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MPEOVWCNOBWE

Pa3BuTHE OOLLEIA N MEOVNLVHCKOIA FEeHETUKM PacKpbisio CYyLLHOCTb
MHOIMX 3a60s1eBaHUIA 1 CUHAPOMOB, paHee 0THOCMMbIX K rpynre 60/1e3-
Hel/i C HeYCTaHOBJIEHHOIA 3TUosorveid. BHeapeHve B KITMHUNYECKYHO MpaK-
TUKY LIMTOreHeTUYeCKMX METOAOB MCC/1eA0BaHWS MO3BOSINIO0 BbISCHATH
npupoay paaa BpOXAeHHbIX MOPOKOB pa3BUTUS, CBA3AHHbIX C XPOMOCOM-
HbIMW aHOMa/INAMU: U3MEHEHVEM YMC/la WM CTPYKTYPbl MOM0BbIX XPO-
MOCOM 1 ayTOCOM. 3HauMTeNIbHO Go/IbLLee 3HaYeHWe OJ15 KITUHUKN UMEOT
[aHHble 6MOXMMMYECKMX MeTOAOB UcC/iefloBaHWs, MO3BOJISIIOLLMX YTOu-
HUTb XapakKTep FeHETUYECKN AeTEePMUHUPOBAHHbIX 3H3VMMOMaTWIA, Je-
KalMX B OCHOBE 0OLUMPHOLA rpynrbl 60/1e3HEIA 00MeHa BeLeCTB. TeM He
MeHee OCcTaeTCcs HeAOCTaTOYHO M3YYeHHOLA rpyrna Hac/ieACTBEHHbIX 3a-
60/1EBAHNIA HEPBHOIA, HEPBHO-MbILLEYHOIA U SHAOKPUHHOLA CUCTEM, F/1a3-
HbIX 60rie3HelA, MopakeHWIA OMopHO-ABUraTesIbHOro  anrapaTa.

FeHeTUUECKNIA aHa/IN3  UCK/TIIOUUTESTbHO BaXKeH MpU  pas/iMyHbIX
60/1E3HSX HACMeACTBEHHOMA MpupoAbl, MOCKO/IbKY B FeHese MHOrmx u3
HUX orpefie/IeHHY0 posib UrpalT FeHETUYECKME 0COBEHHOCTU, KOHCTU-
TyUMOHa/IbHble  (hakTopbl (rMnepToHUYeckass 60s1e3Hb, aTepocK/Iepos,
KOJ1/1areHosbl, HEKOTopble 3a60/1eBaHUA aru1eprieckoia Npupoabl v ap.).

KnuHuyeckan reHeTuka W3yyaeT 3aKOHOMEPHOCTWU HacneaCTBeH-
HOCTU U M3MEHYMBOCTU MPUMEHUTENIbHO K MaTos1orMm yesioeka. B Ha-
CTosiLLee Bpemsi 0CO6EHHO BaXXHa pPaHHAS AMarHOCTMKa Hac/ieACTBEHHbIX
60/1Ie3HE U CUHAPOMOB, BbISICHEHVE K/IMHUYECKOr0 MoIMMopdur3ma, pas-
paboTKa MeTOA0B AMArHOCTUKM N pas3rpaHUYeHne ¢ UX MHOroo6pasHbIMU
theHOKONMMAMU. B CcBSA3M C 3TVM MprobpeTaeT akTyaslbHOCTb 0006LLEHME
(PaKTNYHECKNX [AaHHBIX K/IMHUYECKOM FEHETUKM MO Pas/INYHbIM Crieumasib-
HOCTAM. Takoro xapakTepa u3daHuiA B nuTepaType HeT. CBOOHbIA KaTa-
nor McKusick «Mendelian inheritance in man» (Baltimore, 1966)
0rpaHMYNBAETCA KPaTKMM OMMcaHWEM OTAeSbHbIX CUHAPOMOB U coaep-
XXUT HEKOoTopble 6ubnvorpapmyeckme OaHHbIe.

HacTosLmMiA cnpaBoYHMK HanucaH Kos/1IeKTVBOM aBTOpOB, MNpeacTa-
BJISIOLLX OCHOBHbIE K/IMHUYECKME CMeLMasibHOCTU. Bo/bLUMHCTBO aBTo-
poB ABMIAOTCA PYKOBOAUTENAMU KAMHUK U flabopatopunia |1 MOJTIMU
vumeHV H. N. Mnporosa, B KOTOPbIX Ha MNPOTSHKEHUM psiaa JIET U3yyatoTcst
HacnefCcTBeHHblE 60ME3HN U FeHEeTUYECKU 06YC/I0B/IEHHbIE CUHAPOMbI.
YuacTve cneuyiasIMCToB Mo BCEM OCHOBHbLIM K/TMHUYECKUM AVCLAM/IHAM
Mo3BO/ISIET BCECTOPOHHE U3JIOKUTbL C/IOKHbIE Hac/ieACTBeHHble 60s1e3HN
C MopaXkeHWeM pas3/IMyHbIX OpraHoB W CUCTEM.

B cnpaBoYHVKe coaepKUTCS noapobHoe omnuvcaHve 6Gonee 600 Ha-
CrleACTBEHHbIX GosieaHeiA, reHeTUYecKU 00YC/10B/IEHHbIX CUH/APOMOB, a
Takke BaXHEMLLMX BPOXAEHHbIX aHOMa/IMIA pasBUTUS.

BoMe3Hn 1 cMHAOPOMbI MpeACTaB/ieHbl B a/ihiaBUTHOM Mopsiake, Mo-
CKOJIbKY Ha COBPEMEHHOM 3Tare M3y4eHWs Hac/leACTBEHHbIX\00Me3HelA
cucTemMaTU3aLms Ux 3aTpyaHeHa. MonbITKa 06beAnHUTL Hac/IeACTBEHHbIE
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6OMIE3HN MO MPEVMYLLIECTBEHHOMY MOPaXKEHUIO OTAESbHbLIX OpraHoB U
CCTEM YacTo MPMBOAUT K MPOTUBOPEUMIO C. M/IEACTPOMHLIM AELACTBYEM
MyTaHTHbIX FeHoB. [1 MoAABNSIOLLEro GOMBLUMHCTBA Hac/1eACTBEHHbIX
Gorie3Heii XapaKTepHO CoYeTaHHOe MOpaKeHWe pas/INuHbIX OpraHoB W
cucTeM. TaK, FeHeTUYECKU [eTepMMHMPOBaHHbIE MyKOHOMIMCaXapnao3bl
MPOSIB/ISHOTCA  T/TYGOKVMM  HAapYLLIEHUAMM HEPBHOA CUCTEMbI, OMOPHO-
[OBUraTesibHOro annapara, /a3 U BHYTPEHHMX OpraHoB. BHYTpUKIeTou-
HbE JIMOMAO3bl XapaKTepuayloTCsl  rernaTtosiieHaHbHbIM - CUHZPOMOM,
ropakeHMem Mosra, rfia3 u T. A, Bosblias rpynna (pakomaTo3oB 06Ha-
PY>KMBAET pa3HO06pasHble M3MEHEHMs1 CO CTOPOHbl KOXKHbLIX MOKPOBOB
N CVBMCTBIX 060/104eK, BHYTPEHHMX OpraHoB, HEpBHOA cuUCTEMbI U Ap.
Boriee Toro, oAHW LU Te >Xe€ Hac/IeACTBEHHble 3ab0/1IeBaHNs MOryT
MPOSIBNIATLCA  Pa3/IMUHLIMA - K/IVMHUYECKMM  BapuaHTaMu:  reratoLiepet—
pasnibHas AUCTPOPUS, MYKOBMCLMAO3, F/IMKOreHo3bl U T. 4. Hapagy c
XPOMOCOMHbLIMM  60/1E3HAMN U HAC/IEICTBEHHBIMM HAPYLLIEHUAMM 06MeHa
BELLECTB CYLLECTBYET 3HAYUTESIbHOE YMC/I0 FEHETUUECKN 06YC/I0B/IEHHbIX
Go/ie3sHeiA N CMHAPOMOB, CYLLIHOCTb KOTOPbIX HEAOCTaTOYHO U3yueHa,

B cnpaBoYHMKE cheuyasibHO OCBELLEH K/IMHMKO-IeHeasiorMueckuni
MeToz, noApo6HO onmcaHa MeToAMKa COCTaB/IEHUS POAOCIIOBHbIX, MpyBe-
.0eHa Tab/Mua YC/OBHbIX 0603HAYEHUIA. ITOT paszesl NOMOXKET MpakTu-
YecKoMy Bpa4y OCBOMTb METOAMKY COCTaBsIEHVSI POAOC/IOBHOIA C MX MO-
crieaylolmMM aHanIM3oM. B HacTosilliee BpeMsi UCK/IIOUUTENbHO BaXKHbI
BOMPOCbl  MEIMKO-TEHETUUECKOr0 KOHCY/TIbTUPOBaHUS 1 onpeaesieHnst
MporHo3a rnoTomMcTBa. 3TOMy MOXET Croco6CTBOBATL YKazaHWe Ha Twrbl
Hac/efoBaHVs OTAEMbHbIX 60/1E3HEA U CUHAPOMOB, AaHHbIE O MEHeTPaHT—
HOCTU N 3KCTPECCUBHOCTM MYTaHTHOIO reHa. KpaTkas cTaTbsl 0 MeavKo-
reHETUYECKOA KOHCY/TbTaLMN U3/1araeT 0CHOBHbIE MPUHLIMIMLI MpotunsiaK-
TUKVA Hac/IeACTBEHHbIX GoNe3Heli ueroBeka.

