTaMu, [LO/MKHA pa3pabaTbiBaTbCA WHAMBUAYASBHO.
Bbi6op npenapaTa 3aBUCUT OT TNa NPUNaAKoOB U B HEKOTOPOW CTereHu
OT BO3pacTa pebeHka. fleyeHwe Bcerga CnefyeT HauyuMHaTb C OLHOrO
MeMKaMEeHTO3HOro CpeAcTsa W NoBbIWAaTh ero Ao3y A0 Tex nop, noka
NpuNagKi He KynupyrTCS WIM He pPa30BbETCS TOKCUYECKMIA 3hdekT
WM YpPOBEHb MpenapaTta B KPOBW He NPUOAU3NTCA K MakCMMasbHOMY
TepanesTU4YecKOMy. Ecnm npunagku He KynupyloTcs Mpyu TepanesTu-
YECKOM YpOBHE MpenapaTta B KPOBW, AOMOMHWUTENbHO MOXHO BBECTU
ele OAWMH WM NPoM3BecTn 3ameHy. OnpefensTb YPOBEHb €ro B KPOBU
Heob6X0AMMO [/ afleKBATHOrO fleYeHusl, TaK Kak CKOpocTb MeTabo-
Nn3ma U1 cTeneHb abcop6LMmM NPOTUBOCYLOPOXHBIX CPELCTB BapbuUpyoT
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Ta6nuuya 20-4. CBoiicTBAa U TOKcUUeckMe 3ppekTbl HanbGonee 4acto WUCMONb3YeMblX

Mpenapar

deHobapbuTan

[ekcamnanH

OndeHnH

KapbamasenuH

Banbnpoesas
Kucnota

STOCYyKCUMUS,

KnoHasenam

[nakap6

MMepviog nony-
BbBEAEH/A V3
CbIBOPOTKM, Y

36—72

15—45

8—20

24—36

20—32
4—10

TepanesTu-
Yeckas
KOHLIEHTpauus,
MKr/M

10—30

10—20

40—80

40—80

0,015—0,04

HavanbHas

1033,
MI/KT™ cyT

2—3

10—15

10—20

10—20

0,04—0,05
10—20

CyTouHas fo3a

1 mwm 2

2 nm 3

2 vm 3

3 wm 4

2 wwm 3



MNBOCYAOPOXHbBIX

Biva goctu-
XeHus CTabu/b-
HOrO YPOBHS

B KPOBM, [HM
14—21

4— 7
7—21
5—10

4

5— 8
10—14
3

cpescTs

dopma BbIMycKa

nukemp

4 wmr/mn

N TabneTku

no 15, 30,

60 n 100 wr
TabneTku

no50 n 250 mr

N cycneHsns

(50 wr/mn)
TabneTtku

no 50 mr

N Kancynebl

no30 n 100 mr

TabneTtku
no 100
n 200 wr

Kancynbl
no 250 mr
n cupon
(50 mr/mn)

Kancynbl

no 250 wr

n cupon

(50 mr/mn)
Tabnetkn no 0,5

n 12 wvr
Tabnetkn

no 125

n 250 wr

YrpoxatoLLye
HU3HU
noboyHbe 3heKTbI

CuHgpom Crtu-
BeHca — [IKOH-
coHa (pepfko),
LmTOneHns
(peaxo)

To e

CuHgpom CTu-
BeHca — [KOH-
coHa (pefko),
OCTPbIA  HEeKpo3
neyeHn (pegko),
LnTOneHus

(peako)

JelikoneHus,
TpombouymTone-
HUs, annactuye-
cKas aHemms
(peako)

OcTpass neyeHOM-
Hasa HefocTa-
TOYHOCTb, CWH-
[pOM, NOAOGHBII
cuHapomy Pes

LintoneHusa
(o4eHb pepfko)

To e

» »

Ve nobouHble
3PEKTbI

MnepknHes,
COHJIMBOCTb,
NleKapcTBeHHas
CbiMb

JlekapcTBeHHas
cbinb (10%
B TEYeHWe NepBbIxX
2 Hep), runepnna-
31 AeceH, numd-
ajfieHonartms,
rMpcyTU3M, akpo-
Meranus, arakcus,
HuCTarm, pBOTa,
OMCTOHMYeCKas
peakuus, paxwT,
feuunt donve-
BOW KWCNOTBI,
ambpuonartus
(theTanbHbIi
Le(MHNHOBbI
CUHAPOM), €ecnn
npenapar Wcnonb-
30Ba/icA BO Bpems
6epeMeHHOCTM

COHNMBOCTb,
4YyBCTBO [AMCKOM-
hopTa B GPHOLLHOWA
nonocTn

"'MnepamMmoHuemms,
COHNWBOCTb, aro-
neums, 4yBCTBO
AnckomdgopTa B
OpIOLLHONM nonocTn

COHNMBOCTb,
TOLHOTA

CoHnmBocTb (4acTto)

MeTabonunyeckuii
aumaos, aHopek-
CKSl, YMEHbLLEHMe
Macchbl Tena,
napecresunmu
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B LUMPOKMX Npejenax y pasHbiX 60/bHbIX. HE06X0AMMO NOMHUTL O TOM,
4TO, HECMOTPS Ha BBefEeHWE HayaNbHON HacblWalolleid Ao3bl npena-
paTta, MOCTOSHHbI/ YPOBEHb B KPOBU AOCTUIaeTCs MeLJ/IeHHO, TaK K™K
nepuof NonyBbIBeAEHNUS MPOTUBOCYLOPOXKHBLIX CPEACTB B 6ONbLUMHCTBE
cnyyaeB anuteneH (tabn. 20-4), n 4YTo HavanbHas He3ahPEKTUBHOCTb
€ro B OTHOLUEHWUW KYMWPOBAaHWSA CYLOPOr MOXET OTpaXaTb 3TOT (PakT B
GonblUeil CTeneHW, HeXenu HepaocTaTOK AeliCTBMA caMoro npenapara.
YacTtoTa BBeAEHUA 3aBUCUT OT (HapMaKOKUHETUKU WCNOMb3yeMOro
cpefacTBa. Yalle BCero Mcnosb3yemble MPOTMBOCYAOPOXHbIE Mpena-
paTbl [OCTaTOYHO BBOAWTb ABaXKAbl, MAaKCUMa/lbHO TPWUXAbl B [EHb.
O HeKOTOpbIX CBOWCTBax CM. B Tabn. 20-4.

Mpwn petit wai npenapaToM BbI6Opa CAYXWUT aTOCyKcumung. YacToTa
NpYNagKoB 3aMETHO CHMKAeTCA Yy O0MbLUMHCTBA 60MbHBLIX NpWU JOCTU-
YKEHUM Y HUX TepaneBTUYECKOro YpOBHA npenaparta B nnasme. MHorpa
HeoOX0AMMO BBeAeHWME BTOPOro npenapata — peHobapbuTana wm
Avnakapba. Banbnpoesas KucnoTa v TPUMETUH TakXe 3PPEKTUBHbLI, HO
NX TOKCMYecKme 3heKTbl 60/ee BbIPAXKEHbLI, HEXENN TepaneBTUUYeCKoe
JeiicTBMe MpY TakOM A0OPOKAYeCTBEHHOM COCTOSHUM, Kak Masas
thopma anunencum.

Mpy gpyrux gopmax anunencum 607bHbIX Nevat B OCHOBHOM (heHO-
6apbuTanom, AUMeHNHOM, KapbamasenmnHOM W BafbMpOeBO KWUCIOTOM.
[ns neyeHus feTeli AOLIKOMbHOrO BoO3pacTa (heHobapbuTan uam ero
npousBogHble (MethobapbuTan, rekcammanH) MCNosb3yKTCA B MEPBYHO
oyepeab, TakK KakK BafbMpoeBas KMCAOTa OKa3blBaeT BblpaXKEHHOE rena-
TOTOKCUYECKOE [eiiCTBME Y MWL, 3TOM BO3pacTHOM rpynnbl. KocmeTtw-
yeckune apheKTbl ANMEHNHA, BKIKOYas akpoMeraionaHble YepTbl nua,
0COBEHHO NPOABAAKTCA NPU UCNO/b30BaHWUK ero y fetei. MNpumeHeHne
KapbamasenuHa y [OLIKOMbHWKOB OrpaHW4YeHo, npu 3ToM TpebyeTcs
YacTblii KOHTPO/Ib 3a ero YypoBHEM B KPOBW W MpoBefeHue (PYHKLMO-
Ha/lbHbIX MeYeHOYHbIX Mpob. lMpuMeHeHWe 6GapbUTypaToB OrpaHU4un-
BalOT Y HEKOTOPbIX AeTeil B CBA3U C BbIPAKEHHLIMU HapyLUEHUSAMU KX
NnoBefeHNs AaXe Npy ero CpefHUX TepaneBTUYECKUX KOHLEHTpauuax B
KpoBM (rMMNepakTMBHOCTL). B 3TOM cnyyae cnefyeT OCTaHOBUTLCA Ha
OQHOM M3 Tpex MpenapaToB Apyrux rpynmn. Y geTeil cTapllero so3pacTta
M NOAPOCTKOB B KaYeCTBE HayalbHOr0 MOXHO UCMOMb30BaTh Kapbama-
3eMnvH, AUGEHUH WK BaIbMPOEBYHO KUCAOTY. 3aMEeTHbIX Pasnnynii B NX
TOKCMYECKOM [AeACTBUM Y ML, 3TO BO3PACTHOW rpynnbl He onpepe-
nsetcs.  OundeHnH — Hanbonee TPYAHO [OO3MPYEMbIA M3 3TUX Tpex
CPeACTB, TakK KakK MpY MWHWMaJbHOM W3MEHEHUW [03bl MOXET 3aMeTHO
M3MEHSATLCS €ro TepaneBTMYeCKas KOHUeHTpauus. CUMNTOMbI nepego-
3MPOBKU 3aK/KOYAKOTCA B MPOSIBAEHUM PBOThI, TOLIHOTbI, COH/IMBOCTY,
CHWKEHUM yCMeBaeMoCTM B Wkone (MCeBLOAEMEHLUNS), aTakCun W
Huctarme. MNpu HeahheKTUBHOCTM OZHOIO CPEACTBa MOXHO MCMOMb30-
BaTb KOMOMHauuio. Brpouem, pegko NpUXOAMTCS HasHadvaTb Oonee
[BYX MpPOTUBOCYAOPOXHbLIX BeELLeCTB, OAHAaKO OTCYTCTBYIOT [OKa3sa-
TeNbCTBA TOrO, YTO OJHOBPEMEHHOE BBEAEHWE YeTbipex MnpenapaToB U
60nee MOMOraeT COBEPLUEHCTBOBATb KOHTPONb 3a CyJoporamu.
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1 TpoTMBOCYLOPOXHOE NeyveHWe MNPOAO/MKAOT A0 Tex Mnop, noka y
6bnbHOro He HacTynuT 3—4-neTHAS pemuccus. bonee KpaTKOBPEMEH-
Has peMuccUs CUMTaeTCa BbI3AOPOB/EHUEM Y AeTel paHHEero BO3pacTa,
y IKOTOpbIX 6bICTPOE pas3BUTME TOM0BHOrO MO3ra Croco6CTBYET MOBbI-
LUeHN0 nopora Bo30yAUMOCTM KOpbl B KpaTKue CpokuW. [o3bl npenapa-
TOB CneflyeT CHMXaTb MOCTEMEHHO B Te4eHWe HECKONbKUX MeCSLEB.
HecmoTtps Ha 1O yto O3l MomMoraeT KOHTPO/MPOBATb 3TOT MpoLecc,
NeyeHWe He OTBEYAeT MOSIHOCTbK COBPEMEHHLIM TpeboBaHMAM. Heko-
TOpble UccnepoBatenn cuutaloT 330 ManonH(OPMaTUBHLIM METOAO0M Y
YBEPEHbI, YTO OTMEHWTL JIEKAPCTBEHHOE CPeACTBO MOXHO MOC/e COO0T-
BETCTBYIOLLEA peMUCCUM NPU BbIABIEHUM XapaKTepHbiX I3l -npu3Ha-
KOB.

HeoTnoXHasi nomoLb NpU TOHUKO-K/IOHUYECKUX Cyfoporax u
aNUNenTUYeCcKOM cTaTyce. Ee HauMHalOT ¢ 0CBOOOXAEHUS AblXaTesb-
HbIX MyTei K obecneuveHUs afekBaTHOW BeHTUAAUUWU. OBbIMHO ObiBaeT
[lOCTATOYHO BBECTM BO3LYXOBOJ, OCTOPOXHO OCBOGOAWTL POTOT/IOTKY M
HaNoXWUTb KUCNOPOAHYI0 Macky. NHTyb6aLms Tpaxen TpebyeTcs, HO OHa
MOXET 0Kas3aTbCA CAWLIKOM TpaBMaTUYHOW BO Bpems MpuUcTyna.
PebeHKa yknagblBatOT Ha 60K, UTOBbI CBECTM K MUHWMYMY PUCK acnu-
pauuun. TpoTMBOCYAOPOXHbIE MpenapaTbl BBOAAT BHYTPUBEHHO, €C/U
3TO BO3MOXHO. [10 MX BBeAeHUS 3abMpatoT KPOBb AN OMpefefieHns B
Heil YPOBHSA T/HOKO3bl, KafbLWs, 3MEKTPOIMTOB M KOHLEHTpauuMm npo-
TUBOCY[OPOXHOro npernaparta. BbICTpo BBOAAT rOKo3y (okono 2 mn/
Kr 20% pacTBopa B CTEPWIbHOW BOAE) B TOM C/ydae, €C/IM CUUTAMOT,
YTO BO3MOXHOIM MPUYMHOM MNpUMAaZKa CAY>XUT TUMOFNKEMUS.

Cunba3oH OTHOCUTCA K npenapaTy Bblbopa MpU MPOAO/HKaOLLEMCS
NPUCTYMe, MOCKONbKY OH BbICOKO3((EKTMBEH, ObICTPO AeACTBYET U
OTHOCUTENbHO MasloTOKCMYEH. [1py 3TOM MOXET HaCTyNUTb TPaH3MTop-
HOe YrHeTeHWe [blXaHWsi, O0COBEHHO ecnn 60MbHOW npeaBapuTebHO
nonyyan npenapatbl, yrHetaowme LIHC, wam ecnm cmba3oH emy BBO-
[AT NOBTOPHO. B aToM ciiyyae emy NojaldT BO3AYX W3 KWC/IOPOAHOMO
MeLlKa Yepe3 MacKy A0 Tex Mop, Moka AblXaHuWe He HOpMasm3yeTcs,
00bI4HO B TeyeHne 2—3 MuH. [lo3a cmba3oHa coctasnset 0,3 Mr/Kr o
o6uelt fo3bl 10 Mr B TeueHne 2—3 MuH. MNPOTUBOCYJOPOXHBIN 3 (eKT
rnoc/ie O4HOKPATHOro BBefeHUs AnNTCA B TeyeHue Bcero 30—60 MyH B
CBA3N C MepepacnpejeneHvemM npenapata B TKaHAX. B CBA3M € 3TuUM
nocne KynupoBaHWA npunagka crbasoHOM WM Npu He3PAPEKTUBHOCTU
ero mocne OAHOKPaTHOro BBeJeHWS Heo6XOAMMO BBECTM npenapar
c 601bWwyM nepuogom nonysbiBedeHMs (06bIYHO (heHOGap6uTan).
HavanbHas pgos3a (eHobGapbuTana npu BHYTPUBEHHOM BBEAEHUMU CO-
cTaBnsetr okono 10 mr/kr B TeyeHne 2—3 MuH. CnBGA30H MOXHO BBO-
OUTb MOBTOPHO, HO He paHee 4Yem uepe3 10 MUH NOCfe OKOHYaHWUSA
BBeAeHMsA heHobapbuTana, ecnm npunagki peunanBupyroT; MOXHO
Takxe foBecTu fo3y (heHobapbutana go 20 mr/kr. Kynuposatb anu-
NenTUYECKUI CTaTyC MOXHO W C NOMOLLbIO andeHnHa (20 mr/kr). Beo-
[T ero meaneHHee (B TeveHne 15—20 muH) nog KoHTponem 3K, Tak
Kak npu ObICTPOM BBEJEHUWM CHUXXAETCA BHYTpUCEpAeYHas MNpPoBOAM-
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MOCTb. Y 60/IbHbIX, MOMTyYaBLUMX 3TU CPeACTBa paHee, UX [03bl Cep
CHM3UTb, OPMEHTUPYACb Ha YpPOBEHb B KPOBM A0 Hayana BBegei

Mpy anunenTMyecKoM cTaTyce, npogosmkatollemcs 6onee 30 \
HEeCMOTPS Ha MNpPOBeAEHWe 3TUX MEepONpUATUA, cnefyeT npuberatb/ K
MomoLYM aHecTe3nosiora W peaHMMartonora. JMQEKTUBHee BCEro
06bIYHO OKa3blBaETCA Mef/IeHHOe BHYTPUBEHHOE BBefeHMe Gapbamuga,
MoKa He npekpaTaTcsa cygoporu. Mpu ANNTENbHOM YTHETEHWUMW AbIXaHUs
TpebyloTCA Hemen/leHHas WMHTy6aums Tpaxem W UCKYCCTBEHHas BEHTW-
NAUMS Nerkux.

MoppepxuBarowas Tepanus, K atomy Buiy Tepanuu OTHOCKTCA
06yyeHue 60MLHOIO pebeHKa W YNeHOB ero ceMbW. [NUTENbHbIA Npo-
rHO3 Mpu MWAMOMATUYECKOM 3Nwunencun y fAeTeid € HeHapyLUeHHbIM
MHTENNIEKTOM O06ObI4HO 61aronpusaTeH, 4To crlefyeT MOAYEpKMBaTh B
becefe ¢ poauTensMu, Tak KakK y O0MbLUMHCTBA M3 HUX NpeAcTaBieHune
06 3Munencun HemnpaBW/bHOE.

[ns pebeHka, y KOTOPOro fleYeHne feKapCTBEHHbLIMU CPeAcTBaMu
ConpoBOXAanoch 3MMEKTOM, OrpaHUUUTENbHbIE MEPONpPUATUS MUHU-
MaibHbl. [11aBaTh eMy paspeLuaeTcs Nub Npy TWaTeNbHOM Habntoge-
HAM 32 HUM, HEoBXoAUMO CNeauTb 3a Tem, YToObl OH He 3abupanca B
MecCTa, OTKyAa MOXET ynacTb W Nony4uTb MoBpexpaeHus. Bce gpyrue
BUAbl aKTVBHOW AeATe/IbHOCTW, B TOM 4MC/e 3aHATUA CMOPTOM, MOXHO
paspewatb. [Mpy Hekoppurupyembix npunagkax TpebytoTca 60Mblumne
orpaHuueHuns. 3a AeTbMU, CTPajaloLLMMU MUOKIOHWYECKAMU U aTOHU-
YECKMMM npunagkamy, TpebyeTcs MOCTOSHHOE HabMoAeHne, OHU
[O/DKHBI MOCTOSIHHO HOCUTH CMeLMabHbIA rON0BHON y6op, npegoxpa-
HAIOWMIA OT Cepbe3HbIX MOBPEXAEHWUIA TFOMOBY W MLO.

MoapocTKaM C CYLOPOXHbIMK MpUNajgKaMn CBOWCTBEHHbI 3MOLMO-
Ha/bHble TPYAHOCTW, B TOM YMCME OTKa3 OT aKTUBHOM LeATeNIbHOCTM K
penpeccmsi. OHM MOTYT BbIpaXaTbCsi U B CTpaxe, yTpaTe KOHTPO/S,
4yBCTBE CTblAa, €CAM MPUCTYN MPOU30LLEN B OBLLECTBEHHOM MeCTe M3-
3a OTHOLUEHUS CBEPCTHMKOB K WX OO0ME3HU, W HEerofoBaHWM Ha Mpu-
MeHeHVe npenapaTtoB. [pynnoBble Kak 06CYyXAeHus, Tak U Tepanus
4acTO MOMOralT MpPeofoneTb 3TM Npobnembl. [enpeccus MOXeT 6ObiTb
CMpOBOLMPOBaHa NPOTUBOCYLOPOXHLIMW CPeAcTBamMu (Hampumep, Fek-
camuaunHom). [lpyrve npenapatbl, Hanpumep KapbamasenuH, obnagaroT
aHTWAENPECCUBHLIM AENCTBMEM. TPYAHOCTM MPU HEKOHTPOIMPYEMbIX
npunagkKax ycyry6nsitoTca nocne Toro, Kak 60MbHON 3aKOHYMT 00yde-
HMe B LUKOME, W MOryT OblTb 06YCMOBAEHbI HEBO3MOXHOCTbLH
YCTPOUTLCA Ha paboTy W BOAWUTL aBTOMALLUHY.

MporHo3. B 60nbWNHCTBE Cly4vaeB MpU MPOBEAEHUM LAANTENbHbIX
KaTaMHECTUYECKMX WUCCNeA0BaHWA He O6bl10 MPOBeLeHO TLLATe/bHOro
pasrpaHUYeHns Mexay WAMonaTUYeckor 3anwiencuein U npunagkavu,
00YC/IOBNEHHLIMW  OPraHMYecKUMK npoueccamm B TFOMIOBHOM  MO3re.
MpOrHo3 3HauMTeNbHO MeHee OGnaronpuaTeH Yy 60MbHbIX NOCNeAHel
rpynnbl. Petit mal B unctom Buge NouTVM HUKorga He GbiBaeT 06ycnoB-
NeHa CTPYKTYPHbIMU M3MeHeHuamu. Moutun y 80% paeTeld ¢ TUMMYHLIMA
abcaHcamy MO JOCTMXKEHWUU UMM MEepuofa MosioBOK 3penocTy NpunagKu
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npekpawatoTcs. 3Ta GopMa 3nunencum nepcucTupyet npuénnsu-
TenbHO Y 10% 60nbHbIX, Yy Apyrux 10% pa3BuBatOTCA TOHMKO-K/IOHU-
LleCK1e Cyfoporu, 06bIMHO KyNupyeMble MPOTUBOCYAOPOXHLIMU Cpej-
CTBaMMu.

MpOrHo3 B OTHOLLEHUN KIOHWKO-TOHWMYECKUX MPUNajKoB Y AeTeld, y
KOTOPbIX OTCYTCTBYIOT HEBPOJIOTMYECKME HapyLUeHWs, WAEHTUYeH
TakoBOMY npu Petit mal. ®akTopbl pUCKa, CHWXatoLlne BepOSATHOCTb
npekpaweHns npunagkoB, BK/IKOYAKOT B Cebf  NPOLO/MKUTENbHOCTb
3aboneBaHua (B TedyeHue 5 net v 6onee) 40 Havana neyeHus, 3abonesa-
Hue pebeHKa B Bo3pacTe nocne 11 feT, CHMXKEHWE UHTENNEKTA, U3MEHe-
HWS, BblIIBNSEMbIE MPU HEBPOSIOTMYECKOM 06CNef0BaHMU, Haluyue He-
CKONbKUX TWUMOB MNPUMNaKoB W aHoManbHasa (OHOBas aKTUBHOCTD,
perncTpmpyemas Ha 33 B MEXNPUCTYMHbIA nNepuod. 3aboneBaHue
peLuanBMPYET Moc/ie OTMEHbI MPEenaparoB MpU M30/MPOBaHHbLIX FeHe-
pann3oBaHHbIX npunagkax y 10—15% 60/bHbIX, a NpU NOAMMOPPHBIX
npunagkax —y 40—50%. Ecnu npunafku He HacTynatoT 6onee 5 ner,
pasBuTue peLmamMBa ManoBeposaTHO. MPorHo3 npu okanbHbIX Npunag-
Kax o6cyxpjaeTca Aaanee.

Cnucok nuTepatypsbl

Delgado-Escueta A. V., Ferrendelli J. A., Prince D. A. Basic mechanisms of the epilep-
sies.—Ann. Neurol., 1984, 16 (Suppl.).

Delgado-Escueta A. V., Wasterlain C,, Treiman D. M. et al. Current concepts in neuro-
logy. Management of status epilepticus.—N. Engl. J. Med., 1982, 306, 1337.

Glaser G. H. Kindling R.—Dev. Med. Child. Neurol., 1983, 25, 137.

Hollowach-Thurston J., Thurston D. L., Hixon B. B. et al. Prognosis in childhood epi-
lepsy.-N. Engl. J. Med., 1982, 306, 831.

Jeavons P. M., Harding G. F. A. Photosensitive Epilepsy.—Clinics in Developmental
Medicine No. 56.—London: Spastics International Publications, 1975.

Livingston S. Comprehensive Management of Epilepsy in Infancy, Childhood and Ado-
lescence.—Springfield, IL: Charles C. Thomas, 1972.

Loiseau P,, Beaussart M. The seizures of benign childhood epilepsy with Rolandic
paroxysmal discharges.—Epilepsia (Amst), 1973, 14, 381.

Morselli P. L., Pippenger C. E., Penry J. K. (eds.) Antiepileptic Drug Therapy in Pediat-
ricc.—New York: Raven Press, 1983.

Newmark M. E., Penry J. K. Genetics of Epilepsy. A review.—New York: Raven Press,
1980.

Rumack C. M., Guggenheim M.A., Fasules J. M. et al. Transient positive postictal com-
puted tomographic scan.—Pediatrics, 1980, 97, 263.

Ware S., Millward-Sadler G. H. Acute liver disease associated with sodium valproate.—
Lancet, 1980, 2, 1110.

CumMmnTomMarmyeckas anunencus

CuMMNTOMaTMYeCKOW (BTOPUYHOR), WM OPraHUYecKoW, anmnencuei
Ha3bIBAKOT HapPYLUEHWSs, NPY KOTOPbIX NPUMagKu OTHOCATCA K OCHOBHbIM
K/IMHWYECKUM MPOSIBIEHNSM.

K cocTosiHuaM, 06YCNOBNVBAOLMM PELVAMBUPYIOLLME MPUMALKN,
OTHOCATCS aHOKCUYECKME MOBPEXEHUS TOMIOBHOrO MO3ra, YepernHo-
MO3rOBble TPaBMbl, MH(DEKLUM HEPBHON CUCTEMbI, BKIKYAS MEHVUHTUT U
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3HUeannT. INMAencus MOXeT pasBUTbCS Kak BO BpemMsi aTuX 3abone-
BaHWA, TaK W1 Yepe3 HECKO/IbKO MECsLEB W faxe NIeT nocne HWX. 3anas-
[blBaHWE NPUNaLKoB CBA3aHO C MOCTEMEHHbIM Pa3BUTUEM T[/IMO3HBIX
pybuoB B MOBpPeXAeHHOM Mo3re. HeipoHbl B 06nacTu rnvosa gedop-
MUPYIOTCS C M3MeHeHWeM mopdionornm geHgputa. Cnabo nHrméupye-
mble TAMK-epruyeckne HeiipoHbl, MO BCEW BEpPOATHOCTWU, Hambonee
YYBCTBUTENbHbI K MOBPEXAEHWUIO, W UX AOMUHUPOBAHME B COXPaHsIo-
LemMcst BO36YX/EeHHOM HEeMpoHe B r1O3HOM py6Le MOXeT 6blTb OCHOB-
HbIM B PasBUTUM 3NUNENTUHOPMHBLIX WU3MEHEHWIA.

Y nuy ¢ CMMNTOMAaTUYECKOW 3nunencueid YacTo BbISIBMISIOT HEBPO-
NOTMYECKUe HapyLUEHUS 1 3aMETHOE CHWXKEHWE WHTEMNEKTa, YTO OT/n-
YaeT MX OT BO/IbHBIX C AMOMATUYECKON anunencreid. Mpu KOMMbHOTEpP-
HON TOMOrpadmmn Yepena 4acTo 06HapPYXXMBAKOT M3MEHEHNS B BUAE OYa-
roBOM WM TeHepann30BaHHOW aTpoMu rofIOBHOrO Mo3ra. Peuupgmeu-
pylowye Npunagku MoryT 6biTb CBA3aHbl C MHOTVMW CUHAPOMAaMW, Bbi3-
BaHHbIMU OMpPeSeNeHHbIMU NPUYMHAMKU, YTOYHEHME KOTOPbIX He Bcerga
BO3MOXHO.

Mpunagky HOBOPOXKAEHHbIX

K aToil kateropmm MOryT ObiTb OTHECEHbI BCE TUMbl MPUNALKOB Y
[eTeli NepBbIX 2 HeL XU3HW.

MaTom3nonorusa m atuonorms. O6Was 4yacTota MNpPUNALKoB Y
HOBOPOX[EHHbIX 3HAYMTeNbHO Bbille, 4YeM Yy AeTeil Gonee MNO34HMX
NepuroLoB XM3HW, HO MAMONATUYECKAs ANWUENCUS Y HUX BbIABMAETCS
pegko. C Apyroil CTOpPOHbI, MPUMAgKN Yy HOBOPOXAEHHbIX MpefcTaB-
NAT cOO0N NPOABMEHNS METAbONMUYECKNX HApYLUEHWUIA 1 YBEINUMBAKOT
PUCK aHOKCMM MO3ra, KPOBOTEUYEHWUA W WMH(EKUMU B MepuHaTabHbIN
nepuop. O6wWas yacToTa npunagkos coctasnset 1:200 XXMBOPOXAEH-
HbIX. TMpunagkn y HOBOPOX/AEHHbIX OObIYHO KpPaTKOBPEMEHHbI, MO-
CKOMbKY He3pesible HelipoHbl He Cnoco6HbI MOAAepXKMBaTb MOBTOPSHO-
LYIOCS aKTMBHOCTb, MOFYT ObITb (POKa/bHbIMW WAN MYNIbTU(OKaNb-
HbIMW, TaK KaK nNpoBOAsLiMe NYTW, COeAMHANOLWME pasHble 06/1acTy
KOpbl (Hanpumep, B MO30/IMCTOM Tefie), HEMUENUHU3NPOBaHHbI U
HeoCTAaTOYHO aJeKBaTHO NPOBOAAT HEPBHbIE WMMY/bChI.

Cneunduyeckne MNpUYMHLI MPUNALKOB Y HOBOPOXAEHHbLIX MOryT
6bITb onpedeneHbl B 70% cnydvaeB (Tabn. 20-5). MNpunagkn B TeyeHne
nepBbIX 24 4 nocnie poXaeHWs 60/blUeli YaCcTbio 00YCN0BMAEHbI UHTPa-
HaTaNbHOM acquKcnei, B MepBble AHW NOCNE POXAEHWUS — BHYTpUYe-
PenHbLIMU  KPOBOMU3/IUAHUAMU,  TUMNOIJIUKEMUEN, TUMNOKabLUEMUEN,
BPOXXAEHHbIMW aHOMa/IMAAIMKU, OTPaB/IEHWEM MeLVWKAMEHTO3HbIMU Cpej-
cTBaMu, UHpekumamy LIHC 1 BpOXAEHHbIMW HapyLUeHUsMU MeTabo-
nmn3ma. VIHeKUMilo B KayecTBe Hambofiee 4acTtoro 3TMONOrMYECKOro
thakTOopa OTMEYaroT Mo3AHee — B TeUeHne 1—2-i Heflenu XusHu. MNpu-
Nnajgkn y HefOHOLEHHbIX 00bIYHO CBSi3aHbl C BHYTPYKENYLO0UYKOBLIMU U
cy63neHaUManbHbIMU - KPOBOU3UAHUSAMU.

KnuHuyeckue nposisneHns. [punagku HOBOPOXAEHHBIX MOryT



Ta6nuuya 20-5. MpuynMHbl NpUNagKoB y HOBOPOXXAEHHbIX UM WX XapakTepuctuka
MpoueHT MpepLecTeytowme
MpununHa OoT o6Lero uucna Bpema Hauana WM conyTcTBylOLLNE
cnyvaes COCTOSIHUA
fMnokcuuyeckas — fo 60 MepBble CyTKK MepuHatanbHas
nwemunyeckas achukcna
3Huedanonatus
BHyTpuuepenHbie 10— 15 2-ii feHb wan PopoBass TpaBMa
KPOBOU3NNAHUSA nosgHee
NHbekyna 10—20 O6bIYHO 3-i AeHb MpexaeBpeMeHHbI i
UAn nospgHee paspblB OKOJIO0-
nnogHbix o6ono-
ek
fmnornukemuns 8— 10 2-ii peHb unn Manblii rectaymoH-
nosgHee Hblii BO3pacT, Ana-
6eT y 6epeMeHHOW
Ivnokanbuneminsa/ 10—20 To xe Manasa wmacca Tena
rmnoMarHmemms npu poxpaeHuwm,
nepuHaranbHas
achukcuna
OTmeHa nekap- <2 7— 14-h peHb MpuBbikaHWe 6Gepe-
CTBEHHbIX MEHHOI K nekap-
cpeacTs CTBEHHbIM Mpena-
patam, ocob6eHHO
K MeTafjoHy
MHTOoKCUKauuns <1 MepBble 6 4 MecTtHoe o6e360nu-
MecTHOaHecTe3un- BaHWe pofjoB
pylowumu cpeg-
cTBamm

B nw60e Bpems,
yauie nocne
Hayana Kopwmne-
HUS MOOKOM

BpoxfAeHHble Hapy- <1

weHns meTtabo-
nusma (3aBucu-
MOCTb OT nupu-
[OKCUHa, runep-
amMMOHUuemMus,
Apyrve Hapywe-
HUs MeTabonuama
opraHu4yeckmx wu
aMWHOKNCNOT)

BpoxaeHHble aHoOMa-  5— 10 No6oe Bpemsa
INN TONOBHOTO
mMo3ra

HewnssecTHble 10—30 O6bIYHO 2-ii AeHb

N nospgHee

OblTb KNAaCCU(ULMPOBaHbI MO HECKO/IbKUM TuMnam,

MHOXecTBEeHHbIe
aHoManuu pasBu-
TUS, XPOMOCOM-
Hble fedeKTbl

BkntoyeHbl cemeli-
Hble cnydaun 3a6o-
neBaHuii

B KOTOPbIX BK/HO-

YalT MynbTUPOKanbHble (hparmeHTapHble), (POKasbHble KNOHUYECKME,
MWOKNOHUYECKME U TOHWYECKME CYAOPOXHble MpUCTynbl. Kpome Toro,
OHW MOTYT MNPOSBAATLCA anHO3 W BSAMOCTbIO MpW OTCYTCTBUM [BUra-

TeNlbHbIX KOMMOHEHTOB.

KNoHUYeckne ABUXXEHUS MPU 3TOM 06bIYHO MeAneHHbl (B CpeaHeM
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1—2 B 1) 1 4aCTO HACTONbKO Cnabo BbIpaXeHbl, YTO efBa 3aMETHbI
(ckpbITble cygoporu). Jlokanu3oBaHHOe MNOAeprvBaHuWe yrna pra uam
BeKa, OTK/NOHEHWe rnas B OfHY CTOPOHY MOryT ObITb €4WHCTBEHHbLIMU
NPOSIBMIEHUAMM 3TOr0 COCTOAHUA. MynbTUOKanbHbIe CyLoporM npo-
ABNATCA CYLOPOXHLIMU MOAEPTUBAHMAMU MHOTUX MbILLEYHbIX Fpynmn,
HO CyJOpOry B OfLHOW rpynne peako MpoAo/mKatTcs 6onee 1—2 MuH.
KNnoHW4eckyto CyfopOXHYIH0 aKTUBHOCTb MbIlL, PYK W HOr crefyet
AnthdepeHunpoBaTb OT ApoXKaHUsi (BbICTPOr0 CUMMETPUYHOTO Tpe-
MOpa, BO3HMKAKOLWEr0 Y HEKOTOpbIX [AeTei Mpu pasgpaxeHun) u ot
CMOHTAHHOro K/0Hyca, 00YCNOBAEHHOIO rMNEepakTUBHOCTLIO CNUHASb-
HbIX penekcoB. CMNOHTaHHbIA KIOHYC WCYe3aeT, eciM YMeHbLUUTb
HaTSOXKEHWE CYXOXWAWSA, UTO [OCTMraeTcs MaccuMBHbIM  crubaHviem
KOHEYHOCTU. DTOT CNOoco6 He BMSET Ha BbIPAXKEHHOCTb KNOHUYECKUX
JBVDKEHWIA CYAOPOXHOIO MPOUCXOXKAEHUS.

Tpemop W CMOHTaHHbIA KOHYC OTHOCATCA K MPU3Hakam MOBbILLEH-
HON pasfpaXXMTeNbHOCTN HEPBHOW CUCTEMbI Ha MO4KOPKOBOM YPOBHE.
OHU 06bIYHO BLISBAIOTCS Yy AeTeld, cTpajalolmx npunagkamu. Cypo-
POXXHOE anHo3 TPYAHO OT/IMYWTL OT BbI3BAHHOIO AWNCHYHKLMEW fbixa-
TEe/IbHOrO LieHTpa. YTOYHEHUIO AMarHo3a crnocobCTBYET 31eKTPohmn3no-
NOrNYecKoe uccnefoBaHue.

JlabopaTtopHble mccrnegoBaHuA. [aHHble 93 4acTo NOMOratoT B
[LNarHocTuke, HO NPUMOAN3NTENILHO B V3 CNYYaeB OHW He W3MEHEHb.
Pe3ynbTaTbl WUCCNEOBaHWRA, BK/OUAKOWMX B CE6S MOHWUTOpHYKO J3r,
JaHHble 0 (PYHKLUWMW CepLeyvHOl W AblXaTeNbHOW CUCTEM, HEOOXOAUMbI
[N BbISBNEHMS CYJOPOXHOro anHoa. Nk paspagku Ha 330 noss-
NAETCA Nepef HayaioM MPUCTyMa anHo3 WAM B TEYeHWe ero paHHew
(hasbl.

[ns  MCKNOYEHUs HEKOTOPbIX MNPUYMH  HeobXOAWMbl AaHHble 06
YPOBHE B KPOBW T/NIOKO3bI, KaslbLWsA, MarHua v sneKTposUTOB, pesyib-
TaTbl WCCMEAOBAHWA CMMHHOMO3rOBOM XMAKOCTW A8 BbISIBNEHUA
MH(eKUMM M cybapaxHOUAaNbHOr0 KPOBOU3IUAHUS.

BHYTpWXeNyA04KOBOE WM MapeHXMMAaTO3HOe KpPOBO3NNAHWE B
MO3I MOXXHO BbISIBUTb MpU YNbTPa3ByKOBOM MccnefoBaHuu. Ero ob6s3a-
TeNlbHO CneAyeT NPOBOAWTL Y HEAOHOLUEHHbIX HOBOPOXKAEHHBIX C CY[0-
poramu.

KomnbloTepHas Tomorpadus uepena Heobxofuma AN BbISBAEHUS
aHoOManuu pas3BMTUA Mo3ra. TulaTeNbHOe W YMOpPHOe 06cnefoBaHUe
pebeHKa C LeNbl0  BbISBAEHUS BPOXAEHHbIX HapyLUeHWA 06meHa
BelecTB TpebyeTcs B TOM C/lydae, eCNv NpU HadalbHOM 06Cnef0BaHMm
He HalM OOBACHEHWIA UX Cyfoporam. Y HUX Heo6X0AMMO UCCefoBaTh
MOYY Ha COfepXXaHue OpraHMYeckux U aMmmMHOKUCNOT, a Takxe orpefe-
NNTb YPOBEHb B KPOBW aMMOHMWSI 1 MOJIOYHOW KMCNOTbl. 3aBUCUMMOCTb
OT MUPULOKCUHA BbISBAAIOT NPU BHYTPUBEHHOM BBefeHun 20—50 Mmr
NMPUAOKCUHA W OLHOBPEMEHHOM pernctpaumn 330 y aeTeil ¢ CUHAPO-
MOM 3aBMCMMOCTU MUKW aKTUBHOCTU MCYE3al0T cpasy e nocne BBefe-
HUA npenaparta.