B KOHLIE CMPaBOYHMKA MOMELLIEH C/I0Bapb OCHOBHbIX TEPMUHOB, WC-
Mosib3yeMbIX B K/IMHUYECKOLA FeHETMKe.

ABTOpbl GyayT MpU3HATE/IbHbI 33 KPUTUYECKME 3aMeuyaHust U Mo-
KeflaHus, HanpaBfeHHble Ha YCOBEPLLEHCTBOBaHME CMpPaBOUHUKA.

Mpoceccop /1. O. BapgansaH



A-BETA-JIMMOMPOTEMHEMWA (akaHT03 C MUIVEHTHOIA aere-
HEpPaLEI CETUATKN I/1a3 U aTakcuell) — 3abosieBaHme, cBsidaHHoe C Ha-
PYLLUEHUSIMWN >XMPOBOro 00MeHa, KOTopble pa3BuBatoTcsA{BC/eacTame
MOSIHOro OTCYTCTBUA 6eTa-/IMMonpoTenHoB. Briepsble onmcaHo B 1960 T.
Salt n coTp. Tun HacnegoBaHUS — ayTOCOMHO—PeLIECCHBHBIA. B nato-
reHese 3a6o/1eBaHUA BaxHeMLLee 3HaueHVe MpUOaeTCs paccTpolAcTBaM
BCacblBaHWS 1 TpaHCMopTa Xupa 1 AeUuUTY BbICLLMX MOSIMHEHACHILLEH—
HbIX XXVPHbIX KMCMOT, HapylieHus QyHKUMEA UeHTpas1bHOA HEpBHOMA
cUCTEMbI NPU 3TOM .3a60/1eBaHNN MOFYT 6bIMb 00YC/I0B/IEHbI HEAOCTATOM-
HbIM CMHTE30M (hochaToB. OrpaHMYEeHHOE MOCTYIJ/IEHME BbICLLUMX XUPHbIX
KNCAOoT (B YaCTHOCTW, JIMHOMEBOIA) MPUBOAUT K'HapYLLEHMUIO CTPYKTYPbI
K/IETOYHbIX MemOpaH, YTO BbIPKAaeTCd B M3MEHEHUN (OPMK 3pUTPO-
LIMTOB.

KnnHuka. KavHuyeckn a-6eTa—nmnonpoTevHeMns MposiB-
NseTca Kak CMHOPOM, CXOOHbIA € Le/vakveid. HaunHaeTcs B paHHeM
[eTCKOM BO3pacTe C MOosIB/IEHVS pPBOTbIl, CBETJ/ION0 CTysia ¢ 60/bLuM
cogepxaHnem >xupa. et oTCTalT B (IM3MYECKOM pasBUTWUK, MocTe-
MEHHO BO3HMKAKOT HEBPO/IONMYECKME PACcCTPOACTBA: TUMOTOHMA MbILLLL,
HUCTarM, MO3XeuKoBas aTakcusl. Pa3BumBaeTcA AereHepauusi ceTuyatoil
060/104KN [f1a3, Mo3gHee — MUIMEHTHLILA peTuHUT. [pu rcceaoBaHUN
nepupepmnyecKoin KpoBU 06HapysiLLBaeTCs aHeMMUsl, M3MEHEHVE (hopMbl
9PUTPOLMTOB — aKaHTOLMTO3 (LLMMOBUAHbIE 06pa3oBaHUA Ha MoBepx-
HOCTU KJ1ETOK). XapaKTepHbIM OMOXMMUYECKUM MPU3HAKOM SB/SeTCH
HU3KO0e cofepkaHne NMNMaoB B KpoBW. Mocsie nprema Lwmpa KosimyecTBo
XWUIOMUKPOHOB B KPOBMW He yBennuuvsaeTcs. MNpu anekTpodopese smro-
NpoTeNHOB 30Ha BeTa-(pakLmm He BbIABASETCS. B oT/mume oT Lenvakumn
npUMeHeHVe AVETbL, Hel, co,qep>|<au.|,e|‘7| rMioTeHa, adexkTa He OgeT.

AvipdepeHumnmanbHbl i AnarHO3* HeobXoAMMO Mpo-
BECTU C Le/MaKVel, MyKOBUCLMAO030M, 3KCCYAATUBHOLA 3SHTeponaTuelA.

NNeyeHwne 3aboneBaHUsA He pa3paboTaHO. BO3MOXEH HEKOTo-
pbli/i TepaneBTUYECKUIA 3heKT MNP MPUMEHEHUM MOSIMHEHACLILELIHLIX
YKVPHbIX KUCAOT (pacTuTesibHble Macna, JHEToN U 4p.).

ABAEDAPNA — nosHoe BPOXXOEHHOE OTCYTCTBME BEK U [J1a3HOA
wenn. Tun HacneaoBaHUS — ayTOCOMHO-PELIECCUBHBINA. Peakas aHoMa-
NS pasBUTUSA BCTpeYaeTcs MNpyv  KpunTopTasibMe. YacTo HocuT ABy-
CTOPOHHWIA XapaKTep U codeTaeTcs C TakMM YpoACTBaMN, Kak pacluen-
NleHVie BepXHero Heba, «BOMYbSA MacTb» M Ap. MeTodbl KOppeKumn He
paspaboTaHbl.

AFAMMATTIOBYNTMHEMWNA  (BpyToHa 6o0n1e3Hb) — 3abosieBa-
HVe, XapaKTepusylolleecs peuyavBMPYIOLLIMMA  UH(PEKLMOHHBIMU MpOo-
LeccaMmm (cercuc, MHEBMOHWS, OTUTbI) BC/IEACTBME FEHETUYECKM 06YycC-
J10BJIEHHOr 0 AehnLTa UMMYHOI /106y IMHOB. Moapo6Ho onmncaHo B 1952r.
Bruton, BcTpeyaeTcs WCK/IHOUUTENIBbHO Y MasibuMKoB, 4YTO CBUAETESIb-
CTBYET 0 Hac/iefjoBaHUW, CLEMIEHHOM € Mos1oM. OCHOBHYIO posib B Mato—
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reHese 3abo/1eBaHVA WUrpaeT HeOocTaTouHOE pa3sBUTUE  3ANIEMEHTOB
PETVIKY/10-3BA0TE TN/ IbHOA CUCTEMbI, OTBETCTBEHHbLIX 32 CUHTE3 UMMY
106y IMHOB. Peub MOET 0 Ka4eCTBEHHOIA HEMosIHOLEHHOCTU (Wn Hespe-
J10CTY) M1a3MaTUYECKUX KIETOK U JIMMPOUAHBLIX 3/1EMEHTOB, BO3MOXHO
CBSA3aHHOA C M3MEHEHUAMU CTPYKTYpbl JHK B KNETOuHbIX S} <* o
KnunHuka 3a6oneBaHWA B paHHeM AETCKOM BO3paeTe
XapakTepusyeTca peupuavsBupyolLMm 6araegmnanbiMl MHGeKUMsSMn
rfaBHbIM 06pa3oM MopaXarTca Jierkve, yliu, KoxXa, HabmogaloTc
TakKe CTaM/IOKOKKOBbIE 3HTEPUTbI, MEHUHIUTHL. XapaeTepHa CKJI0H
HOCTb K pa3BUTUIO CENTUYECKUX COCTOSHUIA. Y [eTeil CTapLLIeFO BO3-
pacTa pasBMBAOTCA XPOHUYECKUIA CUHYWT,
TOHKas NHEBMOHUS. OTCYyTCTBME MMMYHOI/I0GY/IMHOB B KPOBW He UC
KAIOYaeT HO Aake co34aeT MpeanocbUiKv A8 pasBUTUSA ayTOUMMYyH—
"poyeccoB B cBA3M ¢ 3TUM Npy arammarsi00y/IMHEMUN BO3MOXHO
BO3HUKHOBEHVE AEepPMaTOMMO3NTE, XPOHWYECKOro MNosvapTpuTa, r/io e

pynoHedputTa® A Mxesioe TeueHe KOKKOBbIX VHGEKUMEA peakuus

opraHvMama pe6eHKa Mo OTHOLLEHMIO K BUPYCHLIM MHEKUMSM, a TakkKe
W TyGepKysiesy He OT/INYaeTCsl 0COB0LA TSHKECTbIO. VICK/oYeHre cocTaB-
NIAOT LUBAEMUECKNIA TenaTuT, KOTOpbIi/ MPoTEeKaeT Mpu araMmarsioby-
JIHEMUM 0COBEHHO TSHKes10. 3TO [AAET OCHOBaHME MpeanosiaraTb YacTuy

BaHKsl Yy B3pOC/IbIX, MPEMMYLLECTBEHHO Y XEHMLH. Mpy 3TolA (hopme
3a60s1eBaHMS MOFYT MMETb MECTO FeraTocr/IeHOMErasivs, remMosTde—-

cK'nNnT“ a mnmg-

Tvna METULWUTMHA WM aHTUBNOTUKM LLUMPOKOIr0 CMeKTpa), remoTpa
thysmiA, nepesvBaHUEA MUiasmbl. CAeraHbl MepBble MOMbITKM Mepecagkm
BWIOYKOBOLA Xesie3bl 3MOPUOHA. - - .
MpohpmnakTumka. PeLieccBHBIA',  CUEMVIEHHBLIA € MOSI0M
XapakTep HacriefioBaHUsi 6051€3HM He JaeT 0OCHOBaHWM /19 peKoMeHAaumm

BOBOAr TMMATIIOBYOTHEMWA ANVMMPOUNTAPHASA wmAYTO-
FTOMHO-PELECCVBHASA (LLUBetAugpckniA TVN MMMyHoNapesa)  Ha-
OKACTBEHHOE 3ab0/1eBaHMe, XapaKTepuayloLleecs Nos1"M BbIMaaeHeM
yre--MANIBHBIX N KJIETOMHBIX  MEXaHW3MOB  prieLmnyeckon 3auThbl
I'IpOTI/IB VHeKUMA. MepBble HabMoaeHNA 6bUM onvcaHbl B ™RXBUEUN
B 50X rogax Tekywero cronetus Glanzman u cotp., Hitzi it
XaT TepThbl annasvs BWIOUKOBOMA >kesiedbl, OTCYTCTBME JIMMAOLITOB
MU M1a3mMaTvyeckKnx KIEeTOK B TKaHsX, 3HAUMTENTbHBITA [ehumT  Beex

KJiaccoB I/IHMyHOF]'IOﬁyI'II/II/IOBOHBJ'IFlETCFI H n TsXKe,,

JIA MHEBMOHVIEIA, MOPaXKEHNEM KOXW, MOYEBLIBOAALLMX MyTelA, YNOpPHbIM
T e " n PdBEalMmMbuoTnkammn, npenapatamy ramma—rsiodysimHa
6e3ycneluHo. lMpeanpyHMMAaOTCA MOMbITKA TpaHCM/1laHTaLUMmM BUSIOYKO—-
BOLA K"a,,He HebnarOlpusTeH — AeTW MorméaloT B FpyaHOM
MWMAOMNKOIEHO3 — HacneacTBeHHoe — 3abosieBaHWE,  BbI3BaHHOE

OTCYTCTBMEM ()epMEHTA, OTBETCTBEHHOIO 3a CUHTE3 I/IMKOreHa, a MMEHHO
YpUOaH-ALGOCHAT I /H0K030—T/IMKOreHTpaHcgepasbl WM - F/IMKoreHca—



TeTasMm. 310 3abonesBaHve onmcaHo B 1963 r. Lewis n 3atem B 1964 r.
Srieneer—Peet y HECKO/TbKMX OETELA 060€ro Nosia B QOHOM XK TOK XKe CEMbE,
V mvx n3 KoTopbix Habnoganacb yYMCTBEHHas OTCTa/10CTb. B neyeHn
MOSIHOCTLI0 OTCYTCTBYET FJ/IMKOreH, OTMeYaeTcs Mo/HbIA JeuumT v-
KOreHCUHTeTasbl MNP HOPMaslbHOMA  aKTMBHOCTW  ApYyrnX (hepMeHTOB,
Yy4acTBYHOLLMX B 06MEHE r/INKOreHa.

KnnHunka. [pu arnvkoreHose y OETeiA HabnogaeTcs peskas
rUNorIKEMUs], coiepXXaHve r/ioKo3bl nagaet o 7—12 mr%. [Mwo-
rJIMKEMUYECKNE CyA0porn Yy 60/bHbIX ObIBatlOT 00bIMHO HO YTpam v ux
moxHo MPeaoTBpalaTb TOSbKO YaCTbIM KOPMJIEHVMEM [ETEIA HOYbIO.

Mpy NoJo3pEHNN Ha arsIMKOreHo3 (YacTble N TshKesible rUMor/InKe-
MUM)  HeobxoauMa 6UoncUs MeveHn A1 UCC/e0BaHUA Ha F/IMKOreH X
(hepMeHTBI, y4YacTBYHOLLIME B €ro CUHTese. ,D,M(pqaepeHumanblmm [AvarHos
npoBOANTCA C  FUMOMIMKEMUSAMMN.

JleyeHwue cMNTOMATIYECKOE. J\

1 I‘IporHos HEGNAroNpUSITHLIEA,

AOPEHO- FEHVITA}'IbeIVI CVHAOPOM ~(HacreacTBeHHbIA  oy/C-
KOPTULM3M, BPOXAEHHas runeprsiasva Kopbl HaArnoyYe4yHUKoB) — 3a6o-
NeBaHvie, CBA3aHHOE C Hac/ieACTBEHHbIMU HapyLleHUsMU BuocMHTEe3a
KOPTUKOCTEPOMAO0B B KOpe HaArnoyeyHMKoB. ONKMCcaHO B KOHLLE MPOLL/I10ro
cTtonetns. Yactora 3aboneBaHus KofebreTca B npegenax 1 . 5000
1«1l OO0 HOBOPOXAEHHbIX, YacTOTa reTepo3UroTHOr0 HOCUTE bCTBA
B 'monynsaumn  npumepHo 1 :50. Twun HacnenoBaHUS — ayTOCOMHO—
beusconsnm i . PA3BUTUE 3360/1€BaHMS CBS3AHO « SLUMMATUYECKUMI 6/10-
KaMn Ha pas/InyHbIX aTanax 6mocnHTe3a CmM-KopTUKocTepouaos (ruapo-
KOPTW30Ha, KOPTUKOCTEPOHa, asibAoCTepoHa). PasnmyaloT criegytoume
BUOXMMUMYECKNE BapuaHTbl aapeHO-IreHUTa/IbHOro CUHAPOMA:

a) HapylleHusl, BO3HMKaLIMe Ha paHHMX 3Tanax npeoopasoBa—

6) He[oCTaTOYHOCTb 3 -6eTa—0n-CTepoHA-AernaporeHasbl U 13oMe-
n HEAOCTaTOMHOCTbL 21-rmuapokcusia3  MNosiHas WM YacTu4Has;
r! HenoCTaTOYHOCTL 11 -6eTa—rUapoKCIas.
Ocob0oe MeCcTO 3aHMMAIOT W30/1MpOBaHHbIE HapyLLeHWUs MpoLLEeccoB
suocuntesa ANIbJOCTEPOHA HA YPOBHE 18-0KCUAa3, BedyllMe K pa3BUTUIO
CeMelAHOro rmnoasibaocTepoHn3ma (cM.) B cTaamm msyyeHus HaxoguTes
M30/IMPOBaHHBIA 6/10K B rpoLieccax 6MocMHTEe3a rApoKopPTU30HA.

KnunHwuka. O6LWEA YePTOIA BCEX KITMHNYECKNX PasHOBUAHOCTEA
apeHO-reHNTa/TIbHOI0 CMHAPOMa SBJISETCA MOBbILLEHHaA MPoAyKUms
aHAPOreHHbIX FOPMOHOB, KOTOpas HauMHAeTCs eLle BO BHYTPUYTPOGHOM
nepvioae 1 BeOEeT K BUpUAM3aumn. Fpu 3ToM y AeBOYEK CTPOEHVE HapyXX-
HbIX MOJI0BbIX OPraHoB MpUoBpeTaeT CXOACTBO C MY>CKUM, TUMOM (rurep-
Tpoq)vm K/INTOPa, YBESIMYEHHbIE MO/10Bble MYObl}, a Y Ma/lbuMKOB Ha

3-M rogy pa3BUBalOTCA MPU3HAKM MPEXAEBPEMEHHOIO M0J10BON

AAHabosIM4yecKoe B/USIHWE aHAPOreHoB CroCOGCTBYET YCKOPEHHOMY
(hmanyeckomMy pa3BUTUIO LeTeiA (60/IbLLOIA POCT, MOLLHAA MYCKYaTypa),
0/1HaKO B CBA3M C YCKOPEHMEM MPOLLECCOB OKOCTEHeHMs rocsie 10—13 feT
LETV HauMHalT OTCTaBaTb B pocTe. JTa MpocTas, WM BUPU/IbHas,
thopma cBA3aHa C HernosiHbIM 6s10kom Cal-rmapoken.sia3. Mpy nosHoOM
6/10Ke pa3BMBaeTCs Apyras ¢opmMa — aapeHO-reHUTaslbHbIM CUHAPOM
C roTepeiA conun (AMCKOPTULM3M, aapeHasioBas MHTOKCUKaLWS, CUHAPOM
[Aebpe — dnoéurepa). KnnMHnMYeckre nposiBfieHMs1 3ToA (hopMbl 06Hapy-
XXMBAOT OFPOMHOE CXOACTBO C MWU/IOPOCTEHO30M: pPBOTa  «(OHTaHOM™
Ha 2—3HA Hedgne XW3HW, Aeruaparaums, cepaeqyHo-cocyaucTasi Heao—