JleveHune. Crieyunduyeckoe neveHre NPoOBOAAT B 60/LLUMHCTBE Cly-
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YyaeB MeTaboNMUecKUX HapylleHuil, 00yCcnoBAMBalOLMX CYyLOpOrn B
nepuog HOBOPOXAEHHOCTW. BHyTpuBeHHoe BBegeHne 10 mn 20%
pacTBOpa T/IOKO3bl KynupyeT CYAOPOru, Bbi3BaHHbIE TUMOTMMKEMUEN,
MeJ/leHHOe BHYTPUBEHHOE BBefeHue 6 Mn 2,5% pacTBopa rnroKoHaTa
KanbUua CHUMaeT runokanbumMemMmnyeckue cygoporu, 6 mn 2,5% pact-
BOpa cy/b(aTa MarHus — Cyoporu, BbI3BaHHbIE CHUDKEHWEM €ro
YPOBHS. JledeHne 60MbHbIX C BPOXAEHHbIMU MeTaboNNYECKMMU Hapy-
LeHMAMM 00CYX/aeTcsd B COOTBETCTBYHOLMX pasfenax.

deHobapbuTan npeacTaBnseT coboil mpenapaT Bblbopa B KauyecTBe
HecneunrUecKoro cpefcTBa NpM HeoHaTaslbHbIX nNpunagkax. Ha-
YanbHas Hacbllwalowas fosa coctasnset 20 Mr/kr npu Meg/ieHHOM
BHYTPUBEHHOM  BBefeHuun. [lopfepxuBatolias [o3a  COCTaBfseT
2—3 Mr/(kr* cyT). OnpefeneHve ero ypoBHs B KPOBM HeOOXOAUMO AN
YTOUHEHUS [03bl, TaK Kak MeTabonu3M npenapara y HOBOPOXAEHHbIX
CUNBHO BapbupyeT. MOXHO pPeKOMeH[0BaTb U AU(MEHWMH, HO HET [0Ka-
3aTe/IbCTB ero 3aPEeKTUBHOCTA Y HOBOPOXAEHHbLIX, & MOALEPXUBATbH
YPOBeHb, 06ecneunBatoLnii NPOTMBOCY JOPOXKHBIA 3 eKT, TPYAHO U3-
3a HernosIHOro M HenpejckKasyeMoro BCacblBaHWA npenapara y pebeHka
3TOro BospacTta. [ns nogaBneHWUs CYLOPOXHOW aKTMBHOCTW, He Kymnu-
pyemoit heHo6apbuTanomM, MOXHO OgHOKpaTHO BBecTu 0,3—0,4 mr/kr
cnbasoHa.

MporHos. Moyt 20 % OoT 06LWero Yncna HOBOPOXKAEHHbIX C HEOHa-
TaNbHbIMW CYAOPOXHBLIMW MPUMAaAKaMu YMUPAIOT B TEYEHWEe MepBbIX
2 Hep, 30 % BbDKMBAKOT C OCTAaTOYHLIMU SABNEHUAMU U 50% BbI3L0paB-
nusatoT. OTCTaBaHWe MCUXMYECKOr0 pasBUTUSA, MNepcUCTUpyoLme
cygoporu, LepebpasibHble MapaMiy OTHOCATCA K 0OblYHbIM MOCnes-
CTBMAIM 3TOr0 COCTOAHMSA. MPOrHo3 3amMeTHO BapbUpyeT Mpu PasMyHbIX
thopmax. Haubonee GnaronpusiTeH OH NpuU CyLoporax, CBA3aHHbLIX C
runokanbumemmneid, 6e3 Kakux-nnmbo [Jpyrux nospexaeHunid. Lomu-
HaHTHO Hacnefyemble (POPMbl AOOPOKAYECTBEHHLIX CYAOPOXHBLIX Npu-
MafKoB Yy HEeBO0/MbLIOr0 uucna AeTell TakxKe OT/IMYaloTca GnaronpusT-
HbIM MPOrHO30M, KaK Uy O60MbLUMHCTBA AeTell ¢ cygoporamu, 06ycoB-
NeHHbIMK cy6apaxHOUanbHbIMWU KPOBOU3NMSAHUAMU. B NpoTMBOMOIOXK-
HOCTb 3TOMY OH GraronpusTeH vweb y 50 % aeTeit ¢ rMNOrMKeMuye-
ckumn 1 20 % C NOCTAHOKCMYECKUMU CYLOPOXKHLIMU NPUMaLKamu.
cxon 3amMeTHO MeHee 61aronpusATeH MpY MOCTHATaIbHBIX CYLOPOX-
HbIX MPUNajKax, CBA3AHHbIX C HApPYLIeHUAMU pa3BMTUA Mo3ra. Y pe-
6eHKa B 9TOM C/ly4yae 3aKOHOMEPHO BbISABMAIOT 3aMef/fieHue MNcuxuye-
CKOro pasBuTuA.

IMpOrHOCTNYECKOE 3HAYeHWEe WMEIOT fdaHHble D3I, 3anucaHHble B
MEXMPUCTYNHbIA nepuog. OTCYTCTBME 3/1EKTPUYECKON aKTUBHOCTU W
YrHeTeHWe pa3psfoB aKTUBHOCTW Y AOHOLLEHHOro pebeHKa CBUAETESb-
CTBYIOT, Kak Mpasufio, 0 HebnaronpuATHOM MPOrHo3e; OH 6aronpus-
TeH TOMbKO y 12 % peteit, Ha B3I KOTOPbIX BbIABAAKOT MHOr004aro-
Bble CnaikoBble paspsabl. bonee 80 % peTeid, Ha O3 KOTOPbIX U3Me-
HEHWSi OTCYTCTBYIOT, Pa3BMBAlOTCA HOPMasbHO.

HeoHaTanbHble cyfopory 06bIYHO PerpeccupyroT B TeYeHUe He-
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CKOMbKMX [Hel OT WX Havasia faxe y [eTeil ¢ Nocneayowymy 0Ccnox-
HeHuAMWU. [lpyrue CyfOpPOXHble COCTOSAHUSA, HarmpuMmep AETCKUA crasm,
MOFyT pa3BMBaTbCA MO3A4HEe MOC/ie MEPEHECEHHbIX HeOHaTaNbHbIX
CYLOPOXHbLIX NpUnagkos. locne KynupoBaHWs MocnefHux Ao3y ¢eHo-
6apbuTtana MOXHO ObICTPO YMeHbLWNTL. HeT foKa3aTenscTB TOro, Yto
UX peunauBbl 6onee 4YacTbl y [AeTeld, MonyyaBliMX eHobBapbuTan B
TeyeHMe TO/IbKO 2 MeC, MO CPaBHEHWIO C AeTbMW, KOTOPbIM Oblna Mpo-
BeJeHa MOoAJepXXMBatoLlas Tepanus B TeuyeHne 6osee NPOSO/HKUTENb-
HOrO BpPEMEHU.

Cnucok nutepartypel

Herzlinger R. A,, Kandall S. R., Vaughan H. G. Neonatal seizures associated with nar-
cotics withdrawal.—J. Pediatr., 1977, 91, 638.

HLL A., Volpe J. J. Seizures, hypoxic-ischemic brain damage and I\VH in the newborn.—
Ann. Neurol., 1981, 10, 109.

Painter M. J., Pippenger C., MacDonald H. et al. Phenobarbital and diphenylhydantoin
levels in neonates with seizures.—Pediatr., 1978, 92, 315.

Rose A. L., Lombroso C. T. Neonatal seizure states. A study of clinical, pathological and
electroencephalographic features in 137 full-term babies with a long-term follow-
up.—Pediatrics, 1970, 45, 404.

Tibbies J. A. R. Dominant benign neonatal seizures.—Dev. Med. Child. Neurol., 1980,
22, 664.

Volpe J. J. Neurology of the Newborn.—Philadelphia: WB Saunders, 1981, pp. 11l —
137.

MbiweyHble cnasmbl y AeTeil (LeTCKMe MWOKIOHUYECKme
CYLOPOXHble Npunagky, 3anafHblii CUHAPOM)

MbllweyHble cna3mbl y AeTeid NpefcTaBnatoT cobol hopmy reHepa-
NN30BaHHbIX MWUOKMIOHWYECKUX CYLOPOXHbLIX MPUMAaAKoB, MOABASIO-
LUMXCA B paHHEM BO3pacTe, WM acCOLUMPYIOTCA C TUMUYHBIMU U3MEHe-
HuaMM Ha Q3 (runcaputmus).

MaTocmanonorma n atuosorus. [leTckue cnasMbl —3TO Hecnewuu-
(hmueckas peakuus He3penoil Kopbl FO/IOBHOMO MO3ra Ha MOBPEXAeHue
WM HapylleHue pocTa W pasBuTua. OHWM MOTyT ObITb 06YC/OBMEHBI
aHoKcued (0COBEHHO acthmKCUa HOBOPOXAEHHbIX), TPABMOI F0/I0BHOMO
MO3ra W MEHWHIUTOM WM BHYTPUYTPOOHOIW MH(eKumeid. OHWM MoryT
Pa3sBUTLCS W B pe3yfbTaTe MeTabo/MYeCcKnX HapyLleHuidi He3penoro
HelpoHa (Hanpumep, Npyu PEeHUIKETOHYPUM, 3aBUCUMOCTY OT NUPULOK-
CWHa, LepebpanbHOM fIMMOWA03€, BbIPOKEHHOW TUMOMNKEMUAKN) WUn
HapyLleHnss OpraHW4eckoi CTPYKTYpbl Mo3ra (Ty6epo3Hblii CKiepos,
cUHApombl Ankapam v [layHa, BpoxaeHHasa rugpouedanus). OvaroBble
LepebpanbHble HapylleHWs (Hanpumep, OMyxoau) Pefko NPUBOAAT K
JeTckum crasmam. OHWM 3aKaH4YMBAIKOTCS HapyLLUeHUeM pas3BUTUA opra-
HU3aLUN 3M1EKTPUYECKON aKTMBHOCTM MO3ra. [uncaputmmuyeckue npu-
3HaKM Ha I3l 3aKN4alTCA B MHOIMO0YaroBbIX BbICOKOBObTAXHbIX
nMMKax U MenJIeHHOBO/IHOBOW aKTWBHOCTU, YTO HarmOMMWHAET CMOHTaH-
HYI aKTMBHOCTb W30/IMPOBaHHbLIX CTPYKTYP KOPbl FO/I0BHOFO MO3ra M

294



HaBOAWUT Ha MbIC/b O HEJOCTaTOMHOCTU BHYTPUKOPKOBLIX W aihepeHT-
HbIX CBSi3eli FO/I0BHOTO0 MO3ra. ['MCTONMOrMYecKoe WCCNefoBaHMe KOpbl
Mo3BONSeT O06HAPYXWUTb HECOBEPLUEHCTBO apbopusaunm [eHApUTOB
HeMpPOHOB KOpbl.

KnuHuuyeckme nposineHnst. O6bIYHbIA BO3pacT, B KOTOPOM Hauyu-
HaeTcs 3aboneBaHue, KonebneTca mexay 3 U 8 Mec, MMLb B OTAENbHbIX
cnyyasx pebGeHOK 3ab0/eBaeT B Mepurog HOBOPOXAEHHOCTU WM B BO3-
pacTe cTapiwle 2 fieT. Y NOMOBUHbI BOMbHLIX A€Tel BbISBAAOT NepuHa-
TaNbHble OC/IOXHEHMS,, B TOM 4uCNe acUKCUIO, POLOBYHD TpaBMmy,
MEHWHIUT. PasBuTue aeTell MOXET He HapyLlaThCca A0 NOSBMAEHUS CyAo0-
por unu ero oTcTaBaHue npegwecTByeT cygoporaM. O6bIMHO HOpMaslb-
HOe paHHee pa3BuTUe pebeHKa HauWMHaeT perpeccupoBaTh. Y HEro CHu-
)KaeTca BU3yasbHasi OpWEHTaLWsl, Ha OCHOBaHUM Yero MOXET ObITb
3anofo3peHa cnenota. nasHoe AHO W peakuus 3payka Ha CBET npu
3TOM OCTalOTCA B HOPME, YTO CBUAETE/IbCTBYET O CBSI3N CNENOThbl C
LEeEKTOM LeHTPabHbIX 3pUTE/IbHBIX MyTeR WM 3pUTENbHOMO LieHTPa.

[JeTckne MbilleyHble CMa3Mbl 3aK/HOYAKTCA BO BHE3aMHO HAaCTYy-
narwWwmx crmbaHmax MO3BOHOYHMKA, LUEeW, PYK U HOP C MocieaytoLlei
bonee nocTeneHHOW penakcaunein. OHWM HanoMuHarT pedinekc Mopo,
OT/IMYasACb OT MOCNeAHero Tem, YTO BO3HMKAKOT 6e3 BO34encTBUS pas-
apaxuTens. O6bIYHO Lenblid psf cnasMoB CAeayrT OAWH 3a APYrM C
MHTEPBAIOM B HECKOMbKO CeKyHA. MpucTynbl NOSBAAKOTCA Yalle BCEro
npv NpobyxaeHnn. PasrnbaHue pyK v HOT Y MHOTUX AeTeli BbIpaXeHO
Apye, Yem crubaHue, U COMPOBOXKAAETCSH KPUKOM MM niadem. MoxeT
OTMeYaThCa [eBuauus rnas BBEPX WAM MOBOPOT rO/0Bbl B CTOPOHY.
B 30 % cnyvyaeB OTMeYalOTCs W Apyrue nNpunagku, B TOM YUCME TOHU-
KO-KMOHNYeCKne Uu (hoKasibHble MOTOPHbIE CY[OPOry.

[JaHHble nabopaTopHOro wvccnegosaHus. [unarHos NoATBepX-
paetca npu 93I. B 23cnyyaeB uny 60nee npy NepsoM UCCNeLoBaHUN
Ha Hell BbISBAAKOT MPU3HAKW TUMNCAPATMUKN. Y OCTabHbIX [eTeli OHa
CBUAETENbCTBYET O (POKaNbHbIX 3NUAENTUPOPMAXxX HapYLUEHUsX, pexe
M3MEHEHNS OTCYTCTBYIOT. [lpn3Hakum runcapuTtMmu B GOMbLUMHCTBE
C/ly4YaeB BbISBNAOT Yepe3 HECKONbKO Hefenb OT Havyana 3aboneBaHus.

K nomoul KOMMbIOTEPHOIM ToMmorpagun udepena npuberawnT C
Lensto gnddepeHymanmm oTaeNbHbIX (opM aeTckoro crnasma. OTKno-
HEHWS' OT HOpPMbl HaxoaaT y 2 3aeTeld. Yalle BCero onpegensoT aTpo-
(1o Mo3ra, pexe rugpouedannio, BTOPUYHbIE KanbLUpUKaTbl B MO3re,
06yCNOBNEHHbIE TYOEPO3HbIM CKNEPO30M WM BHYTPUYTPOOHOI UH(EK-
UMeld, M areHesnt0 MO30/UCTOr0 Tena.

MeTabonmyeckne HapyLUeHUsi BCTpevatoTca MeHee yYeM Yy 5% 60/b-
HbIX, OfHAaKO WX BblsiBfEHWE HEO6XOAMMO B CBA3WM C BO3MOXHOCTbHIO
NpoBeAeHNs crieunduyueckoro nedeHuns. OnpegeneHve YpoBHA HOKO3bI
B KPOBW, aHain3 MOYM Ha COAepXKaHWe aMWUHO- U OpPraHMYecKux Kuc-
NoT, nonblTKa fledyeHnss nupugokcrHoM (50 Mr/cyT) nokasaHbl npu
3a60M1eBaHUN C HeyCTaHOBMEHHOIW MNPUYKHOIA.

JleyeHune. OB6bIYHbIE MPOTUBOCYAOPOXHbIE NpenapaTbl Manosddek-
TUBHbI. VIHOTAa YacTWUYHbIA 3hPeKT MoAy4vatoT OT NPUMEHEHUS K/OHa-
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3enama Wav BasbNpPOEBOW KUCMOTbl. Bonee MocTosHHOE AeiCTBME OKa-
3bIBAlOT KOpTUKOTponuH (AKTI) M KOPTUKOCTEpOWAHbIE [OPMOHBI,
OfHaKO OTYEeT/IMBOro MpeMMyLLecTBa OAHOrO M3 3TUX MNpenaparos
nepes LpYruMu He BbISBNEHO.

AKTI BBOAAT BHYTpPUMbILWEYHO B (hopMe rens. OObIMHO NpUHATaS
CXema fleYeHUs 3aKNYaeTcs BO BBEAEHUU ero 60/bLUMX HavasibHbIX
o3 (40—80 E/fl/cyT) oAQHOKpaTHO WAM [ABYKPATHO €XEeAHEBHO [0 TeX
nop, MoKa He HacTynuT adeKkT. 3aTem [03Yy MOCTENEHHO YMeHbLIaT
npv o6LLein NPOAOMKUTENBHOCTU NedeHuns 4—38 Hepn. KopTukocTepoumibl
Ha3Ha4aloT A4/19 MpuemMa BHYTPb B TeYeHWe TOro ke nepuofa: npegHu-
30/10H HauyMHaKT C Ao3bl 2 Mr/(Kr- cyT), a [AeKcameTa3oH —C A03bl
0,3 mr/(kr- cyT). Yepes 1—5 Hep 6onee uem y 50 % peTeil npekpa-
WalTes cnasmbl 1 Hopmanusyetcst 330, TpuMepHO y NOMOBUHbLI AeTel
3aboneBaHue peuuaMBMpPYET MNocne OTMeHbl npenapaTa. [MOBTOPHbI
KYpPC MOXET BHOBb COMPOBOXAATbCA 3DPeKTOM. [MpM MHOXECTBEHHbIX
TUNax CYLOPOXHbIX MPUNaAKOB AETU HYXAKTCA B AOMOSHUTE/IbHOM
NeyveHVM OBLLENPUHATLIMU NPOTMBOCYJOPOXHbLIMU CpeacTBamMun (Hanpu-
mep, heHobapbuTan). Bo Bpema neyveHWs CTepouAHbIMK MpenapaTtamu
3a [eTbMM HeobXOoAUMO TulaTenbHOEe HabnojeHue, 4TOObI CBOeBpe-
MEHHO [MarHoOCTUpOBaTb 6aKTepuasbHYH WH(EKUUIO, KOTOPYH Che-
fyeT KynuposaTb aHTUGUOTMKaMU. [MNepTeH3Us OTHOCUTCH K 0OblY-
HbIM MOGOYHBLIM 3PeKTaM NeyeHns, HO MpoTekaeT 6GeCCUMMTOMHO.

MporHo3. [eTckue MbllleyHble crnasMbl MPeKpawarTca nojg Aei-
CTBMEM JIleYEHWSA WM CMOHTAHHO 06bIYHO B Bo3pacTe Ao 3 net. Odpyrue
TUMNbI CYAOPOXKHbLIX NPUNAAKOB HauMHAOTCA B 60Mee Mo3fHWe Nepuogbl
XusHu y 50 % peteil. OTcTaBaHUE MCUMXUYECKOTO PasBUTUS BbISIBASIOT
npu ANMTeNbHOM KaTaMHecTuyeckom HabnogeHun y 80—90 % 60/b-
HbIX. Okono 20 % peTeid, 06bIYHO CTPafatOLLMX BbIPaXKEHHLIMW Hapy-
LIEHNSIMX  MCUXWYECKOTO Pa3BUTMS, YMUPAKT B PaHHWA  Mepuos.
B o6uem nporHo3 6onee 6naronpusaTeH y AeTeid, aTmonorus 3abonea-
HUS Y KOTOPbLIX OCTAeTCSi HEW3BECTHON W OTCYTCTBYHOT M3MEHEHWS Ha
KT. OHM oTMeyaroTcs 60nee BbICOKUMU MOKa3aTeNsgMu MCUXUYECKOro
pasBUTUA, €C/IN NIeYeHNe KOPTUMKOCTEpoMAamMu Obl0 HA4yaTo cpasy >xe
nocne HayasibHbIX MPUCTYMOB.

Cnucok nutepaTtypbl

Hrachovy R. A., Frost J. D., Kellaway P. et al. Double blind study of ACTH vs. predni-
sone therapy in infantile spasms.—J. Pediatr., 1983, 103, 641.

Lacy J. R, Penry J K. Infantile Spasms.—New York: Raven Press, 1976.

Snead O. C. Il ACTH and prednisone in childhood seizures disorders.—Neuro-
logy, 1983, 33, 966.

West W. J. On a peculiar form of infantile convulsions.—Lancet, 1841, 1, 742.

CuHppom JleHHOKca — lacto

CuHapom npeacTaBnsieT Co6OA paHHIOW (hOpMY AETCKOM 3nunen-
CUW, XapaKTepusyHLLYHCS MUOKIOHUYECKMMI Npunagkamyv win atu-
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NNYHBIMU NpUCTYNammn abcaHca, PerpeccoM WHTeNNeKTa U reHepanun3o-
BaHHbIMM CNariKoBbIMW paspsgamy Ha I3[, Kak Npasusio, C MeHbLLENR
yacToToi, yem npu petit mal (06biMHO OKONo 2 B 1 C).

KnuHunyeckme nposisneHns. MpuUCTynbl HaYMHAKOTCA NO3fHee, YeMm
[leTCKMe MblleyHble cnasMbl: 06blYHO B BO3pacTe 2—4 fieT. Y pebeHka
NOABNAKOTCA KPAaTKOBPEMEHHbIE MWOKIOHUYECKUE, aTOHWYECKMe npu-
nagku n atunuyHblii abcaHc. Hayano uMx MOXeT ObiTb BHe3arHbIM Yy
pebeHKa, [0 TOro pa3BMBalOLLErocs HopMasbHO. MHOraa B aHamHese
eCTb YKasaHus Ha gpyrue (opmbl CYAOPOXKHbLIX MPUNagKoB UMW Hapy-
LWeHnsa pa3BuTus. B TeueHne gHA y pebeHKa MOXET ObITb He 0fjHa COTHA
NpUNagKoB, 1 NMOCKONbKY OH NafjaeT B MOMEHT MPUCTYNa, Y Hero oTme-
4alOT CKNOHHOCTb K KPOBOMOATEKAM W NOBPEXAEHUAM KOXWU, 0COBEHHO
Ha nuue u ronose. OTCTaBaHMe YMCTBEHHOIO PasBUTUA U CHUDKEHUE
WHTEN/IEKTA HAYMHAKOTCA BCKOPE Mocne nepsblX Npunagkos. Fpu Hes-
PONOrMYECKOM 06CMeA0BaHUUN  BLISIBASKOT  MPU3HAKA  MO3KEUYKOBOW
aTakcuy 6e3 Kakux-nnbo [pyrux HapyLleHui.

[aHHble NnabopaTopHbIX UCCnefoBaHU W1 AuddepeHLManbHbINR
AnarHos. lNogTeepXaeHve AvarHosa nosiyvyarot npu aHanmse 33I. Ha
Hell NoABNAKOTCA M3MEHEHWS B BUAE YaCTbIX PaspsoB MeL/IeHHOBOJ/IHO-
BOM aKTMBHOCTW, KOTOPblE Y HEKOTOPbIX GO0MbHbLIX HOCAT MOCTOSHHLIN
xapaktep. Mpu KT uepena noytn B 60% cnydyaes onpegenstor Audg-
(hy3Hyt0 aTpoduio Mo3ra.

Cneumndguueckne 3aboneBaHns, Npyu KOTOPbIX Yy AeTeli OTMevatoTcs
aHaorMYHbIe NPUCTYMbI CYAO0POXHOW aKTUBHOCTMW, MOFYT ObITb Mpea-
CTaBfeHbl Ty6epo3HbIM CK/EPO30M, /AUMNOMA030M Mo3ra (0CO6eHHO
60ne3Hb batTeHa) n cuHapomom CaHununno. X cnegyet UCKIUNTD
TONbKO NOC/e TLaTeNbHOro 06cnefoBaHns a3 U KOXU 1 onpeseneHns
aKTUBHOCTU (PEPMEHTOB, XapaKTepHbIX A/ 3a60MeBaHNiA C M3BECTHOM
MeTaboNMyecKoin NpuUpoaoiA.

JleyeHne. Peakuma Ha nNpoTMBOCYAOPOXHble CpeAcTsa HepocTa-
TOYHO aflekBaTHa. KnoHasenawm, Ba/ibnpoeBas KMCoTa, auerasonamug,
3TOCYKCUMUS, KaK MO OTAENbHOCTW, TaK WM B COYETaHWM, MOTYT ObITb
3h(heKTUBHbIMW. PedpakTepHbIX 60MbHbIX MOXHO neuntb AKTE n
KOPTMKOCTEPOMAAMM MO TOM XKe CXeMe, YTO U MPU AETCKUX MbILLIEYHbIX
cnasMax. VHorga mnonesHo y HWX OKa3blBaeTCs KeTOreHHas [AueTa,
npegycmarpuBatoLLas obecrneveHne Kasopaxa 3a CUeT XUPOB UIu TpuU-
rALEPUAOB CO CPEeAHEN LenbHo.

MporHo3. Vcxop TOT Xe, YTO U NpU AETCKUX MbILLEYHbIX Cnasmax.
XapakTepHble NpUNagku v usmMeHeHust Ha O3 06bIYHO MCYE3a0T B
6onee nosgHve nepuvofbl LETCTBA, HO BbICOKAass BEPOATHOCTb Hapylue-
HWS YMCTBEHHOrO pPa3BUTUS, HECMOTPS Ha WMCYe3HOBEHWE MNPUMALKOB,
oMpayaeT nporHo3. OH HebnaronpusaTeH y AeTel, Y KOTOPbIX 3TOT CUH-
OPOM CNY)XXWUT NPOSIBNEHWEM [ereHepaTuBHbIX 60/e3Heil Mo3ra.

Cnucok nutepatypebl

Gaslaut H., Gastaut J. L. Computerized transverse axial tomography in epilepsy.—Epi-
lepsia, 1976, 17, 325.
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Huttenlocher P. R. Ketonemia and seizures: Effects of two ketogenic diets in childhood
epilepsy.—Pediatr. Res., 1076, 10, 536.

Kurokawa A., Goya N., Fukuyama Y. et al. West syndrome and Lennox-Gastaut
syndrome: A survey of natural history.—Pediatrics, 1980, 65, 81.

McuxoMoTopHasa anunencus [BMCOYHOAONEBAsS 3MNWNENCHS)

OTnuunTeNlbHas YepTa CUHAPOMA COCTOWUT B KOMIJEKCE napuuanb-
HbIX NPUNAaAKOB.

atnonorua. lcuxoMoTopHas anunercus 06YycnoBfieHa Hapylue-
HMeM (DYHKLMA BMCOYHBLIX Aonieil. YacTo B ee OCHOBE fiexaT aTpodu-
YeCcKMe WM3MEeHEeHWs ¢ (hOPMMPOBAHMEM FAMO3HOIO pybua B CPeauHHONM
yacTn fonu (CpeguHHbIA TeMNopasibHbIA CKNepo3). [pouecc MOXeT
ObITb ABY- WUNW OAHOCTOPOHHMM. CpeAuHHbIA TeMNOpasibHbIA CK1epos,
Nno-BUAUMOMY, CBSi3aH C 3aNU304aMy aHOKCUMKM Mo3ra. B aHamHese yacTbl
yKa3aHUs Ha nepuHaTanbHY ac(PuKCUIO, aHOKCUYECKUIA MHCYNbT (B
6onee nosgHem Bo3pacTe). [NpuMepoM MOXET CMY>XWTb 3NU304 Hapy-
LUEeHMA AbIXaHWUs BO BPeMs MPONOHTMPOBAHHOIO TOHUKO-K/IOHUYECKOro
npunagka. TpaBma ronoBbl, MEHUHIUT, 3HLUedanUT, OfyxonmM u cocy-
OUCTble aHOManMM BMCOYHOW AONM TaKXe MOryT NPUBOAMTL K pasBu-
™Mo cuHgpoma. K Hambonee TUNWYHBLIM OMYXONAM OTHOCATCSH MaslbIX
pasMepoB [06pOKavecTBeHHble 06pa30BaHUs, B HEKOTOPbIX Cly4asx
onpejensieMble Kak ramMapToMbl. Y MeHbLUero yucna 60/bHbIX onpege-
NEHHbIX aHaTOMUYECKUX HapyLleHU He BbISBASETCH, HO [AaHHble
CeMeliHoro aHaMHe3a MHOTMX FeHepauuili CBUAETENbCTBYHOT O TOM, UTO
3TOT TUM MPUNALKOB, BEPOSTHO, CAYXKMUT MPU3HAKOM WMAMOMATUYECKON
anunencum.

KnuHunyeckre nposiBneHus. B 601bINCTBE CNy4YaeB aHOMasvu
BbIpaXKatOTCA KOMIMJIeKcaMu napuuanbHbIX MpUnagKos, 0 KOTOPbIX
coobwanocb B npefblaylieM pasgene. HaumHaeTca 3aboneBaHue B
no6bom Bo3pacTe. Y HOBOPOXAEHHbIX W feTeli paHHEro Bo3pacTta
TPYLHO [AMArHOCTMPYeTCs, MOCKOMIbKY OHW He MOryT OnucaTb Xapak-
TepHble MCUXUYECKME HapyLUEHUS W W3MEHEeHUs BOCMPUATUSA, CONyT-
CTBYHOLLMe Npunagky. PeunanBUPYIOLLNE BereTaTuBHbIE U3MEHEHWUS, B
TOM 4uC/e TOLIHOTA, PBOTA, COCTOSAHWE COH/IMBOCTM, U3 KOTOPOro AeTu
BbIBOAATCS C TPYAOM, a TakxXe ABWUrate/ibHble aBTOMaTu3Mbl (XKeBaHue,
rnoTatenbHble ABWXKeHUs, BGecLefibHble 61y)KAaHUa) MOryT ObITb paH-
HUMU NpuU3HakaMu. Y pebeHKa O6bIMHO OTMevatoT MOoBefeHYeCKme
HapyLleHusa (pa3gpaxunTeslbHOCTb, FMNepKUHe3, arpecCUBHOCTb, Bpeme-
Hamy Kpu3bl, ObICTpas CMeHa HacTpoeHWs). HecKOoNbKO CHMKaeTcs
WHTENNEKT, 4TO MPOsBASETCA OTCTaBaHMEM $3bIKOBOro passuTus. Mpu
HEBPO/IOrMYECKOM 06CNefoBaHUN U3MEHEHWIA, KaK MPaBW/O, He BbISB-
NAT, 32 WUCK/YEHVWEM MOCTNPUCTYMHOM acuMMETpUK pedieKcoB B
HEKOTOpPbIX CAy4asX, elle MeHee XapakKTepHO CYy)XXeHWe MOfei 3peHus ¢
BEpPXHEA KBagpaHTaHonuel npu fgeteKkTax B BUCOUHbIX AOJNAX.

[aHHble NabopaTopHbIX UccneaoBaHnin. Pesynbtathl I3 cnyxar
CYLLECTBEHHbIM MOATBEPXKAEHMEM [MarHo3a W Mo3BONAIOT OMNpefennTb
CBA3b CY[OPOXHOW aKTUBHOCTM C MOPaXEHWEM OAHON wanM 0benx
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BMCOYHbIX foneil. Ha Heli B 60% cnydaeB NOABNAIOTCSH OAHOCTOPOHHUE
WM  [BYCTOPOHHWE CMaiku WM MeL/IeHHOBOMHOBas aKTMBHOCTb C
NOKanunsauneid B BUCOYHbIX [ONAX. VI3MEHeHWId, CBMAETENbCTBYHOLLMX
0 3abonesaHWn, MOXET ObITb BbIABMEHO 60MbLUE, €CN NPUBErHyTb
K MOMOLUM creunanbHbIX MEeTOAO0B, 3aK/vatoWwuxcs B perucrpawmu
O3l nocne nepuoga OrpaHWYEHHHOT0 CHa WAM C UCMNONb30BaHWEM
HasoMapuHreanbHblX M CHeHOMAANbHbLIX OTBEAEHWIA.

KomnbloTepHas ToMmorpadus nokasaHa [ WCKIIOYeHUs OpraHu-
YeCcKUX MPOLECCOB B BUCOYHBLIX AONAX.

NeyeHune. SPdheKT 0T NPOTUBOCYLOPOXHBLIX CPEACTB 4acTO Hepno-
CTaTouYeH, 0COOEHHO ec/M B OCHOBE 3ab60/1eBaHUs NeXKaT opraHnyYeckune
npouecchl. AndeHnH, kapbamasenuH, rekcammgmH OTHOCATCSH K Hambo-
nee 3(eKTNBHbLIM cpeacTBaM. [lob6aBneHne 3TOCyKCMMUAA WK Baslb-
MPOEBOI KWUCMOTbI MHOFAA MOBbILAET MPOTUBOCYLOPOXHOE [LeliCTBMe
npenapaToB. BHYMaHWe K NOBEAEHYECKUM WM3MEHEHUAM CYLLECTBEHHO B
NeyeHUM aTuX 60NbHbIX. MHOrga BO3HWKaeT HEO6XOAMMOCTb MOMECTUTh
MX B CMeLManbHYO LIKOMY WM C034aTh CheuuanbHyto nporpaMmy Ans
0by4yeHuns. HekoTOpbIM  [eTAM MNPUHOCAT MOMb3Y  NCUXOTPOMHbIE
cpeactea (Mepuaun WM OAWMH M3 MNPenaparoB rpynnbl (eHoTUa3n-
HOB).

Mpy HeaPPeKTUBHOCTU MeMKAMEHTO3HOIO NIeYeHNs cneflyeT o6cy-
AUTb BONPOC O BO3MOXHOCTM XUPYPruYeckoro yaaneHus anuienToreH-
HOro ovara. Hanbonee nogxogdawiMm s 3TOro CYUTAlOT NO3LHWIA feT-
CKWIA UM IOHOLLIECKMIA BO3PACT B C/TyYasx, eCc/n He BbIBEHa OMyXo/b
WX COCYAWUCTbIE aHOMasMM MO3ra Wn OTCYTCTBYHOT BbIP@KEHHbIE
noBefleHYecKne peakuuy nocne 6e3ycrneLHoro KOHCepBaTUBHOIO fieye-
Hus. PelueHue Bompoca 06 onepauun v pesekumst BUCOYHOR J0NU BXO-
[OST B KOMMETEHUMIO COTPYLHWKOB LEHTPOB, Cheuvannsvnpytomxca B
3Toi 06nacTu. Hambonee NogxofsawyMn KaHgvMpaTamu [fis onepaTyB-
HOro BMeLUaTeNbCTBa CUUTAIOT 6O0/bHbLIX C OAHOCTOPOHHUMW NepesHUMK
TEMMOPA/IbHbIMU HapYLLUEHNAMMW, aTPOMUECKUMU UM ApYrUMKA 13Me-
HeHVAMW. Ha aHaTOMWYecKyto NoKaim3auuio 3nuaenToreHHoro ovara
yKa3blBalOT fdaHHble 33T

MporHo3. Mpy NCUXOMOTOPHON 3MWAENCUX, KOTOpas MOXET ObITb
KyMnMpoBaHa Xupypruyeckum nyTem, MNporHo3 6GnaronpusteH. OKono
2/3 onepupoBaHHbIX feTell U36aBnATCA OT MPUNAAKoB, Y MHOTUX U3
HUX MPOTUBOCYLOPOXHbIE CPEACTBA MOMYT BBOAMTLCSH B YMEHbLUEHHbIX
[03aX WM MOryT O6blTb OTMeHeHbl. [loBefeHYecKMe peakumu 4acTo
perpeccuMpyroT nocsne OnepaTuBHOro BMeLlaTenbCcTBa. BTopas rpynna
60MbHBIX C [0OpPOKAYECTBEHHLIM TeyeHWeM 3ab0/1eBaHUA COCTOMT U3
[ieTeld, y KOTOpbIX He onpejeneHa npuumHa 3ab6oneBaHns U He HapyLleH
NHTeNNeKT. CyAopoXKHble MPUNagKM Y MOMOBUHLI W3 HUX MNpekpa-
LaTCA CMOHTAHHO B MEpUof MOMOBOr0 CO3PEeBaHWs, y BTOPOM MOMO-
BVMHbI OHW KOPPUTMPYIOTCA MefUKAaMeHTO3HbIMU cpeacTBamu. OTAro-
WaWuMn (hakTopamu CAy>KaT HU3KWIA MHTENNEKT, Hayano 3abonesa-
HWA B BO3pacTe [0 2 fIeT U AOMOHUTENbHbIE TUMbI NPUNaAKOB, Hanpu-
Mep TOHWMKO-KNOHUYECKMeE.
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FONIOBHAA BOJ/Ib N TONOBOKPYXXEHME

PeunavBupytowas ronosHas 060/1b OTHOCUTCA K PacnpoCTpaHeH-
HbIM, 4YacTO A06POKayYeCTBEHHbLIM, CUMMTOMAaM Yy [ieTeil CTapLiero BO3-
pacTa U MOAPOCTKOB; Y MaseHbKUX [JeTeil OHa OblBaeT PeaKo W ualle
CBMAETENbCTBYET O Cepbe3HOM 3abonesaHuu. [puuMHO MOTYT ObiTb
Ntobble 60/1bYYBCTBUTESIbHbIE CTPYKTYPbl 06/1aCTV 0/10BLI, B TOM YuC/e
MOKPOBHbIE TKaHW 4epena, BHYTPUYEpenHble KPOBEHOCHbIE COCYAbl,
yepenHble Hepsbl (V, IX, X), B cOCTaB KOTOPbIX BXOASAT YYBCTBUTE/b-
Hble BOJIOKHA, BEPXHUE LUeiHble HEPBbl Y 060M10YKM OCHOBAHWUS MO3ra.
Cam Mmo3r, cBOf 4epena, MeHWHreasbHble 060/04KN HEUYYBCTBUTE/bHbI
K 6011. Pa3Hble TWMbl FOMIOBHOM 60N MOXHO KnaccuuumpoBaTh Cre-
AyloLWmM  06pa3oMm.