Cpo4HOoCTb. B KpoBu rnbepkaniiekus, MeTabonaraeekmn alWioiA
0TMEYaloTCA 3HaYNTE IbHbIE MOTEPU HATPUS C MOYOLA. 3TN BUOXMMUYECKIME
MpU3HaK1 A03BONAIT OT/INUATL AaHHYO N opMY afpeHO-reHUTasIbHOro
CUHApOMa OT MUCTUHHOIO MWJI0POCTEHO03a, MPWU KOTOPOM, KaK MpaBwusio,
VMEIOT MeCTO rUnoKaimemusi, MeTabosIMHecKniA asnikasios, NoYTU MosiHoe
OTCYTCTBME HATpUsS B MOUYE.

Mpn HepocTaTOMHOCTY 3 -6eTa-0N-CTepona-aernaporeHasbl y Masb-
UMKOB MOINYT HabioaaTbCcs MNPosBIEHUS (hemMuHM3aumm  (rmnonsasns
rMosIoBOro 4sieHa, ruyocnagus™ KpunTopxuam). MsonupoBaEBuK 610K
B cuctemMe 11-6eTa—rMapoKcwia3 MposiBseTcs 0CO60LA (OpPMOLA aapeHo—
reHUTa/IbHOro CUHAPOMAa C FUMEepPTOHVEIA.

[Ana Bcex (opM aapeHoO-reHUTaIbHOro CUHAPOMa XapaKTepHa pes-
Kas rvneprniasvs Kopbl HaAroyYe4yHMKOB, 00YC/I0BSIEHHAsA MOCTOSHHOLA
AKTI ctumyrsiLuyei ™ He BeOylleiA, OAHAK0, K BOCCTaHOB/IEHMIO CUHTE3a
KOPTUKOCTEPOUI0B.

AvarHos. BaxkHoe 3HadyeHVe A1 ANarHOCTUKUA UMEKT uccrie-
[0BaHWSA MosI0BOro XpomMaTuHa, OGMOXMMUYECKME UCCe0BaHMA KPOBB
M MOYM, a Takke KOSIMYEeCTBEHHOe OrpeaesieHe CYTOYHOIA 3KCKpeLmm
17-keToCcTepouaoB, nperHaHavona, CU-CTeponaoB KpoBU M MOHW.

Jl ey eH e 3aKNOHaETCA B MNPUMEHEHUN TMAPOKOPTU30HA N €ro
aHas1I0roB, KOTOpble Ha3Ha4aloTCA Ha JyMTe/bHbIA nepuod. Mpu conb-
TepstoLLeiA (hopMe NoKasaHbl BHYTPMBEHHbIE BNIVIBaHUS XJ10pUaa HaTpuS,
BBeAEHVe COMM A0 5 I B CYTKW, [Ae30KCUKOPTUKOCTEPOH, asibaocTe—

OH.

P AKATANA3NA — 3aboneBaHue, 00YC/I0BJIEHHOE  OTCYTCTBMEM
KaTasiasbl B TKaHAX 1 KPOBU S XapaKTepU3yHoLLeecs YMOopHOLMA nmopeen.
OnucaHo B 1947 r. B dAnoHun Takahara. 3abonesBaHve Hab6o-
paetcs n [B EBpone. Tun Hac/efoBaHWS — ayTOCOMHO-PELECCUBHBIH.
KaTapasa obecneuvBaeT paspyLueHMe MNepekucn Boaopode, 06pasyro-
LUEPACA B MPOLIECCE MEXYTOUHOI0 00MEHa B TKAHSAX unw MO, BIVSIHEM
MMKPOGHOIA (h/10pbl Ha CIMBUCTbLIX 060/104Kax. B apuTpoumnTax depmeHT
3aWMLaeT UX OT MOBPeXJAtoLWero BANAHUA nepekucn. OgHaKo oTCyT-
CTBVE KaTaslasbl He OTpaXaeTCsa Ha pasBUTUW OpraHusma, criefoBa-
TeNbHO, CYLLECTBEHHOIA posin B MNpoLLeccax 3HepreTuyeckoro obmeHa
(hbepmeHT He nrpaeT.

' KAuHuMyecKue npu3Haku 60/1e3HM BbIPaXKAKOTCA B MosiBse-
HUW peumamMBMpyOLMX A3B Ha AecHaX, NPenMyLLEeCTBEHHO Y JINL, FOHO-
LIecKoro Bo3pacTa. B TskenbiX crlydasx pa3BuBaeTCA raHrpeHa asib-
BeOsl, aTpous anbBeosIspHbIX MEeperopofok, Mpyv 3TOM MPOUCXOAUT
BbINaaeHvie 3y60B. Y [eTeiA onncaHbl SI3BeHHble TOH3WIUTLI, Kaknx-
MB0 M3MEHEHNIA CO CTOPOHbI BHYTPEHHUX OPraHOB He OTMEYeHO.

AwvarHo3. [N AvarHocTuKn 3abosieBaHMs 60MbLUOe 3HAYeHWe
MMeeT Npoba KpPoBW C MepeKkucbio Boaopoda. Y 300pOBMIK JIQOEHA B pe-
3y/ibTaTe KOHTaKTa KPoBM C MEPEKMCbI0 BOAOPOAA HacTyrnaeT 06usibHoe
LieHooGpa3oBaHMe 3a CYeT BblfesieHus Kucsopoga. [lpu akaTasaasH
rneHa He ob6pa3yeTcsi, HO pa3BMBAETCA TEMHO-KOPUYHEBas OKpacka,
a no3gHee BbIMAOAET XESTTOBaTbLIMA 0C3A0K; B Ha[0CaZI0uHOLA YXUAKOCTY
06HapyXXMBarTCA MNPoAyKTbl pacrnaga rema.

eyeHMe. OPPEeKTUBHOrO sieveHUss 60/1e3HM HeT. TakK Kak

VCTOYHUKOM 06pa3oBaHUs Nepekmncy Boaopoaa Ha Crm3nCTbIX: 0060/104Kax
B OCHOBHOM $IB/1Si€TCA MUKPOBHasA diopa, Liesiecoobpa3Ho MecTaoB npu-
MeHeHVe aHTUOMOTUKOB. B nocTnybepTaTHOM Mnepuode KIMHUYECKune
nposiB/IEHNA 60/1E3HM 3HAUUTEsIbHO 0C/1abeBatoT.

AKPOKEPATOM/A HACNEACTBEHHASA. 3aboneBaHue onmcaHo
Tomassoli.
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KnnHunyeckne CMMNTOMBbI MOABMATCA NPU POKAEHUN.
PoroBble YelllyiK/ TEMHOI0 LBETa, JI0Ka/IM3YHTCA Ha OTKPbITbIX yYacT-
Kax KOXHOro'nokposa. Koxa 06bI4HO M/I0THOMA KOHCUCTEHLMN, HEpoB-
Has. V13106/1eHHOIA NMoKa/3aLmein SBASKOTCA KOKHbIE MOKPOBbI pasrm-
6aTesIbHOEA MOBEPXHOCTM KOHEUHOCTEEA U KPYMHbIX CYCTaBoB.

AndhdbepeHumanbHblA AvarHos3 credyeT NposoAUTL
C BPOXAEHHbIMUN I/IXTI/IO3OM 3pv|Tpo,u,epM|Ae|/| Bpoka n ap.

leyeHwUne

AKPOI‘II/IFMEHTALI,I/IH CI/IMMETPI/ILIHAFI CuiHapom onucaH
B 1957 r. Oberst, Lehn, Hauss. MMrmeHTHblE _BpoXKaeHHble ancTpotmn
M3BECTHbI MO/ Ha3BaHWEM CETHATOMA MUIVEHTHOMA AucTpodun. [MNpeactas-
N8eT coboiA BpOXKAEHHOE CeMelAHoe HapylleHve NUrMeHTaumn, npu Ko-
TOpPOM Hab/0dAI0TCA TOYeUHble, CETYATbIE W JIMHEVHBE NMUTMEHTaLMN
Ha KOXe TYJI0BULLA, BEPXHUX U HWDKHUX KOHeYHocTelA. CeTyatas nwr-
MEHTALMSA KOXM B COMETAHUN C MUIMEHTHBIMU MATHaMW S130HeIA 1 cTor,
Heopa3sBUTMEM U pacLUMpEeHWEM COCyAoB CeT4daTKu onucaHa Dohie
B 1934 r

,D,M(pcpepeHumaanblm ANarHO03 CeTuaToM NUrMeHT-
HolA aucTpodun criefyeT NpPoBoAUTL C MPUOBPETEHHBLIMU TOKCUYECKMMN
MeslaHoAepPMUNSAMU.