Knaccnpukaymsa

1 lonoBHas 601b COCYAMCTOrO XapakTepa
MurpeHb
MoBbileHVe TemnepaTypbl Tena
MoBbILEHNE apTepuanbHOro AaBfieHus
2. TonoBHasa 60/b Npu 3nuaencuu
3. [noBHas 60Mb NpU WM3MEHEHWU BHYTPUUEPENHOro [AaBneHUs
Onyxonum mosra
Huskoe faBneHne CNMHHOMO3IOBOM XMAKOCTK
[onoBHasa 60/b MpU HaMPSXEHUN
lonoBHasa 60/b NCKMXOreHHas
lonosHas 60/b Npu MNepeyTOMNEeHUM rna3
Bonb, 06ycnosneHHas 3aboneBaHMEM NPUAATOYHLIX Ma3yx Hoca

No oA

MwurpeHb

MpuumHoli ronoBHOW 6OAM  COCYAUCTOrO0 XapakTepa Yy JeTei
HEPEeLKO CMYXXUT MUrpeHb. Ee nmatoreHe3 HeJOCTaTOYHO BbISICHEH. [Mpu-
UMHOW aypbl TFOMOBHOW 60MM CUMTAlOT CMasM BHYTPUYEpEerHbIX apTe-
pUiA, NPUBOAALLMA K Pa3BATUIO NIOKANbHOM WLWIEMWM TKaHW Mo3ra.
onoBHas 60/1b B 3TOM CJ/lyYae BTOpPWMYHA U 06YC/IOBNEHA PACLLUMPEHNEM
M NynbCcauuein cocyfoB 4yepena, OCOOEHHO MOKPbLIBAMOLLEA €ro KOXMW,
MPUBOAALLMX K Pa3fpaKeHWH0 YyBCTBUTENbHbIX HEPBHbIX OKOHYaHWI B
CTeHKax cocyfoB. [uwieBas anneprus MOXeT MPOBOLMPOBATbL NpU-
CTYNbl MUFPEHN.
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KnuHunyeckass KapTuHa. [aHHble aHamMHe3a CBWUAETeNbCTBYHOT
0 TOM, 4TO 6onee 2/3 pOACTBEHHMKOB 60NbHOIO CTPafardT MUIPEHbHO, B
60MbLUIMHCTBE CEMEN MpeanonaraloT ee AOMUHaHTHLIA TN HacnejoBa-
Husi. OBbIMHO OHa pa3BMBaETCSs Yy [eTel CTapLlero Bo3pacta WMam B paH-
HWA NOAPOCTKOBLIA Mnepuod. B HEKOTOpbIX CiayyasxX MHOrOKpaTHas
pBOTA B aHaMHe3e YKa3blBaeT Ha BO3MOXHOCTb pPa3BuUTUS 3ab60seBaHUs
elule B nepmog, Korga pebeHOK Obin He B COCTOAHWU OOBACHUTbL CBOW
owyuleHns. Knaccuueckomy npucTymy MWUIPEHM NpejLiecTByeT aypa B
BUAE MPEXOLALUX 3PUTENbHbIX, & UHOTAA WM HE3HAYNTENbHbIX HEBPOO-
FMUECKMX HapyLlewid. 3puTeNbHas aypa 3ak/iloyaeTca B MOSBIEHUN
NCKPALLEACA CKOTOMbI W 31r3aroobpasHbiX APKUX NUMHWIA (thopTuduka-
LMOHHbLIA (heHOMEH), MefNeHHO [ABWXKYLLMXCA Mepes rnasamu. Pexe
aypa nposBfseTca AUNNONUeN BCNeACTBME Napanuya rnasofBuratesib-
HOro Hepea (O(hTasibMOMMErnyeckas MUrPeHb) WAM  TPaH3UTOPHOM
aTaKCWUeid, rONOBOKPY)XXEHWEM, OJHOCTOPOHHe yTpaToi YyBCTBUTE/Nb-
HOCTW, remunape3om wan adasueid. Yepes HeCKOMbKO MUHYT WK Camoe
60nbLUee HECKOMbKO YacOB MNOCne aypbl MOSBASETCS MyNbCUpYHOLLas
601b B OAHOI MNOMOBMHE TO/OBLI, COMPOBOXAAKOLLAACA TOLUHOTON U
pBOTOI. [MpucTyn 06bIYHO 3aKaH4MBAeTCA CHOM. YacToTa MNpUCTYMOB
3HAUMTENbHO BapbMPYeT JaXe Y OfHOI0 U TOF0 >Xe 60/IbHOro; CTPecco-
Bble CUTyauuu CMOCOGCTBYHOT WX YBENUYEHUKO. HenosHble (opMmbl ¢
OTCYTCTBMEM aypbl WU aTUNNYHbIE NPUCTYMbI C ABYCTOPOHHEW FOMOBHOM
60/1bl0 6e3 PBOThbI BCTPEYAIOTCS, BEPOATHO, 3HAUYUTENbHO Yalle Kiaccu-
yeckoin (hopMbl MUTPEHW.

CumnTomMaTMKa npu Haubonee TSHKeNo MpoTeKawoweld dopme
MUTPeHN (CMHAPOM Ga3nNAPHOI apTepMM) MOXKET 3aK/KuyaTbCs B npe-
Xofsweii ANCHYHKLMM OTAEN0B MO3ra, NOSyyarolmx KpoBb M3 6a3u-
NAPHOW apTepum, reMuaHomncuu, rofIoBOKPYXEHUN, AM3apTpuUn, AUNI0-
nuK, ABYCTOPOHHEM HapyLUEHUW YyBCTBUTE/IbHOCTU, albTEPHUPYIOLLEN
reMunierMm W WHorga B yTpaTe CO3HaHMS.

OnthdepeHumanbHbIA gnarHos. AunarHo3 0CHOBbIBAETCA 06bIYHO Ha
[aHHbIX aHaMHe3a Mpu OTCYTCTBUM OOBEKTUBHLIX AaHHbLIX 06CnefoBa-
HUA rNa3HOro [fHa, (PU3MKaSLHOM W HEeBPONOrMYeCKOM 06Ce0BaHNM.
CxogHasa (mynbcupytouias) ronosHas 60/1b CONPOBOXAAET MOBbILLEHME
TemnepaTypbl Tena, MOCKOMbKY pPacLIMpAOTCS COCyAbl W yBenyu-
BaeTCA MO3r0OBON KPOBOTOK. B 3aTux cnydyasx Bcerga cnefyer UCKAO-
yaTb TUNEepTeH3nI0. BpoxxaeHHble aHOMasuu COCYA0B pefko ObiBaloT
NPUYMHON T0N0BHON 60U, OHU 0BLIYHO BbI3bIBAIOT OLLYLIEHME LyMa B
roNoBe W BOKPYr rnasHbiX S6710K. [010BHYIO 60/b, 06YCNOBAEHHYIO
MOBbILLIEHNEM BHYTPUYEPENHOrO AABEHUS, WCKITHOYAOT Ha OCHOBaHWM
JaHHbIX 06CnefoBaHNsA TrNa3HOTO0 [Ha W PeHTreHorpagum 4epena.
MwurpeHb npu cuHapome 6asanbHoW apTepumn AUdhepeHLMPYIOT C 3Mnu-
nencuei.

[JaHHble nabopaTopHbIX uKccnefoBaHWiA. OHU He MNpeLCcTaBstoT
CO6OW [AMArHOCTUYECKOW LEHHOCTWU. JIMWb B peaKuX Cy4vasx BO3HU-
KaeT HeOOXOAMMOCTb B PeHTreHorpadum yepena, CKaHMpPOBaHWM Mo3ra
N 3NeKTposHLUedanorpapuun.
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JledyeHne. HepeLKo feyeHUe COMPOBOXAAETCA fIUWb YACTUYHBLIM
ahpekTOM. Takume COCYAOCYXMBaKOLLME CPeACcTBa, KakK 3proTammH u
KO(enH, B CaMOM Hauyane aypbl Hepefko MNpefOTBpaLLalT pasBUTME
npuctyna. KombuHauma 3Tux npenapatoB (KodeTamuH) nonyyuna
LUMPOKOoe npumeHeHue. [eTam B Bo3pacTe cTapwe 10 neT HasHavaroT
Mo OAHOM TabneTke NpU NepBbIX MpPM3HAKaX HauMHaroLlerocsd npu-
cTyna, npu HeobxoammocT 4yepe3 30 MWH JaloT elle oAHy TabneTky.
A(heKTUBHON MOXKET OKaszaTbCsl aueTUNCaNULWMIOBAs KUCNOTa, NO3-
TOMY ee CfefyeT Ha3HauyaTb B MepByl0 ouepefb. [lognepxusatollee
neyeHme (heHobapbuTanom MHOrga npegynpexagaer pasBUTUE MPUCTY-
noB, OAHAKO OHO OMpaBAaHO /MWL MNPWY YacTbIX NPUCTYyNax, NPUBOAS-
WX K HapyLeHWo Tpy[ocnoco6HOCTU. TOYHO YCTaHOB/IEHHbIA fguar-
HO3 U BHYLUeHMEe pebeHKY YBEPEHHOCTU B TOM, YTO COCTOSIHWE MOYTU
HOPMaJibHOe, 4acTO OKa3blBalOT 6O/bLIMIA 3PEHEKT, HEXenn Meamka-
MEHTO3Hble CcpeAcTBa. [loKaszaHUs K fleYeHUo feTell TakUMU MOTeH-
LMaNbHO OMacHbLIMK CPeAcTBaMM, Kak MeTUCeprug U HapKOTUKWM, Heob-
XOLMMO CTPOro OrpaHu4YuTh.

onoBHaa 60Nb Kak CMMMTOM 3nunencuun. FonoBHasA 60/b MOXET
ObITb COCTABHOM 4acTblO aypbl, NPEeALIECTBYHOLIEA 6O0MAbLIOMY CYAO-
POXHOMY MPUNafKy, WKW COCTOSAHWEM Mocne Hero. [lpyrve BeretatuB-
Hble NposBieHUs (6/1eHOCTb KOXHbIX MOKPOBOB, TaxXMKapaus WUanM pac-
LUMPeHMe 3payvkoB) fIErKO He 3aMeTUTb. [lonaratT, 4YTO OHa MOXeT
ObITb €UHCTBEHHbIM MPOSBJEHMEM NpuNafka. 3Ty KOHUEnuu noj-
TBEPAUTL [LOBOMLHO TPYAHO. M3MeHeHUs Ha O3I y pebeHKa ¢ NOBTO-
PAIOLLMMUNCA NPUCTYNamMn FO/I0BHOW 6011 NMEHT HebO/bLLIOE 3HAYEHME
0N ANarHOCTUKWM, MNOCKOSbKY OHW HEepegkn y fJeTeid C TUMNUYHOMN
MUTPeHblo, OCOBEHHO BO BPEMS MPUCTYMA.

onoBHaA 60nb NPU U3MEHEHUAX BHYTPUYEPENHOro [aBfleHUS.
JTOT TWM TOMIOBHON 60nK, BEPOSTHO, OBYCMOBMIEH PACTSHXKEHUEM W
fetopmaumeli cocyoB 1 060104eK Mo3ra. Bbi3biBaemasi NOBbILLEHWEM
BHYTPUYEPENHOro [aBfieHUs,, OHa 4YacTO BO3HUKAET MPU WU3MEHEHUU
MOSIOXKEHUA TONOBbI, HaNpuUMep, MNpW W3MEHEHUW MONOXEHNUS Tena.
MosBneHne ee y pebeHKa Mo yTpam [O/MKHO BCerja HacTOpPaXmuBaTb
Bpaya B OTHOLUEHWM ONyxoin mo3sra. OHa 4acTO CONPOBOXAAEeTCs He-
3HAUYNUTE/IbHOW TOLUHOTOW W PBOTOW, NPUHOCALLMMK 60/MbHOMY O6erye-
Hue. Jlokanu3auus rofoBHON 60U HepefKO YKa3blBaeT Ha /oKanu3a-
LMK onyxonu mo3sra. bosib 3aTblNOYHON 06/1acTU MOYTK BCerga conpo-
BOXJAET OMYXO/M 3afHeil YepernHoin SMKW.

FonoBHasa 60Mb NPU HU3IKOM BHYTPUUYEPENMHOM
faBneHuun 06blMHO 06YycnoBneHa AnWTeNbHbIM KUcTedeHneM CMIK
nocne CMHHOMO3TOBOM NMYHKLUMWM MW TPaBMaTUYeCKOro paspbiBa MO3-
roBbiX 060104eK C o6pazoBaHWeM (UCTYNbl. OHa MOSABASETCA MOYTU
MIHOBEHHO NpW NOnbITKe 60/IbHOr0 MPUHATL BEPTUKA/IbHOE MOMOXKEHWE
M YMEHbLUIAETCA B MOMIOXEHUN ero fexa. JledeHue 3ak/toyaetcs B obec-
MeyYeHNn MOCTE/IbHOrO PEXMMA, MPU 3TOM MPeLnoYTUTE/IbHee MOoXe-
HWe GO0NbHOIO BHU3 JALOM.

MonoBHasA 60nb B pesyfnbTaTe HanpsbkeHUs. lMonaratoT, 4TO 3TOT
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TN ronoBHOW 60/M CBA3aH C ANWUTENbHbIM COKPALLEHUEM LUEHbIX U
BMCOYHBIX MbILLL, YTO MPUBOLAMT K PasBUTUIO B HUX JIOK&/IbHON wLle-
mMuu. Ee 4acTo OxapakTepu3oBbIBalOT KakK TYMyt, MOCTOSAHHO YCUW-
BAIOLLYIOCA K KOHLY AHA M MPOXOAsLLyt mnocne cHa. B Takoii knaccu-
YecKkol (hopme OHa pefKo HabnfaeTcs [0 HACTYM/IEHUS FOHOLLIECKOro
BO3pacTa.

McuxoreHHas ronoBHasA 60nb. COCTOsiHWME Adenpeccun Yy AeTeld
[OBO/IbHO 4acTO COMPOBOXAAETCS TOM0BHOM 60/bl0. OHa MOCTOSIHHA B
0T/IMuMe OT BOMM MpYU OpraHNYecKMUxX mpoueccax, IMUO pebeHka Bbipa-
XaeT cTpagaHue. OH roBOpUT MOYTU LUENOTOM, Y HEro OTCYTCTBYET
anneTuT, ero 6ecnokoAT 3anopbl, 6eccoHHMUA. HeaocTaTouHoe 3HaHue
Bpayamu 3TOro CMHApOMa MpUBOAUT K TOMY, UTO pebeHKa MmogsepratoT
MHOTQUUC/IEHHBIM U MOTEHLMANbHO BPeAHbIM ANArHOCTUYECKUM METO-
fJam o6cnefoBaHus.

HanpsbkeHne 3peHns. Ona yMeHbLUEHUS FO/I0BHOW 601, NPUUMHON
KOTOPOW CMYXXWUT HanpsbKeHWe 3peHWsl, PEKOMEHAYIOT HOLLUEHWE OYKOB.
Y6eanTenbHbIX [JaHHbIX, MOLTBEPXKAAKOLMX 3Ty KOHLENUU, OTHOCU-
TeNbHO Maso. B pefkux cnyyasx ronoBHas 60/b NOABASETCA MpU 41U-
TeNlbHOM 4TeHUM Y pebeHKa C HapyLleHueMm pedpakumm.

MpUCTyNbl TONOBOKPYXXEHUSI Y AeTeit

3TOT CMHAPOM HabMOAAKT Y MaseHbKNX AeTeld, 06bIYHO B BO3pacTe
1—4 net. TMpUYMHOIA €ro cYMTaOT HapyLueHune (YHKUMX BeCTMOyNsp-
HOro annapata. B TunNuuHbIX cny4yasx y pebeHka BHe3anHo Hapy-
LIAeTCA paBHOBeCWe, 4YTO BbIHY)KAAeT ero C Lefiblo yaepXaTbCa Ha
HOorax xBaTaTbCAl 3a pogutenei. LeTn 6onee cTaplero BospacTta co06-
WatoT 06 MCMbITLIBAEMOM VMW OLLYyLLeHUW BpalleHusi. Co3HaHue npu
3TOM He HapyLllaeTcsi, Yepe3 HECKONbKO MWHYT pebeHOK 4YyBCTBYET
cebs 3n0poBbIM. K BO3pacTy 2—3 neT NpUCTynbl CMOHTAHHO MNpekpa-
watotca. [ob6poKayecTBEHHbIE MApPOKCU3Mbl FO/IOBOKPYXEHUS 4acTo
OWN60YHO MPUHUMAIOT 3a 3NWNenTUYecKue npunagkm u 6e3 BCAKUX
OCHOBaHWIA Ha3Ha4yalT NPOTUBOCYAOPOXHbIE MpenapaTbl. CoxpaHeHue
CO3HaHWA BO BpeMs MPUCTYNa OTHOCUTCA K OCHOBHbIM MpU3HaKam,
OT/IMYaOLWMM OT 3MNUAENCUN.

Mpn Kanopuyeckoi nNpobe ¢ XONOAHON BOAOW BbISBNSIOT OLHO- WU
[OBYCTOPOHHEE CHVKEHWE WM OTCYTCTBUE BECTMOYNAPHOR peakuuu.
Ha ayano- u anekTpoaHuedanorpaMme U3MeHeHUs OTCYTCTBYOT. Mpu
YacTbIX MPUCTyNax MokKa3aHo MPOOHOe fledeHWe AUMEHTUPUHATOM.
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HAPYLIEHNA CHA

Hapkonencua n Katannekcus. Mpu HapKosencum CoH HacTynaet
KaK HEeKOHTPONMpYyeMOe COCTOsHME B Nl060e Bpemsi gHA. B npomexyT-
Kax Mexpgy nepuogamu cHa 60/bHOM HaxXOAMTCSH CKOpee B BO3OYXK[EH-
HOM, YeM B 3aTOPMOXXEHHOM COCTOSIHUW. Ero npucTymnbl MOFYT BO3HU-
KaTb Ha (POHE /H06bIX NPOSBNEHWIA aKTUBHOCTU, BO BPEMS pa3roBopa M
Jaxe Mpy ynpas/ieHnn aBTOMaLUMHONA. 3aboneBaHne CAY>XUT NPUUNHON
HECYaCTHbIX CAy4YaeB W HECnoco6HOCTM 6GOMbHOMO0 K BbIMOSHEHUIO
LUKONLHOW MporpaMMbl UAW TPYAOBOW AeATE/IbHOCTWU. Y AeTell HapKo-
Nencus He BCTPeYaeTcs,, OfHAaKO OHa Hepefka Yy MoApocTkoB. [MMpu-
MEpPHO Yy MOJMIOBMHbLI GO/bHLIX HApKOMENcUs COYeTaeTcs C KaTansek-
CWei, T. €. BHE3arNHOM yTPaTON MbILLIEYHOr0 TOHYCa W CU/bl, B PE3Y/b-
TaTe 4ero 6onbHOW nagaet. Co3HaHMe NPU 3TOM HWUKOrAa He TepsieTcs.
Katannekcus 06bI4HO MPOBOLMPYETCH 3MOLMOHANbHLIMU peakLmsmu,
Hanpumep B3pbIBOM CMEXa.

3Tnonorna  Hapkoniencum B BGONLLUMHCTBE C/lyvyaeB OCTaeTcs
HEeBbISICHEHHOMW. HOr4a BbIABASIOT MOMNOXMWTENbHbIA CeMelHbIN aHam-
He3, MOATBEPXAAIOWMA BO3MOXXHOCTb AOMUHAHTHOIO HacnefoBaHuWS.
OnpefeneHa BbIpaXeHHasA accouuauus ¢ aHTUIeHOM [MCTOCOBMECTM-
moct HLA DR2 W3pefka HapKOMENCUS CYXWAT MNPOSB/IEHWEM pas-
NNYHBIX HEBPOOrMYECKUX peakuuid, Hanpumep MHOXECTBEHHOMO CKfe-
po3a, sHUedannTa, ONyxonel BePXHWX OTAENIOB CpefHero mosra u
runotanaMyca. Y 60/bHbIX HapyLllaeTcs HopMasibHas noc/efoBaTeflb-
HOCTb CTaAWil CHa, 3amef/19eTca Nepexof OT COCTOSHMA 604PCTBOBaHMA
K (hase ObICTPbIX ABWXKEHWI rna3. 3TO0 MOATBEPXAEHO AaHHbIMKM 3T .
OndhdepeHumnanbHas gMarHOCTUKA BKAKOYaeT B CebSf aKMHETMYeCKue
(aToHM4eckne) npunagkm n 06MOPOKM.

Mpn Hapkonencuu 3PQeKTUBHLI  CTUMYAMPYHOLLME Mpenapatbl.
CpefCcTBOM BblGOpa CMYXWUT Mepuaw/a, KOTOPbIA HauuMHaloT faBaTb B
fo3e 5 Mr ABaxabl WM TPWXKAbl B AeHb. AMGEeTaMuHbI TakkKe HaxogaTt
MPYMEHEHME, OfHAKO OHW BbI3bIBAlOT MOOOUHbLIE PeakLuu, B YaCTHOCTU
YMEHbLUEHNE MacCbl Tena W BO3MOXHOCTb MPUBbIKAHMS.

CoHHbIA nmapanuy. OH BO3HWKaeT MpW MNepexode OT COCTOSHUSA
604pCTBOBaHNSA KO CHY WM OT CHa K 604pcTBOBaHUMt0. [losBaseTcs
npexogsiias HecrnocobHOCTb ABWUraThCs, CMOHTAHHO pa3peLLaroLascs.
WHorga napanuy coyetaeTcs C HapKoOMencuen, Ho valle 3T0 caMoCTos-
TefbHOe, [0OPOKAYECTBEHHO TeKyllee COCTOSIHME.

ComHambynim3M. XoxfeHue BO CHe LUMPOKO pacrnpoCTpaHeHo Yy
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K geTeli. Ero uyacToTa yMeHblUaeTCi MO Mepe pocTa W CO3peBaHus
\ pebeHka. Heo6xoaMMoCTb B fiedeHMU He BO3HUKaeT. CBA3b C anusen-
I cveii He OTMeueHa.
ANHO3 BO Bpems CHa. PasnuuatoT gBe OCHOBHble (hOpPMbl anHoa:

t O6CTPYKTVMBHYIO W LeHTpanbHyt. OGCTPYKTUBHas (opma COMPOBOX-
j faetca xpaneHuem. [eproguyecKkn OHO MpPeKpallaeTcs U HacTynawT

pecnupaTopHble May3bl, KOTopble MOryT npogosxarbcs 30 ¢ 1 6onee.

CoH B 3TOM cny4yae He NPUHOCUT OTAbIXa W B TedeHWe AHA pebeHOK
I HAXOAWTCA B COCTOSIHMM XPOHWYECKON yCTanocTu. Y aeTeid 3TO COCTOS-
. HMe BO3HWMKAeT BTOPUYHO MpY OGCTPYKUMMW [AbIXaTeNlbHbIX MyTei, yBe-

NNYEHUN afeHOMAOB M MWHAANMH. B nocnegHem ciy4yae MnoKasaHo
| XPYPruyeckoe neveHne. B HEKOTOPBIX Cryyasx Mpy OTCYTCTBUW fleve-
YKET pPa3BMBATLCHA NerovyHas runepTeHsus.
EHTpanbHas popma anHo3 cBsA3aHa MB0 C He3penocTbio, M6o C
KEHMEM [AbIXaTefIbHOro LeHTpa. Y pebeHKa BO BpeMsi CHa peuuau-
VIOT 3MNK304bl anHo3 MNPOAO/MKMTENbHOCTEI0 20 ¢ 1 6onee, 4acTo
poBOXJaloLmnecs b6pagunkapavein. 3To COCTOsSHWE HepenKo Yy Hepo-
eHHbIX feTeld; COO0OLLaeTCa, 4YTO ero yacrota COCTaBNseT 6Gonee
0 Cpefu 3[40POBbIX B APYrMX OTHOLLEHMSIX [eTeil npu CPOKe recTa-
mMeHee 35 Hefl. Y ageTeil 6onee cTapllero Bo3pacta OHO MOXET ObITb
TOMOM 3ab0/1eBaHUiA C BOB/IEYEHMEM B MpPOLECC CTBOSIA MO3ra, B
uucne sHuedanmTa, OMyX0nu CTBOJIAa MO3ra, aHOManMum ApPHOSb-
Kuapun n 6one3Hn Jin. OHO CAYXMWT NPUYNHOA BHE3AMHOW CMepTU
[la CMHAPOMa BHE3anHON CMepTW [eTeil FpyAaHoro Bo3pacTa.
Hble C LIEHTpanbHOW (HOPMOI amHo3 TPebyKT MOCTOSHHOrO KOH-
3a AblXaTefbHbIMW ABMDKEHUAMM BO BPEMS CHA. Y HEKOTOPbIX U3
MPUCTYMbl anHO3 MNpPesynpeXfatoTCs HEKOTOPLIMW CTUMYNPYHO-
CpefcTBaMU, Hampumep TeOMUANMHOM. B TsXenbIX Ccnyyasx
MOXET BO3HUKHYTb HEOBXOLMMOCTb B TPaxeoCTOMUM W UCKYCCTBEHHOM
BEHTUAALWMN.

ANHO3 BO BpeMsi CHa Heo6xogumo AnddepeHLMpoBaTh OT HOYHbIX
npunagkos. Peructpaums y cnsuwero pebenka 33, OKI, noTtoka BO3-
[lyxa B HOCOBbIX X0faX W AblXaTeflbHbIX ABWKEHWI obneryaet amndde-
PeHUMaNbHY AMarHOCTUKY. Te >Ke MeToAbl MO3BOMAKT pasiMunTb
0GCTPYKTMBHYIO W LeHTpanbHylo (opMbl anHo3. Bo Bpems anusoga
06GCTPYKTMBHOFO anHo3 MpoXoXAeHWe BO34yXa MO HOCOBbIM XOfaMm
NpekpaLLaeTcs Mpy COXPaHEHUW AbIXaTe/bHbIX ABWMXEHWA. [Mpu ueH-
TpafbHON hopme M TO W Apyroe MpeKpaw,aeTcd OAHOBPEMEHHO.
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O6mopoku

O6MOpOK — 3TO npexofAlas yTpata CO3HaHWs BCNeACTBME aHOK-
cuM UM nwemmnm Mo3ra. OH MOXET ObITb BbI3BaH /IHOObIM MaToNOrNYe-
CKUM COCTOSIHMEM, NMPUBOAALMM K HapyLLEHUIO KWUCMOPOAHOro obecre-
UEHMS MO3rOBbIX HelipoHOB. [lanee npuBefeH nepeyeHb Hambonee
yacTbiX (POPM OOMOPOYHbIX COCTOSIHWIA Y [OeTeil:

O6MOpOUHble COCTOSIHUS Y AeTeil paHHero Bo3pacTa

Tun 1. OCTaHOBKAa [bIXaHWA WU LMaMOTUYHble MPUCTYNbI

TuH 2: BHe3anHas 6n1efHOCTb KOXHbIX MOKPOBOB
BasoBaranbHble 06MOPOKM
MocTypanbHas ruUnNoTeH3us
MoBbIlWeHHas aKTWBHOCTb pediekca C KapoTWAHOrO CuHyca
CeppeyHble 06MOPOKM

O6MOpPOKM C OCTAaHOBKOM AblXaHWUSA XapakTepHbl Mpeumy-
LLLECTBEHHO Ans AeTeli B Bo3pacTe 6 mec — 4 neT. HaumHaroTCA OHK
Bcerfa c nnayva, 3ateM Yy pebeHka npekpaliaeTcs fblXxaHUe M KOXa cTa-
HOBMUTCA LMAHOTUYHOW. KOHeYyHOCTW pUrngHo pasorHyThl. Mpu npo-
[JOMKNTENBLHON OCTaHOBKE [bIXaHWs HacTynaeT npexojswas yTpaTa
CO3HAHWA U MOXET MOABUTLCA HECKO/IbKO KOHBY/bCUBHbLIX ABUKEHUI B
KOHe4YHocTsX. locne aToro pebeHok paccnabnsercs, AbiXxaHue BOCCTa-
HaB/IMBaETCH W 4epe3 HECKO/IbKO CeKYH[ OH MOSIHOCTbIO aKTUBEH.
TunnyHas nocnefoBaTeNbHOCTb HACTYM/IEHUS OCTaHOBKM  [bIXaHWs
BCNed 3a njayem Mno3BosseT OTAUGGEPEHLMPOBaTL 3TO COCTOSHME OT
cygopor. 3Ta opmMa OOMOPOKOB BCeraa HOCMT A00pPOKauYeCTBEHHbIN
Xapaktep. [leTu BbI340PaBMBAlOT [0 [OCTMXKEHUA LUKO/ILHOIO BO3-
pacta. OfHako B 60nee craplleM BO3pacTe Y HWUX YBENUYMBAETCH
yactota 0OMOPOKOB Ba30BarajibHOro MPOUCXOXAEHUS.

BTopoil, nam 6neaHbIiA, TN 0OMOPOKOB Yy AeTeil paHHero BO3-
pacta COMPOBOX[aeT YWWObl ronoBbl. Pe6eHOK HauMHaeT Mnakatb,
3aTeM pe3Ko GnefHeeT W MajaeT, y Hero Ha KOPOTKOe Bpems Mpekpa-
LaeTca AblXaHWe, Pa3BUBAETCS MbILLEYHas TMMOTEH3US C MOCNeAYHOLLEi
ObICTPO HOpManu3aumen CoCTOsHMA. TPUCTYNbI CBSA3aHbl C MOBbILLE-
HMeM pedinekcoB 6ayXaallero HepBa, NPUBOAALMM K OTYETINBOI 6Gpa-
OUKapaUM W UMPKYNSTOPHBIM  HapyLUeHWsSM. TWMNWYHLIA aHaMHe3 U
OTCYTCTBME COHAMBOCTM B MOCTNPUCTYMHLIA MEpUoA No3BOMSOT OTAU-
YUTb UX OT 3NUIENTUYECKUX. W3MeHeHMs Ha I3[ OTCYTCTBYHOT, 4TO
TakXkKe MOXeT NnomMoub AuddepeHLNanbHON AUNarHOCTUKE B COMHUTESb-
HbIX cnydaax. [pucTynbl Mcye3aloT CMNOHTaHHO B [AOLIKO/NLHOM BO3-
pacTe.

BaszoBarafibHble 0O6MOPOKM 00YCNOBAEHbI BONEBLIMU OLLY-
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"LLEHNAMU U AMOLIMOHANTBHBIMU peakuusaMu. B natoreHese yyacTsytoT
[Ba MexaHu3Ma: 1) CHWXeHUWe nepudepuyeckoro CocyamucToro conpo-
TUBMEHUs; 2) pa3BUTUE OpafnKapauMu B CBSI3W C MOBbILIEHWEM TOHYCa
6nyxpaatowero Hepsa. OHU NPUBOAAT K TMMOTEH3MU W CHUDKEHUIO Mep-
(hy3nn ron0BHOFO MO3ra. YTpaTe CO3HaHMA MPeALIECTBYIOT HapyLUeHWe
3peHUs, TOMIOBOKPYXXEHME, TOLWHOTa W 06WIbHOE MNOTOOTAENEHNE.
BonbHol 6nefHeeT v ocesaeT. Co3HaHMe BOCCTaHAB/MBAETCH, Kak mpa-
BUMO, 6bICTpO.

MocTypanbHas TUNOTEH3MSA Hepeako Habnojaercs y
JeTeld LUKOMbHOrO BO3pacTa M NoapocTkoB. OHa 06ycnoB/ieHa Heafe-
KBATHOCTbIO Ba30OMOTOPHbLIX PedIeKcoB, MOAAEPXKUBAKOLLMX AaBleHUe
KPOBM MpW M3MEHEHMAX MOMOXKeHUs Tena. Bcneacteue 3Toro gaBfeHune
MOXET Pe3K0 M3MEHATbCA MpK Mepexofe O0/IbHOr0 M3 MOMIOXKEHNS Nexa
B MOMIOXKEHWe CTOA, OCOOGEHHO MpU YTPeHHeM npobyXaeHun. B To ke
BpeMS [aBfieHWe MOXET CHMXATbCA W MpWU CMNOKOWHOM COCTOSIHUW.
CumnTOoMaTuMKa WAEHTWYHA TaKOBOW MpU Ba3oBarajibHOM OOMOPOKE.
Co3HaHvMe BOCCTaHaBNMBAeTCs cpasy Mocne nepexoga O0MLHOTO B
rOPU30HTa/IbHOE MOMOXEHMEe. AHaNOrMYHble MPUCTYMbl MOTYT BO3HM-
KaTb MNpW MOYEUCNYCKaHWU B MOMOXKEHUN CTOS.

O6MOpPOKKM nNpuM TrunepakTUBHOCTU pednekca cC
KapoTMAHOIO CUHYCa OTHOCATCA K pegkum chopmam o6mMopo-
KoB. [aBneHnMe Ha 06/1acTb KapOTMAHOIO CUHyca MNepefHeLeliHO
06M1acTV BbI3bIBAET BbIPAXEHHYIO GpafMKapavio C NocneayroLeid rmno-
TeH3Meli M MOTepeil CO3HaHUS Y YYBCTBUTE/bHbLIX JINLL.

CeppaeyHble 06MOPOKM MOTYT BbITb MPOSIBIEHNEM CHIDKEHUS Cepaey-
HOro Bbi6poca (Hanpumep, NpWY HagKnanaHHOM CTEHO3e aopTbl), KUCAO-
POAHONO HacChILLEeHNs KpoBW (Hanpumep, npu TeTpage danno) u Hapy-
LUeHNs NpoBOAMMOCTM (MonHas 610Kafja cepaua, YAAVMHEHHBIA WHTep-
Ban Q - T n cuHapom Bonbtha — MapknHcoHa — Yaiita). lMpu 3Hauun-
TeNbHOM HapyLUeHUN FeMOAMHAMWUKM WU OKCUTeHauuMu KpPOBM Hauas-
LUniica 06MOPOK MOXET TPaHC(OPMMPOBATLCA B aHOKCUYECKUe cypao-
poru.

[narHocTnyeckme nccnegosaHus. O6cnefoBaHne 601bHOMO C yKa-
3aHUAMU B aHaMHe3e Ha 0OMOPOYHbIE COCTOSIHMS HAMpaB/IeHO Ha onpe-
JleneHve cTabunbHOCTX Ba30MOTOPHON perynsuun. Fpu nogo3peHun Ha
NOCTYpasibHYt0 TUMNOTEH3NIO apTepuasbHOe [aBleHue U3MepslT B
MOMIOXKEHUWN KaK fiexa, Tak W cTosd. HajaBnusaHWe Ha 06/1acTb Kapo-
TUAHOIMO CUHYca MO3BOMSET BOCMPOU3BECTWM CUHAPOM €ro runeppeak-
TUBHOCTU. HakoHeL, TulaTenbHOe u3yyeHue (YHKUUM cepaua, B TOM
uncne 3K, JOMKHO BbITb NPeAMNpPUHATO, KOrga 06MOpPOYHOE COCTOSIHME
HEe MOXeT OblTb OOBLACHEHO APYrMMU MPUYMHAMM.

NeueHue. Tpexpe BCero crefyeT YCTPaHWTb BHELLUHWE YCOBMS,
KOTOpble MOFyT MPOBOLMPOBaTb OBMOPOYHbIE COCTOSHWA. PeBGEHOK C
NOCTYpanbHOM TUMOTEH3NE AOMKeH OblTb 00y4YeH MenfieHHOMY BCTa-
BaHWIO C MOCTe/M, OH JO/DKEH Cpasy e NPUHMMATb MOMOXKEHME fiexa
WM CUAs, KakK TOMbKO MOYYBCTBYET cnabocTb. [Mpy NOATBEPXKAEHHOM
pethniekce € KapoTWAHOTO CUHyca oOfexpaa W nosefeHne pebeHka
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JO/DKHBI MCKMIOYaTh AaBNeHME Ha NepefHio 061acTb wewn. Mpy yacto
NoBTOPAKOLMXCA 06MOpoKax' BToporo (6nefHoro) Tuna y feTeli paH-
Hero Bo3pacta MOryT ObITb NPEANPUHATLI NOMNbLITKWA NeYeHUs aTPONUHOM
WM ero npou3BOAHbLIMM.

Cnmcok nutepartypbl

Brahain Hertzeanu f., Yahini J. H. et al. Reflex cardiac arrest presenting as epi-
lepsy.—Ann. Neurol., 1981, 10, 277.

Lombroso C. T., Lerman P. Breath holding spells (cyanotic and pallid infantile synco-
pe).-Pediatrics, 1967, 39, 563.

BONE3HW HEPBHOW CUCTEMBbI

CTATUYECKUME W 3BOJTIOLUMOHHBIE MOBPEXAEHNA
B MEPVHATA/IbHBIA TMEPVOL,

B 60NbWMHCTBE CNy4aeB HEBPOMOTMYECKUE HapyLLeHUs Yy [eTeld
ObIBAOT BPOXAEHHLIMU UM 06YCNOBMEHbI MOBPEXAEHVWEM MO3ra B
nepuvHaTa/bHbIA Nepuoa 1N 06bIYHO He MPOrpeccupyroT. STUOMOTUS WX
4aCTO He COBCEM fiCHa W Mo6Gas KnacCMuKaums B fyyllem crydae
NNLWb YaCTUYHO YAOBNETBOPSET TPEGOBAHUAM KAMHULMCTOB. MpuBOAN-
Mas  Knaccuukauus MOCTPOeHAa Ha OCHOBE BPEMEHM MOSIBEHUS
aedeKkTa, TOMMKA MOPaXEHHbIX CTPYKTYP W 3TWOMOTUK, €CNN TaKoBas
13BECTHa.

Knaccupukayus

1 lMopokn pasBuTMUS HEPBHON CUCTEMBI

A. [edeKkTbl (HOpMMPOBaHWS HEPBHOM TPYOKM
AH3aHUehanns
3Huedanouene
MvienomeHuHrouene 1 Mnopok passutua ApHonbia — Kuapm
CkpbiTast spina bifida
[JepmovaHbIii  crHyC
HelpaHTepanbHas Kucta

b. HapyweHve guddepeHumaunm 1 pocta noayLapuii ronoBHOro mosra
XpOMOCOMHbIE HapyLleHus (CM. Apyrue pasfenbl)
Mopdgonornyeckne CUHAPOMbI C 38A€PXKOW YMCTBEHHOTO pa3BUTUS
ononposaHuedanusa (apXxuHaHuUedanns)
AreHe3ns corpus collosum
Mop- n rugpaHaHuedanma
JnccaHuedanms
Monumukporupus
Mukpouedanms
MerasHuehanus

B BpoxaeHHOe HapylueHue LUpKYNsUMmM CNMHHOMO3IOBOM XXMAKOCTM (BPOXAEHHas
rnapouedanms)
CTeHo3bl KaHanos
Mopok passutua [deHan — Yokepa
«KOMMYHUKaLMOHHas» rugpouedanus

[ Tlopokn pasBuTUs CTBONA MO3ra
CuHapom Mebunyca
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2. MoBpe>kaeHns Mo3ra, HaCTYNUBLUME B MepuHaTaNbHbIA Nepuog

A. BHyTpUyTpOGHble ¥ HeOHaTanbHble WHMEKLMN HEPBHOW CUCTEMbI
BpoxaeHHbIli  crugmnmc
BpoxaeHHbIi TOKCOMNasmo3
LinTomeranoBmpycHas WHGeKLns
[epnecBupycHas WHMEKLNUA HOBOPOXAEHHbBIX
Mpoyve BUpYCHble 3HLEMANUTbI
BakTepnanbHbll MEHUHTUT HOBOPOXAEHHbIX

b. MepuHaTasbHas aHOKCUYecKas 3HUeganonaTms

B. Poposasa mo3rosas TpasBma
KpoBom3nuaHUsa B Xenyfoykn mosra (Heo6s3aTeflbHO TpaBMAaTMYECKOro xapak-
Tepa)
KpoBou3nuaHWs B MO3r W €ero yLmbbl
Cy6apxHomganbHble KpOBOW3UAHUSA
Cy6aypanbHble KPOBOM3UAHUSA

. MeTabonmueckme 3HUM(panoNaTum HOBOPOXAEHHbLIX
BunupybnHoBas 3sHuedanonatna (SAepHas >Xentyxa)
IvnornmkeMmnyeckas 3aHuedanonaTus
AMUHOoauMaypus
KpeTHu3m

Jedektbl hopmMupoBaHMsa HepBHOM TPYOKM

AHOMaNMM pa3BMTUA CTAHOBATCA 60/1ee MOHATHLIMW MOCNe BbISICHE-
HUA CTafuin (hopmMUpoBaHWS HepBHOW cucTembl (puc. 20-7). [Mepsble
NPU3HaKM MOSBIEHMSI HEPBHON TKaHW Y 4YenoBeKa NOSBAAIOTCA MNpu-
MepHO K 20-My [HI0 3apOofbILIeBOro nepmoga, Korga CTaHoBMTCA OTYeT-
NNBO BUAHO yrny6neHne (HEPBHbLIN >KenoboK) Ha AOpCasibHOM JIUCTKE
aKTOAepMbl 3MbpuoHa (cm. puc. 20-7, a). B TeueHue cnegyrowmx He-
CKOMbKMX [He enoboK yrny6nsertcs n ero Kpas, cOnmkascb, CO-
eOVHAIOTCA, B pe3ynbTate 4ero obpasyercs Tpybka. HauuHascb
MOYTW B LEHTPa/IbHON YacTu 3MOPUOHA, OHA pacTeT Kak B NPOKCHUMasib-
HOM, TaK W B AWUCTa/bHOM HanpasfeHuu. Ee (opmMmpoBaHMe 3aKaH4u-
BaeTCsA MPUMEPHO K 23-My [HIO 3apOfAbILLEeBOro nepuoja, 3a MCKIHYe-
HMEM [OBYX He3apalleHHbIX KOHLIOB, MepefHeil u 3afgHeil Heliponopsbl
(cm. puc. 20-7, 6). HesapalleHne nepeaHeil Heliponopbl MPUMBOAUT
BMOCNEACTBUN K pa3BUTUIO aHaHLUedanun v sHuedanouene, a AeteKkTbl
3aKpbITUS 3afHEeN Hemponopbl — K He3apalleHWH0 OyXXeK MO3BOHKOB
Lv—S, (spina bifida) n meHunHromuenouene. Mpy HesapalleHUN AY>XeK
60NbLUNHCTBA WM BCEX TPYAHBIX, MOACHUYHBIX U KPECTLOBbIX MO3BOH-
KOB WMHOrAa nosnb3ytoTca TepMUHOM «rachischisis».

AH3HUeanusa. 3TOT MNOPOK pPasBUTMS CTAHOBWUTCA O4YEBUAHLIM
cpasy mocne poxaeHusi pebeHKa: OTCYTCTBME KaK MeMBpaHO3HOW vacTu
yepena, TakK ¥ MOAyLWapwii ronoBHoro mosra. CTBOA Mo3ra U 6asanb-
Hble fiapa MOryT ObITb [OCTATOYHO Pas3BUTbl U BUAHLI Ha OCHOBAHUM
yepena. [leTn npu 3TOM POXAAKTCA MepTBbIMU MO0 yMUPAlOT B Teue-
HUE HEeCKOMbKMX [AHel MOocne POXAeHUs.

OHuedanouene. Mopok BblpaXaeTcs B MeLIKOO6pasHOM BbINsuu-
BaHMM MO3ra M MO3roBbIX 060/104eK 4vepes3 fedheKT yepena. Bbinsuuea-
HUE TONbKO MO3rOBbIX 060/104EK Ha3bIBAKOT YEPEenHbIM MEHWHIOLene.
B 75% cnyvaeB 3HUedanouene BCTPeYaeTcs B 3aTblIOYHONM 061acTy,
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MepeaHsas
Heliponopa

BokoBoit
Kenyfouek

HeBpasnbH
enobo

CermeHi

3agHas Heiliponopa
a 6
Puc. 20-7. PaHHue ctaguu passutus LIHC y uenoseka.

Ha fopcanbHom cpese am6puoHa B Bo3pacTe 20 AHell Byaylias HepBHas cucTeMa npeAcTaBfieHa B
Buge yrny6neHus no cpegHeil MMHUM HeBpPasbHOTO XKenobka (a); Ha 23-i feHb pa3BMTMA 3apofbllla
[opcanbHas 4YacTb HEBPANbHOrO >kenobka 3aKpbiTa, 3a MCKIKYEHWEM [BYX KOHLOB (nepegHas
3a/lHAS Helponopsbl), U3 KOTOPbIX B NocneaytoLem obpasyeTca HeBpanbHas Tpybka (6); Ha 28-1 feHb
nonyLIapus roNoBHOr0 Mo3sra 3mM6puoHa NpeAcTaBneHbl OAHOW, PACNONOXEHHON NO cpefHel NMHWUK,
CTPYKTYpOIA: npo33HuetanoH (B); Ha 36-i AeHb pa3BUTUS CHOPMUPOBaHbI MapHble GOKOBbIE XXeny-
[OYKM W NONYyLIapWA rONOBHOTO MO3ra, NPOCNEXUBAIOTCA OYEPTaHWS HKeNy[OYKOBOW CUCTEMbI,
Bkntoyaa 1l xenygoyek, Bogonposog Mo3sra u IV xenygouyek (r).

B OCTa/lbHbIX CflyyasX —B BWCOYHOW, NOBHOW W HOCOrNOTOYHOWA
o6nacTax.

JHueanouene o06bIMHO 06HAPYXXMBAKOT Y HOBOPOXAEHHOIO B BUAE
feheKkTa uepena MO ero CpeaHen NMHUKM, 4vepe3 KOTOPbIA BbICTyMaeT
«Cuaayee» WM pacrnofaratolleecs Ha HoxKe obpasoBaHue. Mckntoue-
HWe coCTaBNseT 3HUedanolene B HOCOMOTOYHON 06n1acTW, MpU KOTO-
POM He OTMeyaeTcsd BWUAMMOWA naTonorun. Y pebeHka MOXET ObITb
06CTPYKUMS HOCOBbIX XOJOB WM pacliensieHne TBepaoro Heba. Mpu
OCMOTPE HOCOBbIX XOA0B 0OHAPY>XMBAKOT TNafKoe, OKPYroi (opMbl,
BbICTyMnatollee BHWU3 06pasoBaHue. SHuUedanouene B N06HOK 06nacTu
MOXET PacnpoCTPaHATLCA Ha rfasHUly, B pe3ynbTaTe Yero rna3 Bbins-
ymneaetcsa (NponTos).

OndhdepeHumpytoT sHUedanouene OT YepenHbiX MEHWHrouene Ha
OCHOBaHUW [aHHbIX Manbnauun, TPaHCUTIOMUHALMW N KOMMbHOTEPHON
TomMorpaguu. B nocnefHem cnyvae npubnmanTensHo y 2/ 3aeTeit BbisiB-
NAT COMYTCTBYHOLWYHO rugpouedanvtio. 3Huedanolene HOCOrnoTou-
HOli 06n1acTM Heobxoanmo AnddepeHUMpPOBaTb OT MOAMMA HOCa.

JleyeHrvie 3aKnOYaeTCs B XUPYPruyecKoM 3akpbiTuUn fetekta (ecnu
OTCYTCTBYET BblpaXXeHHasi COMYyTCTBYHLLAA aHOMaMsa Mo3ra), obecrne-
4MBalOLLLEM BO3MOXHOCTb 61aronpusaTHOro ucxoga. Mpu conyTcTBytO-
Lein rugpouedannmn vacto TpebyeTcs onepauns LWyHTUpoBaHus. Mpo-
FHO3 MpW YepenHoM MeHuHrouene y 60% paeTeid 61aronpusiTHbIN, KX
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WHTENNEKTYaNnbHOE U (IU3MUECKOe pa3BUTUE He CTpajaeT; 6osee 0CTo-
POXHO CregyeT NOAXOAUTL K MPOFHO3y Mpu 3aTblIOYHOM 3HLUedasno-
Lene, Mpy KOTOPOM MHTENNeKTyalbHOe pa3BUTUE He HapyLuaeTcs npu-
MepHO Yy 10% peteil.

Spina bifida B coyeTaHun ¢ MeHMHrommenouesne. Spina bifida
npeacTaBnseT CO60M AedeKkT KOXW, HesapalleHue Oy>KeK MO3BOHKOB
(06bIY4HO Lv—S,) ¥ HepBHOW TPYOKW. ITOT MOPOK Pa3BUTUS HEPBHONA
CUCTEMbl BCTPEYaeTCA Yalle JApYrMx: B pasHbIX MONyAAUusX €ero
yactota coctasnset 0,2—0,5 Ha 1000 HOBOPOXXAEHHbLIX, OCOGEHHO
4acTo B Yanbce W VpnaHgmu. 3TMON0rua U3yyeHa HefOCTaTOYHO, XOTA
3TOT MOPOK CBA3aH, BEPOSTHO, C aH3HUedanuen. Y XeHWMmH, Yy KOTo-
pbIX POAMIUCL AETU C aH3HUedaMen UM MeHWHroMuenowene, cylie-
CTByeT 6onbllasg BepPOATHOCTb TOro, YTO Nocnefyrolime Jetn oyayT
cTpafaTb TeMu >xe mopokamu. PassuTue gedekTa HabAOLaM KaXAblid
pas y [feTeil, ecnn XeHWWHa B TeyeHme 1-ro mecsiua GepeMeHHOCTM
neymnacb amMMHOMTEPUHOM.

MeHUHroMmnenoLene onpeaensieTcs y HOBOPOXAEHHOIO MO AedeKTy
KOXW Ha CrWHe, OrpaHWYeHHOMY C 00eMXx CTOPOH He3apalleHHbIMU
Ly>XKamy M03BOHKOB. [eeKT 00bIYHO MPUKPBLIT Npo3payHoii Membpa-
HOIA, MHOTa C NPUKPENJIEHHOW K ee BHYTPEHHE NMOBEPXHOCTW HEPBHOM
TKaHblo. lcTeueHne uyepe3 MembpaHy CMVHHOMO3IOBOM >KMAKOCTM
BCKOpe MOoC/e POXAEHUS MO Mepe €e MOACHIXaHWS U CHUDKEHUS Mpo-
HMLaemocTn npekpawaetcs. Mpu HakonaeHWM CAMHHOMO3FOBOM XuUf-
KOCTU Mem6paHa HauMHaeT BblOyxaTb W, €C/IM CBOEBPEMEHHO He Mpo-
M3BOAAT XMPYPrUYECKYI0 KOPPEKLMI0, MOXEeT 06pa3oBaTbCsi 6O/bLUOW
MeloK. MeHUHroMuenouene Mno4YTM BO BCEX C/ydasx CO4YeTaeTcs ¢
fedeKTOM CTBONA MO3ra M MO3XKe4yka; B 3TOM cliyvyae AedekT Hasbl-
BalOT 6one3Hblo ApHonbia — Kuapu (puc. 20-8). TMopok pas3sutus
3aK/0YaeTCAa B CMELEHUU BHU3 (B LUEWHbIA OTAeN CMHHOMO3r0OBOro
KaHana) Hefopa3BUTbIX MO3Keuka, IV xenyfouka M NpoAoaroBaroro
mo3ra. Hapsgy ¢ aTum MOryT Habnigarbcsi U Apyrue conyTCTBYHOLLME
MOPOKM PasBUTUA HEPBHOW TKaHW, B TOM 4KUCe CTEHO3 MO3TOBbIX
KaHanoB, MpeKpalleHne MUrpaumMu HepBHbIX HERpoHOB. [MpuMepHO Yy
90% peTein ¢ aHoManmein ApHonbaa — Knapu vnm CTEHO30M MO3rOBbIX
KaHa/l0B pas3BuBaeTCca rugpouedanus.

HeBponoruueckoe o6cnefoBaHne AeTeid ¢ MEHUHrOMMWenouene Aas
onpefeneHns cTeneHn (YHKUMOHAMbHBIX HapyLlleHuidi cnegyeT npo-
BOAMTb BCKOpe MOCMe WX POXAeHMA. BepxHWA ypoBeHb HapyLUeHWs
(OYHKLMM CAMHHOFO MO3ra 06bIYHO OMpefensioT No peakuuy Ha LMok
B 06nacT Hor u Tynosuwa. O6 OTCYTCTBUM (PYHKLMOHA/bHbLIX Hapy-
LUEHNA CBWUAETENbCTBYIOT [BWKEHUS pyKaMuM W HOramu B OTBET Ha
60neBoe pasgpakeHne, BO30YKAeHWe W nnay pebeHKa. [BMKeHUN
KOHEYHOCTSAIMN 6e3 M3MEHEeHWs MOBEAEHMS He MpeAcTaBnAlT Ccob6oit
60NbLIOI0 AMArHOCTUYECKOTO 3HAYeHMs, MOCKOSIbKY OHWM MOTyT 6bITb
peqIEKTOPHbLIMUY, CBA3aHHLIMU C OMPEeAESIEHHbIMUA CerMeHTamu CruH-
HOFO MO03ra, HO He C BbICLUMMW LeHTpamu. HapylueHue WHHepBauum
MOYEBOr0 My3bIps MPOSBASETC HEAepXXaHWeM MOYM, MepuaHabHOM
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Puc. 20-8. MeHuHromvenouene U1 MOpoK  pasBUTUA
ApHonba — Knapw.

MOXHO BMAETb TUNMYHYIO AEPOPMALMIO CIMHHOTO MO3ra: ero npa-
BW/IbHO C(IOPMMPOBAHHbIV TPYAHOI OTAen (a) MOCTENeHHO ymo-
LiaeTCs, MOACHUYHBIA OTAEN BBIMMSANT B BUAE MAACTUHBI, MIOTHO
CPOCLLECH C OKpyxatoLell KOXeld; MOACHWYHble CMIMHHOMO3rOoBble
HepBbl OTXOAAT OT NaTONOrMYecKM W3MEHeHHOW HeBpaibHOW nna-
CTWHKW. TOT >e cnyyaii npyn nopoke pasBuTus ApHosbia — Kuapu
(6): npoponroBatbii MO3r M IV >Xenyaoyek (CTpenka) CMeLLeHbl
KHW3Y, Bbille BWAEH HENpPaBWNbHO CHOPMUPOBAHHbI MOIKEUOK.

0611aCTN — PacKpbITUEM aHAIbHOTO C(HUHKTEPA W OTCYTCTBMEM aHaslb-
HOro pedpnekca. Hepeako BCTpeuvatoTca Takue gedopmauun, Kak KOH-
CKas cTona W BPOX[EHHbI BbiBUX 6Geapa. [eHepBMpOBaHHbIE KOHEY-
HOCTM NOSIHOCTLIO paccniabneHsl, pegiekckbl OTCYTCTBYHOT. py aHOMa-
amn ApHonbaa — Kuapy yacTo HapyliarTcs QyHKUMM MO3ra U HUXK-
HUX Map YeperHbIX HEpPBOB, B pe3y/bTaTe Yero HacTynatT 3aTpyfHe-
HUS [N0TaHWs, CTPUAOP U aTpodmsa A3blKa.

EAVMHCTBEHHLIM 3P(PEKTUBHBLIM METOAOM SIeYEHNS MPU MEHUHTOMMe-
nouene ABAAETCA HEMEANEHHOE XMPYPrUYeckKoe 3aKpbiThe KOXHOro
fedekTa, NpeanoyTUTENIbHO B TeueHne 48 4 nocne poxaeHus, ¢ Lenbio
NPOUNAKTUKA MeHUHIrUTa. LLInpokoe pacceyeHMe MOKPbLIBAKOLLEN MeM-
OpaHbl MPOTMBOMOKA3aHO, TaK Kak B Heli MOXET copepXKaTbCi (PYHK-
LMOHMpYIOLLAas HepBHas TKaHb. lMocne 3akpbITna gedekTa 3a pebGeHKoM
yCTaHaB/MBAIOT MOCTOSHHOE HabNtofeHMe, NOCKOMbKY BO3MOXHO pas-
BUTUE rugpouedanun, nNpyu KOTOPOM B psfde CAyyaeB TakXKe MoKasaHo
XUpypruyeckoe nedeHue. Npu HapyLueHUM PYHKLUUM MOYEBOrO MNy3bIps
Ha MOYEBbIX MYTAX BbIMOMHAT pa3HOo6pa3Hble OTKIKYaloLWwue onepa-
UMM, B TOM YKC/ie CO3LAOT aHaCTOMO3 MEX/Y TOHKOW KMLUKOWA U Moue-
BbIM My3bIpEM W MPOU3BOAAT ypeTepocToMuio. Koppurupylowiue opTo-
nefMyeckre onepauuu Mpyu BPOXAEHHOM BbiBMXE befpa v gedopma-
UMAX HOMM WMHOTAA OMpaBfaHbl MWL B TOM C/ly4vae, €Cny eCTb LUaHC
COXpaHeHUs PYHKLMN KOHEYHOCTU. BOonbLIOe 3HaYeHMe MMEET yyacTue
Bpayeil pasHbIX CMeuuanbHOCTER Kak B OOCYXXAEHWM MaHa feyeHns,
TaK “ B CamMOM €ro npouecce.

MpOrHo3 3aBUCMT OT BLIPAKEHHOCTWU ABUTaTeNlbHbIX HapyLUeHURA y
HOBOPOX/EHHOI0, MHHEPBAaLMW MOYEBOrO MNy3bIps U COMYTCTBYHOLLMX
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aHOManuii pas3BuTUA Mo3ra. HebnaronpusaTHbIA MCXOL AaXe Ha (hoHe
ONTUMa/ILHOTO JleY4eHUs HacTynaeT Mpu TOTaNbHOM Mapainye Hor u
MOYEBOr0 Ny3blpsA. BOMLLIMHCTBO AeTeil B 3TOM C/lyyae YMUpalT OT
OC/IOXKHEHWIA NleYeHns, HarnpaB/ieHHOro Ha KOpPeKuUuo rugpouedanimn un
XPOHUYECKON MOYEYHO HeAOCTATOUHOCTW. BbDKMBLUME AeTw cTpafaroT
TSOKE/IbIMU ABUraTeNbHbIMKU HapyLlleHusamu, a 50% u3 HUX — oTcTaBa-
HMEM YMCTBEHHOrO pa3BuTMA. HebnaronpusaTHbIA MNPOrHO3 cregyet
0OXWAaTb MpY BLIPAKEHHON rugpouedany HOBOPOXEHHOro. [etn ¢
MeHee BbIPaXXeHHbIMW gedekTaMmu spina bifida n meHuHrouene 6e3
BbIP@XEHHbIX HEBPOSIOTMYECKUX HapyLUEHWA NpU  POXAEHUN pa3Bu-
BalOTCA HOPMasbHO. PelleHWe O XMPYpPruyeckom feveHuu npu Bblpa-
YKEHHbIX AeeKTax MAn HeLenecoobpasHOCTU MPeAnpUHATL Kakue-1mbo
yCuUnus  BOOGOLLE MpefCTaBNfeT CEPbe3HYK 3TUYECKYH npobnemy.
Bonee 90% HeonepmpoBaHHbIX AeTei yMMparoT B Bo3pacTe A0 1 roga.
Spina bifida occulta. 9Ta aHOManMs 3akn4YaeTcsd B He3apaleHUn
[Y>XXEK NMO3BOHKOB C HEMO/HbIM CpaLleHWeM 3afHeld MIacTUHKMA NO3BOH-
KOB M HepefKo C OTCYTCTBMEM OCTUCTbIX OTPOCTKOB. Yallle BCero aHo-
Manma 6OblBaeT Ha YpoBHE Lv—S,, HO MOXET BCTPETUTLCA B /1HO6OM
oTfene no3BOHOYHOro cronba. [edekT coyeTaeTcd MHOrga ¢ aHoma-
Nueil Ten NO3BOHKOB B BWAe OTCYTCTBMSA UX MONOBUHLI. Koxa u nogse-
Xalime TKaHW MOryT ObITb He W3MeHeHbl WM B 3TOW 06nacTu oTMme-
YyaeTcs aHOMa/lbHbI POCT BONOC (B BUAE MYYKOB), NOSBAAIOTCA TefeaH-
rMaKTasuy WM MoAKoXHble nunoMbl. 3onuposaHHas spina bifida co-
cTaBnset npumepHo 20% OT BCeX PEHTreHONOrMUYecKUX HaxodoK. Jlniib
Yy He60/bLIOr0 MPOLEeHTa AeTeli BbISBASIOT BbIPAXKEHHbIE COMYTCTBYHO-
e aHOMasMu pa3BUTUA CMUHHOTMO MO3ra W ero KOpPeLUKOB.
HeBponornuyeckas cMMNTOMaTvKa, Kak U Mpu MeHUHroOMUenouene,
NposIBNAETCA [BUraTeflbHbIMA W YYBCTBUTE/IbHbIMW HApPYLUEHUAMU B
HOorax W/unu HapylleHueM QYHKUUM MOYEBOro My3sbipsd M KULLEYHbIX
cthuHkTepoB. K Hambonee 4acTbiM aHOMAUAM OTHOCATCS OAHOCTOPOH-
HAS fehopMaLma 1 MblllieyHas cnabocTb B HOrax, UX YKOpOUYeHue, Tpo-
(hnyeckre 53Bbl U nonas crona. OHWM MOMYT accouumMpoBaThbCs C Hapy-
LUeH/eM 4YBCTBWUTE/IbHOCTM, Yalle B 30He WHHepBauuu Lv—S,. Awuc-
(DYHKUMSA CHUHKTepa MOYEBOro My3blps BCTPeYaeTcs MNPUMEPHO Y
25% peTel C HEBPONOTMYECKMMU HApYLUEHUSAMU U COMPOBOXAAETCS
HefepXXaHWeM MOuUM, OTAENIeHUEeM ee KanifgMu Wn peuunavBupyroLLmMm
BOCMasieHeM MoueBbIX MNyTeil. OHa COYeTaeTCs 4acTo CO C/laboCTbO
aHa/ibHbIX C(HUHKTEPOB W HapyLUeHUEeM 4YyBCTBUTE/ILHOCTM B 061acTu
NMPOMEXHOCTW. Y fieTell CTapluMX BO3PaCTHbIX rpymnm, 0C06eHHO Yy noj-
POCTKOB, HEBPO/IOrMYecKas CUMMNTOMATUKA MOCTENEHHO YCyry6nsercs.
OugpdepeHumpytot spina bifida occulta ot onyxoneit cnuHHOro
mMo3ra, Mo/IMOMUENnTa, MOPOKOB PasBUTUSA MO3BOHOYHMKA, Harpumep
OT Auactematomuenuum u fegopmauum cron. W3 amarHoCTUYeCcKnx
MEeTOZ0B MCCNeLoBaHUA NpuU OTCYTCTBUM MNPOrpeccupoBaHUs HEBPOJIO-
FMYECKON CUMNTOMATMKM MOXHO OFpaHWYMTbCS NNWb PEHTIeHOorpa-
(hneli NO3BOHOYHMKA. B NPOTMBHOM Ciydvae NS UCKIOYEHUs fedek-
TOB, [NA KOPPEeKUUM KOTOpbIX TpebyeTcs XMPYpPruyeckoe JeyeHue,
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npuberatoT K MOMOLLM MMenorpaum ¢ UCrosib30BaHWEM MeTpu3aMuia
nin Bo3gyxa. Yalle BCero BCTPeYaeTcs MMNOMa, KOTOPYH OGHapyXu-
BalOT BO BpeMms onepauun npumepHo y 40% paeTeid ¢ HEBPOIOTMYECKONA
CUMNTOMATUKONR, 06ycnoBneHHo spina bifida occulta; gepmongHble
KUCTbl BbISBNAIOT MpUMepHO B 5% cny4vaeB. 3TU ONYXO0NW YAansaior,
eCciM 3TO BO3MOXKHO CfefnaTb, He MOBPeXas HepBHble, CTPYKTYpbI.

Ounactematommenns. AHOManus nNpeacTaBnsieT Coboi pacluenne-
HMe CMIMHHOrO Mo3ra KOCTHOW W (hMOpPO3HOI NeperopoaKoin 06bIYHO B
MOSICHWYHOW o6nacTu. [leperopofka NpPensaTcTByeT HOPMasbHOMY
MPOABVXXEHNIO CMIMHHOIO MO3ra Mo CMMHHOMO3rOBOMY KaHany no mepe
pocTa pebeHka. dPuKcauusa CNUHHOrO Mo3ra B CMMHHOMO3NOBOM KaHane
MOXET MPUBECTU K YCYryO/MeHU0 HEBPOMOTMYECKOA CUMMNTOMATUKU Y
Pa3BUTMIO Mape3oB, CMaboCTy OAHON HOMM WA AUCHYHKLMM MOYEBOrO
nysbips. 3 conyTcTBYHOWMX aHOManuii moryT 6biTb spina hifida ¢
MeHMHroMmuenouene, spina bifida occulta, gepmanbHbIA CUHYC M OTCYT-
CTBME TMOMIOBMHbI MO3BOHKA. Ha Koxe B 06facTu fedekTa Hepeako
BbISIBNIAIOT KOXHYK TEMaHrMoMy, AMNOMY WM POCT BOMOC B BUde
MYU4KOB.

[narHo3 cTaBAT Ha OCHOBaHUM OGHApPY>XEHWS Ha PEHTreHorpamme
KOCTHOr0 OTNOMKa B CMWHHOMO3rOBOM KaHasne. [lpy nocnegytoLueit
Muenorpaum OnNpegenstoT KOHTYpbl gedekTa. Xupypruueckoe nede-
HWe C pe3eKuueil NaToN0rMUYeCcKon KOCTU K (pMOPO3HOW TKaHM MOoKas3aHo
B TOM CnyYae, €CiM aHOMa/vsl BbISIBEHA Y HOBOPOXAEHHOrO WM
pebeHKa paHHero BO3pacTa.

JepMoungHblii cnHyc. AHomanus npeactaBnseT CO60M HebOsbLUIOW
3aMKHYTbIA Ae¢eKT, OCHOBHas 0NacHOCTb KOTOPOro 3aK/l4aeTcs B
TOM, YTO OH MOXET CTaTb BXOAHbLIMW BOPOTaMW MHMEKLMKN B cybapax-
HoMAanbHOe NPOCTPaHCTBO M 06YCNOBUTL Pa3BUTUE PeLUAMBUPYIOLLErO
MEHUHIUTa. [epMONAHbLIA CUHYC I0OKANN3yeTcs 0BbIYHO B MOSCHUYHO-
KpecTLoBOlM 06/1aCT, HO MOXET BCTpevaTbCca B /IKOOOM OTAefe M03BO-
HOYHOro ctonba uam no cpefHein NMMHUK Yepena. Ouyar ero NPoeKUUn Ha
KOXE BbIMAAUT KakK Yrny6neHue, 4acTo OKPY>XEHHOEe My4ykoM BOJSOC
WM HeboMbLUION remaHrmomoin. O6pa3oBaHUA B KPecTLOBOW 06nacTu,
M3BECTHbIE MO Ha3BaHWEM BOJIOCKOBbIE YINYOMEHUS, WU CBULLM,
06bIYHO 3aKaH4YMBaKOTCA Cfeno, He cooblascb ¢ cybapaxHomanbHbIM
MPOCTPaHCTBOM, M MO3TOMY He NpPeLCTaBAAT 0C06Oi 0nacHoOCTM.
CUWHYCOBbIe XOfbl BbIlle 3TOF0 YPOBHSI TPEBGYHOT XMPYPruyecKoi pesu-
MM W 3aKpbITUS.

HelipsHTepanbHble KUCTbl. JTa PeLKO BCTPevaloLascs aHoMaaus
pasBuTua 06YCNnoBfeHa WHKOpPNopauunen SHTOAePMaNbHOW TKaHU B
HEPBHYIO TKaHb 3MOpWOHA Ha PaHHWX CTagusax ero passuTusa. OHa
npefcTaBaseT co60li MOKPbITble AMUTENNEM XOfAbl WM KUCThI, BbICTYMako-
Wpe B CNUHHOMO3rOBOW KaHan. Yalle BCero OHW pacrofaraloTcs B
FPYAHOM W HWXKHELIENHOM OTfefie MO3BOHOYHMKA. HeBponorunyeckue
HapyLleHWs CBA3aHbl CO CAaBfeHWEM CMWHHOMO MO3ra KUCTO3HbIMU
maccamm.

KnuHuuyeckast kapTMHa CXOfHa C TaKOBOW NpW OMyXOnsiX CMVMHHOIO



MO3ra. Y HEKOTOpbIX [eTell NMPOUCXOAUT MHADMLMPOBaHME cybapaxHou-
[JanbHOr0 NpOCTpaHCTBa, MPUBOAALLEE K Pa3BUTUIO PeLMAVBUPYIOLLErO
WA XPOHUYECKOTO MEHUHruTa. BbifBNeHNe Ha 0630pHO PEHTreHo-
rpaMme MO3BOHOYHMKA OKPYrnoro gedekra Tefa OfHOM0 M3 NO3BOHKOB
N OTXOASLLEr0 OT HEro xoda B HanpaBneHWM CMMHHOMO3rOBOro KaHana
MO3BONSET 3anof03pWUTb Help3HTepanbHY0 KUCTY. B apyrux ciyyasx
fetheKT noKanusyeTcs MOSHOCTHIO B CMMHHOMO3rOBOM KaHale 6e3
COMyTCTBYHOLWEro aedekrta Koctu. OKOHYaTeNbHbIA AMarHo3 ycTaHaB-
NVBAKOT NMLIb Ha OCHOBAaHMW [aHHbIX MWenorpaguM U rUcTonormye-
CKOr0 McCnefoBaHMS yaaneHHOW BO BPeMsi onepauuy TKaHW. JleyeHue
3aK/0YaeTCA B XUPYPrMYECKOM WCCEUYEHUN KUCTBI.
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HapyweHnsa anddepeHUUpPOBKA 1 pocTa nosyLliapuii
rOI0BHOrO MO3ra

OnhdepeHymauma 6yayLiero mosra B ONpefeneHHy0 CTPYKTYpY Y
3apofbilla 4YesioBeka MPOMCXOAWUT MPUMEPHO K 28-My [HIO pas3BUTUS,
KOorfa 13 paspacTtaloLLlerocs nepefHero oTgenia MO3roBoi Tpyoku obpa-
3yeTcs nepedHuii MO3roBoi Mysbipb prosencephalon. B nocnepgytowive
HECKOMbKO [Held nepefHWiA MO3roBOW My3bipb MoApa3fenseTca Ha Aea
GOKOBbIX My3bIps, U3 KOTOPbIX B fJafibHENLLEM (DOPMUPYIOTCS MoayLua-
pUsi TONIOBHOFO MO3ra U OOKOBble >Xelyaouku. CTeHKU MOCNefHMX Ha
3TOW CTagun MOKPbLIBAKOTCA TFEPMUHATMBHLIM CNOEM aKTWMBHO [Aens-
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LmMxca KNeTok (HerpobnacTbl). BHOBb 06pa3oBaHHble HeinpobnacTbl
MUTPUPYIOT M3 CTEHKM >KENYL04KOB MO HAMpaB/IEHU0 K MOBEPXHOCTU
NPUMWTUBHBIX MOAYLIAPUIA TOSI0BHOFO MO3ra, rAe, Hakamn/iuBasCb, OHM
06pa3yloT Kopy Mo3ra. MwurpupoBaBLUive MePBbIMU KNETKM 06pas3yroT
HVDKHWI KOPKOBbLIA CNOR, MWUrpUpOBaBLLME 33 HUMW — BEPXHUE C/IOW.
B pesynbTaTe gudhepeHumannmy HelipobnactoB 06pa3yroTCA HelipoHbI
N TAnanbHble KNeTKW. Murpupyrolme Heipobnactbl 4epe3 MOCTOSHHO
YBE/IMUMBAIOLLMECA B [A/IMHY OTPOCTKU KOHTaKTUPYIKOT C MPOCBETOM
XeNnyjo4ykoB M B KOHEYHOM CYeTe AOCTUratoT akCOHOB MOAKOPKOBOrO
6enoro BellecTBa MO3ra. AKCOHbI, NepexofsflivMe M3 OAHOro MnonyLia-
pus B Apyroe v obpasylouive BroCNefCTBMM MO30/UCTOE Teno, Bhep-
Bble MOSBASAKOTCA B TeuyeHUe 3-ro Mecsua BHYTPUYTPOGHOrO pasBu-
/A, a o6pa3oBaHWe MO30NWUCTOTO Tena MOAHOCTLIO 3aBepluaeTcs K
5-my wmecsly. K 3ToMy BpemeHW Ha MOBEPXHOCTM KOpbl MOSBASKOTCA
yrny6neHus, ObICTPO yBeMUMBAIOLLMECH B TeyeHWe nocnegHux 3 Mec
BHYTPUYTPOOHOIO PasBUTUSA [0 SICHO OMpefenstowmxcs 60poss U M3BuU-
NMH  Mo3ra.

Mo3r OHOLLIEHHOr0 HOBOPOXAEHHOIO COAEPXUT TOT Xe Habop Held-
POHOB, 4TO M MO3r B3POC/Or0, HO Macca ero COCTas/sieT NPUMEPHO
/3 0T Maccbl MO3ra B3pOC/Or0 YesioBeKa. YBeNM4yeHue ee B MOCTHa-
TabHbIA NEpPUOA MPOUCXOANT 3a CYET MMUENMHU3ALUKM MOAKOPKOBOrO
6enoro BellecTBa, Pa3BeTB/IEHUSA LEHAPUTOB U aKCOHOB W YBENMYEHUS
rnanbHbIX KNeTok. MuennHusaums nofKOpKOBOro 6enoro Bellectsa U
pa3BeTB/iEHNE [EeHAPUTOB KOPKOBbIX HEPOHOB, MPOMCXOAsLee B
OCHOBHOM B MOCTHaTaNlbHbIA Mepuod, MpeAcTaBneHbl Ha puc. 20-9.

O6L1en3BeCcTHO, YTO BpeAHble (aKTOPbl, BO3AEACTBYHOLLME Ha
aMOPWOH W nnog B BO3pacTe A0 6 Mec, 06YCNOBAMBAKOT HapyLUeHue
Pa3BUTUA TPYOBbIX CTPYKTYP MO3ra U yMeHblUeHWe OOLLero yucna Hein-
POHOB. [laTonormyeckue nPOLECChbl, Pa3BUBLUMECA B NepUHaTa/bHbIN
nepuoj, CONpsbkeHbl C 60/ee TOHKUMW  U3MEHEHUSMW, Hanpumep C
3anasfblBaHNeM MUENMHU3ALMN U MEHbLUEA pPa3BeTB/IEHHOCTHIO [EH-
apwToB. [oTeps BelecTBa Mo3ra B pe3y/fibTaTe AeCTPYKTUBHbIX NPO-
LIeCCOB, MHOr4a B COYMETaHWM C MOPOKaMW PasBUTUS, MOXET MPOU30ATU
B 60/ee Mo3gHeM Mepuofe BHYTPUYTPOOHOTO pPasBUTUS U B PaHHEM
nocnepojoBOM Mepuoge.

Mononpo3aHuedanusa. ononpo3sHuedanus npeacTaBnseT coboi
PaHHW MOPOK Pa3BMTUA MO3ra, NMPU KOTOPOM HapyLuaetcsi (hopMupo-
BaHWe ero moaywapuiti. Mo3r CTaHOBWTCA HemapHbIM LLapoM, a 60Ko-
Bble >KENyAOuKM NPeACTaBfeHbl OAHOM PaCcrOOXEHHOW MO cpefHel
JIMHWN NONOCTbIO. ITOT AetheKT 06bIYHO COYeTaeTcAs C apXWUH3aHLUeda-
nnen, T. e. C OTCYTCTBMEM OOOHATENMbHBLIX IYKOBUL, U NyTW, paclyen-
NeHHOI ry6oiit 1 MuUKpodTanbMued Win umknonued. ViHorga rononpo-
33HUeManno BbISBAAKT npu Tpucommm 13—15, B Apyrux cayvasx
3TNONOrMS ee OCTaeTCs Hen3BeCTHOW. OHa COMPOBOXAAETCA BbIPaXKeH-
HbIMW YMCTBEHHbIMU W [BWUraTe/lbHbIMU HapPYyLIeHUAMW; [eTU pefKo
XUBYT 60/ee 0fHOro roga.

AreHe3nss MosonucToro Tena. [lpu 3TOW aHOManuu pPasBUTUSA
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Puc. 20-9. CarutTanbHblii cpe3 Mosra.

B nogkopkosom 6eniom BeLeCcTBe MO3ra HOBOPOX/EHHOIO BbISBNSETCA HEBGO/bLUIOE KOMMYECTBO Mue-
nuHa (a); B Mo3re 9-Mecs4yHOro naofa BuAHa OOLUMPHAsA MWUENVHWU3aLMs, O0COBEHHO B 3pUTENLHON,
COMaTOCEHCOPHOW W ABuraTeNnbHOM 30HaxX Kopbl (6). Ha efyHWYHbIX NUpamMuaHbIX HelipoHaX, oKpa-
LLUEHHbIX MO MeTody [O/bAKM, MOXHO NPOCNEeAUTb pasBUTUe AeHAPWUTOB B JI06HOV 061acTM KOpbl
HOBOPOX/EHHOro (B) M y pebeHka B BospacTe 4 neT (r), B KOTOPOW 3aMeTHO YBENUYEHbl AAMHA W
COCTaB [AeHAPUTHbIX pa3BeTBaeHuiA.x 100.

OTCYTCTBYIOT BOJIOKHa 0O0/bLIOrO MyTW, COEAMHAIOWEro Aga nonyla-
pus TOMIOBHOIO Mo3ra. MHOrja 4yacTuyHas areHesws Hacnegyetcsi no
X-CBI3aHHOMY PELieCCUBHOMY TWMy; B OOMbLUMHCTBE Cy4aeB 3TMONO-
rMs OCTaeTCs Heu3BeCTHOM. [lpyu 3TOM aHOManMu pasnunyaloT fBa
KNUHUYECKUX CUHAPOMA. Bo-nepsbix, y 60MbHOr0 COXpaHeHbI
VHTENNEKT U ABUraTeNibHble (DYHKLMMW, a aHOMasMs cama no ce6e npo-
SBNSIETCA MWL HapyLUeHWEM Mepedayn MHGOpMaLyMm OT OAHOTO0 Mony-
Wwapus B Apyroe: Hampumep, 60/bHOR-NpaBLIa 3aTPYAHSETCS Has3BaTb
MpeaMeT, BMIOXKEHHbI B €r0 NIEBYK PYKY, MOCKOMbKY A/ 3TOr0 Heo6-
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XO4MMO, YTOObl UH(OPMALMSA M3 NPaBOM CEHCOPHOM 30HbI KOpPbl MOCTY-
MUna B PeYEBYIO 30HY, NOKa/IM30BaHHYHO B NEBOM Nofyllapun. Bo-BTo-
PbIX, Yalle BCEro areHesnsi MO3O/NCTOr0 Tefla COYETaeTCs C APYruMu
MopoKamu pa3BMTUSA MO3ra, B TOM YWC/e C OTCYTCTBMEM MUTpaLumn Hei-
POHOB K rugpouedanuein. Y aeteil B 3TOM C/lyyae C CamMOro paHHero
BO3pacTa HabMIOAAKTCS TsXKe/ble NPUNagKM, 0TCTaBaHUe YMCTBEHHOIO
pasBMTUSA, YBE/IMYEHME Pa3MEepOB TFOM0Bbl M YacTO FMMEpTEeopU3M.
[narHos yctaHaBn1BalOT Ha OCHOBaHUW AaHHbIX MHEBMO3HLeMdanorpa-
U1 MM KOMMNbIOTEPHOI ToMOrpadum.