JleyeHMne He NpPoBOANTCA.

AKPOMATUA A3BEHHAHA CEMEWHAS (TeseHapaa CuHAPOM).
3aboneBaHue onucaHo Thevenard B 1942 r. HacneayeTcs no ayToCOMHO—
OOMWHaHTHOMY TWMy C  Pas/IMYHOIA  9KCMPECCMBHOCTLIO  MYTaHTHOMO
reHa. OnucaHbl cemeliHblef criydan. Mopgosiormyeckn — nepBruyHas
JereHepaums nepeaHMX KOPELLKOB CAMHHOIO MO3ra M AereHepaTvBHbIE
M3MEHEeHVS KPOBEHOCHbIX COCYJ0B B MOPaXKEHHbIX 06/1acTAX.

Knune nka. 3abonesBaHVe HauMHaeTca B paHHEM [ETCTBe.
XapakTepusyeTca CUMMETPUYHBIM U3bA3B/IEHWEM, aKpoSIMBOM, COCY-
O/CTbIMA PacCTPOIACTBaMU KOHLEBLIX haslaHI K/CTEIA U cTon. B obnactu
3TUX YYaCTKOB CHWKEHA MOBEPXHOCTHasA M TemrepaTypHas 4yBCTBU-
TesIbHOCTb. HOr4a 0TMEYaloT MOBbILLEHME CYXOXKWUJTbHBIX pesiekcoB v
HeI'IOCTOFIHHbIe NaTosiornyeckme pediieKchbl.

AvddepeHumnanbHbl i AunarHo3 cregyeT NpoBoaUTb
C aKpoocTeosIN30M,  CUPUHIOMUESIMEIA,  SHOAPTEPUUTOM,  60ME3HBIO
PeiiHo

NleyeHMe — ncceYeHNe CUMMATUYECKOTO FaHr/ivs,  CUMIMTO-

MaTI/I‘-IeCKaFI Tepanus

AKPOLIE®ANTOCUHOAKTUANSA (AnepTa CcMHOPOM, aKpo-
KpaHuoauchasiaHrms, akpoctheHoCUHAaKTUANA). CuHapom onmcaH Apert
B 1906 r. 3aboneBaHve NpeAcTaB/ISET BPOXAEHHBLILA MOPOK pasBUTUSA
yepera B COYEeTaHUW C aHOMa/IMAMUW PasBUTUSA KUCTU WU Npearnsieybs.
Uepen uvmeeT GallieHHY0 (GopMy 3a CHET MpexaeBpeMeHHOro 3aKkpbITus
BEHEYHOI0 N CTPesIoBUAHONO LLBOB. BO3MOXHO Takke paHHee 3aKpbiTuie
M OpYrux LIBOB, YTO MPMBOAUT K XapaKTepHbIM M3MEHEHUSM SINLEBOIO
ckenieTa: JlyHoobpasHoe Lo, MPUIVTIKOCHYTBIFA Hoc, nydersiasve (rsio-
CKWe rfiasHble BMaayHbl), BbICOKOE HeG0, MHOrAa CoYeTaloLleecs C ero
pacLiensieHem, aTpopus 3puTeNlbHbIX HepBOB. AHOMa/IMSA pa3BUTUA
PYK MpOSBASETCA CUHOAKTWIVEN, MONMOAKTWIVEIA, pPaamoy/IbHapHbIM
CMHOCTO30M C TYFOMOABWKHOCTBIO B JIOKTEBOM cycTase. Habniopatorces
W apyrvie ropoku pasBuUTUA: aTpesns 3afHero npoxona, AeeKTbl nos-
BOHKOB. BOJibHbIE OTCTAOT B YMCTBEHHOM W  (DM3NYECKOM pa3BU-
TMM',EI,M(pd)epeHumaanbl M QAnarHos cfiegyer MpoBo-
OUTb C ApYrMU AMCMOPAOSIONMHECKUMA CUHAPOMAaMN.



NeuveHne xupypruyeckoe. ATpe3nss aHyca TpebyeT 3KCTpeH-
HOIro OMepaTMBHOIO BMeELLATe IbCTBa cpa3y nocsie poxaeHus. CBULLEBbIE
thopMbI (PEKTO-YpPeTpasIbHbLIA, PEKTO-BE3VKA/IbHBIA, PEKTO-MPOMEXHOCT—
HVIA CBULLY) MO3BOJSIAIOT OTCPOUUTL OMepaTUBHOE BMeLLATeNIbCTBO A0
6-Meca4Horo BospacTa. AHOMa/IMM PasBUTUA KUCTU U Npearnsiedbs Tpe-
6YIOT XUPYPrnyeckoin KoppekLun B BospacTe nocse 3—5 et Npu CuH-
OaKTwinm n B 5—6-retHeM Bo3pacTe Yy 60/IbHbIX C pagmoysibHapHbIM
CUMHOCTO30M. TYromnoABWXHOCTb CyCcTaBOB JiedaT KOHCepBaTWUBHO (Mac-
cax, siedebHas (pmsKynbTypa, usmnoTepanms). N3ameHeHNs CO CTOPOHbI
KOCTEA 4Yepena, Kak MNpaBusio, He TpeGyloT Koppekumu. Heobxoammo
HabnloaeHVe Y OKY/IMCTa M HEBPOMaTosiora.

AKCEHO®ENBAOA CNHOPOM —peakoe HacreacTBeHHoe 3abosie-
BaHue, onucaHHoe BrniepBble Aksenfeld B 1920 r. Tun HacnepoBaHUs —
[OMUHAHTHBIIA.

KnnHunuyeckas KapTWHa XapaKTepusyeTcs KOS1060MOU
pafy>XHOLA 060/104KN, YaCTUYHOIA aHvpugueia, MOMYTHEHUEM XpyCTasInKa
1 3KTOMMelA 3payka. bosee yem y 50% Takmx 60/1bHbIX HabO4aeTes pas-
BUTVE BPOXKAEHHOIA I/1ayKOMbI, CBA3AHHOIA C ANCIeHe30M CTPYKTYpP yria
riepeHein Kamepbl.

JleueHwne onepatuBHoe. MPOrHO3 CepPbe3HbIA.

ANTAKPVMWA — BpoxxaeHHoe OTCyTCTBME BbladgsieHuna cnes. [lo
1968 r. onucaHo 15 cny4daeB. VI3BECTHbLI Tpy TUMNa BPOXXAEHHOIA aslakpyi—
Mw. Mpy nepBoM Ture HabNOAAETCA aflakpymua BCeacTBue OTCYyT-
CTBUSA C/IE3HOM >Xenesbl. [N BTOPOro Tuma XapakTepHO OTCyTCTBUE
aKTUBHOIO C/1Ie30TeUYEHNS MPU Ha/IMYMK C/Ie3HOIA xenesbl. TpeTuiAa Tun
XapaKTepu3yeTcs M3MEHEHUSMW B HEPBHOIA cucTemMe, B/USIOWMMA Ha
(hYHKUMIO C/Ie3HOIA Kerie3bl. MaKpoCcKoMUYecKoe MccreoBaHue Crie3HbIX
>Kesie3 MarTosiorMm He BbIAB/ISET.

KnnHuka. Y 60/bHbIX OTCYTCTBYET BbldesieHVe Ciesbl, YTO
COMPOBOXAAETCA  CYOBLEKTMBHLIMWA  HEMPUATHBLIMMU OLLYLLIEHNSIMI
B 06/1acTK rna3. KoHbIOKTMBaA CyXasi, OporoBesLUasl, poroBuLa MyTHas,
O0TMEYAIOTCA ee KCepo3 M BacKyisapusaums, Ckiepa UCTOH4YeHa. MoxeT
ObITb YKOPOYEHME CBOAOB KOHBLIOHKTVBbI, 330HUIA cuMbiedapoH. Pe3ko
CHWKAEeTCH 3peHue.

NeveHune. WVHCTUANAUMA BUTAMUHHBLIX Karnesb, pbibbero Xupa,
BUTaMuHa A. OnepaTuBHas nepeca,qKa B KOHBIOHKTMBa/IbHYIO MOSI0CTh
TEeHOHOoBa MPOTOKa.