MopsaHuedanusa. T[lopaHuedanusa npeacTaBnseT coboii aedekT
MO3r0oBO MaHTUK, 06Pa3yHOLLMIACA B pe3ynbTaTe KUCTONOAOOHOrO pac-
LUMPEHNA naTepanbHOro XXenyfouka, KOTOpblii MOXET A0oCTuraTb Msr-
KO nayTUHHOW 060M104KM. MHOraa ee MPUUMHOA CNYXWUT MepBUMYHAS
aHoManua pasBUTUS MO3rOBON MaHTWM; B 3TOM cliyyvae fedeKT 06bIYHO
[BYCTOPOHHUIA CO CMELLEHNEM 3aMONIHEHHBIX XWUAKOCTbIO BUCOYHO-
TEMEHHbIX YYaCTKOB MO3ra. Y feTeil ¢ ABYCTOPOHHUM MPOLECCOM Ha-
CTynaeT nonHas ameHuus. Yaule nopsHuedanvs 6biBaeT 0JHOCTOPOH-
Heli M pa3BMBAETCA BTOPMYHO B pe3y/bTaTe Q4YaroBOro MOpPaKeHUs
MOo3ra B MOCMefHWIA Nepuof BHYTPUYTPOOHOrO pasBUTUSA WU B PaHHWI
MOCNepoLOBO Nepunog. V3 BO3MOXHbIX STUONOFMYECKNX NPUUMH OTMe-
YaltoT OKK/IIO3MI0 COCYAOB MO3ra, 3HUedannT U MNYHKUMIO MO3ra.
B 3aBMCMMOCTM OT JI0KanM3aLun NaTosorMyeckoro npouecca y AeTel
Pa3BMBAOTCS CMACTMYECKUA TFeMunapes, OAHOCTOPOHHEE HapylueHune
YYBCTBUTE/ILHOCTU WM TOMOHWMHAs remuaHoncus. WMHorga Habnto-
[al0T OAHOCTOPOHHEe YBENMYEHMe pa3Mepa uyepena C WCTOHYEHUEM
KOCTM Ha CTOPOHe MopaHuedanuu. 3TN U3MeHeHUs 00YCNOB/EHbI Kone-
6aHMeM B pesynbTaTe nNy/bcaluu COCYAUCTOr0 CNeTEHWUS Haxopgs-
welica B MOMIOCTM XWUAKOCTW.

BofbLIoe 3HaYeHWe B AMArHOCTUKE MOP3HLedhanun UMeeT TpaHCu-
NOMUHALWS Yepena, KOTOPOA Bcerga cnepyeT MofBeprath pebeHka c
HEeOOBACHUMBIM Femunapesom. AundepeHUNPYOT ee 0T XPOHUYECKOro
CKONMIEHNS XUAKOCTU B cybapaxHOMAaIbHOM MPOCTPaHCTBE, NPU KOTO-
POM TakXe MNOy4aloT MONOXKUTENbHBIA pe3ynbTaT Npu TPaHCUAIIOMU-
Hauun. [narHo3 ycTaHaB/MBalOT Ha OCHOBAHWW AaHHbIX MYHKUMK Cy6-
[ypanbHOr0 MPOCTPaHCTBa U KOMMbIOTEPHON Tomorpaduu. B pefkmx
cny4asx, Korga nopaHuedanvs cornpoBOXKAAETCA 3HAYUTENbHbIM YBe-
NMYEHVNEM Pa3MEPOB FOMIOBbI WAM MPU NPOFPECCUPOBAHWU [BUTaTe/lb-
HbIX HapyLUeHWii, BLIMOHAKT OMEPaLuio LUYHTUPOBAHMS.

MvapaHsHuedanma. TMpu 3TOM MaTonorum OTCYTCTBYIOT MOMyLla-
pUst TONOBHOr0 Mo3ra. OH 3amelleH GO0/bLLOI MONOCTbI0, 3anO/HEHHON
XngkocTeto. CTBOM MO3ra U 6asasibHble raHrMM LOCTaTOMHO PasBuTI,
a VMHOrga OnpeaensrTcs pyAMMeEHTapHble N100HaA U 3aTblIOYHas YacTu
KOpbl. JTWMOMOIMA aHOMannM HeW3BeCTHA. BO3MOXHbIM 3TUOMOrMYe-
CKMM (DaKTOPOM CUMTAlOT HefOCTaTOYHOE pasBuTWEe apTepuii Mosra u
ero JeCTPYKLMIO B pesynibTaTe TSHXKeNoi BHYTPUYTPOOHON MHGeKUMu.

HoBopOXAeHHble C ruapaH3HUedanueld BHELUHe MOryT He OTnu-
4aTbCs OT 340POBbIX feTell. Pasmepbl ronoBbl Y HUX HaxoAAaTCs B Mpe-
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flenax HopMbl WK crnerka ysenuueHsl. Bce pednekcbl, CBOWCTBEHHbIE
HOBOPOXXAEHHbIM, COXpaHeHbl. OAHaKo y 60MbHOr0 pebeHKa OTCYT-
CTBYET CMNOCOGHOCTb 3PUTENLHOrO CNEXeHWUs, a Mo3f4Hee BbIABNAIOT
MoSIHOE OTCYTCTBME NPOM3BOMLHBLIX ABWXEHWUIA U MHTeNnekTa. Hepeako
HabnogatoTcs npunagkyi. peanonoXKUTeNbHbIR AUMarHo3 CTaBAT Ha
OCHOBaHUW [aHHbIX TpaHcuntoMuHauuy depena (puc. 20-10). Mopo6-
Has KAMHWYECKas KapTWUHa BCTpeYyaeTcs Npv Janeko 3aweilein opme
rugpouedanmn n nNpu 06LUMPHOM ABYCTOPOHHEM CKOMIEHUM XXULKOCTU
B Cyb6aypanbHOM MpOCTpaHCTBe. [lMarHo3 cneayeT MOATBEPAUTb
JaHHbIMK  aHrMorpadMm Mo3ra, NpU KOTOPOW BbISIBASIKOT OTCYTCTBME
KPYnHbIX cocyAoB. [MporHo3 HebnaronpusTeH: O6OMbLUMHCTBO AeTei
ymMupatoT B Bo3pacTe 0 1 roga, HO MMelTCs coobLLeHNs 0 AeTaX, Mpo-
LOO/MKUTENIbHOCTb XKU3HU KOTOPbLIX B BEreTaTMBHOM COCTOSHMM COCTa-
Buna 6onee 3 ner.

NnccaHuedanva. AHOManMs pa3BuTUsS 00YCIOBEHA HapyLUEHUEM
MUIpaLmMn HeMpOHOB MO3ra W CBSI3aHHbIM C 3TUM HeAOopa3BUTMEM €ro
M3BMIUH. [1OBEPXHOCTb NOAYyLIAapWid BLIFAAAUT TNafKoM; MpU MUKPO-
CKOMMYECKOM WCCMEL0BAHNM BbISBASIOT OTCYTCTBME HOPMasbHbIX Kie-
TOYHbIX C/I0EB KOPbl W rpynnbl HEAPOHOB B MNOLKOPKOBOM 6Genom
BewlecTBe. KnuMHUYeckas KapTvHA 3aK/OYaeTCsl B TSHKENOM 0TCTaBa-
HUM YMCTBEHHOIO pPa3BuUTUA. [MarHo3 BOSMOXEH Ha OCHOBaHWM JaHHbIX
KOMMbIOTEPHOI TOMOrpadum.

Monumukpornpus. MoaMmukporupus aenseT cobol Apyroe Hapy-
LUeHWe MUrpauuyM HempoHOB, Pe3yNbTaTOM Yero CAYXWUT 4pe3mepHoe
KO/IMYECTBO HEAOCTaTOMHO C(HOPMMUPOBAHHBLIX W3BWAMH. [laTonorus
COYeTaeTca C BHYTPUYTPOOHON LIMTOMErasoBUpPYCHOM WMH(EKUMEN, HO B
6ONBLUMHCTBE C/TyYaeB 3TUOMOMKS HemsBecTHa. OHa Bcerga COMpoBOX-
[AeTCA BbIPKEHHbIM HapyLeHUWeM YMCTBEHHOro pas3BuTus. [duarHos
CTaBAT TO/ILKO MNpW ayToMnCuu.
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Mukpouetanusa. 9To fgetheKT pocTa BCEro Mosra, B pesysnbrare
4ero pasmep rofoBbl 60ee Yem B 3 pasa MeHblle HopMasbHoro. Mpu-
UMHOM NaTonoruM CYMTAOT aHOMAIMIO PasBUTUS U LeCTPYKTUBHbIE
npoLeccbl Mo3ra B Mepuof BHYTPUYTPOGHOIO pasBUTUA U B PaHHWIA
MoCTHaTa/lbHbIA Mepuof. Bonee cepbesHble MPUYMHBI NPEACTaBEHbI B
Tabn. 20-6.

Ta6bnuya 20-6. MpuuuHbl MUKpouedanuun

HapyLueHus B nepu- n nocTHa-

[edekT pasBuTUs Mo3sra BHyTpuyTpo6Hasa uWHekums TaNlbHbIA Mo
HacnefcTeeHHas (pevec- BpoxgaeHHas KpacHyxa AHOKCUS B Nepuof BHYT-
CMBHas) MuKpouedanus pUyTPOBHOrO pasBuTMA
WM HOBOPOXAEHHOCTM
MoHronnsm wn gpyrue LinTomeranosupycHas HapyLueHns nutaHus
ayTOCOMHble U Tpu- NHeKLMA pebeHka B MNepBble
COMHbIE CUHAPOMbI MECALLbI YKN3HM
O6nyueHne nnoga Bpox/eHHbIA TOKCO- leprneTuyeckas MHMeKLms
rT1a3mo3 HOBOPOXAEHHbIX
deHnNKeToHYpUa 'y 6epe-
MeHHO
Huskopocnocte Cekena BpoxaeHHbIn  cudunmnc

CuHgpom e JlaHre

CuHgpom Py6uHcTaliHa —
Tenbu

CuHgpom Cmuta —
Nemnn — OnuTtua

ANKOroMbHbIA  CUHAPOM
nnoga

Macca mosra nopoli coctaBnsieT 25% OT HopMbl. Uncno u cnox-
HOCTb W3BWAWH YMeHbLUeHbl. Hanbonee cnabo BbipaKeHbl 06HbIE
[0, 4acTo C HENPOMOPLMOHA/IbHO GOMbLUMM MORDKEUKOM. [1pK MUKpPO-
uethanun, pasBMBatOLLECs B pe3y/nbTaTe MepuHaTa/ibHbIX M MOCTHa-
TaNbHbIX MATONOMMYECKNX MPOLLECCOB B KOpe MO3ra, OTCYTCTBYHOT Heil-
POHbI W rNManbHas TKaHb.

Hanbonee TsXKeno nNpoTekaeT peLeccUBHO Hacnegyemas MUKpoLe-
thanusi. Y pebeHka OTMeyaeTcsa 3aMeTHOEe CMelleHve nba K3agu U
YUIHble PakoBWMHbI HernponopuuMoHasibHO 60/blIoro pasmepa. Hepegko
OH XOpOLUO Ppa3BUT (PU3MYECKM, HO NO Mepe pocTa y Hero Bce Gonee
3aMeTHbIM CTaHOBWUTCA OTCTaBaHWe YMCTBEHHOrO pa3BUTUSA.

OnhdepeHunposatb aHOManuM y [eTeil cnefyet OT COCTOSHWMNA,
nepeyncneHHbIx B T1abn. 21-4. CmelleHne nba k3aau, 60/bLIOr0 pas-
Mepa YLUHble PaKOBMHbLI Y aHaMHeCTUYeCKWe AaHHble MO3BONAIOT Mpes-
MONIOXMWTb HACNeACTBEHHYIO MUKpoLedanuio. MOoCcKoNbKy ee NpUYmnHoOi
MOXeT ObITb (DEHUNKETOHYpUSA Yy OepeMeHHON, Bcerga crefdyeTt Mpo-
BOAWTbL XpoMaTorpamyeckoe WCCNefOBaHWE ee MOYM Ha BbISIB/IEHUE
aMWHOKUCNOT WK Npoby C X/I0pUCTLIM Kefle3oM. B anarHocTuke BTO-
pUYHOli MuKpouedanumn, 06yCcnoBneHHON BHYTPUYTPOOHON MHMDEKUMEN,
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Puc. 20-11. PeHTreHorpamma 4epena, Ha KOTOPOW BbIABAAIOTCA KanbLuUdpukaTbl BOKPYT
XXenyaoukoB v rugpouedanus, pasBuBLlIAsACA MOCne LLMTOMerasoBUPYCHOW WHMheKunun y
HOBOPOX/AEHHOTO (a), U anddy3Hble BHYTPUXKENYAOUYKOBbIe KanbLMpuKaTtbl Npu BPOX-
OeHHOM Tokconnasmose (6).

60/bLUIYIO MOMOLLb OKa3blBAOT PEHITeHOrpagua Yepena, CIMHHOMO3IO-
Bas MyHKUMA W pe3ynbTaTbl CEPONOTUYECKUX peakuuid. AuddysHblii
KanbLUMHO3 4acTo O06Hapy>XMBaKT MpU BPOXAEHHOM TOKCOM/Ia3MO3e,
TOrja Kak KanbLUuuKaTbl BOKPYT >KeNyAO4YKOB MO3ra Yalle npeobna-
[aloT nNpy UMTOMEranoBupycHonl uHpekummn (puc. 20-11). Y peTeid c
MUKpoLetanmeid, POAMBLLUXCS OT XKEHLLMH, 3/10yNOTPEONAIOLWNX anKko-
ronem, cnefyet MpeanosioKUTb asKorofibHbIA CUHAPOM HOBOPOXKAEH-
HbIX; OJ11 HWX XapakKTepHbl O0TCTaBaHWe BHYTPUYTPOOGHOro pasBUTUS,
Y3KMe T[Nla3Hble Len U HeobbluHble NafloHHble CKMaAKW.

Mukpouyedanumio Heobxogumo AudhepeHUMpo-
BaTb OT ronNoBbl HebONbWOro pasmMepa nNpuU CUHO-
CTO3e CarmTTanbHOro W KOpPOHapHOro weoB. [pu
KPaHWOCUMHOCTO3e NanbnupyrTCs OCTPOKOHEYHble Kpas B 061acTu
NPeXAeBpeMeHHO  3aKPbIBLUMXCA LUBOB W ONpefensioTcs MpuUsHaku
MOBbILLIEHHOTO BHYTPUYEPErHOro fAaB/eHus, BK/OYas OTEK COCKa 3pu-
Te/IbHOrO HepBa W BAABMIEHWA OT MO3rOBbIX W3BWAWH Ha BHYTPEHHEN
MOBEPXHOCTU Yepena, BbISBASEMbIE Ha PEHTreHOrpamme.

Hu ogHa u3 opm MUKpouedanun He NOAAAETCA NEYEHWID, OAHAKO
ee AMarHocTuMKa HeobXoAmMma Ans TOro, 4TOObl faTb NpaBW/bHble B
reHeTMYeCKOM OTHOLUEHMM PEKOMEHZALMKM, MOCKO/bKY HEKOTOpble
HapyLleHUs Npy 3TOW aHOMa/INK HacnefytoTCs, Torga Kak gpyrme 0THO-
CATCA K CNy4YaiHbIM.

MeransHuedanuna. Mpy sTOM peako BCTpevaroLleMcs MOpoKe pas-
BUTWS Yy JeTeli OTMeyaeTcsi Ype3MepHbIii pOCT MO3ra, YTO MPUBOAUT K
ObICTPOMY MaTO/IOMMYECKOMY YBENNYEHUIO pa3MepoB rofoBbl. VMetoTcs
COO6LLEHN O 4pe3BbIYaHO 6OMLLIOM MO3re, Macca KOTOpOro npe-
Bbilwana 2800 r. Upe3aMepHbIiAi pOCT MO3ra MPOMCXOAWT CKOpee 3a CYUeT
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paspacTaHusi rnanbHbIX KMETOK, HEXEeNM HEepoHOB. 3TMOMOrUS ero
HEeW3BeCTHa, HO OH BCTpeyaeTca npu cuHapome [ypnep, 60ne3Hu
Tasg — Cakca 1 MeTaxpomaTnyecKoin neiikognctpogun. NMommmo 60/b-
LUMX pa3MepoB FOM0BbI, ¥ pebeHKa OTMe4yaeTcsi OTCTaBaHWE YMCTBEH-
HOro pasBuTMA. MpM3HAKU MOBbLILEHHOrO BHYTPUYEPENHOTO AaBNeHUs
OTCYTCTBYIOT. AudhdepeHUMpyoT oT rugpouedaniy ¢ NOMOLbI0 KOM-
NbHOTEPHON Tomorpacun. K nporHosy cnegyet nogxoguTb OCTOPOXHO,
MOCKO/bKY BbIP@XXEHHOE YMCTBEHHOE Hef0pa3BUTUE BLISIB/ISETCA YaCTO.
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rmgpouedanus

OnpegeneHune. TepMuHOM «rugpouedanvs» 0603HavaloT nroboe
COCTOSIHME, NpU KOTOPOM MPOUCXOAWUT YBENNYEHUE YKeNny[0uKOBOA
CUCTEMbI MO3ra 3a CYET HeCOOTBETCTBUA MeXAy NMPoAyKuuein n abcop6-
umeid cnuHHOMO3roBoi >kupakoctn (CMXK). Tpu nporpeccupytoLLem
npouecce gasneHre CMXX 06bI4HO MOBLILIEHO, HO UHOFAA MOXET ObITb
B Mpejenax HOPMbI.
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Puc. 20-12. LUwupkynaunsa
CMMHHOMO3rOBOM XWAKOCTH
(cxemaTtnuyeckoe unsobpaxe-
Hue).

Matodumsmonorna n atuonorusa. Mpogykums CMXX 3aBucuT B
OCHOBHOM OT aKTMBHOCTW TpaHCNopTa MOHOB, O0COGEHHO HATpUSA, yepes
CneuManu3vpoBaHHYIO 3NuUTenabHY0 MeMbpaHy COCYAMCTOro cnie-
TEHWS B MOMOCTW XeNy[Oo4KOB Mo3ra. [ns nofjepykaHus OCMOTUYe-
CKOro paBHOBECUS YXMAKOCTb MacCUBHO MOCTYNAaeT B NOMOCTb XKenyaou-
KOB. OHa LMpKyMpyeT Mo BOAONPOBOAY MO3ra, IV Xenyfouky u yepes
€ro CpefjuvHHYl0 anepTypy nocTynaeT B cybapaxHoOuAasbHOe Mpo-
CTPaHCTBO FO/I0BHOrO MO3ra M OTTyAa C 3neHAVMabHOW MOBEPXHOCTU
XenyfLoukoB peabcopbupyeTca B BeHO3HOe pycno. Linpkynaums CMXK
CXemMaTM4HO npefcTaBneHa Ha puc. 20-12.

MpuunHOW rugpouedanvy noYTWM BCErfa CAyXWT HapyLleHue ump-
Kynaumum u abcopobuun CMIK. B pefKux cliyvyasix OHa pa3BuBaeTca B
pesynbTaTe MOBbLILLUEHHOW CEKPELMU >KUAKOCTM, UTO BbISBASETCA MpU
nanwaioMe COCYAMCTOrO CrH/eTEHMS W OMyXonax, NPOAYLMPYOLWMUX
CMX.

PasnmualoT fBa aHaTOMUYECKMX Tuna rugpouedanumn: 1) 06-
CTPYKTMBHAafA, nNpu KOTOPOM Hapywaetca umpkynaums CMXK
TONbKO B CUCTEME XKeNlyJO4KOB MO3ra, B pe3y/ibTaTe Yero oHa He no-
CTynaeT B cybapaxHOWJa/ibHOe MPOCTPAHCTBO; PAaCLUMPEHUE CUCTEMbI
XeNylo4KOB  MPOUCXOANUT  MPOKCUMasbHee y4yacTka O0OCTPYKLuu;
2) KOMMYHMWKaLWOHHAA, Mpu KOTopoi umpkynaums CMXK B
CUCTEME KENYJOYKOB He HapylleHa, B pe3y/ibTaTe Yero oHa CBOGOAHO
noctynaer B cybapaxHOMAanbHOe MPOCTPAHCTBO CMWHHOIO Mo3ra.
Abcopbums CMXK HapyluaeTcs B pe3ynbTaTe MG0 OKKNHO3MK cybapax-
HOMJaNbHOM UMCTepPHbI BOKPYT CTBOMIA MO3ra, Mbo obnmTepauyum cyba-
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Puc. 20-13. BpoOXAeHHbIli cTeHo3
BojonNpoBoja Mo3ra (CTpenkwu).

HecmoTps Ha BblpaXeHHY0 O6CTPYKTUB-
Hyto rugpouedanuio, GONbHOW A0XMN [0
Bo3pacTta 60 neT, camMOCTOATe/IbHO 06CNy-
Xunsas cebs.

paxHOMZanbHOro  MpPOCTpaH-
CTBa Haj nofyLapusMm moasra.
Mpn 3TOM paBHOMEPHO pacLuu-
pSeTCA BCS XeNny[oykoBas Cu-
cTema. bosbLloe 4YMcno BPOX-
[EHHbIX W MPUOBPETEHHBIX 3a-
6oneBaHuii NPUBOAUT K pasBu-
TMIO ruapouedanuu.
O6CTpYyKTUBHaA rugpode-
thanus. Yalle BCero npuyMHoiA
3TON  (hopMbl  ruapouetanm

CNY>XUT BPOXX/AEHHDIN
CTEeHO03 BOjgonpoBoOfja
mMo3ra. B page cnyyaeB OH

BOOGLLEe OTCYTCTBYeT, a BMECTO Hero MWMEKTC MHOMOUYUC/IEHHbIE
He6O0/bLUMX pPa3MEPOB CNeno 3akaHYMBaOLLMECH KaHalbl WM pas3BeT-
BneHna (puc. 20-13). MHorga aTOT MOPOK pasBUTUA HacnedyeTcs Kak
X-CBSI3aHHbIA PeLecCUBHbIA Npu3HaK. OH MOXET 6bITb TakXke pesysb-
TaTOM BOCNa/ieHNs B 06/1aCTU BOAONPOBOAA. [aHHble aKCnepuMeHTas b-
HbIX WCCNefOBaHWMIA, NPOBEAEHHbIX HA HEKOTOPbIX BMAAX >XUBOTHbIX,
CBUAETENLCTBYIOT O TOM, YTO 3TUOMOrMYEcKas ponb MNPUHALNEXUT
BUPYCHOW MH(eKUMM nnoda, 0COBGEHHO BUPYCY 3NUAEMUYECKOro napo-
TUTa. B peaknx cnyuvasx K pasBUTUIO OOGCTPYKTMBHONM ruppouetanuu
NpUBOLAMT CAaBfieHWe BOAOMPOBOAA Mo3ra 06pa3oBaHUsMM, pacnona-

MpuunHbl tuapouedanim

O6CTpYKTMBHAs KOMMyHUKaLNOHHasA

akBefyKTaNbHbI CTEHO3
BPOXAEHHbI
NPUOGPETEHHbI MNOCTUH(EKLMOHHBbI

nopok passutns ApHonbaa — Kuapu
NOCTUH(HEKULNOHHAA (MEHUHTUT,
TOKCOMNNasmMo3, LUTOMeranoBupycHas

NHpekumns)
Onyxonu cpefHero mosra nocne cybapaxHouganbHOro
NopokKn pasBuTUs 6Gonbluoi KPOBOW3NUAHNA

MO3rOBOW BEHbI
rematoma 3afHeli 4yepenHoit
AMKMN

nopok passutus JeHaum — Yonkepa

BTOPUYHas B pe3ynbTaTe 4Ype3MepHOro
o6pasoBaHna CMX (nanunnoma co-
CYANCTOro cnneteHuns)

3a6oneBaHVNA COEAMHUTENbHOW TKaHU
(cuHgpom Typnep, axoHAponnasus)

WHTOKCMKALMA BUTAMUHOM A



ralowyMmcs K3am oT ero CTBofa, Hanpumep BPOXAEHHOW aHeBpWU3MO
OONMbLLIMX MO3rOBbIX BeH WM Cy6AypanbHOW remMaTOMO B 3adHei
yepenHoi sAmKe. [locnefHas MOSBASETCS B pesynbTaTe  POLOBONA
TpaBMbl; KpPOBOTEYEHUe OblBaeT 00YC/0BEHO Pa3pblBOM BEH, Harpas-
NALWMXCA OT NMOBEPXHOCTY MO3XKEUKA K MoMepevyHoMy cuHycy. Cybay-
pasibHYI0 FemMaTtoMy 3aflHeil YepenHon MKW crefyeT 3anofo3puTb y
pebeHKa c rugpouedanneii, BO3HUKLLEA B TeYEHME HECKObKUX Hefenb
MoC/e POXAEHWsl, 0COBEHHO ecnu pofbl Gbiv TPYAHBIMA. AHOMaN U A
LeHan —Yonkepa npeacTaBnseT co60i BPOXAEHHbIA AedeKT
BHYTPEHHMX CTPYKTYP MO3XeuKa, Npu KOTOPOM MPUYMHOA ruapoueda-
NN CNYXWUT aTpe3vs CpefuHHOl anepTypbl. K mpuuvHam nocnepogo-
BO/i OBCTPYKTMBHOW ruapouedanun Hepeako OTHOCATCA OMyXonu
MO03ra, CAaB/MBalLLMe XXeyA0UKM MO3ra WM npopacTalolime B HUX.

KoMMyHUMKaLMOHHas ruapouedanns. 3TUON0rMA aHoManny 4acTto
Heun3BecTHa. BcTpeyaetca npucuHgpome ApHonbpa —Kuapwu
BCNeACTBME O0OCTPYKUMM cybapaxHOMAANIbHbIX MyTei OTTOKa BOKPYT
CTBO/IAa MO3ra CMELLEHHbIMW BHW3 MPOAOArOBaTbIM MO3FOM U MO3XKEY-
KOM. KOMMYHMKaUMOHHasa rugpouedanns MOXeT ObiTb pesynbTaTom
NepeHeceHHbIX GaKTepuasibHbIX MEHWHTMTOB, TOKCOMIa3mo3a, LuUToMe-
raJloBNPYCHOM MH(EKUUM 1 CcybapaxHOUZaNbHOro KPOBOU3MUSHNUS.
MpuumHa rugpouedanMn B 3TUX Cllydasx COCTOMT B 06/MTepauunm
cybapaxHoMganbHOro npocTpaHcTBa (hMOPO3HOI TKaHblO, paspacTato-
Lelica B OTBET Ha BOCMa/leHWe WaM KposousnusHue. [ungpouedanns
MOXET CONpPoBOXAaTh CMHAPOM [ypnepB pesynbTaTe nponuge-
pauMm B cybapaxHOMAanbHOM MPOCTPaHCTBe (MOPO3HOA TKaHW.
BeposATHOli npuunHOin rugpouedanun nNpu aXxoHApONAasmm cny-
XWUT HeAopasBMTUe 3aTbIIOYHON YacTh Yepena. MaTonornyeckn masble
pasmepbl 3afHeil YepenHoii SMKM 06YC/MOBNMBAKOT HapyLUeHWe LUPKY-
naumn CMXK B cybapaxHOMAanbHOM MPOCTPAHCTBE OCHOBAHMS MO3ra.
MHTOKCMKaALUAg BUTaMWUHOM A peiko MPUBOAMT K PasBUTUIO
KOMMYHVKALMOHHOW ruapouedaiin; MexaHu3M ee pa3BUTWS Npu 3TOM
OCTaeTCA HEsACHbIM.

3abos1eBaeMocTb. YacTtoTa BpOXAEHHON rugpouedanin, ocobeHHOo
CBSI3aHHON C MEHWHTOMMWenoLese, BapbUPYeT CPeau pasfvyHbIX Fpymnn
HacefneHus, 4yacToTa Apyrux ee opm coctasnset npumepHo 1 Ha 1000.
MpumepHo y '/3 Bcex feTeld € ruapouedanvein 06HapyXXmnBatT CTEHO3
KaHa/I0B MO3ra.

KnnHnyeckue nposisnieHns. CumnTomatuka npy rugpouedanim
3aBMCUT OT BPEMEHM Hayana 3abofieBaHWs 1 CTEMEHU HapyLUEHWA paB-
HoBecusi Mexay npoaykumein CMXK n ee abcopbumeil. K MOCTOAHHbIM
NMpu3HaKkam BPOX/EHHON W NPUOGPETEHHON ruapouedannn y AeTel
OTHOCMTCS NAaTO/IOrMYECKOe YBeNMUYEHNE pa3MepoB ronosbl. Mpu Bbipa-
YXEHHOI BPOXAEHHON rugpouedann nx peskoe yBenuyeHue y nnoga
HepeaKo 3aTpyAHSAET TeueHue pogos. pu nerkoii cTeneHn rugpouedga-
NN pa3Mepbl ro10Bbl Y HOBOPOXAEHHOTO He OTIMYAOTCA OT HOPMbI, HO
3aTeM OHW HayMHalT ObICTPO yBenMumMBaThbes. CyLLECTBEHHOE 3Haue-
HWe ANA paHHeli AMArHOCTMKU W OLEHKM AMHaMMKM npouecca MMeeT
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MepPMOANYECKOe W3MEpPEHMNE OKPYXXHOCTWU TFOMOBbl. YBEUYEHUE pas-
MEpOB Yepena MPOMCXOAMT BO BCEX HanpaBfeHWsX, OCOGEHHO YBen-
ymBaeTca nobHas o6nacTb. 3aTblloyHas 06M1acTb  YBENUYMBAETCH
npu cuHapome [eHan — Yonkepa B pe3ynbTaTe Pe3KOro pacllvpeHus
IV Xenyaouka, 4To BbISBASETCS MpU TPAHCUTOMMHALUN 3aTblfI0YHON
obnacTu. Y AeTeil ¢ BbICTPO Mporpeccupytolleli rmapouedanmein oTme-
yatoTCs 6O0MbLLUOW, BblOYXalOWWiA nepegHUii POAHUYOK WM BUAMMOE Ha
OlWYNb PacxXOXAeHue uepenHbiX LWBOB. Kaxylieecs HEeU3MEHEHHbIM
Hanps>keHWe POAHMYKA He WCK/YaeT ruapouedanun. PacxoxieHue
LWBOB 06YC/IOBAMBAET PE3OHMPYIOLWMIA 3BYK MPWM NEPKyccum KOCTel
yepena (CMMNTOM MaKblOMHA, WM «TPECHYBLUEr0 ropLikax). KoxHble
BEHbl T0OI0Bbl YACTO paCLUMPeHbl, a KOXa WCTOHYeHa W nocHuTCcs. [o
Mepe MOBbILIEHWSI BHYTPUYEPENHOro [AaBfeHWst niad pebeHKa CTaHo-
BUTCA MPOH3WTENbHBIM. Y AeTeid mpu Tskenoi dopme rugpouedanim
rnasHble f6/10KM 4acTO OTK/OHAKTCS BHWU3 («CMMMTOM 3aXOAALLEro
coMHua»). B ganeko sawepflimx ciyyasax B pesynbTaTe CAaBfeHWS pas-
BMBaeTCA aTpotus 3pUTEeNIbHOrO0 Hepsa.

mapouedanns, HaunMHaloLasca B MO3AHEM [ETCKOM BO3pacTe, He
COMPOBOXAAeTCA YBENMYEHMEM pPa3MepOB FO/0Bbl. Y pebeHka MosB-
NATCA QYEBMAHbIE MPU3HAKU MOBLILIEHNS BHYTPUYEPENHOrO LaBfieHus
C MOCTOSIHHbIM OTEKOM COCKa 3pUTEebHOro Hepea. K 4acTbiM Npu3Ha-
KaM OTHOCATCA CMacTMYHOCTb W aTakcus, 6onee BbIPaXXEHHbIE B HOTax,
a TakkKe HedepkaHme mouu. B panbHeliliem NporpeccyBHO CHMDKAETCA
YMCTBEHHOE pa3BuTMe. B nepByto oyepefdb CTpajatoT Hambosee BbICOKO
pa3BuTble YHKUMM Mo3ra (MbICAUTENbHAS W CYXKAEHWS) MPU coXpaHe-
HUM (PYHKLUMW peun, YTO NPUBOAUT K MOSIBAEHMIO XapakTepa MyCcToc/o-
Bus. CyLLECTBEHHON KOppensuunm Mexay CTereHbio rugpouedanin u
HapyLUeHVeM WHTENNeKTyalbHOW (DYHKUUM He OTMeYeHO. Y HEKOTOPbIX
[eTeli C pe3Ko pacLUMPEHHON CUCTEMON >XeNyao4KOB W WUCTOHYEHHON
MO3roBO MaHTWe WHTeNNeKTyasbHOe pa3BMTUE He CTpafaerT.

Pe3ynbTaTbl NnabopaTtopHbIX KccnefoBaHWiA. Bonblioe 3HayeHue
ans auddepeHUMpoBaHMs ruapouedanin oT Apyrux natofiornyeckux
COCTOSIHWM, COMNPOBOXAAKOLWMXCA YBEIMYEHUEM pPa3MepPOoB [OM0Bbl, U
NaeHTUMKaUMM MecTa O6CTPYKLUMM MMeeT KOMMbIOTepHas TOMOrpa-
thua. Bo MHOrux cnyyasx HeobXo4MMO UCCNefoBaTb CMHHOMO3IOBYHO
XUAKOCTb AN UCK/OUYEHWUS XPOHWYECKON MEHWMHreanbHoM MHMeKUMm
KaK NpuyvHbl rugpouedanun Ha npeameT BbISBIEHWS MOBbILLEHHOIO
YpOBHS 6enka.

OnddepeHumanbHbIiA guarHos. Hekotopble 3a60neBaHns, NOMMMO
rugpouedanun, npuBOAAT K MNaTO/IOrMYECKOMY YBENMYEHWUKD CBOAA
yepena y feteil. MerasiosHueanms BO MHOTUX OTHOLUEHUSX Harmomu-
HaeT rugpouedannio, 04HAKO He COMPOBOXAAETCS MPU3HaKamy MOBbI-
LUEHNS BHYTPWUYEPENHOr0 [AaBfieHWs, HO MpW Heil 6onee BbIpaXXEHO
OTCTaBaHWe YMCTBEHHOI0 pa3BuTUsA. [anTeNlbHOe CKOMAeHWe XUAKOCTH
B Cy64ypasbHOM MPOCTPAHCTBE MOXET MPUBECTU K 3HAUNTE/TbHOMY
YBE/IMYEHUIO Pa3MepoB ro/oBbl pebeHKa. XapaKTepHo, YTO OHW YBeNu-
ynBatoTCA He 3a CYeT N06HOK 06nacTu, Kak npyu ruapouedanmun, a 3a
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CYET TeMeHHOW. pu TpaHCWNMIOMUHALMW 4Yepena BbISBAAIOT CKOMJe-
HMe D>KMAKOCTU B CybAypasibHOM MpPOCTPAHCTBE, NO6HO-TEMEHHbIX
061acTaxX, HO ee pe3ynbTaTbl OTPULATENbHbI MPU BCex opmax rmapo-
Letannu, 3a UCKNOYEeHWEM [afieko 3allefLlnx cnyyaes, Korga (hakTu-
YECKM MOMHOCTHLIO OTCYTCTBYET KOpKOBas MaHTus. [Mpu meTabonuuye-
CKMX W [ereHepaTuMBHbIX 3a00/1IeBAHUAX MO3ra >Kefyfoyvku pacluun-
PAIOTCH BTOPUYHO B pe3y/bTare atpouu mosra. Pasmepbl ronosbl y
pebeHKa OCTalTCsA B Mpefenax HOPMbl WA YMEHbLUEHbI.

O BO3MOXHOCTW BTOPMYHOI rugpouectanun Bcerga cnefyeT AyMatb
Mpyv ONyxonsax cpefHero Mo3ra. YBefMYeHWe pasMepoB rOJSI0Bbl, He
COMPOBOX/AIOLLEECA HEBPOMOTUYECKMMM MNPU3HAKamK, HabnogaeTcs
Mpy OMyXOnsiX MO3XKeuyka, LWNWKOBUAHON enedbl u 1l xenygouka.
Onyxonb Mo3ra cnefyet 3anofo3puTb OCOGEHHO B TOM Cfly4yae, ecnu
pa3Mepbl rofoBbl OYeHb GLICTPO YBE/IMUMBAKOTCA Y paHee BIOMHE 3[0-
poBoro pebeHKa, y KOTOPOro BbISBAAKT OTEK COCKA 3PUTENLHOrO
HepBa. TOMbKO TLlaTe/lbHOE HEMPOPEHTIeHOIOrNYecKoe 06Cnes0BaHue,
KOTOpOe Bcerga cnefyeT MNpoBOAUTL [0 Hayana fievyeHuss 60MbHOro ¢
rugpouedanvent, NO3BOMSET MUCKIOUATL Yy HEro ONyXofb MO3ra.

JleyeHne. HecmoTpa Ha COBepLUEHCTBOBaHWE B MNOC/efHee Bpems
METOLOB fledeHns 60MbHbIX C rnapouedanvei, BCe eLle 0CTaeTcsd MHOro
HepaspeLleHHbIX npobnem. B unaeane cnefyeT BOCCTaHOBUTb paBHOBe-
cue Mexay npoaykumeid u peabecopbumen CMXK. Luakapb B [03e
50—75 mr/(Kr- cyT) npMMepHO Ha 7 3 yMeHbllaeT obpasoBaHne CMXK
N HepeaKo OKa3sblBaeTCA 3((EKTUBHLIM MPU NIErKOW, MeSeHHO Npo-
rpeccupytouleii opme rugpouedanmun. Mpyu NporpeccupyroLLein rmapo-
Leanum MeTooM Bblbopa B GOMLLUMHCTBE C/YYaeB CAYXMWT onepauus
LUYHTUPOBAHUS.