ANTMM®OLINTOS (CMH,u,pOM Hesesnoa, hpaHL3CKUIA TUN NMMYy-
Hornapesa) — Hac/eAcTBEHHO 06YC/0B/IEHHAsA HeoCTaTOUHOCTb K/1eTou-
HbIX MEXaHN3MOB CreLMpUUECKOIA 3aluMThbl MPOTUB MHpeKumn. OnucaH
Nezelof n coTp. B 1964 r. [JaHHbIX 0 YacToTe B MOMy/sUUN MOKa He
nmeeTcs® B natoreHese 3abo/1eBaHMS OCHOBHYIO POJSib UIpaeT runonsia-
31S1 BWIOYKOBOLA Xesie3bl, B KOTOPOIA MpWU FUCTOSIONMYECKOM UcC/1eno-
BaHUW OnpeaesnifseTcs OTCYTCTBUE /MMGBOUOHBLIX KETOK U Teney, [ac—
casnibA. CospeBaHve [/1a3MaTUYECKMX K/IETOK He HapyLleHo, KOH-
LleHTpauma VUMMYHOr/1I00y/IMHOB B M/ia3Me KpOBWM HOpPMasibHa, KO/u-
YeCTBO JIMMGOLIMTOB B MEPUPEPUHECKOIA KPOBU 3HAUUTESIbHO YMEHb-
LLIEHO.

KnnHnyeckn, Kak n gpyrve pasHOBUOHOCTU MMMYyHoMapesa,
nposiBNISeTCA B MepBble MECALbI XXU3HW YMOPHBbIM CENTUYECKUM MpoLLec-
COM C CENnTUKOMUEMUYECKUMWN O4arammn B JIerKMX, CpefHeM yXe U aHT-
pasibHbIX MOM0CTAX, B KULLEYHUKE, MOYKaxX WM MOYEBLIBOAALUMX MYTSX,
B KOXe.

NeueHne ManoappekTnBHO. MMoKaszaHbl aHTUOMOTUKMK LUMPO-
KOI0 CreKTpa AeACTBUA, reMoTpaHchy3un, BBeAeHVEe ramMmma-ro6yivHa,
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rnasmbl.  [epcneKTVBHbI MOMbITKX  TpaHCr/IaHTaLUun - aM6pUoHasIbHOIA
BW/I0YKOBOIA >+<er|e bl.

AJIbEVIHN3M — BpoXaeHHoe OTCyTCTBME MUIMEHTa B KOXE 1 eB
npuaaTkax, pagy>kHOMA W MUMVEHTHOIA o6os1ouKkax 1/1a3. A/Ib6UHU3M
MOXeT ObMMb YaCTUYHBLIM. YacToTa MO/HOr0 albblHM3Ma COCTaB/IfeT, Mo
[pHHBbIM pa3/IyHbIX asTopoB, oT 1:10000 go 1:200 000; 4aCTUYHOIO aslb-
61HM3Ma--1:20000— 1:25000. B ocHoBe 3a60/1eBaHNSA JIEXXUT TeCHO-
COGHOCTb  MeSlaHoUMTOB  06pa3oBbiBaTb  MeslaHWH, 4TO  06YyC/10B/IEHO
WHaKTVBaLMelA TuposvHasbl. HacrnegyeTcs abOMHM3M M0 @y TOCOMHO-
eLIeCCBHOMY TUIT
pett KnwnH myKa yl‘anbM aMbOVHU3M  MPOSIBAISIETCS Geroit kowelh n
Boslocamn.  [1a3a MMEIOT  KpacHOBaTO—PO30BbIMA LIBET BC/IACTBME T1PO-
CBEUMBAHUSA COCY0B rJla3HbIX 060/104eK Yepe3 Mnpo3payHble cpedbl rasa.
ANBOVHOCHI 06bIYHO O4eHb YyBCTBUTESbHBI K CBETY. YaCTU4HBLIEA arbon-
HU3M XapaKTepu3yeTcs MNATHUCTOCTHIO KOXHBLIX MMOKPOBOB:  Ha/Muve
6e/bIX NATEH Ha MUIMEHTUPOBaHHOIA KOXe; MHOrfa oTMevaloTes Gerbie
BOJIOChI, HO KOXa W rJiasa NMUrMeHTUpoBaHbl, 1 Ap. B OTAeNbHbIX Cr1y-
Yasax npu aibbuHM3ME MOryT 0BHAPYXXMBATBCA CHIDKEHWE WHTESUIeKTa,
rJTlyXOHemMoTa, MOPOKW PasBUTUS,

NNeyeH e He NPOBOANTCA. PeKOMeHAyeTcs HOLLeHVEe CBETO3aLLMT-
HbIX OYKOB, C/leflyeT uzberaTb MpebbiBaHMSA Ha CcosHUE. [NporHo3 6ria-

PTPATMIOPTA CUHAOPOM (HethponaTua C F/TyXOTOIA CeMeiiHas)) —
OTO-OKY/I0—PeHa/IbHbIA  CUHAPOM, HaC/IeACTBEHHBLIA CeVel/HbIA  remMop-
parnyecknia HepuT. 3abosieBaHWe, MPOSB/IAIOLLEECS  UCK/IOUUTESTbHO
Y MaJIbUMKOB, XapaKTepu3yeTcs MporpeccupyroLmMM NopadkeHeM MoYek,
pasBUTMEM TMOYEYHOLA He[OoCTaTOYHOCTW, F/1yX0Tbl, MOPadKEHVEM [/ias3.
OnwucaH B 1927 r. Alport. B 0TeuecTBEHHOLA NnTepaType 0orny6/IMKOBaHO
9 HabnoaeHUA 601e3HN, HO, MO-BUAMMOMY, OHa BCTPEYaeTcs He CToSb
neako, TakK Kak He AMarHOCTUPYETCA M3-3a 3HaYMTesIbHOro CXoAcTBa
K/IMHNYECKOMA KapTUHbI C MPOsiBAIEHUAMW  AUdhY3HOIO  F/IoMepysioHe—
thpnTa. HacnegyeTca No AOMUHAHTHOMY TUMY, CLIEM/IEHHOMY C MOJI0M.
* KAnmHunka. PaHHUM NpU3HaKoM cCMHApoMa ANbropTa AB/ISeTcs
remMaTypusi, BbIpaXkeHHas B pa3/IM4HOIA CTereHW, YacTo aslboyMUHYpUS,
pexxe nuypus , FemaTypma MOXeT ObITb OTMEYEHA YXKE a MepBble Hee M
>KM3HW, HO Yalle Hayas10 60/1e3HN npuxoamTesa Ha BospacT 7 10 T,
[NocTeneHHO nporpeccupyeT rMoyeyHas r/lIoMepysiapHas He[ocTaTou-
HOCTb 1 Pa3BUBAETCH XPOHUYECKas MHTOKCUKaLWS, CBA3aHHasA ¢ nepuo-
[AVNYECKUM MOBbILLEHVEM YPOBHSI OCTATOYHOr0 a3oTa B KPOBW U MeTabo-
JIMYeCKUM  aumao3oM. [yxoTa pas3BmBaeTCs Mo3gHee, WMHOrga Jivilib
V B3pOC/IbIX. Y HEKOTOPbIX 60/bHbIX BbISB/AETCH MOPaXXEHUBAI/1a3 —
KaTapakTa, cthepotakms ¢ BTOPUHHOIA MUOMVEIA, MUIMEHTHas PETUHWUT,
BO3MOXXHbI OTCTaBaHVe B MCUXO(PU3NYECKOM pasBUTUK, MOBbILLEHHAA
UYBCTBUTE/IbHOCTb K MH(EKLMM MOYEBbLIBOAALLMX MyTElA

NeyeHwne — cumnToMaTnyeckoe. [1porHO3 ™ HeGAroNPUSTHBILA,

A/IbCTPOMA CVHAOPOM — codeTaHVe MUIMEHTHOIO _PeTUHUTA,
ryX0Tbl, OXXMPEHUS N caxapHoro Agmwaberta, OnmcaH B 1959Jr. Alstrom
1 coaBT. YacToTa B Monysisaumm He ycTaHoBsieHa. Ty Hac/ie4oBaHVA
ayTOCOMHO-PELIECCVBHBIM. BO MHOIFOM CX04eH ¢ cHApoMoM JloypeHca
MyHa—bapae—bunansa, oTnyasch 0T HEro OTcy TCTBUEM MOSNAAKT NN,
FMMoroHazMamMa 1 331ePKKM HEPBHO-MCUXMHECKOT0 PasBUTMA.

JleyeHUe CYMIITOMATUYECKOE.

ANbO®A-1-AHTUTPUTNCVHA ~ HACNEACTBEHHbLIA OE®U-
UNT — onucaH y 60/1bHbIX C XPOHUYECKUM MOpaXKEHWEM JIerkKux, rpe-
WUMYLLIECTBEHHO Y vy, cTapiue 30 neT. V3BecTeH gemuyT anbda—, -aHW-
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TpUNCUHA U Y OETelA, He NPOSBAOWMIACA KMHWYeckn. Tun Hacneao-
BaHUA — ayTOCOMHO-[OMMHaHTHbILA  Pa3BuTue 3abosieBaHUS  CBA3bI-
BaeTCs C AeCTPYKUWEI C/MBUCTOIA 060/104KN  BPOHXMasIbHOIO AepeBa
TPUNCUHOM, BblOENSEMbIM SleAKOLMTaMA U He NOABEPratoLLMC  NHaK—
TVB&LWMN asibia—1-aHTUTPUMNCHOM.

KnnHunueckune nposBfieHNS B OCHOBHOM OMpeaenstoTcs
pasBUTUEM aMM3eMbl, OPOHXMTA, OPOHXO3KTA3UIA, a Takke TsxKec-
Thi0 ObXaTesSIbHOMA HeA0CTaTOUYHOCTI. N\

N1 ey e HyB. MBTOABMIreYeHNs 1 NMPONIAKTUKKN He pas3paboTaHbl.

AJTbLUFEMMEPA BOJIE3Hb — paHO HauMHatoLLascs hopma cTap-
yeckoro criaboymusi, onmcaHa Alzheimer B 1906 r. BcTpevaeTcs
npyMepHO B 4% MCUXMYECKNX 3a60/1eBaHNIA MO3AHero BospacTu. Ceveir
Hble C/lydan onvcaHbl BrepBble B 1929 r. Hanbosibluee Ymcio 3abosieBa-
HUN B 0fHOA cembe (13 1sieHoB ceMbM B 5 MOKOS1IeHMSIX) onmncaHo B 1961 r.
Lauter. Cpeav >keHLUMH 3aboneBaHWe BCTpeyaeTcs B 3—4 pasa vallle,
YeM Y MYXXUMH. BbickasaHbl MpearnosiokeHNs 0 AOMWHAHTHOM Tune
HacnefoBaHWs, BO3MOXHO MOSIMFEHHOE HacnedoBaHWe. HecomHeHHa
reHeTM4Yeckas CBSi3b C CEHWIbHOLA AeMeHLYelA. PuUcK 3abosieBaeMocTu
3.8A'2,1% (Sjogren).Cpean ceMelHbIX CrlydaeB OCOGEHHO BbICOK MpO-
LEHT 3a60/1eBaHUA C paHHEIA MaHU(eCTaUMEI; paHHME ceMeliHbE (opMbl
OT/INYAOTCH  3HAYUTE/TLHOIA aTUMNYHOCTBIO K/IMHWUYECKOMA KapTUVHbL.

MaToreHe3 6osie3Hn ArnbLireiivepa He M3BeCcTeH. Mopthosiornyeckm
B 6O/bLUMHCTBE C/lydaeB O06Hapy>XMBaeTCcs [OeCTPyKUMS BCEA KOpbl
60/1bLLOI0 MO3ra C MPENMYLLIECTBEHHBIM MOPaXXKeHNEM TEMEHHOIA U BUCOY-
HolA obriacTeid. OTMevaeTcs pe3koe YMeHbLUeHWe Beca Mo3ra, pacnaf,
MnapeHx1MbI, paspacTaHue vy, obpasoBaHue 6/sweK (Halle B SI06HOLA
[one), Tak HasbiBaeMoe aslbLIreiAMEPOBCKOE MepepoXXaeHne Hetapoduro-
pvnn. CpegHWiA Bo3pacT Hadasia 60/1e3HM 55 feT, Npofo/HkKMTeNIbHOCTb
60M1e3HN 7—8 JieT.

KnnHwnka. OnucaHbl ABa BapuaHTa TeyeHws. [pu nepsom
BapvaHTe [«KraccuyeckoM»] OTHOCUTESTbHO ObICTPO pa3BuBaeTcs cr1abo-
yMVE, 04aroBble CYMITOMbI MPUCOEAUHAOTCA Mo3ke. [Mpu BTOpoM —
0TMeYaeTCs Mef/leHHoe TeyeHWe C MOCTereHHO HapacTalowym cnabo-
yMUEM, MHECTUYECKUMWN PacCTPOACTBAMM M O4aroBOMA CUMITOMATUKOIA.
HapylieHna namMsaTy 3aHUMAT  LEHTPa/IbHOE MECTO B K/IMHNYECKOA
KapaTwle 60M1e3HN AnbLretivepa: MporpeccupyioLiee CHVbKeHWe 3ario-
MUMaLLng, (UKCALMOHHAsA amMHe3Usl, aMHeCTU4YecKas Ae30pUMeHTUPOBKa,
paccTpoLACTBa PENpPOAYKTUBHOMA AeAaTeslbHOCTU. HapacTaloT HapylleHus
BHUMaHWS, BOCMIPUATUS, MHOMOYUC/IEHHbIE JIOKHbIE Y3HaBaHWs. MoMnmo
arpaguu, anexkcum, UMeeT MeCTO BbIpaXKeHHas akasibKyivs. HapacTaeT
yTpaTa HaBbIKOB, pPacTOPMOXEHWE BrieYeHUIA, 60/bHble  6ecLeslbHO
CyeT/Bbl, B [albHEALLEM [BWKEHWUS HOCAT aBTOMAaTM3MPOBaHHbLILA
XapakTep. MelT MecTo HapyLlleHUs peun: ceHcopHas adasus, amHe-
cTU4YecKas atasuns, nepexos, peyeBoiA acroHTaHHOCTU B peyeBoe BO36YX-
[JeHvie, HOrAa JIOrok/10HNS, B KoHUe 60/1e3HM AeMeHUMS HOCUT r1y6o-
KVIA TOTa/bHbIA XapakTep. B nosoBuHe c/lyyaeB 0TMEYaloTCs COCTOSHME
ra/UIOUMHATOPHOM CMYyTaHHOCTU, OTPbIBOYHbIE GpedoBble MUaeW, KpaTKo-
BpeMeHHbIE MPUCTYMbl NCMXOMOTOPHOI0 BO36YXXAEHUA. Y TpeTu 60/1bHbIX
6bIBalOT CyA0pPOXKHbIEe NpUNagkn. B cnyyvasx cemeliHbX (hopM CyA0p0oXK-
Hble MPMN3AKU COYETAOTCA C paHHUM Hadasiom 6o051e3Hn (B 30—35 seT).

JKcTpanupammaHble pacCcTpPoACTBa (Yallle MapKMHCOHOMOAOOHLIA
CUMHAPOM) BCTpeyatoTcs y psfa 60/1bHbIX, Yalle B KoHLe 60/1e3HN. B Ko-
HEUHOIA cTaaun 3aboneBaHUsA BbISBSIOTCS AellepebpalyoHHas purna-
HOCTb, Kaxekcus, 6yNMMUs, CUMITOMbI Opas1IbHOrO0 aBTOMaTu3Ma, 3HA0-
KPUHHbIE paccTpolAcTBa U MNp. [Mpoao/HKMTENIbHOCTL UCXOAHOIA CTaamun
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B cpegHeM 5—6 mecaueB. CMepTb HacTyrnaeT OT KaxekKcmn Nnbo nHTep-
KyppeHTHoro 3a60/1€BaHMIA. g
MppepeHUuManbHBIUA AMAaTHO3 MNPOBOAUTCA C OOME3HBIO
I‘IMKa COCYAUCTbIMM  3a60/1€BaHUSIMN U OMYXO/ISIMA FO/10BHOFO  MO3ra.
eyeHuMe. bBonbHbIX, CTpagaloLmMX 60/1e3HLI0 AnbLreiavepa,
cnegyet rocnMTa/inavpoBaTb. [Mpyv MCMXOMOTOPHOM  BO3GY>XKAEHUN K
ra/UTIIOLMHATOPHOA  CRYTaHHOCTU  MPUMEHSAIOT  aMUHasWH,  aHOAKCUH,
Menepun u T, 4. Heo6xop,v||v|a BUTaMMHOTEpanms, I'IpO(*)VU'IaKTI/IKa VHTEpP—
KYPPEHTHbIX 3a00/1eBaH