Mpu 06CTPYKTUBHONM rugpoLedanny MHOrha yaaeTcs LUYHTMPOBaTb
MecTO 06CTpyKuMn. Tpu CTeHO3e LMUCTEPHbI BbINOHAKT Onepawuuto
TopKubACeHa: C MOMOLLLIO NOAU3TUNEHOBOW TPYOKM COEAMHAIOT OAWH
13 HOKOBBIX XXeNyA0UKOB MO3ra ¢ 60/bLUON LIUCTEPHOWA Y CMUHHOMO3IO-
BbIM CybapaxHoufanbHbIM NPOCTPaHCTBOM. Ornepauuns HeapheKTUBHA
y OeTeld, NOCKOMbKY Y HUX HefOCTATOYHO Pa3BUTbl 3T MPOCTPaHCTBA.
B HacTosLLee Bpems LUMPOKO M C YCNEeXoM MPOU3BOAAT Onepaunto LWyH-
TUPOBaHMUA XXULKOCTU B HEKOTOpPbIE BHeYepernHble cocybl. Yalle Bcero
HaknafgblBalOT BEHTPWKY/IONEPUTOHEANTbHBIA  WYHT. [lpu  CHYDKEHUK
[AaBNEHNA B >KeMyAouKe BMOHTUPOBAHHLIA B LUYHTUPYIOLWYHD TPYOKYy
KnanaH 3anafaeT B Hee, YTO MpefOTBpaLlaeT MonHbIA gpeHax CMXX u
CnajeHne CTEHOK XXeNyfoukoB. K OCNOXHEHMAM MpU 3TOM Ture LUyH-
TMPOBaHUSI OTHOCATCA MH(UUMPOBaHME LWYHTa (0CO6EHHO 6efbiM CcTa-
(DMIOKOKKOM), ero cBepTbiBaHWe, TPOMOO3 UM OTPbIB U CybaypanbHas
rematoMa B pe3y/bTaTe CHUWXEHWS BHYTPUYEPENHOro AaBneHus.
WHMOMUMPOBaHHBIA LIYHT MOXET C/TY>XWTb MNPUYMHON peLManBUPYIOLLEN
cenTULEMUN WM BEHTpUKynuTa. B nobom cnyvae LWyHT TpebyeTcs
YOaNNTb N Ha3HaYUTb NleYeHne aHTMOMOTMKaMKN. TPOMBO3 LIyHTa TPOM-
6rpyeTcsl, OCOGEHHO B BEPXHEl 4acTW, MPU YBEIMYEHWUM KOM4YecTBa
6efKa B CMUHHOMO3rOBOW >XMAKOCTW. YBENWYEHWe pasmMepoB FOJOBbI.
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LLeN W TPYAHOI KNeTKuM y pebeHKa paHHEro Bo3pacTa CMYXWUT MoKasa-
HMEM K TMOBTOPHOW peBU3UM LUYHTA. BeHTPUKyNONepuTOHEeaNbHbIN
LUYHT, MO3BO/ISIIOLLMIA MOCTYNATb YKWAKOCTU M3 GOKOBOIO XXenyaouka B
npaBoe npeAcepave, HaknaAblBalOT pexke M3-3a 60MbLUel 4acToTbl €ro
MHOMLNPOBAHUA W Pa3BUTUS OC/TIOXHEHMI B BUAE 3MBOMMKU NErOYHbIX
COCY/[I0B, OKK/HO3UWN BEPXHE Mool BeHbl WM Hedpura.

[ns onpefeneHns nokasaHWin K onepauuun LIYHTUPOBAHWUS WU BO3-
MOXHOCTWU CMOHTAHHOIO KyNnMpoBaHWA ruapouedanim Heobxoaum Tla-
TeNbHbIA BCECTOPOHHUIA aHaNM3 COCTOSHMS 60/MbHOro. Onepauns LyH-
. TMPOBaHWA He MOKasaHa AeTAM, Y KOTOPbIX ronoBa 6onblue He yBenu-
ynBaeTCa B pa3mepax, MPOrpecCMBHO YBENMUMBAETCA WM YBENNUU-
BaeTCA MeANeHHee, Hexenu B Hopme. [lpu ocTpoil ruapouetanmu,
06ycnoBneHHon cybapaxHoMAanbHbIM KpPOBOM3AWAHMEM WM BakTe-
puanbHbIM MEHUHITUTOM, 6onee aPPEeKTUBHbI MOBTOPHbLIE CIIMHHOMO3IO-
Bble MYHKLMN.

YcnewHo BbINO/HEHHaA oOnepauus nomMoraeT MOAAepXuBaTb CO-
CTOSiHME BO/ILHOrO B TeYeHWe BCeil ero Xu3Hu. [leTr B 3TOM Cnydae
HY)KJaloTCs B MOCTOSHHOM W TLaTeNbHOM BpayebHOM HabnofLeHun C
LeNIbl0 CBOEBPEMEHHOM AMAarHOCTUKU AUCHYHKUUKU LWyHTa. OCTpO pas-
BUMBLLUAACA AMCHYHKUMA Yy [eTeil CTapLUero Bo3pacTa COMpPOBOXAAeTCA
6bICTPO MPOrpeccuMpytoLLMM MOBbILEHWEM BHYTPUUEPENHOro AaBfeHus
C FO/IOBHOI 60/btO, PBOTON U CTYNOPOM, MEPEXOASLLMM B KOMY. XPOHW-
Yyeckas HeaoCTaTOYHOCTb LUYHTA MPOSBAAETCA OTCTaBaHMEM pebeHKa B
LUKOME, COHAMBOCTbIO M HapyLUeHMEeM MOX0AKM. Bonblyk ponb B ee
paHHEN AMArHOCTMKE WUrpaeT MOBTOPHAs KOMMbIOTEPHas ToMmorpadgus.

MporHo3. Onepaunn WYHTMPOBaHWUA cnocobCcTByOT 6onee 6Gnaro-
NpUATHOMY nNporHo3dy. B 50—60% cny4yaeB CMepTb HeNeyeHbIX [eTeit
CBsi3aHa HemnocpeacTBEHHO C OCHOBHbIM 3ab0/eBaHMEM WM C COMYT-
cTeytowmmMm. MNpumepHo y 40% pAeTeil ¢ NPMOCTaHOBUBLUMMCS MPOLEC-
COM YMCTBEHHOE pa3BMUTME He cTpagaeT. Mpw gnuTensHOM sPheKTUB-
HOM fleyeHUM (Helpoxupypruyecckas onepaums v MeguKameHTO3Has
Tepanusa) okono 70% 60MbHbIX AeTel NepeXXmBaloT MNageHYecKuii BO3-
pacT; 13 HUX npuMepHo y 40% yMCTBEHHOE pa3BUTWE He CTpajaeT, ay
60 % HacTynatT 3aMeTHble HapyLleHWUs YMCTBEHHOIO W ABUTaTe/lbHOro
pa3BuTUA. MPOrHO3 3HaUYMTENIbHO MeHee GnaronpusTeH y feTeld ¢ rug-
pouetanunenn, covetaroleinca ¢ MEHUHIOMMWENOoLEne.
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[JetekTbl pasBUTMsi CTBONMA MO3ra

CuHapom Mebuyca. 3TOT CMHAPOM, U3BECTHbLIA TakKXe Moj Ha3Ba-
HMEM BPOXAEHHOW AfepHOI annasvum, 3ak/iyaeTcs B OTCYTCTBUMU WU
HeZopa3BUTUN YepenHbiX HEpPBOB M UX fAgep. Yalle BCero B rpouecc
BoBnekaeTca VII nmapa, HO MOryT nopaxatbca W gpyrue. lNpu Bbipa-
YKEHHBIX W3MEHEHUAX Y pebeHKa MOSBNAOTCA NTO3, NOMHas o(hTanbMO-
nnerus, OH He CMOCOBGEH 3aKpbiBaTb [flasa, /MLO ero CTaHOBMTCA
HEMoABWXHbIM, >XeBaHWe W rnoTaHue 3aTpygHeHbl. CUHAPOM Hepenko
COYETAeTCA C APYrMMU BPOXAEHHbIMW aHOMaMAMU, B TOM uucne C
OTCYTCTBUEM TPYAHbIX MbIlL, U gedopMauueil cTonbl. AMAMUS NnLe-
BbIX MbILLL, U MOCTOSAHHOE C/IOHOTEUEHMe CO3JaloT OLWMB0YHOE BneyaT-
NeHVe YMCTBEHHOro HefopassuTtua. [pu  AMCHYHKLUM BEK BaXHO
3aWMTUTL POroBuLYy r/1a3 NyTeM 3akanbiBaHUS UCKYCCTBEHHbLIX Cne3 u
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MoBpeXaeHne Mo3sra B MepuHaTa/lbHbIA nepuog,

MospexaeHns LIHC B nmepuHaTanbHbIA Nepuof CnyxaT OCHOBHOW
MPVUYMHON YMCTBEHHOIO HeLopa3BUTUA U HEMPOrPecCUPYHOLLMX ABUra-
TeNbHbIX HapylleHuin. OT4yacTM 3TO 06YCNOBMEHO BO3[AENCTBMEM Ha
poxgatolerocs pebeHKa pasHOOOpPa3HbIX CTPECCOBbIX (PaKTOPOB, OT-
4acTu — 0C060I YYBCTBUTENILHOCTLIO Hespenoin LIHC K pa3fiMyHbIM
areHTaMm. K Hanbosnee BaXHbIM MPUYMHAM OTHOCATCA aHOKCWUS MO3ra,
TpaBMa, WHMEKUMa, runepounupybmnHemns, rUNOrIMKEMNUs, rUMNOTU-
peonam3M 1 BPOX/EHHbIE HapyLleHUs 0bMeHa aMWHOKWMCNOT. Peakuus
HeJO0CTaTOYHO CO3PEBLLEr0 MO3ra Ha 3TW (PaKTopbl 3HAYUTENIbHO OT/K-
yaetcAa OT peakumm LIHC B3poc/ioro 4yesno.eka.

AHOKCUA MO3ra y feTeil paHHero Bo3pacta B OTAMYME OT
[leTeil cTapLuMX BO3PacTHbIX rpyrnn v B3pOC/bIX 4acTo 06YCnoBAUBaET
n3bmpatesbHOe MOBPEXAeHNe MOLKOPKOBbLIX CTPYKTYP W HelipoHOB
KOpbl; 3TO 0COGEHHO OTHOCWUTCH K HeOHOLUEHHbIM HOBOPOXAEHHBIM, Y
KOTOpPbIX MOAKOPKOBOe 6enoe BELLECTBO MO3ra Ype3BblYaliHO paHMMO.
Mpu ayToncum B MO3re TakWX fAeTeld, MepeHecLUnX NOBTOPHbIE 3NU30MbI
aHOKCUK, 4acTO HAXOLAT OKOJIOXEeNyLO4YKOBOE pa3msardyeHue 6enoro
BewecTBa. [0BOMbHO UYBCTBUTE/IbHbI K @HOKCUW Y HOBOPOXAEHHbIX
6a3anbHble raHruuM. Tlpu TMCTONOrMYECKOM WUCCNEA0BaHUM B HUX
BbISIBMIAKOT YMEHbLUEHVE YMCMa HEMPOHOB U 3aMELLEHUE UX MUEIMHOM,
YyTO NpuZaeT MM MPAMOPHLIA BWUA B OKpalleHHOM Mpenapare.

MeHUWHreanbHas WHMEKLUA Y HOBOPOXKAEHHbIX 3HAYU-
TeNbHO valle, 4eM Yy feTeil 6onee CTapliMX BO3PAcTHbIX Fpynmn, npu-
BOAWT K PasBUTUIO LiepebpuToB U LiepebpasibHbIX BAaCKY/UTOB M COOT-
BETCTBEHHO K MOBPEXEHWIO MO3ra Y 60/bLUMHCTBA BbKMBLUMX. Kpac-
HyXa, LMTOMEranoBupyc, BuUpychl repreca n Kokcaku, a Takxke TOKCO-
nnasma yvailie NOBPeXAaloT MO3r M1oja W HOBOPOXAEHHOrO, Yem L
6onee cTapllero Bo3pacTa. Peakuus CO CTOPOHbI HEPBHOW CUCTEMbI
nposiBAseTca 06bIY4HO B PasBUTUM OGLUMPHBLIX HEKPO30B TKaHW.

MoBbllLeHNe B KPOBYM HOBOPOXAEHHOr0 YPOBHS CBOBOAHOIO 6UAN-
pybuHa Bbllwe 150—200 Mr/n NpUBOAUT K MOBPEXAEHWMIO OTAENbHbIX
CTPYKTYp Mo3ra. OCo6eHHO paHuMMbl 6a3anbHble raHruM 1 agpa Yepen-
HbIX HEpBOB, B TOM umcne VIII napbl, pacnonoXeHHbIX B HMKHEN YacTu
cTBona Mmo3sra. K Hambonee BbIpaKeHHbIM, OCTPO pPa3BUBAOLLMMCS
M3MEHEHMAM OTHOCUTCS OKpalluBaHWe siAep B XXeNTblid UBeT (f4ep-
Hafd >XenTtyxa) BCMeACTBME OT/NOXEHWUA B HUX GuanpybuHa. [ns
XPOHMYECKOrO NpoLecca TUMUYHBLI YMEHbLUEHME YMCNa HEPBHBIX KNEeTOK
M naTonoruyeckas MuenMHu3aLus.

BblpaxeHHas TUNOTrNMKeMUs Yy HOBOPOXAEHHOrO MPUBOAUT K
pasBUTMIO ANKY3HOr0 HEKPO3a KOPKOBbIX HEPOHOB W MOBPEXAEHMWHO
Mo3xeuka. OfHaKO OTHOCUTE/IbHAs PeAKOCTb 3TUX U3MEHEHWI yKasbl-
BaeT, No-BUAUMOMY, Ha MEHbLUYIO YYBCTBUTENbHOCTL HE3PEoro Mosra
K rMNornnkeMunu.

HekoTopble 60Ne3HM 06MeHa NPUBOAAT K AUCPYHKLUN MO3ra
B pe3ynbTaTe HapyLlUeHWs NPOLECcCOB ero passBuTus. K HUM OTHOCATCA
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BPOXAEHHbIA rmnoTnpeonansm (KpeTMHU3M) 1 60Mblias rpynna BpoX-
[EHHbIX HapyLleHnii 06MeHa aMMHOKMCAOT, Yalle BCero (heHnIKeToHy-
pus. K gBym Hambosnee BaXHbIM Mpoueccam (OPMUPOBaHWSA Mo3ra
OTHOCATCA MWEeNMHM3aLMs NOAKOPKOBOro 6enoro BeliecTBa U pas3BeT-
B/IEHVE [EHAPWUTOB U pa3BUTUE CUHANTUYECKUX CBA3eA MexXay Heps-
HbIMU KneTkamu (cMm. puc. 20-9). IMEHHO 3T MpoLecchbl U NPOUCXOAAT
npu MeTabosmyeckoi sHuedanonaTnn feTeil paHHero Bospacta. laTo-
NOrMyecKast MMWENMHU3aUus OCOOGEHHO HarfsgHO MpOsBASETCS Mpu
(heHWUNKETOHYPUM 1 6OME3HN KNIEHOBOFO CMpoNa. YCTaHOBMEHHO, 4TO
MpV KPeTWHU3ME HapyLuaeTcs MPOLEecC Kak Pa3BeTBIEHUSI KOPKOBbIX
OEHAPUTOB, Tak U MUEMHU3ALMM.

K ofHoOli 13 BaXHbIX Mpo6MeM MeauaTpuyM OTHOCUTCA C/MLLKOM
Ma/10e 4YMCNO PaHHUX KAUMHWYECKMX NpU3HaKkoB nopaxeHus LIHC y
60MbLUMHCTBA [feTeil, 3a60NeBLUIMX B NepuHaTaibHbll nepuod. Mosro-
Bble HapyLLUEHWUS MOC/e KaXYLLerocs BHavane ynyudlleHWUs COCTOSHWA B
MOSIHON Mepe MPOSABASAKOTCA UL NOC/e OKOHYaTe/IbHOro (hOpMUpOoBa-
HUs Mosra. Yauwie Bcero 60MbHOM PEOEHOK OT/IMYAETCS HapyLIEHUEM
WHTENNIEKTa Pa3HOl CTENeHU: OT BbIPaKEHHOrO YMCTBEHHOIO HeAopas-
BUTWUSA O YMEPEHHOro OTCTaBaHUS B yyebe. Y HEKOTOPbIX AeTeli mpe-
06M1afjat0T ABUraTe/IbHbIE HAPYLUEHWS MPU OTHOCUTENbHOW COXPaHHOCTM
WHTENNEKTYa/lbHOW [eATeNlbHOCTM, Y APYTUX HauMHalTCA MpUnagku,
MHOrJa 4epes rog unv 6onee nocne NepeHeceHHoro 3abonesaHus. Mo-
CKO/IbKY YMCTBEHHble W [ABWraTefibHble HapyLUeHWs LeHTPasbHOro
XapakTepa MpOsBAAIOTCA B OTAaIeHHbIE CPOKW, TOYHO OMpeaenvTsb,
KOTOpOe M3 MEepeHEeCcEHHbIX B HeOHaTaNbHbIA Mepuos 3aboneBaHuii mo-
CNYXXUJI0 UX MPUYMHOIA, He MPeAcTaBAseTCs BO3MOXHbIM. Takum o6pa-
30M, 3TMONOINSA CTOMKMX MO3FOBbIX HapyLUEHWIA y GOMbLUMHCTBA AeTei
OCTaeTCA HEBbICHEHHOW WM ee NUWb MpegnofaratoT.

Cnucok nutepatypbl
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LUepebpanbHblii napanny (6one3Hb JIUTTNa)

LlepebpanbHbiM napannMyom 0603Ha4YalOT OMpefeNneHHbIn BUg He-
MPOrpeccupyoLnX ABUraTe/IbHbIX HAapyLUEHWU LEHTPaNbHOIO TeHesa,
Pa3BMBAOLLMXCA B MEpUHaTafbHbIA WM MpeHaTaNbHbIA nepuogd. OH
CNYXXWUT OfHOW M3 Hambonee 4acTbIX MPUYUH WHBIMAM3ALMMW [ETeil.
B CLLUA HacuuTbiBatoT noutn 300 000 peTeid, CTpagarolimx aTuM 3abo-
neBaHneM. OHO He MNpeAcTaBnseT coboli cneumdguyeckoro 3aboneBa-
HWS, 3TO CKOpee BCero rpynna 3abofieBaHWiA pasHOW 3TUOMOTUN.

3tmnonorva. Jinttn B 1843 r. BhepBble YCTAHOBWU/I MPSMYHO CBA3b
LepebpasibHOrO Mapaivya C HeoHaTaNbHOM aHoKcueld. PesynbTathbl
HeJaBHO MPOBEAEHHbIX WUCCMeA0BaHWU CBUAETENLCTBYIOT O TOM, 4TO
bonee '/3geTeil ¢ 3TOl NATONMOrMEN POXAAKOTCA C Maccoli Tena MeHee
2500 r. Hamnbonee BepOSATHLIM 3TMONOTMYECKMM (PAKTOPOM pasBUTKA
LiepebpanbHOro napanuya y HUX CNYXXWUT MepPeHeceHHas aHOKCUS MO3ra,
4acTO OC/IOKHEHHas BHYTPWKENYLOYKOBbIM U CyBaneHAUMaIbHbIM
KPOBOM3/IMAHUEM; pOLOBasf TpaBMma TakXKe Bbl3blBA€T €ro, 0CO6EHHO Y
[leTeil CO cnacTUYeckol remunnerneii. MeHbLUWIA NPOLEHT B 3TUOIOTUN
COCTaBMIAKOT BPOXAEHHbIE aHOMaiMM MO3ra ¥ OKK/IO3UWM MO3rOBbIX
COCy[OB Yy nnoja. fAgepHas XenTyxa, CuuMTaBLlascA [0 BBeAeHUA B
NpakTUKy 0BMEHHOro nepenvBaHWs KPOBW MpW runepounnpybuHemMun y
HOBOPOX/EHHOr0 OfHOW M3 OCHOBHBLIX MPUYUH LiepebpanbHOro napa-
NN4a, B HACTOALLEe BpeMsi BCTPEYaeTcs OTHOCMTENbHO pPefako.

MaTonormsa. Y feteit ¢ Haubonee BblpaXeHHbIM MPOLIECCOM 4acTo
HabnoJaloT pacnpoCcTpaHeHHYHo aTpouio Mo3ra, Hepeiko ¢ 06pa3osa-
HWeM MofoCTU B MOAKOPKOBOM GenioM BellecTse. [Mpu purugHoctu w
3KCTpanUpPammnHbIX [ABUraTeflbHbIX HapyLUeHMSX BbISBAAIOT aTpouio
6a3anbHbIX raHraves. lMpu remMunaernyn 4acto 06HapYXMBAKOT aTpo-
(U0 M TNO3HOE MEPEPOXAEeHMEe KOHTpanaTepasbHOro nonyLuapus,
06bI4YHO OrpaHuYeHHble 061aCTbI0 KPOBOCHAOXEHUS CpefiHeli MO3roBoii
apTepun U1, BEPOSTHO, OOYCMOBMIEHHbIE ee OKK/3Meld. B HEKOTOPbIX
cnydyasx passmBaeTca nopaHueganusa. Mpu nerkux Qopmax Lepeb-
pasibHOro napasmMya MO3r BbIMS4UT HEM3MEHeHHbIM, HO ero Macca
4acTO YyMeHblUeHa. Hepeako paccesiHHbIA XapakTep MO4KOPKOBOro
6enoro BeLlecTBa MO3BOMSET MNPEAMONOXUTL paspyLUeHUe HEKOTOpPbIX
HEPBHbIX BOJIOKOH B pe3y/nbTaTe MNepeHeceHHOro MHCYnbTa.

KnuHuyeckune nposineHns. KnuHuyeckas knaccugukaums 60nb-
HbIX C LlepebpasibHbIM NapaMyoM OCHOBBLIBAETCS Ha reHese ABUraTeslb-
HbIX HapyLLEHWIA.

Knaccnpunkaymsa

1. CnacTuyeckuii uepebpanbHbiii napanuny
Tetpanneruns
Mapanneruns
Femunneruns
MoHonnerus

2. JKcTpanupamupHblii UepebpanbHbIii napanuy
XopeoarteTo3
AvctoHusa
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3. AToHMYeckuii uLepebpanbHbliA Napanny
ATOHMYeckas punnerus
BpoXeHHass MO3)XeykoBas atakcus
4. CmewaHHble (opMmbI

CnacTuyecKUin uUepebpanbHbIA napanuy. 3TO Hau-
6onee yacTo BCcTpevaroLlasnca opma napanuya. B paHHem mepuoge OH
NPOSBNSETCA MOBbILUEHHON PegIEKTOPHOM BO30YAMMOCTbIO U CTOMKUM
COXpaHeHMeM HeOHaTaNbHbIX petiyieKCoB. [MMNepakTMBHOCTL XBaTa-
TeNbHOrO pediiekca NPUBOAUT K TOMY, YTO Mablbl pebeHKa MA0THO
okatbl B Kynak. K MNOCTOSHHbIM MpW3HaKam OTHOCATCA ANUTENbHO
coxXpaHstoLLmecs ToHuuveckne pednekcel wen. Korga pebeHKy npugatoT
BEPTVKaNbHOE TOMIOXKEHWE, MOALEPXKMBAs €ro Mof MbIWKKW, Y HEro
BbIrMbaeTCs CMHaA AYroi ¢ pUrnaHoi 3KCTeH3Mel 1 agayKumeid 1 poTa-
umeii 6egep BHYTPb (MOMOXEHMe 3KCTeH3UW). BbipakeHHas agaykuus
6egep NPMBOAMT K MNepeKpewymMBaHuio HOr (CUMNTOM HOXHML). [Mpwu
BbIP&XXEHHOM Mapanuye BbIrMBaHWe CrvHbI U CUMNTOM HOXHUL, Hab/to-
Jarotca y pebeHka gaxe B Mokoe. Cyx0XusbHble PedEKCbl XMBbIE,
4acTO C YCTOMYMBbLIM K/IOHYCOM CTOM. Bonblioe fMarHOCTUYECKOe 3Ha-
YyeHMe y [eTeil B BO3pacTe CTaplue 2 feT UMEeET NOMOXUTESbHbIA cuMn-
ToM BabuHckoro. C BO3pacTOM CMACTUYHOCTb W PUrMAHOCTb CTaHO-
BATCA 60Jsiee OYEBUAHBLIMU M YACTO NPUBOAAT K NATOMOMMYECKOMY NOJIO0-
XKEHWNIO KOHEYHOCTEl M KOHTPaKTypam. Y HUMX 4acTbl crubarenbHas
KOHTPaKTypa MO03BOHOYHMKA, OrpaHW4eHne abAyKuMu U Hapy>XHas
poTaums befep € OrpaHUYeHMeM pasrmbaHus u CynuHauym Npesnieymii.
[ByCTOPOHHSS NaTonorus xapakTepHa Ana nceepobynbbapHoro napa-
AnYa; No 3TOM MpUuUMHe y [eTeil HapyllaeTcs NPOLECcC r0TaHWs W
NoABNAKOTCA 4Ype3MepHas 60MTAIMBOCTb U LIYTOBCTBO.

Mpy cnacTnyeckoW TeTpamneruyu npoLecc PacrnpocTpaHseTcs Ha
06e pykn un o6e Horn. OHa couyeTaeTcsd O0ObIMHO C HapyLUeHWEM
YMCTBEHHOI0 pas3BuTUA. B KIMHMYECKOW KapTWHe npeobnajatT cumn-
TOMbl NCeBA0OYNL6apHOr0 Mnapannya € CYAOPOXHbIM  CUHAPOMOM.
[vnnerus oTpaxaeT ABWratefbHble HapyLUeHWs KOHeuyHocTel, 6onee
BbIpaXXEHHbIe B HOrax. BoBfieueHue B MpoOLLECC PYK NPOSABASETCS NMLUb
HECOBEPLUEHCTBOM XBaTaTe/lbHbIX ABVKEHWUMW, a Y AeTell CTapLuero Bos3-
pacTa— HEeYK/HOXECTbI0 ABWXKEHWIA pyK. [pusHaku nceBpobynbbap-
HOro napanuMya MOryT OTCYTCTBOBaTb WM NPOSIBAAIOTCA /Wb Nogep-
rMBaHWeM YentoctTu. VIHTennekTyanbHO GONbHble 4acTO  BMOJIHe
COXpaHHbl, HO HEpeaKo Yy HWX HabnofaeTca anpakcus, npusogsLias K
3aTPYAHEHMIO YTeHus W nucbMa. Bonee 50% peTeld ¢ gunnerviein pox-
[JaroTca ¢ HeGOMbLION Maccoi Tena.

CnacTtuueckas napanferus, pegkas gopma LepebpasbHOro napa-
NnYa, MPOSIBASETCS MOPaXKEHWEM TO/bKO HOr. Bcerga cnegyeT UMeETb
B BUAY BO3MOXHOCTb MOBPEXAEHUS CMMHHOrO Mo3ra Yy pebeHka cO
CNAaCTUYHOCTLIO HOT.

CnacTUYecKyr0 reMun/ernio BbIBAAKOT Moyt y '/3 geTeid, cTpa-
Jaowmx LepebpanbHbiM napanuMyom. Mpy 3TOM Y HKMX 4acTo pasBu-
BaeTCA FOMOHVMMHas reMWaHoMCus 1 HapyLUIaeTca YyBCTBUTENbHOCTb Ha
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CTOPOHEe remMuniernn. Pyka 60/bHOrO NPUMHUMAaET A0BO/LHO CBOEOO-
pasHoe MOMOXeHWe: Mpefnfiedybe COrHyTO B IOKTEBOM CycTaBe U Npo-
HMPOBAHO, KUCTb COrHYTa. JTU AETU XPOMalOT, BonoYa GONbHYK HOry
M OMMCHLIBAIOT €K KPYr. VIHTeNNeKTyabHbIli YPOBEHb 3aBUCUT OT TOrO,
B OHOM Monyllapum unu oboux passmsaeTca npouecc. Cynoporn B
paHHW Nepuoa XU3HN CHUXKAKOT BEPOSATHOCTb HOPMa/IbHOTO UHTENEK-
TYanbHOr0 pasBUTUSA.

MoHonnerus, crnacTUyeckui napanuy OLHOW KOHEYHOCTW, BCTpe-
yaeTca pegko. [Mpu TwlatesbHOM HEBPONOrMYecKOM 06cnefoBaHUN
00bIYHO AMarHOCTUPYIOT aCUMMETPUYHYIO AWUMNMETUIO UKW TEMUNNETUIO,
60nee BblpaXXeHHblE B OAHOW KOHEYHOCTW.

dKcTpanumpaMuaHblhi UepebpanbHbLIA nNapannu.
B paHHeM feTCcKOM BO3pacTe 3ab0/ieBaHMe MPOSBASETCA MNOTOHUEN, a
y [eTeil CTapluiero Bo3pacTa — XOpeoaTeTOUAHbIMW  [BVXKEHUSMU U
OUCTOHMER. N aeHTUdrumnpoBaTh €ro BO3MOXHO NMLUb Y AeTei, AOCTnr-
LUMX BO3pacTa 6 Mec; paHHUM MPU3HAKOM CMY>XWT aHOMaslbHOe NoJio-
XKEeHWe pyK Mpy NonbITKax pebeHKa JOTAHYTbCA [0 KakKoro-nnubo npeg-
MeTa. X0peoaTeTo3 B COYETAHUW C ryXOTOW MOYTU BCerga 0bycnoB/eH
AOepHol XenTyxol. CoueTaHue [BUraTefibHbIX HapyLlUeHWid ¢ OTCyT-
CTBMEM peyeBOi (PYHKLUMU M3-3a TTYXOTbl MOXET €O34aTb OLUMOGOYHOE
BMeyaT/ieHNe O BbIP@KEHHOM YMCTBEHHOM HeLopa3BMTWUW; BbIBOL 06
WHTENINIEKTYa/IbHOW CMOCOOGHOCTM MOXHO CAenaTtb Wb nocne 4nTeNb-
HOr0 M BCECTOPOHHEro 06cnefoBaHUs pebeHkKa.

AToHMYecKasa gunnernsa. ITO ONpefeNieHNe CAYXUT Lensm
ONAarHOCTUKM W npejnonaraeT HaaMyMe runoToHWW W ABuUratesib-
HbIX HapylleHuniA npu nopaxeHun LIHC. Tpu 3aTom Bcerga 3aMeTHO
HapyLlaeTcs YMCTBEHHOE pasBuTMe. B OTinumMe OT MbIWEYHOW TuUMo-
TOHUM MPU NEPUDNEPUYECKMX HEMPOMbILLEYHBbIX 3a60/1eBaHNAX CYXO-
XW/bHble peeKCbl MpU aTOHWMYECKON AUMAErUnA XKWBble WM MOBbI-
LUeHbl. Y fAeTeil cTapllero Bo3pacTa OTMe4yaeTcsi HEKOTOopas CracTvu-
HOCTb.

BpoxpageHHas Mo3)XeukoBasi aTakcua. [lpu atoin pea-
KO (hopme LepebpanbHOro napanuMya y pebeHKa CHMKATCS CyXO-
XWUNbHble pedieKcbl HA ()OHE MbILEYHOA TUMNOTOHUW. OObIYHO K BO3-
pacTy 2 NeT y Hero NOsBASIOTCA WHTEHLMOHHLIA TPEMOp W aTakTuue-
cKas noxogka. Hwuctarm HexapakTepeH. 3Ta CUMNTOMATMKa MOXET
COMPOBOXAATLCA HapyLUeHUeM YMCTBEHHOr0 pas3BWTUA /Erkoi cTe-
NeHw.

OunddepeHunanbHblii  gMarHo3. CnacTuuyeckuih uLepeb-
panbHbIN Mapanuy Heob6XoAMMO AuddepeHLMpoBaTbL OT NenKo-
anctpoguin. MonesHy AnarHOCTUYECKY WH(OPMAaLMI0 B COMHUTE Tb-
HbIX Cly4YasxX MOXHO MNOAYyYUTb MpWU  aHanuse CrNUHHOMO3MOBOM
XUIKOCTU: KOMMYeCcTBO 6enka B Hell BCerfa yBenM4yeHo Mnpu nenkoau-
CTPO(hMM 1 OCTaeTCcst B HOpMe Mpu LiepebpanbHOM napanuye. Mpu yBe-
NINYEHUN pPa3MepoB ro/0Bbl pebeHKa WM NpU3HaKax MOBbILIEHHOIO
BHYTPUYEPENHOrO AaBfeHUs HeobXOAMMO WCKMOUUTL TUApoLedanmio
WAX  CKOMJIEHWe >XMAKOCTM B Cy6aypaibHOM MNPOCTPAHCTBE, Takxke
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BbI3bIBAIOLLMX Pa3BUTME CMACTMYECKOro mapanuya. B pegkux cnydasx
Me4/IleHHO pacTyLLyto Onyxofb MofyLapus rofIOBHOMO MO3ra MOXHO
NPUHATL 3a remMuniernyeckyto opmy LepebpasbHoro napanuua. Mpu
ONyX0/lM MPOrPecCUBHO YCYrybnseTcs HeBpOMorumyeckas CUMMNTOMaA-
TUKa U 0ObIYHO MNOSIBASIOTCA MPU3HAKM MOBBILIEHHOTO BHYTpUYepen-
HOro fasfieHus. Mpu CAACTMYHOCTM W Mapanuye rpynnbl MbilL HUKe
YPOBHS$ LUEAHOr0 0TAena HeO6XOAMMO WCKIKUMTL MOBPEXAEHME CMUH-
HOr0 MO3ra, BKNOYas POLOBYIO TpaBMY LUEAHOro OTAena MO3BOHOY-
HWKa, OMyX0NW W BPOXAEHHbIE MOPOKM pa3BuTus. CnacTUYecKyto
OUNNIETVIO MHOTAA OLWMBOYHO NPUHUMAIOT 33 MbILLEYHYHO AMCTPODMIO: B
TOM U B JPYroM cryyae HabnogaloT KOHTPaKTYPY HUKHER 4acTu nos-
BOHOYHMKA M Napanuy Hor. OHaKo Npy MbILWEYHOW UCTpodum oTCyT-
CTBYeT CMAacTUYHOCTb, a CYXOXW/bHble pedieKchbl OCTaloTCA B HOpMe
WA CHWKEHbI. B COMHUTENbHBIX Cy4YasX v B paHHMe cTagun 3abonesa-
HMA 60/bLLIOE AMArHOCTUYECKOE 3HAYEHUWe MMeeT onpeaeneHue CbiBOpo-
TOYHbIX (hePMEHTOB, OCOO6EHHO KpeaTMHMOCHOKNHA3bI, YPOBEHb KOTO-
poii Bcerfa MOBbIWAETCA NPU MbIIEYHOW AUCTpPOuN [oLeHHa.

ATOHMWYECKYIO AUNNEruvio Heobxoaumo autdepeHLnpo-
BaTb OT psfa HelpoMbIlIeYHbIX 3ab60/eBaHWi, BK/OYas 6051e3Hb Bep-
AHura — rodmaHHa 1 4o06poKaYeCTBEHHYHO BPOXXAEHHYIO MbILLEYHYHO
rMNOTOHMIO. [py HapyLlleHWM YMCTBEHHOIO pPas3BUTUS U COXPaHeHUU
CYXOXW/bHbIX PeIeKCOB AMArHo3 0ObIYHO HEe BbI3bIBAET COMHEHWIA.

BpoXAgeHHYI MO3XeuKOBYH aTakKcut anddepeHym-
PYIOT OT HEKOTOPbIX MEAJ/IEHHO MPOrPecCcUpyIoLLMX AereHepaTUBHbIX
3ab0neBaHUn MO3Xeuyka. B paHHMe cTagun 60ne3HM ee OCOGEHHO
TPYAHO OTAMUMTb OT aTakCUW-TEeNeaHrnakTasum, Npyu KOTOPOW AeTAM
00bI4HO CTaBAT [MarHo3 LepebpanbHOro napanuya. [BurartenbHble
HapyLleHus, BbISBIsSEMble B CeMbe 00/iee 4YeM Yy OfHOrO pebeHkKa,
BCErja [JO/MKHbl HACTOpPaXMBaTb Bpaya B OTHOLUEHWM MPaBUIbHOCTM
[OMarHo3a, MOCKO/bKY TaKOM HO30/1I0TMYECKOl eAMHMLbI, KaK «Cemeit-
Hbll LepebpanbHbI Napannmy», He CyLIeCTBYeT.

MporHos3. Wcxon y AeTeid ¢ LepebpasibHbIM NapasMyom 3aBUCUT OT
CTEMeHN CONYTCTBYIOLUMX HapyLUeHWA YMCTBEHHOro passuTus. [pu
COXPaHHOCTU WHTEe/NNeKTa PeOEHOK MOXET MPUCMOCOBUTLCA K XKU3HU
Jaxe Npy [0BOJILHO BbIPAXEHHbLIX ABWUraTe/lbHbIX HapylleHusx. bonb-
LY POJib MPU 3TOM UrpalT OTHOLLUEHUe K pebeHKY POACTBEHHWKOB U
YCNOBUA €ro 06YyYeHUs W NeyeHwus.

JleyeHune n npounakTuka. JSleyeHne geteli ¢ LuepebpanbHbIM Napa-
NNYOM  3aK/toYaeTcs B MPefoCTaB/ieHNM UM Hambonee ONTUMASIbHbLIX
YCNOBWI ANs (DM3MYECKOro W1 couunanbHOro passutus. Creuuduyeckoe
NeyeHne MpefycMaTpUBaeT paHHee Havalo CreuunanbHbIX FMMHACcTU-
UECKUX  YMPaXHEHWA, Npefynpexparlwunx pasBuTUe  KOHTPAKTyp,
OpTOMEeAMYECKNE MEpPONpUATUS W XMPYPruyeckue ornepaumu, Mo3BO-
NAOWME MOBLICUTL MOABVMXXHOCTb, W 3aHATUA MO CreuuanbHO Mnogo6-
paHHOIi NporpaMme C LieNbi0 KOMMEeHCaLMm, HaCKoNbKO 3TO BO3MOXHO,
[BUraTeslbHbIX W WHTENNEeKTYaNbHbIX HapyLUEHUIA.

MpodunakTuka LepebpasbHOro napanuya npeactaBnsetT coboi
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BbI30B MeguatpaMm. MHOroe AOCTUIHYTO B MPO(MNAKTUKE SAEPHON
XEeNTyxu B pe3y/nbTaTe BBEAEHWS B MPaKTUKY METOLOB KOPPEKLUM
rmneponnnpybruHeMnn y HOBOPOXKAEHHbIX. [MefaHTUYHble HabnrogeHUs
N yXof 3a pebeHKOM, POAMBLLUMMCS C HeBOMbLIOW Maccoi Tena, MO3BO-
NAT CHW3UTb YPOBEHb 3a00/1EBAEMOCTN CMACcTUYECKoin gunnerueid, Oco-
60e 3HauyeHWe WMeeT COCTOSHME [AblXaTeNbHON CUCTEMBI: ChefyeT
HEMEA/IEHHO KyMMpoBaTb MPUCTYMbl arHo3.
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SKTOAEpMasibHble AMCMIa3nN

K 3TumM cuHapomam OTHOCATCS BPOXKAEHHble 601e3HM Koxun n LIHC,
4acTO B COYETAHWM C aHOMaNMAMMW 3PEHWUS W BHYTPEHHWX OpraHoB.

Ty6eposHblli cknepo3 (6onesHb bypHeBunns). 310 3aboneBaHue ¢
ypesBblYaiHO Pa3HO06pPA3HO K/IMHWYECKOW KapTWMHOWM, Hacnegyemoe
No [OMMWHaHTHOMY Tuny, NpeAcTaBaseT COO0M OCHOBHYK MPUUUHY
HapyLUeHNA YMCTBEHHOrO pPasBUTUA U TPYAHO KOPPUTUPYeMbIX CY[0-
por. TNpumepHo 50% cnyyaeB OTHOCWUTCA K HOBbIM MyTauusm. [lpu
MONHOM pa3BMTMKM 3ab0neBaHWA B MPOLECC BOBJ/IEKAKOTCA MHOrMe
opraHbl, B TOM 4YuMC/ie MO3r, KOXa, rfiasa, Noyku, ceppue, KOCTU U ner-
Kve.

B mo3re no BceMy KOPKOBOMY C/I0K0 CEPOro BeLLecTBa MOSBAAKOTCA
cknepoTuyeckue 6nawku (6yropkun). OHM COCTOAT M3 KONMOHWI acTpo-
LMTOB, HEPOHOB W MPUYYA/NBBIX TMFAHTCKMUX K1ETOK 6e3 06bIYHONA 41s
mMo3ra opraHusauuu Knetok. Kpome TOro, B OKOJSI0XENY[0YKOBbIX
OTAeNlax BCTPeyatoTCs rNunasbHble Y3enku. OHU MOCTENEHHO YBeNnyu-
BalOTCA B pasMepe U KanbunduumpyroTcs. Onyxonm 0KONOXeNy[ouko-
BO TKaHW, COCTOALME W3 TUFAHTCKMX aCTPOLMTOB W KPOBEHOCHbIX
cocyfoB, MOryt (hopMupoBaTh 60/blUME MacChl, 3aKyrnopuBaroLine
MEXOKeNyJ04YKOBOE OTBepCTHe.
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K Hambonee xapakTepHbIM KIVHUYECKUM MpU3HaKam Mpu BOBeYe-
HUW B NPOLLECC MO3ra OTHOCATCA CyZoporu, Habnwgarowmecs 6onee vem
y 90% 60/bHbIX. B TeyeHne MepBoro roga »usHu pebeHka moryT 6ec-
MOKOWUTb MWUOKIOHMYECKMe MpUnagkun; Gonbluve CyLOPOXHbIE W MCUXO-
MOTOpPHble NpUNagKn AOMWHUPYIOT y [eTeli 60nee CcTapLUero BospacTa.
YMCTBEHHOE pa3BMTWE HapyllaeTcs (OT SIErKOA A0 TSHKENOR CTeneHun) y
60—70% 60/bHbIX. TUMNWYHbI MOBEAEHYECKMNE W3MEHEHWS, OCOOGEHHO
FMNEPaKTUBHOCTb W CKIOHHOCTbL K paspyLlalolimm geictausamM. Ouaro-
Bble HEBPOJIOTMYECKME NPU3HAaKW (remunapes WaM remmaHorncus) npu-
COEAMHAIOTCA PeAKo, 3a UCKOYEHMEM BO/bHBLIX C OKOM0XKENY0UHKOBOM
FMraHTOKNETOYHOI acTpOLUTOMONM, Y KOTOPbIX FO/0BHAas 601b U OTeK
COCKa 3pUTENbHOr0 Hepea 06bIYHO CBSA3aHbl C 0OCTPYKLUMEN Xenyaou-
KOB.

ApfeHoMa cafibHbIX Xene3 Haubonee TUNWUYHA AN Ty6e-
po3Horo cknepo3a. OHa npefcTaB/fieHa He6OMbLUMMU APKO-KPacHOro
WM  KOPUYHEBOrO LBeTa Yy3e/Kamu, pacrnonaralowmmmncs B Buae
6ab04YKM Ha HOCY W LeKax. MCTOMOMMYECKN OHWM COCTOST U3 Pubpo3-
HOIi TKaHW W KPOBEHOCHbIX COCYyAO0B. lMOSABAAKTCA OHW OObIYHO B BO3-
pacTte 2—5 feT, y feTeil 6onee cTapliero Bospacta MX 06HapyXusawT
B 80% cniyyaeB. [MMOMMIMEHTMPOBaHHbIE MSTHA OBa/IbHOW WM Hempa-
BW/bHOM (hOPMbI PasMepoM OT HECKONbKUX MWIMMETPOB A0 HECKO/b-
KMUX CaHTUMETPOB B AMaMeTpe Ha KOXe pyK, HOr W TynoBulla OTMe-
YalT C MOMEHTa poXaeHus pebeHka. Mpu MHPaHTUNBHOM cnasme OHU
MO3BOMIAIOT C YBEPEHHOCTbIO MOCTaBUTb AMArHO3 Ty6epo3HOro ckre-
po3a. K gpyrum KOXHbIM NPOSIB/IEHUSIM OTHOCATCSA C/lerka BO3BblLLAK0-
LMeca YMAOTHEHHbIE Y4YacTKW, fI0KaIM30BaHHble OObIYHO Ha CruHe
(warpeHeBble 6AAWKN), U GUOPOMbI AeCeH WM OKONOHOTTEBbIX
NOX.

Bo MHOruMx opraHax, 0CO6eHHO B MNOYKax, cepfue, neyeHu, cene-
3eHKe U NIerknX, Haxo4aT f06poKavyeCcTBEHHbIE OMYyX0/u, COCTOALME U3
(hMOPO3HOIN TKaHW, XUPa, KPOBEHOCHBLIX COCYAOB W NafKOMbILLEYHbIX
BOMIOKOH. Onyxonu nouyek, BcTpevatowmecs y 80% 60MbHBIX, MOryT
NPUBOLUTL K Pa3BUTUIO MOYEYHON HefOCTATOYHOCTM B pe3y/bTare
CAB/MEHUS MOYETOYHMKOB WM MOYEYHbIX JI0XaHOK. K pefkum, HO
Cepbe3HbIM OCNOXHEHUAM TyOepOo3HOro CK/fepo3a OTHOCUTCA pab6po-
MMOMa cepAua, MPOSBAAIOLLAACAS NPOrpeccupyroLLlein cepaeyHon Hepoc-
TAaTOYHOCTbIO, HAPYLUEHWAMW pUTMa WM  CUHAPOMOM  BHE3arHoi
cMepTu. Hebonblune OMyxoneBUAHbIE Y3eNKW W KUCTO3HbIE MOPOKU
pasBUTUA NETKUX MOTFYT CTaTb MPUYMHON PeLVAVMBUPYHOLLEr0 MHEBMO-
Topakca. lMoutn y 50% 60MbHBLIX B MPOLECC BOB/IEKAETCS CeTvaTKa
(6enble nnm >XXeNToro LBeTa BO3BbLILIAKOLLNECS YUYACTKU, HEpeLKO pacrno-
nararoliMecs no Kpat 3pUTENbLHOr0 AMCKa), 4TO OMpeaensioT npu
MCCnefoBaHNM rnasHoro gHa. OHW MpeACTaBAAOT COO0M MOPOK pas3Bu-
TUA HEepPBHO-BOJIOKHUCTOrO C/0S CETYATKWM W COCTOAT B OCHOBHOM W3
rNanbHbIX BOSIOKOH W ee HeAopasBUTbIX HEWporfnanbHbIX KeToK.
OcTpoTa 3peHust npu 3TOM O0ObLIYHO He HapyLlaeTcs.

LnarHo3 o0CHOBbIBaeTCA Ha KIUHUYECKMX Npu3Hakax. Ero nog-
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Puc. 20-14. Tomorpamma 4epena
9-neTHeN AeBOYKW, CTpajatoLlieit
Ty6€epOo3HbIM CK/1epo30M, C FUMo-
MUIMEHTUPOBAHHLIMU  NATHaMM
Ha KOXe, OTCTaBaHWeM YMCTBEH-
HOFO pPasBUTMA W MUOK/IOHWYe-
CKMMW cyfoporamy B paHHeM
feTcTBe.

Ha TomorpamMme BWfHbI iBa MOTHbIX,
KaNbLMMULMPOBaHHbIX 04Yara OKOJ/o-
XeNyZJOYKOBOIN N0KanM3aLum, TUnuy-
HbIX [N Ty6epo3HOro CKieposa.

TBEPXAAIOT BbISIB/ISIEMbIE HAa PEHTreHorpaMMme yepena v KOMMbOTEPHON
TOMOrpamme TUNUYHbIE KanbuugukaTel (puc. 20-14). Mpu peHTreHo-
rpaun ANMHHBLIX TPy6YaTbIX KOCTEN, OCOOEHHO MACTHLIX W MKOCHE-
BbIX, 0OHAPY>XMBAKOT Y4aCTKM CK/epo3a U paspsxeHus. Mpu ynbTpa-
3BYKOBOM WCC/Ef0BaHUM OpraHoB OpIOLLIHOA MOMIOCTU BbISBAAOT BO-
B/IYEHNe B MPOLLeCC MOYeK.

MpoOrHo3 upesBblYailHO BapuabeneH. BONbHbIE C MOpPaXKeHUEM
Nerkoin CcTeneHuW BedyT HOPManbHbIA 06pa3 XusHu. Ocoboro K cebe
BHMMaHUA TPebytoT 60/bHbIe C BbIPAXKEHHBIMW HapYLLUEHUSMU YMCTBEH-
HOro pasBuTKA. MpUUMHaMKN paHHER NX CMepTU MOrYT ObITb 3NUAENTU-
UECKMIA CTaTyC, OMyX0fb MO3ra, MoYeyHas HeAOoCTaTOYHOCTb WU Ony-
X0/fb  cepAua.

BepgeHune 060nbHbIX 3aK04aeTcs B KYMNUPOBaHUWM MPUMaAKoB U
OLleHKe WHTEeNIeKTYaNbHOro cratyca C Lenbio Bbli6opa COOTBETCTBYHO-
el mporpaMmbl 06yueHus. s KOppekuun runepakTUBHOCTY Y AeTeit
MNaAWmMx BO3PACTHBLIX FPYMN C YCNeXoM WCNOb3yHT Mepugun.

WcceyeHne onyxosiM NokasaHO TO/MbKO B TOM C/yvae, ec/fiM OHa
0T/IMYaeTcA GONbLUMMU pa3MepaMin U1 NOKANU3YeTCs BOMM3N MeXOKeNy-
[lo4KOBOro oTBepcTUsA. CyLecTBEHHOE 3HAYeHWEe UMEET FeHeTUYecKoe
KOHCYNbTUpOBaHWe. PoauTenein cnefyet TuwatesbHO 06cnefoBaTb Ha
npegMeT BbISBIEHUS Y HUX aHATOMUYECKMX aHOMa/IniA, B TOM YuC/ie Ha
KOXe, ceTyaTke M B mo3re (KOMnNbiOTepHas Tomorpagus). Mpu TyGe-
PO3HOM CK/fiepo3e Y OfHOro WX HWUX BEPOATHOCTb pa3BUTUSA 3aboseBa-
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Puc. 20-15. MMATHa wuBeTa Koge ¢
MOJIOKOM Y pebeHKa ¢ Heiipotmbpoma-
ITO30M.

HUS Yy MOCNeAyloLWmX geTeit
cocTaBnser 50%; npu oTCyT-
CTBMW aHOManMil y poauTenein
cnefyeT npeanofioknTb  Be-
POSITHOCTb HOBOW MyTaLuu.

Heipodubpomatos (60nesHb
PeknnHrxay3eHa)

HeinpogmbpomaTo3 Hacne-

fyeTcd Mo ayTOCOMHO-A0MMW-

HaHTHOMY TWNY, OfHAaKO HOBblE

MyTaumyu  BCTpedyaroTcs  npu-

MepHO B 50% Bcex clydvaeB

3aboneBaHus. KnuHunyeckas

KapTUHa upe3BblyaiiHO Bapua-

6enbHa. Koxka BOBnekaetcs B

npouecc y 60nbWNHCTBA 60/b-

HbiX. Ha Hell nosenswTCs TW-

MUYHbIE BO3BbLILLIAIOLLMECH NATHA LBETa KOEe C MOSIOKOM HEnpaBW/IbHOM
thopmbl (puc. 20-15). HecMOoTpsi Ha TO YTO HECKO/IbKO MOAOOHbLIX NATEH
MOXET 6bITb 06HaPY>KEHO Y BMO/HE 3[0POBbLIX AeTeld, OAHAKO UX KOMu-
YyecTBO 60nee WecTn u gruameTp 6onee 1¥2 cm cnyxat naToOrHOMOHWUY-
HbIM MPU3HaKOM HelipodmbpomaTosa. Kpome Toro, Ans Hero TUMNUYHBI
BECHYLUKMN, OCOOEHHO B MOAMbILIEYHON 06M1acTW, 1 06LWas runepnur-
MEHTaLMA KOXMU.

XapaKTepHO, 4TO KOXHble W MOAKOXHble HelipothMbpoMaTo3HbIe
y3/bl NOSBAAIOTCA Y [AeTeli cTapllero Bo3pacta W NOAPOCTKOB. Cum-
TaloT, YTO HelipoMOpPOMbI pPasBMBAOTCA M3 NIEMMOLUTOB Mepudepu-
YeckuX HepBOB. KOXHble 0nyxonnm 06pas3yroT CHOXHble, CUAALLME Ha
HOXKE MacCbl MSAIKOA KOHCUCTeHUMN ((hMOGPO3HBLIA MONMOCK),
NOAKOXHbIE MaNbNMpPYOTCA MOA KOXel B BuAe MSATKUX Y3e/KOB, Mpu-
KpenneHHbIX K 60nee KpynHbIM Nepudepuyecknum Hepeam. Pexxe BcTpe-
YaloTCs Helpombl, obpasylolime 60/blive WHDUALTPUPYIOLWKWE Ony-
XO0MW; NOKanm3ysacb 06bIYHO Ha NMUe WM OAHOW U3 KOHEYHOCTEW, OHU
06ycnoBAMBalOT 3aMeTHble KOCMeTuuyeckue fedekTbl. [pumepHO Yy
10% 60/bHBLIX NPOUCXOAUT MX CAPKOMATO3HOE MepPepoXieHune; Y AeTeld
OHO HacTynaeT peaKo.

Helipon6poMbl rONOBHOrO MO3ra M KOPELUKOB CMWHHOMO3IOBbIX
HepBOB 06YC/MOBANBAKOT Pa3HOO6Pa3HYH0 HEBPONOrMYECKYIO CUMMNTOMA-
TnKy. Mpu onyxonsx VI napbl 4epenHbIX HepBOB (HeBpoOMa CAyXo-
BOrO HepBa) OOMbHOI >KalyeTcs Ha LUyM B yLIaxX, Y HEro pasBuBaeTcs
rnyxoTa, Mcye3aeT POroBUYHbLIA peniekc, MOSBNAOTCSA FO/I0BOKPYXKe-
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HWE, aTakCus W MPU3HAaKW MOBbLILEHHOrO BHYTPUYEPENHOro AaBNeHUs.
Helipodnbpoma KOpeLLKOB CMMHHOrO MO3ra MposBASETCA MpU3HaKaMu
3KCTpaMeayNNspHOA CMMHHOMO3rOBOW ONyxonu. B aTux cnyvasx yBe-
NNYMBAETCA YacToTa ApYrux OMyxosfieid, TakMX Kak FanoMa 3puTesb-
HOr0 HepBa W MepekpecTa 3pUTeNbHbIX MyTeld, MEHUHTMOM U (HeoXpo-
MOLMTOM.

Hapagy c aTuMm BcTpeyaeTcs 60/blUOe pa3HOOOpasve COoMyTCTBYHO-
LUMX MOPOKOB Pa3BUTUS, BK/OYAA BPOXAEHHYKO KPUBOLLE U ncesno”
apTpo3 60nblUe6EPLOBO KOCTU, KWUCTbl ANMHHBLIX TPy6uaTbIX KOCTENA,
rMNepTpodumIo KOCTEN 1N MAFKUX TKaHel, CKOMMO3, MeranosHuedanmio un
aHOMa/IMK0 GONLLUOIO Kpbifa KPbIIOBUAHON KOCTW C MYNbCUPYHOLLMM
3K30PTabMOM. OOGLIYHO OTMeYaeTCsl Jierkasi CTeneHb HapyLleHus
YMCTBEHHOr0 pasBuTus. Cyfoporu pasBuBarOTCA MPUMEPHO y 5%
60/bHbIX. MPOrHO3 fOBOMILHO 61ArOMNPUSATHLIA; OCHOBHON PUCK COCTaB-
NSeT yBeNMYEHWE YacTOThbl Pa3BUTUS HEBPabHbIX OMYXO/ein 1 CapKOM.

[unarHo3 HeiipohnbpomaTo3a OCHOBbLIBAETCA Ha AaHHbLIX (M3UKa/b-
Horo o6cnenoBaHUs. B OTCYTCTBME KOXHbLIX MPOSIBAEHWUIA AMarHo3 nof-
TBEPXKAAOT pe3ynbTataMyu OMOMNCUMU OOHOTO W3 MOLKOXKHBLIX Y3€e/1KOB.
TuwaTenbHO cobpaHHbI aHamHe3 K 06cnefoBaHne 6M3KNX POACTBEH-
HWKOB UMEIOT CYLLLECTBEHHOE 3HAYeHUWe ANa OnpefeneHns HacneLCcTBeH-
HOro xapakTtepa 3aboneBaHWA WAM €ro HOBOW MyTauuwn. Pogutenei
cnegyeT npeaynpeanTb O TOM, YTO, EC/IN OHWM CTpafaroT Heilpodubpo-
MaTO30M, PUCK 3TOro 3aboneBaHus y WX feTeli cocTaBnseT 50%. Jleue-
HUE OrpaHMYMBaeTCA YAaleHWeM OMyXosel, BbI3blBALWMX 60Mb WK
HapyLleHne (yHKUWUA, 1 ObICTPOPACTYLLMX MacC C MOAO3PEHMEM Ha UX
3/10Ka4eCTBEHHOE MEPEPOXKAEHNE.

bonesHb Crepa)ka — Bebepa
(3HUEe(hanoTpUreMmHaNbHbIA  aHrIMoOMaro3)

3aboneBaHne OTHOCUTCS K CMOPagMYecKUM U He CBA3aHO C M3BECT-
HbIMW HacNefCTBEHHbIMU (hakTopamu. OHO MPeLCcTaBleHO BPOXAEHHOM
KanuinspHO/ FeMaHrMOMOI Ha KOXE Nuua W Len, CN3UCTbIX, MO3ro-
BbIX U COCYAMUCTBIX 060/104eK, O0O6bIYHO OAHOCTOPOHHel. KoxHas
aHrMoma, TaK Ha3blBaeMblii OTHEHHBLIA HEBYC WM MATHO MOPTBEliHa,
NOKann3yeTcs Mo Xofy TPOWHUYHOIO Hepea, B OCHOBHOM MO ero rnas-
HWYHOI BETBW, HO MHOTAA PacrnpoCTPaHsSeTCA M Ha LUeliHble CerMeHTbI.
3 MOo3roBbix 060/104eK 4acTO B MPOLECC BOBMIEKAETCA MsSIrkas cOcCy-
OucTas B BMCOYHO-3aTbI/IOYHOIM 061acTh. Mef/ieHHbI KpOBOTEK B ee
cocyfax 06yCnoBNUBAET pa3BUTME aHOKCMU MOoA/1eXallero y4vacTka
KOpbl, YTO NPOSB/AETCA CyAOpOraMu, HapyLleHWeM YMCTBEHHOrO pas-
BUTWSI U FEMMUNapPe3oM WU TEMUAHOMNCKeE Ha CTOPOHE, MPOTUBOMOJOX-
HOI ouary nopaxeHusi. CybapaxHonganbHble KPOBOU3UAHUS NPOMNCXO-
AT pegko. KanbungmkaTbl B KOpe MOXHO BUAETb Ha PEHTreHorpamme
yepena faxe Yy [eTeii Mnadllero Bo3pacTa M NOYTU Bcerga y AeTei
cTapwiero Bospacta (puc. 20-16). OHM 4acTO KPUBOMMHENHBLI 1 UMEIOT
[IBOVIHON KOHTYp (hopma >Kene3HOA0POXHbIX PenbCOB) M NaTOrHOMO-
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Puc.  20-16. PeHTreHo-
rpamma 4Yepena npu 60-
nesHn Crepmka — Bebepa.

BuaHbl pacnpocTpaHeHHble
Kanbuynpukarsbl.

HWYHbI ANA HeByca fiMua y feTeil. AHrMoma cocyaucTtoil 060104KU Y
MMaf€eHLEB MPUBOAMT K PasBUTUIO Mydyernasvsi, a y AeTeil cTapLiero
BO3pacTa — K [/layKoMe.

JeueHne peTeid ¢ 6onesHbio CTepmxa — Bebepa 3aBUCUT OT KIUHU-
YECKMNX MPOSIBNEHUI: MPU CYLOPOXKHBLIX COCTOSHUAX HAa3HavyalT Mpo-
TUBOCYOPOXHbIE CPEACTBa, MPU Mape3e KOHEYHOCTEeA — MCMXOTpon-
Hble; NEPUOLMYECKN UCCNEeAYHOT rNasHoe AHO C LieNIbl0 CBOEBPEMEHHOW
OVarHOCTUKN rayKoMbl. Mpu HEKOPPUTMPYEMBIX CYLOPOXHbBIX COCTOS-
HUAX MOKa3aHa pe3eKUMs MOPaXEeHHOro yyacTka Kopbl Mo3ra. C KocMme-
TUYECKOW LEeNMbI0 Ha JIMLO HAHOCAT pasHO0bpasHble KpPembl.

CuHgpom Knunnens — TpeHoHe — Bebepa

BonbHble HaNnOMMHAKOT TakoBbIX Mpu 6onesHn CTepgka — Bebepa.
OKpalLEeHHbIi HEBYC KOXMW BbISIBMSIETCA BCErda W OT/IMYAETCAa 3Hauu-
TeNbHO 6O/bLWIMM PAcnpOCTPaHEHUEM MO TY/OBULLY W KOHEYHOCTSM.
Kpome TOro, y 60/1bHOr0 rmnepTpotmpoBaHbl MsArkue TKaHu (0CO6eHHO
Ha NNLe M KOHEYHOCTAX), ONpefenstoTca rnaykoma, aHomaamu cTpoe-
HWA MablLeB, reMaHrMoMbl BHYTPEHHUX OPraHoB, MeranosHuedanus,
[eTU CTpajaloT OTCTaNIoCTbI0O YMCTBEHHOIO Pa3BUTMS.

Axpomus

BonbHblE OTAMYAKOTCA TUMOMUIMEHTALMEN KOXM XXUBOTA W rpyau.
JennrMeHTUpPOBaHHbIE YYaCTKM MMEKT MpUuyivByt0 Gopmy (3aBuUT-
KWN) W BbIABAAIOTCA Y pebeHKa YXXe C MOMeHTa POXAEHWs. Y MONOBUHbI
60MbHbIX cTpagaeT ¢yHkuma LLHC (oTcTaBaHMe yMCTBEHHOro pasBu-
™A, cygoporu).
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CUHOPOM JSIMHERHOro HeByca

bonee uvem y 50% 60/bHLIX CMHAPOM coYeTaeTcs ¢ AUCHYHKLUMel
LHC. TunuuHbiMU MNpu3HaKamy ero CiyXaT MWOKIOHUYECKME CY[LO-
poru u apyrue ux TuMbl, OTCTAaBaHWE MCUXUYECKOTO Pa3BUTUA U reMu-
napesbl.

bonesHb vnnena— JiuHgay

CUHAPOM YacTO OTHOCST K HEPOKOXHbIM 3a60/1eBaHNAM, HECMOTPS
Ha OTCYTCTBME MOPAXEHWNIA KOXWN. AHIMOMA CeTYaTKM 4acTo coyeTaeTcs
C TeMaHrnobnacToMoil MO3XKeukKa, TFemMaHrMOMOM CMWUHHOIO MO3ra,
rmnepHedpoMoli 1 UMCTaAeHOMOM BHYTPEHHUX opraHoB. CoobLiaeTcs o
JOMWUHAHTHOM HacnefoBaHUN 3ab0/1EBAHUS Y YMNEHOB  HEKOTOPbIX
cemeidl. KnuHMYeckas KapTyHa BbipaXKaeTcs B MOTEPE 3PEHUA U CUMMTO-
MaxX MopaXKeHWsi MO3)Keyka W CMMHHOIO Mo3ra; 3aboneBaHue 06bIYHO
BbISIBNSETCA B MOAPOCTKOBOM WM 6o/ee MO3[4HEM BO3pacTe.
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JErEHEPATUBHBIE MPOLECCHI B MOSIE

Hanbonee TMnuuHa ans aToid rpynnbl 3a60NeBaHUn Nporpeccupyto-
Wasa yTpaTta paHee NPUOBPETEHHbIX UHTENNEKTYalbHbIX, ABUTaTe/bHbIX
N CEHCOPHbIX (PYHKUWIA. B 60NMbLINHCTBE CAYYaeB OHW HACNefytTCs Mo
ayTOCOMHO-PELLECCUBHOMY TUMY; Y HEKOTOPbIX 60/bHbIX BbISBAAOT
cneymguyeckme HapyLleHus epMeHTaTUBHbLIX npoueccoB. Onpepene-
HUE aKTUBHOCTU (PEPMEHTOB B psife Cly4vaeB MO3BO/ISET B HACTOsLLee
BPEMS BbISBUTb HOCUTENS Mpu3Haka (reteposnroTa), a TakXKe cCrnocob-
CTBYeT MpeHaTa/lbHOl AnarHocTuke. OfHAKO HEKOTOpble fereHepaTus-
Hble M3MEHEHMS1 MO3ra HEBO3MOXKHO OTHECTW K KaKOM-nnbo KaTeropuu.
Mpy 6GONbLUMHCTBE M3 HUX 3((HEKTUBHON Tepanun He CYLLECTBYeT.
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KnaccnguumpytoT 06bIYHO B 3aBMCMMOCTM OT TOr0, Kakoe Bellle-
CTBO Mo3ra (6en0e mnm cepoe) nopaxeHo. Pexe nogpasgeneHne 3aBu-
CWUT OT BOBJ/IEYEHHOW B Mpouecc (hYHKLMOHA/IbHON CUCTEMbI, Hanpumep
6a3a/lbHbIX TAHIIMEB U CMMHHO-MOXKEYKOBLIX CTPYKTyp. Mpn BoBne-
UEHUW B NPOLLECC MPEMMYLLECTBEHHO CEPOro BELLECTBA B KIMHUYECKON
KapTuHe npeo6nafaeT paHHee pasBUTME CNaboyMUs W CY[OPOXHbIX
NpUNagKoB, TOrAa Kak K paHHUM KAMHUYECKUM TMPOSIBIEHUAM MOpaxe-
HUS 6en0ro BeLlecTBa OTHOCATCA [BUraTe/lbHble HapyLUeHWs B Buie
CMacTUYHOCTU, TUMOTOHWUU WM aTakcun. B KOHEYHOM cueTe mpu 06emx
thopmax 3a6ofieBaHNs OTMEYaloT TEHAEHLMIO K MOPaXKEHWUIO BCEX OTAe-
NOB HEPBHOM CUCTEMbI, TaK YTO B UTOre KAMHWYECKasA KapTWHa Mpy HUX
MAEHTMYHA; pebeHOK CTaHOBUTCA abCoMIlOTHO 6GECNOMOLUHBLIM, Y HEero
OTCYTCTBYIOT WHTENIEKT W MNPOU3BOJIbHbIE [BUraTesibHble QYHKUUN.

Knaccugukaums

I. [lereHepaumnsa ceporo BeLlecTBa
A. bonesHn HakonneHws HempoHoB
1 BonesHW HaKOM/IEHWA [aHrnMo3naoB
bonesHb Tea — Cakca
eHepann30BaHHbIA raHrIno3naos
2. bonesHn HakonneHws CHUHroONMNUALoB
Bonesub lowe y pgetei
bonesHb HumaHHa — Muka
bonesHb ®apbepa (nmMnorpaHynemaros)
3. [pyrue 60ne3HN HaKOMMEHUA HENPOHOB
Mo3aHAa (MHaHTUNbHAA 1 FOBEHUNbHAA POPMbI) LiepebpomakynspHas gere-
Hepaymua (BunblioBckoro, LUnunbmeliepa — dorta — baTTeHa)
BonesHb HakomnneHws raukKoreHa B ceppue, Mbiwuax v LIHC (60ne3Hb
Momne)
B. [ereHepaLus Ceporo BeLLecTBa, He COMPOBOXAOLLAACH HaKOMIeHWeM Henpo-
HOB
BonesHb Anbnepa
bonesHb Jn
BonesHb KypuaBbix Bonoc (MeHke)
MofoCTpbIA  CKNEPO3VPYIOWMIA NaH3HLe(hanmT
Il. [ereHepauusa 6enoro BeliecTsa
A. JlelikogncTpotun
MeTaxpomartuueckas nenkoguctpopua (cynbgaTHbIA AMNML03)
BonesHb Kpabb6e (Lepebpo3vaHblii AMNnA03)
CypaHouibHble NeikoancTpodum
bonesHb KaHaBaHa
B. [AemuennHusnpytowme 60ne3Hn
BonesHb LUunbaepa
PaccesiHHbIli  Ccknepo3
Helipomnenut 3puTeNbHOr0 Hepsa
Ill. CucTemHas [fereHepauus
A. CnVHHO-MO3XEYKOBas W MOIDKEUKOBasA [ereHepauus
ATakcns dpugpelixa U ee pasHOBUAHOCTU
ATaKcus-TeNeaHrnaKTasms
CuHgpom bBecceHa-KopHugelira
bonesHb Pedicyma
B. [OereHepauns 6a3anbHblX FaHrIneB
bonesHb BunbcoHa (renaToneHTUKYNApHas AereHepauus)
[Jethopmupytolan MbllleyHas AUCTOHWUS
Xopesi [eHTUHITOHA
BonesHb [MannepsoppeHa — Lnatua



[JereHepaTtviBHble MpPOLIECCbl B CEPOM BELLECTBE TOMIOBHOMO MO3ra

bonesHn HakonneHus

[na atoii rpynnbl 3a6oneBaHUiA TUMMYHO HaKOMMAeHWe NUMUAHbLIX
BELEeCTB B HelipOHax Mo3ra. B 60MbLUMHCTBE C/y4YaeB OHWM NpefcTaB-
NeHbl CHUHTONMNUAOM W PeXe raHrnnosngoM. CuHronnnuabl B Hopme
BXOAAT B COCTaB KNETOYHOM MeMbpaHbl. [pocTeiillne U3 HUX COCTOAT
M3 COUMHIO3MHA W XXMPHbIX KWCMOT.

OHKM OTHOCATCS K Uepamugy. B 6onee CnoXHbIX CHUHronMnuaax K
MOneKyne uepammupa npucoeanHseTcs pag 60KOoBbIX Lienovek. HekoTo-
pble COEAVMHEHWS LiepaMuaa WrpatoT UCKIHOUMTENbHO BaXKHYH) PO/b B
pa3BUTUN 3a00/1EBAHUIA C HAKOMJIEHWEM NMNUAOB B HelipoHax LIHC
(tabn. 20-7).

Tab6nuuya 20-7. ChuHronunuabl, onpegensembie nNpu 60ne3HAX HaKONNEHUS NUNUAOB

3aboneBaHve Hakannmsaemas cy6cTaHLmA
Bone3Hb HwumaHHa — lMNuka Llepamna-p-xonunH (CHMHroMuenmH)
BonesHb lowwe Llepamunporntokosa (rntokoLepedposna)

eHepann30BaHHbIA raHrIMosnao3  LiepamMmaornoKo3oranakrosa-aleTuiranakrosa-
MUHranaktosa (GM,)1
FOBeHWbHLIN GMi-raHrnmosngo3 Cwuanosas Kucnota

bonesHb Tes — Cakca LiepamMmmaorntoKo3oranakrosa-aneTuaranakrosa-
MuH (GM2
BonesHb CaHpgxoda CuanoBas Kucnota

' 9T0 OCHOBHOI raHrnanosna, B Hopme OﬂpeAeﬂﬂeMbIVI B MO3re 4enoBeka.

laHrAmMosmasl MNpefcTaBasloT CcO6OA CHOXKHbIE CPUHIOAMNWABI, B
HOpMe B 6O/bLUMX KOMMYECTBaxX NPUCYTCTBYHOLLME B HEMpOHax; yHK-
UM UX He BbisicHeHa. JeduunTt cneunguyecknx GepmMeHToB, B HOpMe
paspyLlaloWmnx CHUHIOAMNMAbI, MPUBOAUT K HAKOMIEHWH) B HelpoHax
nunugos. Booblle NpoayKThl paspyLueHns (hepMeHTOB HaKarn/MBakTCs
B KJ/IeTKax.

Mpn KnaccuuKaLMn raHrIMo3nLoB 06bIYHO MOMb3YHTCS CUCTEMOIA
TEPMUHOMOrN,* NpeanioXkeHHoin Svennerholm. CornacHo eid, nuTepoi
0603HavalT NyTranMosugsl: «My», «» nan «T», YMCNO TPYNM CUANOBOWA
KMCNOTbl (COOTBETCTBEHHO MOHO-, M- WM TpUcKHanosas KWCNoTa), a
uMgpbl 1, 2 am 3 OTHOCATCA K KO/IMYECTBY TEKCO3UAOB B MOJMEKYIE.
TeTparekcosnabl 0603Ha4al0T LMGPOA 1, Tpurekcosmgbl — LUPpon 2,
aurekcosngbl — undpoin 3.

bone3Hn HakonjeHusa raHrnnMo3ngos

B 3Ty KaTeroputo BKAKOYaKOT HECKONIbKO 3aboneBaHuiA; X pas3nu-
YaroT MO KIMHWYECKMM MpKU3HaKaM, BO3PacTy, B KOTOPOM OHW Hauu-
HaloTCA, M aKTUMBHOCTU cneunduyecknx hepmeHToB. Bce oHM Hacne-
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Tab6nuuya 20-8. bone3HW HaKONNEHWS TaHINNO3UA0B

depMeHTaTUBHBI BospacT Havana XapakTepHas KAUHU-
3abonesaune ,qed?eKT 3a60pneBaH|/|ﬂ LIecpK(;U?l EapTI/IHa
bonesHb Tes — OTCyTCTBME TEKCO-

Cakca (GM2raH- 3aMuHugassl A 3—6 mec ["Mnepakysus,
rNo3nA03, cnaboymue, npu-
™n 1) nagKku, BULLHEBO-

KpacHbI LBeT

BonesHb CaHp- OTCyTCTBME TEKCO- crnenoro nsTHa
xoththa (GM2raH- 3aMuHMgas A n B 3—6 wec To xe
rAV03nA03,

Tun 2)

HOBeHunbHaA ¢op-  YacTuuHbii gedu-

Ma CMZraHrnuno- LUUT rekcos3aMmuHu- 2—6 net Cnaboymue, aTak-
3nposa (GM2raH- fasbl A cua. cnactuy-
rnMo3ngos, HOCTb, NpUNagKu
™n 3)

eHepann30BaHHbIN
raHrAMo3nao3 OTcyTcTBME /?- MpeHaTanbHbINA [enaTocnneHomera-
(CM,-ranrnunosu- ranakrosugas A, nepuog, nns, Mo KIUHKKe
fos3, mn 1) Buc paHHero HanoMWHaeT CWH-

feTcTBa apom  Typnep;
KOCTHbIE M3MeHe-
HWS, HapyLueHus
YMCTBEHHOr0 pas-
BUTWUS W [BUra-

HOBeHUNbHaA op- TeNbHbIX (YHKLWIA
mMa CM,-raHrnno- OTcyTCcTBME /3- 6 mMec —2 roga CnacTUYHOCTb,
31pgo03a ranakrosmgas aTakcus, cnabo-
GM, (raHrnuosu- BucC ymune
o3, tmn 2)

OYIOTCA MO peLeccuBHOMY TuNy. OTAUYMTENbHbIE KAWHWYECKME Npu-
3HaKu npeacTtas/eHbl B Tabn. 20-8. depMeHTaTUBHbIE HapyLUeHUs Mpu
KaXX0M 3ab0neBaHUM MPOUCXOAAT BO BCEX KNETKax OpPraHusma, Ho
(DYHKUMOHa/bHbIE M3MEHEeHUs orpaHnymsatoTes LIHC, 3a UcKntoUveHneM
reHepann30BaHHOr0 raHrAnMo3nao3a, Npyu KOTOPOM Hapafy C fereHepa-
TUBHLIMW W3MEHEHMAMW B MO3re B MNPOLECC BOB/IEKAKOTCA BHYTPEHHUE
opraHbl W ckenet. JJMarHo3 OCHOBbLIBAETCA Ha M3MEHEHUAX aKTUBHOCTU
thepMeHTOB B feikoumTax. [Mpu3HAKOM TeTepo3UroTHOro HOCUTENs
CMY)XWUT YacTUYHOE HapyLleHMe akTUBHOCTU (hepMeHTa. [peHaTanbHbIl
[IMarHo3 BO3MOXEH Ha OCHOBAHWM OLEeHKWM aKTUBHOCTW (DEPMEHTOB B
KyNbType KeTOK aMHWUOTUYECKOW >KUAKOCTM.

BonesHb Tesa — Cakca. VIHaHTUAbHBIA TN LepebpoMaKkynspHOii
JereHepauum oKasancs Haubonee 4acTo BCTpevaroLlyMmcs U3 BCex
TUNOB raHrnMosugos3a. 3abonesaloT udalle AeTU eBpeeB poja allke-
Ha3n; 4JacToTa HOCuTenein 3aboneBaHMsi CcCpeanM HUX COCTaBAseT
2,7%, uTto npumepHo B 10 pa3 Bbile, Yem B APYyrux rpynnax Hace-
neHus. 3aboneBaHWe OTAMYAETCA [LOBOMLHO TUMWYHOW KIUHWYECKOWA
KapTuWHON. PaHee HOpManbHO pas3BMBAKOLLMIACA pPebEHOK B BO3pacTe
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Puc. 20-17. nasHoe [HO C BWLUHEBO-KPacHbIM OKpallMBaHWEM (TEMHOe MSTHO) B
obnactv cnenoro nsTHa npu 6onesHn Tes — Cakca (a) u B Hopme (6).

2—6 Mec CTaHOBWTCS anaTUYHbIM, TEPSET MHTEPEC K OKPY>XKatloLemy, y
Hero MpoOrpeccUBHO CHWKAIOTCA [ABUraTesibHble (YHKLMW U OCTpOTa
3peHns. K paHHUM CMMNTOMam OTHOCMTCSH 4pe3MepHas 60s3Hb Luyma
(rmnepakysns). B no3gHUX cTaguax MPUCOEAMHSIOTCA MPOrpeccupyto-
Was cnacTUYHOCTL C runeppediekcnein 1 NonoXeHuem geepebpauun,
3aTPyAHEHUA NPU KOPMJIEHU pebeHKa M MaTosorMyeckoe yBennyeHue
pa3MepoB ro/oBbl, 60MbLINE CYLOPOXKHbIE, TOHUYECKNE WU MUOK/IOHU-
yeckme npunagku. Hanbonee XapaKTePHbIM MPU3HAKOM  CAYXMUT
BULUHEBO-KPACHLIA LBET CNENOro NATHa; 3TO SPKO-KPaCHbI y4yacToK B
06nacTM LEHTPaNIbHOrO Yrny6neHus, OKPY>KEHHbI CepoBaTo-6e/bIM
o6oakom (puc. 20-17). MocnegHee 06yCnOBNEHO OTNOXEHWEM NMNUAOB
B OKpYXalLMX CeTyaTKy FaHrIMO3HbIX KeTkax. BuluHeBo-kpacHoe
NATHO He SB/SETCA MAaTOrHOMMWYHLIM MPU3HAKOM; OHO BCTpeyaeTcs
Takxke npu 6one3Hn HumaHHa — Muka n CaHgxotda (cm. Tabn. 20-7).
Pe3ynbTaTbl 06LENPUHATLIX NabopaToOpHbIX WCCNefoBaHUA He npej-
CTaBNAKT [MArHOCTUYECKOW LeHHOCTU. KonuuyecTBo 6enka B CMMHHO-
MO3rOBOW XXUAKOCTU 0ObIMHO HaXOAWUTCA B MpefeniaXx HOpMbl, HO MOXET
MOBBLICUTLCA AKTUBHOCTb JlaKTaTAErMAporeHasbl W rAyTamMUHOBOW U
L AaBENEBOKMCION TpaHcaMuHa3bl. OCHOBHOE HapylUeHWe COCTOUT B
OTCYTCTBUM BO BCEX TKaHSAX OpraHM3ma rekcosamuHugassl A. Onpefe-
NEHUE ee B CbIBOPOTKE, K/ETKaX aMHUOTUYECKON >XUAKOCTU WU TUM-
houmTax AMarHOCTUYECKM LEHHO. JeduuunT depmeHTa NpPMBOAMT K
BbIP@KEHHOMY HaKOMAeHUo raHrnnosuga GM2 Bo Bcex HeipoHax, B
TOM uuMcie 1 BEreTaTUBHOW HepBHOM cucTembl. MaHramosugsl GM2 co-
cTaBnsAoLWmMe B HOpMe b 1—3% OT 06LLero Mx KOM4YecTBa B MO3re,
CNy>aT MpuYMHON 3aboneBaHUs 6onee yYem y 90% AeTell ¢ 60M€3HLIO
Tesa — Cakca. HelpoHbl npy NaToMOrMYeCKOM OT/IOXEHWUW FaHTANO03U-
[OB yBeNUueHbl B pasMepe W Mpu CBETOBOW MUKPOCKOMUU BbIrNAAAT
HabyxXwmmu. Tpy 3N1eKTPOHHO-MUKPOCKONUYECKOM UCCNeA0BaHUMN raH-
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rM03nabl ONPefensoTca B BUAE OTAENbHLIX BHYTPUKIETOUHBLIX BKO-
YEHWI C XapaKTepHOW TOHKOCNOWHOW CTPYKTYPOW. Y paeTeil nepsbiX
HECKO/IbKUX NIET XU3HU OTMEeYarT AereHepauuio U rM03 HeNpOHOB.

Mpn 6onesHn Ted — Cakca 3(WPEKTUBHbLIX METOLOB fleYeHUs He
cywecTByeT. lMporHo3 6e3HafexeH, U 60MbHblIE YMUPAOT B BO3pacTe
[0 4 net. [eTepo3nNroTHbIX HocuTeneil MAEHTUMULMPYIOT MyTeM onpe-
[leNneHns B KPOBM aKTMBHOCTU rekcozammHupaassl A Ecnim o6a pogutens
reTeposnroTbl, C AMarHOCTUYECKON Lenbio HeobXoAMMO MpOoU3BeCTU
amMHUoLeHTe3. 3Ty npoueaypy BbINOAHAT npuMepHo Ha 10-ii Hegene
6epeMeHHOCTM, T. €. B CPOK, KOrfa MOXHO MPOM3BecTU abopT no mMeam-
LIMHCKMM MOKa3aHWsM.

Opyrve 6onesHn HakonieHuss cm. B Tabn. 20-8.

Mo3aHWe WH(AHTU/bHbIE W HOBEHW/IbHbIE (OPMbI
Llepe6bpoMaKynsipHOI  AereHepaumu

3TV HapyLleHUs OTHOCATCS K ApYroi, Hambonee pacnpocTpaHeHHOM
rpynne fereHepaTMBHbLIX MPOLECCOB B CepoM BellecTBe Mo3ra. pu
no3fgHell MH(aHTUALHOW (hopMe OHU pa3BMBAIOTCH B Bo3pacTe 1—3 neT
(cHgpom BuWbLIOBCKOr0), a npu 6ofiee pacrnpocTpaHeHHON HBEHWUNb-
Holi cpopme (cuHgpom LUnunbmeiiepa — dorta — batTeHa) — B BO3-
pacte 5—7 net. o cux MNop He YCTaHOB/IEHO, MNPEACTaBNAIOT OHU
co60i1 [ABe Pa3HOBWMAHOCTM OAHOrO W TOrO e 3a60/MeBaHMSI WK 3TO
pasHble TeHeTUYEeCKMe HapyLUeHus.

O6e opMbl HacnefgytoTcs MO ayTOCOMHO-PELLECCUBHOMY TuUNy.

Mpu rMCTONOTMYECKOM WCCNEA0BAHMU BbISBAAKT HEMPOHbI, 3amnos-
HEHHble BELLEeCTBOM, OKpallMBatoWUMCcH MNoLO6HO nunogycuuHy. Mpu
3/IEKTPOHHON MUKPOCKOMWM B MX LMTONa3Me OOHapY>XMBAKOT N30THY-
Thble U PeLIeTKONoAo6HbIe BK/IKOYEHNSA. B npoLecc BOBNEKAIOTCA KIETKU
nepefHUX pPOros CNMHHOrO MO3ra U nepudepuyeckme BereTaTUBHbIE
raHramn. JinnogycuuHonogo6Hoe BeLLecTBO HakanjuBaeTcs W B ApYy-
rMX OpraHax, OCOGEHHO B LUMTOBMAHOM W MOTOBLIX Xenesax. Pesynb-
TaTbl MCCNeAOBaHWUiA, MPOBEAEHHbIX B MNOCMejHee Bpems, CBUAETESNb-
CTBYIOT O TOM, YTO HaKan/jMBaeMoe B MO3re BELLECTBO MpefCcTaBnseTr
Co60li PETUHO/MOBBIA KOMMNEKC.

3aboneBaHWe 4acTO HAYMHAETCA C MPOrPECCUPYIOLLEr0 CHWKEHUS
OCTPOTbl 3peHUS. Y 60MbHLIX YEHOB CeMbWM OTabMOOrMYecKune
HapyLleHVUs BapbUpPYT (MUTMEHTHbIE PETUHWUTHLI, MUIMEHTHAas fereHe-
pauus XXenToro nATHa WM npoctas aTtpous 3pUTENbHOro Hepsa).
3a0Nr0 40 MOSIBNIEHUS HEBPOJIOrMYECKUX HapyLlleHWi MOoryT oTMme-
yaTbCca U3MeHeHMs Ha I3[ (anddys3Has CyaOpOXHAsA aKTUBHOCTb).
Uepes 1—3 roga nocne Hayvasna CHWKEHWA OCTPOTbl 3peHUs Hauu-
HaloTcA 60/bLIME CYLOPOXHbLIE Y MUOKIOHWYECKME NPUNagKu U MosiB-
NATCA NpuU3HaknM cnaboymms. Pe6eHOK CTaHOBWUTCS TUMNEPaKTUBHLIM U
pasfpaxuTesnibHbIM. Y Hero HapyliaeTca pedb (HemoHsTHoe 60pmoTa-
HWE), OH «rnoTaeT» W MOBTOPSET cfioBa. BnocneacTsuu npucoesm-
HAKTCA MO3XKE4YKoBas aTakCus, TPeMOop, PUTMAHOCTb, CMACTUYECKMid

347



napanuy, HacTynaeT nonHoe cnaboymue. 3abonesBaHue nNporpeccupyet
Mef/eHHO, 60/bHbIE A0XMBAKOT [0 MOAPOCTKOBOFO MEpMofda; 4YeMm B
6onee nosgHeM BO3pacTe OHO Hayanocb, TEM Mef/IeHHee MpPorpeccu-
pyeT.

3aboneBaHve cnepyeT 3anofo3puThL NpY NOSBNEHWN Y pebeHKa Npo-
FPECCUPYHOLLETO CHVDKEHWS! OCTPOThbI 3pEHUs B COYETaHWM C mpunag-
KaMy W HapyLleHWeM YMCTBEHHOro pas3BuTUA. BonesHb HakomneHus
raHrMo3naoB, MNPOTEKAOLIYH0 CO CXOAHOW KAMHUYECKON KapTMHOINA,
MOXHO WCK/IIOUYMTb MOC/e ONpeAeneHns akTUBHOCTY TeKco3aMUHMAA3bI
1 /[?-ranakto3ngasbl B neiikoumutax. Mpy 3NeKTPOHHOW MUKPOCKOMUK B
MbILULAX WK NOTOBbIX XXee3ax 06HapYXXMBAKOT M/IOTHblE BKIKOYEHNS,
CXOfHble C TakOBbIMW u HelpOHax.
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[ereHepaTvBHble NPOLECCHI B CEPOM BeLLECTBE MO3ra
6e3 060/1e3HN HaKOM/AeHus

Monuauctpoua (6onesHb Anbnepa). K noauguctpodum, wm
60ne3Hn Anbnepa, OTHOCUTCS TeTepOreHHas rpynna AereHepaTuBHbIX
3ab0/eBaHNii KOpbl MO3ra, PasBMBAOLLMXCA B MEpPUOf HOBOPOXKAEH-
HOCTM W B paHHeM [JeTCKOM Bo3pacTe. [laTonoroaHaToMuuyeckue
M3MEHEHWS! B MO3re Hecrneuu(uyHbl; B KOpPe MO3ra U MO3XKEYKEe Mpo-
ncxXodaT audhysHas yTpaTa HeMpoHOB W rnno3. Hanbonee TUMWYHBI
peuvavBupyloLLMe Npunagkn 1 cnaboymme. 3abonesaHne y nocnegyto-
WX feTeil CBUAETENbCTBYET O ero HacfefloBaHUM Mo pPeLeccuBHOMY
TMny. B 3Ty rpynny BK/OYEHblI W CUMTaBLUMECA pPaHee BPOXAEHHbLIMU
60n1e3HN 06MeHa BeLecTB. B HEKOTOPbIX Cyvasx BbISIBASAIOT MOJSIOYHO-
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KUC/bIA auMAo3, BTOPUYHLIA MO OTHOLUEHUIO K AeuunTy (hepmeHTa B
KOMMJEKCe C NuUpyBaTAeruaporeHason. Y apyrmx 00/bHbIX Mporpeccu-
pyeT UuMppo3 nedeHW. [lpy nonMaucTpodmm, COMPOBOXAAKOLLENCS
MOJSIOYHOKUC/IbIM alMa030M, BPEMEHHbIA ahdheKT noayyaroT npu neye-
HUM KOPTUKOCTEPOMZAMN WAN MPU COBMIOLEHUN KeTOreHHOW AUeTbl.

BonesHb JSln. MopgocTpasa HekpoTMyeckas 3sHueda-
nAoMuenonaTtms NpeacTasnseT cobON HapyLueHne MeTabonmyecknx
NpoLeccoB B MO3re, NpuaoAsLLee K ANQQY3HOMY ero nopaxeHuto, oco-
6eHHO B 06n1acTM CTBOSA.

AHaTOMUYECKNE WU3MEHEHUS 3aK/MOYAIOTCA B [lereHepauun HepoH-
HbIX CTPYKTYP MO3ra v nponudepauuy Kanuiispos ¢ XapaKTepHbIM UX
pacnpegeneHnem Bokpyr Il >xenypnouka, sogonposoga U IV >xeny-
Jouka. [laTonoroaHaTOMMYecKkass KapTMHa CXOfHa C TakKOBOW Mpw
3Huedanonatnn (6onesHb BepHuKe), 06yCNOBNEHHON AedMUUTOM THa-
MWUHa. B03MOXHO, 3ab0/ieBaHME BTOPUYHO MO OTHOLUEHWUIO K BPOXKAEH-
HOMY HapyLleHni0 0OMeHa TuamMuHa.

PebeHOK 3a6o0sieBaeT 06bIMHO B MNEPUOL HOBOPOXAEHHOCTW; npu
NOLOCTPOM TeuyeHWM 601e3Hb MNPOSABNSETCA PBOTOM, YMEHbLUEHUEM
macchl Tena, pasBMTUeM Nape3os, Npunagkamu 1 CTyrnopom; npu 6onee
BASIOM (XPOHMYECKOM) TEUYEHUWM OTMEYaroTCcs O0TCTaBaHUe YMCTBEHHOro
Pa3BUTUSA, CHUXEHWE OCTPOTbI 3peHus K cnaboymue. Hepefko npuco-
eAMHAIOTCA HWUCTarM W napanuy HapyXHbIX MbllL riasa. Bo3MOXHO
pasBuTMe Kak CcnacTuyeckoro napanuya (BCNeAcTBUe JereHepaumu
LIEHTPaNbHOIO ABWUraTeNIbHOrO HelpoHa), Tak W BAMOro (B pesynbTate
BOB/IeYEHNs B MPOLECC CMUHHOrO Mo3ra U nepuepryecKnx HepBoB).
B faneko 3aweLei cTagum NOsBASETCS HeperynspHoe AbixaHue, pas-
BMBAETCA MepuofuYecKas TMMEPBEHTUNIALNA M HAcTynmaeT B JajlbHei-
WemM anHo3. [lepuogbl 060CTPEHMS, 4YACTO CMEHSIOLLMECH Mepuogamu
pemMmccumn, OTHOCATCA K AndhepeHLManbHO-AMarHoCTUYECKUM NpU3Ha-
KaMm. JleTanbHblli MCXOL MOXET HacTynuTb B Mpefenax HEecKOMbKUX
Hefenb nocne Hadvana 3abo0sieBaHUA UM PebeHOK MOXET MPOXMWTb He-
CKONbKO f1eT. PeKoMeHAyemoe npu 3TOM fiedeHue 6o/bluMMK fo3aMu
TMaMUHa He COMNPOBOXAAaeTcA YbeauTeNlbHbIMU pe3ynbTaTaMu.

BonesHb Kyp4aBbiXx Bosioc. CuHagpom MeHKe (cBsizaHHOe C
nosioMm, Hacnegyemoe Mo peLeccuBHOMY Tuny 3abonesaHne) 06ycnoB-
NeH HapylleHneM o6MeHa Mefu, Mpu KOTOPOM MPOUCXOASAT BbIPaXKeH-
Hble JereHepaTvBHblE W3MEHEHWS B MO3re W apTepuanbHbIX Ccocyfaax,
npuBoAsLLUMe K CMepTU pebeHKa.

AHaTOMUYeCKM HabniopaloT ANQQy3Hble fereHepaTuBHbIE U3MEHe-
HUA B MO3re C MCYE3HOBEHWEM KOPKOBbIX HEMPOHOB, IM03 U KMCTO3HOE
nepepoxeHve Hanbonee nopaxKeHHbIX OTAenoB. O6LIMPHbIE U3MEHe-
HUA B apTepuasibHbIX COCyJax 3ak/oyatoTcs B TOM, YTO WX 3nacTuye-
CKWin cnoii hparMeHTUpyeTcs, a UHTMMa yTosnuaeTca. OCHOBHas naTo-
NOTUS COCTOMT B MOBbLILIEHUM CBA3bIBAHUA MeAW OnpeeneHHbIMU TKa-
HAMK, BKNtOYasA (hmbpobnacTbl M CAM3NUCTYHO 060/104YKY TOHKOrO Kuuley-
HMKa. CBA3blBaHWE Meay CAU3UCTOM 060M0YKON TOHKOrO KULIEYHMKA
06bACHSET CHWXKeHMe ee abcopbuuMM 1 YPOBHS B KPOBW U MPUBOAUT K
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Hapsgy c HeaflekBaTHbIM YBe/IMYEHMEM MacChbl Tena W rumnorep-
MUeld, HabNJaeMbIMK Cpa3y MoCne PoXAeHWs pebeHKa, Yy HEro upes-
BblyaliHO 4YacTO pa3BMBaeTCcA cencuc. BHavane HOpMasbHbIe BOMOCHI Ha
ro/0Be CTAHOBATCA pPefKUMU W NOMKUMUW. [1of MUKPOCKOMOM  OHU
BbIFNAAAT U30rHYTbIMU (KpyueHble). YacTo pebGeHOK cTpadaeT cebopeit-
HbIM [EPMATUTOM. Y)Ke B MepBble HECKO/IbKO MECALEB XKU3HW CTaHO-
BUTCA OYEBUAHLIM BbIP@KEHHOE OTCTaBaHWe YMCTBEHHOIO pPa3BUTUA]
HepeaKo COonpoBOXJatoLLeecs npunafkamu. BOMbLIMHCTBO feTein ymu-
paloT B TeyeHMEe MepBOro rofa >KU3HW.

[unarHo3 yTouHAOT C NOMOLLbIO 1a60paTopHbIX AaHHbIX. [py peHT-
reHorpaum AAMHHbLIX TPy6BUaTbiX KOCTEA BbISBMSIOT M3MEHEHWS, CXO0A-
Hble C TAKOBbIMW MPU LyHre. B KPOBM YMEHbLUAETCA KOIMYECTBO Mean U
LepynonnasMmuHa. MapeHTepanbHOe BBefeHWe MPenapaToB Meau Laxe
[eTAM NepBbIX MECALEB >KU3HW He NpPefynpexnaer y HUX pa3BuUTus
MO3rOBbIX HapyLUEHWIA.

MoaoCTpbIii CKNEPO3NPYIOLLNIA NaH3HLUedanMT. IT0 3aboneBaHue,
HECMOTPS Ha BUPYCHYIO 3TUONOTMIO, OTHOCAT K KaTeropuu fereHepa-
TUBHbIX HapyLlleHWA Mo3ra BCMEeACTBME XPOHUYECKOTO TeyeHus U
OTCYTCTBMUA KIUHUYECKMX MPU3HAKOB MH(eKumu. Ero vactoTta B pas-
HbIX reorpagmyecknx pernmoHax kone6netcs ot 1 go 4/1 000 000; oco-
GeHHO OHa BbICOKA B HOr0-BOCTOYHbLIX pernoHax CLLA.

McTonorMyeckn B MO3re OMpefensloT MepuBackynspHble NUMQOo-
UMTapHble WHMOWUNLTPATbI, BHYTPUSAEPHblE BUPYCHblE BK/IKOYEHNUS B
HelpoHax W ravanbHbIX KneTkax, AngysHoe yMeHbLUeHWe Yucna Hei-
pPOHOB B KOpe W rnvos. I3 TKaHW Mo3ra BbICEBalOT BUPYC Kopwu. Mona-
raloT, 4To 3a60seBaHMe BTOPUYHO MO OTHOLUEHUIO K BHELPEHUIO B
TKaHb MO3ra BUpyCa KOpW BO BpeMs ee OCTPOro nepuoga u pacrpo-
CTPaHEeHWO ero fo HepeHbIM KneTkaM. KnuHuyeckue npusHaku fereHe-
PaTVBHbLIX MPOLECCOB B MO3re MOSBAAIOTCA B CpejHeM uepe3 7 feT
nocne nepeHeceHHOW WHGEKUNN.

3aboneBaHue MposiBNSAETCA B BO3pacTe OT 2 feT A0 21 roga, ¢ Hau-
6onbLUeli YacToTO B Bo3pacTe 8—14 neT. K nepebiM Npu3HakaM OTHO-
CATCS NPOrPeccupyloLLiee CHUXEHNE YMCTBEHHOIO PasBUTUS, BblipaXkaro-
Leeca B HEYCMEBAEMOCTW B LUKOME, TOHKUX W3MEHEHUAX JIMYHOCTU ©
3MOLMOHA/IbHON NabunbHOCTU. TUMMYHBI FeHepasn30BaHHblE MWUOK/O0-
HMWYEeCKMe MOLEPrnBaHUA C NPaBUIbHLIMU UHTEPBAIAaMU B HECKO/BLKO
CekyHZ. BHauane noytum HesameTHble, OHW CTAHOBATCH HACTOJIbKO
BbIP@KEHHBIMMW, UTO 3aTPYAHAKT nepeaBuXeHne 60/1bHOro. Bo3moXHO
pasBuTMe 6OMbLUMX CYLOPOXHbLIX NpuUnagkos. B nosgHwe ctagumn y
[leTell pa3BMBalOTCA cnaboymue, reHepann3oBaHHas PUrMAHOCTb, MpK-
KOBbIBalOLas MX K MOCTENN.

B cnvHHOMO3roBol xuakoctn (CMXK) yBenuumMBaeTcs KOHLEHTpa-
UMa ramMMa-rnobynnMHOB, NOBLILIAETCA HayaslbHas 4acTb NPobbl ¢ KON-
NOUAHBLIM 30/10TOM, a TaKXe TUTP MNPOTMBOKOPEBbLIX aHTUTeNn. Konwu-
4yecTBO 6enka M uncno neiikouutoB B CMDXK 4acTo He M3MEHSHTCS.
TUTP KOPEeBbIX aHTUTEN, OMNpeLeNifemMblX B CbIBOPOTKE METOLOM CBA3bI-
BaHWS KOMMEMEHTA, 06bIYHO npeBbiwaeT 1: 128. Ha 33 nossnsoTca
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paspsabl reHepasM30BaHHbIX BbICOKOAMMANTYAHbLIX KOMMIEKCOB Me[-
NeHHbIX BOMH. 3abo/sieBaHMe MOYTU BCErAa B TeyeHWe 2 NeT 3aKaHuu-
BaeTCA NeTaNbHO, HO B PEAKMX Clyyasx HACTynatoT ANNTENbHbIE CMOH-
TaHHble PEMUCCUMN.
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[lereHepaTuBHble npoueccbl B 6€/10M BellecTBe Mosra

B ocHOBe 60/bLUMHCTBA 3TWX 3ab60/1E€BaHUIA NEXUT HEeJOCTaTOUHOE
obpa3oBaHMe WM 4Ype3MepHoe paspylleHve MuenuHa. [pegctaBnss
COO0 OAMH M3 OCHOBHbIX KOMMOHEHTOB 6€n0ro BellecTBa MO3ra, OH
COCTOUT U3 NPOTEONUNUAHLIX MEMO6paH, KOHLEHTPUYECKUMMK CROAMU
MOKPbLIBAIOLWMX aKCOHbI KNeTOK. MuennmHoBasi 060/104Ka 3HaUYUTe/bHO
YBE/IMUMBAET CKOPOCTb W 3(P(eKTUBHOCTb MPOBESEHUS  HEPBHbIX
MMMYNbCOB; OHA WMEET OO0/MbLIOE 3HAYEHWE 1S HOPMaTbHOr0 (yHK-
LIMOHMPOBaHUA HEPBHON CUCTEMbI MekonuTalowumx. pouecc Muenm-
HM3aLMN aKCOHOB MOAKOPKOBOrO 6enoro BellecTBa Y 4enoBeka npo-
MCXOLMT B OCHOBHOM B MOCTHAT&/1bHBIA NepuoL ¢ MakCUMyMOM B rep-
BblAi TO4 XXM3HW. B cBS3M B 3TUM 3ab60neBaHMs, COMPOBOXAAMOLLMECS
HefoCcTaTouHbIM 06pa3oBaHNEM MWENMHa B TFOIOBHOM MO3re, pa3Bu-
BalOTCA, Kak MpaBWno, Yy MNafeHUeB; KIUHWYECKM OHW MNPOSIBAAIOTCA
OTCTaBaHWEM pa3BUTWSA ABWUraTeNibHbIX (YHKUWA WM HapyLUeHUEM
MOXOAKM, Mape3amu, CMacTUYHOCTbK U aTaKchei.

PasnuyuatoT ABe rpynnbl 3a60n1eBaHNiA 6enoro BellecTsa Mosra. IMpu
3ab0/1eBaHNAX MEPBOA Tpynnbl, A8 KOTOPbIX TUMMYHA NEeNK 0 K-
eT po () 14, HapyLleHne (hepMEHTHOro 06MeHa MMNUAO0B MUEMHA Npu-
BOAMT K Ype3MepHOMY HAKOM/IEHUIO B TKaHAX HEU3MEHEeHHbIX KOMMO-
HEHTOB NWMNULOB MWENMHA WM NPOAYKTOB €ero paspylleHuns. K atum
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3a60neBaHUAM OTHOCUTCA MeTaxpomaTuuyecKas NelkKoau-
cTpodus mno6onesHb Kpab6be. [ns BTOPOW rpynnbl, N3BECTHOM
MO4 Ha3BaHWEM [JEeMUENUHWU3NPYHWUX 3aboneBaHuil,
TUNWYHBI AereHepaTVBHbIE M3MEHEHWUS MUESMHA MOA BO34ElCTBMEM He-
M3BECTHOrO 3K30reHHOro (paktopa. B Hee BXOAAT paccesHHbIA
CKNepos3, HeWpOMMENUT 3pUTENbHOTO0 HepBa U 60-
nesHb Wwnnbpepa

Nekogunctpotun

MeTaxpomaTuyeckas neinkogucTpodus. ITOT BWA NeRKOAMCTPO-
thmn  OTHOCUTCA K Hambonee 4actomy Buay [AereHepauumn 6enoro
BellecTBa Mosra y feteil. OH Hacrefyerca No ayTOCOMHO-PeLeccuB-
Homy Tuny. pu sTom 3a6oneBaHWM onpeaenstoT Aeuunt hepMeHTa
apuncynbartassl A B MO3re u Apyrux TKaHaxX. B Hopme npu Bo3fei-
CTBMM 3TOr0 (hepmMeHTa OT LepaMmuiranakrosocynbdara, wim cynbda-
TMaa, NPeAcTaBNstoOWEro coboii HOPMabHbIA KOMMOHEHT MWENNHOBbLIX
AUNUAOB, OTLIENNAeTCA cynb(aTHas rpynna. B 6enom Belyectse Mosra
HakanamBaeTcsd 6O0NbLIOE KOMMYeCTBO Cynb(aTuaa, KOTOPbIA Nierko
NGEHTUPMLMPOBATL MPU CBETOBOM MMKPOCKOMUKM MO MeTaxpomaTuye-
CKOMY  OKpaluBaHu  (KpacHOBATO-KOPUYHEBOE)  TOMYWAMHOBbLIM
cuHuM. Tlogo6bHble ckonieHus cynbaTuga 06Hapy>XuBatdT U B Nepu-
thepuyeckux Hepsax. AuddysHas AeMUENUHU3ALMA, pacnpoCcTpaHsto-
LLasca Ha BCe OTAEe/bl HEPBHOM CUCTEMbI, 0OCOGEHHO BbIpaXeHa B y4yacT-
Kax, MWenMHM3aums KOTOPbIX MPOUCXOAWUT N634Hee.

KnuHnyeckme npusHaku MNOABAAOTCA O06bIYHO B BO3pacTe OKOMO
rofa, Ho MOryT NposiBUTLCS W B Bojee cTapliem Bo3pacTe. BHauane y
pebeHKa HapyLlaeTcs MOXOAKa, W OH He MOXET HayyuTbca 6eraTb M
XO4WUTb MO fnecTHUUe. B paHHeld cTagum 3a6oneBaHMs OTMeYaroTCs
CMacTUYHOCTb KOHEYHOCTeW, runeppeqnekcus u pasrubatesbHbIl
NOLOLUBEHHbIA pediekc. Bce CyxoXunbHble peduiekchbl >KuBble, 3a
NCK/OYEHNEM KOSIEHHOTO, KOTOPbIA CHWKEH WU OTCYTCTBYET BChef-
CTBME MNOPaXKEHUA Nepudepuyeckux HepBOB. B cnyyae MX BbIpaXKeH-
HOr0 MOPaXeHWs HaCTynalwT nape3 W atpous ANCTaTbHLIX MbILLL,
0CO6EHHO HOr. B KOHEYHOM cueTe pebeHOK OKa3blBaeTCs MPUKOBaHHLIM
K MOCTeNN, YMCTBEHHOE pa3BUTME ero oTcTanoe. JleTanbHblii MCXOf,
HacTynaeT 00bIYHO [0 JOCTMXKEHWS MM Bo3pacTa 10 neT. Mpu nosgHem
Hayasie OCHOBHbIMU MPU3HAKaMK CAy>XaT 3KCTpanuvpaMufHble ABUra-
TeNbHbIE HapyLUeHWs U peTapfauns MCUXUKMN.

OKOHYaTe/IbHbIA [MarHO3 3aBUCUT OT OTCYTCTBUS WM 3HAUUTENb-
HOFO CHWXEHWSI aKTMBHOCTU cy/baTasbl A B OfHOM TKaHW OpraHu3ma
WM HECKOMbKMX. NS onpegeneHns akTMBHOCTM (bepMeHTa Haubonee
NOAXOAAT K/METKM MOYEUHbIX KaHasbLeB, Nosy4vaeMble U3 0CafKa MOouH,
NelikounTbl UM KynbTypa gubpobnactos. K ObICTPbIM, HO HegocTa-
TOYHO TOYHbLIM METOLAM OTHOCUTCH OMpefefieHre MeTaxpoMaTUYeckoro
mMaTepuana B 0CafKe MOYM, OKpPALIEHHOM TOYWAWHOBLIM CUHUM. [uc-
(YHKLMIO >KENYHOro My3blps MNpu CKOMJeHWM cynbaTuioB Ha €ero
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CTEHKaX MOXHO onpefennTb N0 AeeKTy HanoAHEHUs, BbISBISEMOMY
Mpu nepopanbHO Xxoneunctorpagum. HapyliaeTca nNpoBoAUMOCTb B
nepudepuyecknx ABUrarefibHbIX Y YyBCTBUTE/IbHLIX HepBaX. YPOBEHb
6enka B CMXX 06bl4HO NOBBILIAETCH, YTO CNYXWUT LEHHbIM AUAarHOCTu-
YeCKUM MPW3HaKOM nNpu AnddepeHUnpoBaHnn NeiAkogucTpopum ot
60/bLIOK TPYyNMbl  HEMPOrPeccUMpyoLMX ABUraTeNbHbIX HapyLUEHWU,
OTHOCALWMXCA K MO3roBoMy napanuuy. AuddepeHumnaumsa nmeet 60b-
LLIOe 3HaYeHue B N/aHe MpoBefeHUs TeHETUYECKOr0 KOHCY/IbTUPOBaHUA
M NporHo3a. MeTaxpomMaT1yecKyo NeiKoancTpodurio y naoga guarHo-
CTMPYIOT Ha OCHOBaHUWM aKTUBHOCTWU apuicynbartasbl B KyNbType Kie-
TOK aMHUOTWMYECKOA XXMAKOCTW; MCCNefOBaHWe npegnaraloT Oyaylwimm
POAUTENSM MPW HAZIMUMK Y HUX MATONOrMYECKM W3MEHEHHbIX T[EeHOB.

BonesHb Kpabbe (Lepebpo3nfHblii nnnuaos wam wapoobpasHas
neiikoguctpoms). 3abonesaHne HacnefyeTca Mo ayTOCOMHO-peLiec-
CUBHOMY Twny. [laTofnoroaHaToOMUyeckue MpuU3Hakyu NpU Hem 3aK/to-
yaroTcst B gMGy3HOM OTCYTCTBUWM MUeNMHa B 6eN10M BELLEeCTBe Mo3ra W
CKONMEHNW  CNeumMUUecknx, TUraHTCKUX MHOrOSIAEpPHbIX  K/ETOK
(wapoobpasHble KNeTKn). B HEM yBeNMYEHO OTHOLLEHWE Lepebposnaa
(uepammpgranakTosa) K cynbatmgy (Uepamuaranaktosocynbdar) Ha
(hOHe HEeM3MeHeHHOro abCoNTHOrO KoMM4ecTBa Lepebposnga. ITn
M3MEHEHNS CYMTAKOT BTOPWYHLIMW MO OTHOLUEHWIO K HEeLOCTaTOYHOW
aKTMBHOCTU ranaktouepebposngasbl.

3aboneBaHue BbISBNAOT B paHHEM BO3pacTe, Korfja y pebeHka
NOABNAIOTCA NPOrpeccupylollas puUrngHocTb, runeppednekcus, Hapy-
LLaeTcsa npouecc rnoTaHusa, (U3MYEcKoe WU YMCTBEHHOe pa3BUTUE ero
0TCTaeT. BoBneyeHve B npoLecc nepugepmyecknx HepBOB MPUBOAMT K
MbILLEYHOW TUMNOTEH3UU; PebeHOK yMupaeT B MepBble 2 rofa XU3HW.
[unarHo3s yctaHaBNuBarOT NyTeM OnpefenieHns akTMBHOCTM ranakrole-
pebpo3naasbl B NenkoumnTax neputepuyeckoim Kposu. YpoBeHb 6enka B
CMJK noBblILlLeH, MPOBOAMMOCTL MO MepUtepuyecKUM HepBaM CHU-
XeHa. [MpeHaTa/lbHbI/i AMArHo3 BO3MOXEH MpW OMpeAeseHnn aKTWB-
HOCTU (DEPMEHTOB B Ky/bType K/ETOK aMHMOTUYECKOW XXMUAKOCTW.

ApapeHonenkoamncTpogums. 3aboneBaHne HacneayeTcs MO peLec-
CMBHOMY TMMy, CLIeNnaeHo ¢ X-XpoMocomoii. [laTtonoruyeckme npu-
3HaKW CBOAATCA K fereHepaumun 6enoro BellecTBa C HaKOMIeHWem npo-
OYKTOB pacnafia MWennHa, FnaBHbIM 06pa3oM HelTpanbHbIX HKMPOB.
B makpotharax MopaXeHHbIX TKaHel BbIABAAIOT TUMNUYHbIE 3Ur3aroo6-
pasHble BKHOUYeHWs. B aTpogmpoBaHHOW KOpe HaANOYeYHWKOB K/ETKU
CofepXaT aHasorMyHble BK/IHOYEHMS.

B ocHoBe 3aboneBaHMs NeXWUT HapylleHWe MeTabonnsma rekcako-
3aHoata — C26 A/IMHHOLENOYeUYHOW XMUPHOM KUCAOTbl,— HaKanamBak-
LLerocs B BeLLeCTBE MO3ra, HaAnMoYeyHMUKax, MbILLILAX, NaasMe u Kysb-
Type thnbpobnactos. VMccnegosaHue nnasmbl CNOCOBCTBYET YTOYHEHUIO
[MarHosa ” BbISBMEHUO HOCUTENEN TeHa.

HaumHaeTca 3aboneBaHue 06bIYHO K KOHUY nepBoro 10-netus
XW3HW 1 NPOSIBAAETCA MPOrPecCUpYyHoLLEeil CNaCTUYHOCTLIO, AEMEHLIMEN,
a B 6o/nee NO34HUE CPOKU — NUIMEHTaLMEN KOXW U APYTUMU NpPU3Ha-
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Kamn 6onesHn AfAucoHa. B HeKOTOpbIX Clyyasx B Mpouecc BOBJe-
KalTCA NPEUMYLLECTBEHHO CMWHHOM MO3r U nepudepuyeckme Hepsbl
(appeHoMuenoHeponatums). OnucaH BapuaHT 60Me3HW C HavasoM B
paHHEM [eTCKOM BO3pacTe.

HekoTopble hopmbl NMeRKOAUCTPOGIMIA A0 CMX MOP MOMHOCTbI He
onpefeneHbl U 06bIYHO AWArHOCTUPYHOTCA TOMbKO MPU CEKLUOHHOM
NCcnefoBaHMM  MO3ra.

BonesHb KaHaBaHa (ry6uyatas fereHepauums 6en0oro BellecTBa
Mo3ra). 3abofeBaHuWe HacnegyeTcs MO ayTOCOMHO-PeLeccCUBHOMY
Tmny. Tlpy rMCTONOrMYECKOM WUCCNefoBaHMM Mo3ra OGHapy>KMBaloT
XapaKTepHYto AnGY3HYH BaKyonu3aLMKO KMNeTOK B FNYyOOKUX CosX
KOpbl U MOLKOPKOBOro 6enoro BeLlecTBa, OYEBWAHO, B pe3y/bTaTe
M36LITOYHOIO HAKOMMEHWS BOAbl B FMabHbIX K/IETKaX U MUETMHOBOM
BewlecTBe. CMMNTOMATMKA Yy AeTell paHHEro Bo3pacTa 3ak/vaetcs B
HeA0CTaTOYHOM KOHTPO/e 3a ABVDKEHWSIMW FOM10Bbl, CNenoTe, aTpodum
3pUTENIbHOTO HepBa, PUrMAHOCTM, runeppedekc 1 Nporpeccupyro-
e makpouedanmmn. Ha ocHoBaHWM MocnefHein npegnonaralT rmapo-
uedannio UM CKOMJEHMe KUAKOCTU B Cy6AypaslbHOM MNPOCTPaHCTBe.
OfHako pasmep >KeNnyJouKOoB He M3MEHSIETCS WM OHW Crlerka pacluu-
peHbl: JleTaNbHbIA UCXOL HacTynaeT B TeyeHue 5 feT.

BonesHb Menuueyca — Mepubaxepa. 3aboneBaHune Hacnegyetcs
Mo PeLecCMBHOMY TWMY, CLEMEHO C X-XPOMOCOMOI. Y AeTell Hauu-
HaeTca C HUCTarMa ¥ MOKayMBaHWIA rOM0BOW C MOCMeLyHOWMMN aTak-
CueR, cnacTUYHOCTLI0 M XOpeoaTeTo30M. 3abofieBaHe MeA/IeHHO Npo-
rpeccupyet v 60/bHble AOXMUBAKOT A0 B3POCAOro nepuoga XusHu. Audg-
thepeHumpoBaTb OT LepebpanbHOro napanMya JOCTaTOYHO TPYAHO.
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[emMrenvHmuampytowme npouecehl

3aboneBaHus, K KOTOpbIM OTHOCATCS 60ne3Hb LWwunbpepa,
paccesdaHHbIAi CKNepo3 U HEWPOMUENUT 3PUTENLHOTO
HepBa, BCTpPeyaloTCA Cnopaguyecku 6e3 W3BECTHOW CBSA3U C reHeTu-
yeckuMu paktopamu. [lo cux Nop He COBCEM ACHO, MPEACTaBAAT OHU
CO0OI OTAENbHYK0 HO30/I0MMYECKYH0 (JOPMY WM pa3nyHble MposBIe-
HWA OfHOTO W TOrO e NaTofIorMyeckoro npotecca. OnucaHbl UX TpaH-
3uTopHble (opmbl. [pu Bcex Tpex 3aboneBaHusx muenuH B LIHC pas-
pyllaetcs 6e3 BOB/EYEHWS B MPOLLECC MUENMHa Nepupepuyeckux Hep-
BOB. B yuyacTkax femwuenvHuzaumMm Habnogaetcs num@ouniHas Bocna-
NUTeNbHaa peakuus, ykKasblBarollas Ha BO3MOXHOCTb ayTOMMMYHHbIX
HapyLIEeHNA UM BUPYCHOW MH(EKLMW; TOYHBbIX AaHHbIX, NOATBEPXAaAt0-
WMX Kakoe-mbo M3 3TUX MPeanonoXKeHUA, He MOMyYeHO.

BonesHb LUunbaepa. Auddy3HbliA CKNepo3 pa3BuBaeTcs B /