AMABPOTVIMECKAH naonoTna (uepe6pomaKynﬂpHaﬂ fereHe—
nans HacnencTeBeHHoe 3a6osieBaHME C MPeVMYLLIECTBEHHBIM MopaXKe-
HMEM HEPBHOMA CUCTEMbI, XapaKTepu3yloLeecs Mporpeccupyrolmm
CHWXXEHVEM 3pEHUSA B cCOMEeTaHWUM C Aerpajauyvieiid UHTesUvieKTa 1 pasHo-
06pasHbIMN  HEBPOSIOrMYECKUMUN  paccTpoiacTBamu.  [epBbIA  criydaun
aMaBpOTUYECKOMA MaMoTUM onmcaHbl Tay B 1881 r. n Sachs B 1887 r.
Sachs oTveTW ceMeELHbLIA XapaKTep amaBpoTMYeckotA magmotun. K Ha-
CTOsILLEeMY BpeMeHW OoMnmcaHo 0Kosio 500 Hab/ofeHUM amMaBpoTUYECKUM
manotuml- Yactota 1 : 250 O00. 3abosieBaHME HacsriedyeTcs Mo ayTo-
COMHO-peLLEeCCMBHOMY Tuny. MyTaHTHbIA FeH VMEET OYeHb BbICOKYHO
cTerneHb MeHeTpaBTHOCTU. Bonee yacTo c/lyyan amaBpOTUYECKON MAMO-
T/ O0TMEYaOTCH B €BpelACKUX ceMbsX. [py MaTosioroaHaToMUYecKoMm
uccnenoBaHUM 06HapYXXMBAKOTCA yBe/IMYEHWE MO3ra, SB/IeHUS ruapoLie-
thanun, anddysHas' aTpohus  OTAeNbHbIX 06/1acTeld  60oMbLUMX  MOSTy-
WapniA, a TakkKe WCTOHYEHWE 3pUTeSIbHbIX HEpPBOB. [MCTO/OMMYecKn
ornpeaenseTcs reHepasM3oBaHHbLIMA pacnaf, raHr/MosHbIX KETOK HepB-
HOIA CMCTEMbI, Hambosiee 3HauYUTESIbHO BbIPKEHHbIA B K/1eTKax Kopb
60/IbLUMX MOSTYLLAPUEA N MOKEUKA. V3MEHEHUs BbISBNSAIOTCA Takke
B K/IETKaxX nepeaHMX poroB CMHHONO Mo3ra. HepBHble K/ETKU B3yThbl,
3aMnosIHeHbl ME/IKO3EPHUCTbIM  BELLIECTBOM JINMOMAHOM MNpupoabl, sapa
K/IETOK TepsAT CBOHO (hopMy M cmoplumBatoTces. CybcTaHUmMs Hucens
MO/THOCTBIO paspyluaeTcs. AHa/IOMMYHbIE U3MEHEHNS OTMEYalOTCA B FaH-
ININO3HbIX K/1eTKaxX CeTYaTKM, 0COOEHHO B 06/1aCTW XXeNToro nsTHa.
BTOpMYHO CTpagaloT HEPBHbIE BOSIOKHA: MOXET 00HAapY>XXMBaTbCA 3HaYU-
TenbHas AeMUeNIMHU3aUMS U paspyLUeHne MHOrMX akcoHoB. B ocu®
BabosIeBaHUA JIOKUT FeHeTUYeCKn 06YC/1I0BSIEHHOE HapylleHWe obMeHa
r&HrMo3VA0B, COMPOBOXAaoLeecs WX MOBbILLEHHLIM  OT/IOKEHVEM
B CEpOM BeLUeCTBE MO3ra. YBe/IMYeHve raHrimo3naoB OTMEYEHO He
TONbKO MPY aMaBpOTUHECKOM navotnm Tes—Cakca, HO B MeHbLLEIA CTe-
MeHV 1 NpY OBEHWTBHOA N B3pOC/I0iA opmMax. HakonsieHve raHrv
3100B BbISB/IEHO TaKXXe B MeYeHW, Cerie3eHKe M HeKOTopbIX ApYrmx op-
raHax 60/1bHbIX amMaBpoTUYECKOIA ayoTVel Tes — CaKkca, YTo ConvkaeT
[aHHy0 (hopMy C BHYTPUK/IETOYHbIMU Nunonaosamu. Mo-suavivomy, Npu
amaBpoTU4eckoin naomotum Tes—Cakca MMEeeTCA He[oCTaTouHas aKkTvB
HOCTb ra/aKTo3UITpaHc(epasbl — ()epMeHTa, Yy4dacTBYHOLLEro B Mp
Lieccax BK/IHOYEHWS FafiakTo3bl B FaHrvMo3vapl, CreAcTBUEM Yero siB-
NAITCA HapylleHnss obMeHa raHr/vosvaos.

KnnHunka. Pa3nuyaloT NATb 0CHOBHbIX (HOPM aMaBpoTUYECKOU
VOVOTUN: BPOXKAEHHYIO, PaHHIO OETCKYO, MO34HIO AETCKYHO, OHOLLe-
CKymBFI)/(I)mAeﬂ‘Haﬂ thopma HopmaHa - Bypga (Norman, W-god, fQﬂﬁ\
KpaliHe pegkoe 3abonesaHwe. MNpu poxaeHUn y pebeHka OTMevarTcs
MuKpouedanua wiv rugpouedanns, Cyaoporu, napasimyn.  BbicTpo
HacTynaeT JETa/IbHBILA UCX0L.

aHHAA neTckas qopm» Tes—Cakca 06Hapy>XXMBaeTCs Ha SepBoM
rofly XXMU3Hu, 4aule B Bo3pacTe 4—6 MecsueB. PebeHOK HauMHaeT pesKo



OTcTaBaTh B MNCMXO(M3NYECKOM pPasBUTUN, MepecTaeT y3HaBaTb poau-
Terell, yTpaumBaeT MpPUOBpPETEHHble CTaTuUYecKMe W ApuratesibHble
(DYHKUMWN. PaHO BbISIBMSETCA CHVDKEHWE 3peHUs, B MOC/IeaytoWemM pas-
BMBaETCA CflernoTa, Aerpajaumns uHTesviekra oo namotun. OTmevaloTces
noAMMopHbIe CyA0POXKHbIE MPUMaAKW, Mapesbl N Napasinyuv LeHTpaslb-
HOro XapakTepa. XapaKTepHbIM SBJISETCA CUMMITOM OBbILEHHOLA
peakumMn Ha 3BYKOBOe pasgpaxeHwe (rurnepakysms). Hepeako Habso-
paloTcs  nceBaobysibbapHble pacCTPOACTBa:  HapyLLeHue  F/oTaHus,
ANCHOHNS, peduieKcbl 0pasIbHOI0 aBTOMAaTU3Ma, HaCWIbCTBEHHbIA Msiay.
Y paga 60MbHbIX OTMEYaloTCA HUCTarM, cTpabusm, BereTaTVBHO-3HAD-
KPUYHHbIE PaccTPOLACTBa. B 3ak/OUUTESIbHOIA CTaaun 60s1e3HN pas3Bu-
BaeTcA AeLepedbpaLMoHHas pUrnaHoCcTb. TUMWYHBIM MPU3HAKOM amaB-
poTuyeckoin namotmm Tes—Cakca ABNSETCA KapTWHa [1a3Horo AHa:
aTpodpusa COCKOB 3pUTESIbHbIX HEPBOB W BULLHEBO-KpPACHOE MSATHLILLKO
B MaKy/IipHOIA 06/1acTn. B pefkux criydasX yKasaHHble W3MeHeHus
MOFyT OTCYTCTBOBaTb. [/ MTeNnbHOCTb 6osie3Hn okosio 1% set, 60/1b-
LUMHCTBO [ETelA yMupatloT B BO3pacTe A0 2 JET.

Mo3gHAs peTckas opma FAHCKOro — BUbLIOBCKOIO0 HadMHaeTcs
06bI4HO B Bo3pacTe 3—4 sieT. JOMUHMPYOLWLMMM CUMATOMaMU SABASKOTCS:
opraHuM4yecKas AeMeHUMsi, NPOorpeccupyloLlee CHYDKEHME 3peHUs, ABUra-
TeslbHble pacCcTPolACTBa. TeueHue 3ab0/1eBaHUSI OTHOCUTESIbHO Mef/ieH-
Hoe. Ha rnasHoM OHe 06Hapy>KMBaeTCcs aTpodus COCKOB 3pUTeSIbHbIX
HEPBOB, MHOrAa BULLHEBO-KPACcHOE MATHLILWKO B MaKysIipHOLA 06/1aCcTW.
JleTarbHbIA UCX0A, HACTYMaeT Yepe3 HEeCKOJIbKO JIET 0T Hayasia 6onesHu.

OHoweckana opma LUnwiBmeitiepa — ®orta — baTTeHa oT/wm-
4yaeTCs BO3HUKHOBEHMEM MEPBbIX KIMHUYECKMX CUMITOMOB B BO3pacTe
6—10 nieT, pexxe — no3gHee. OTMEYalOTCA CHYDKEHME 3pEHUS, 3KCTpann—
paMugHble © 6GyribbapHoe paccTPOLACTBa, BEreTaTMBHO-3HAOKPUHHLIE
CUMIMTOMbL.  YacTo BO3HMKAIOT CYAOPOXKHbIE MPUCTYMbl, YTO MOXET
ABUTBCA BeAyLUMM MPU3HaKoM 60/1e3HN. Ha rfiasHoM [JHe —saTpodus
COCKOB 3pUTESIbHOr0 HepBa, MUIMEHTHbIA peTVHUT. CMepTb HacTyrnaeT
B Bo3pacTe A0 18—20 reT.

Mo3gHasa dopma Kydea (opma B3poc/bixX) pa3BMBaeTCsa ualle
B Mosi040M Bo3pacTe. OCHOBHbIMW CUMITTOMaMW SIBASIOTCHA MOBbILLEHWE
MbILLEYHOr0 TOHYyca MO MIaCTUYECKOMY TUMY, CKOBaHHOCTb, Mapasinyu
M Cy[0pOXHble MPUNagKn, M3MEeHeHWe JIMYHOCTU Mo TuMy 3HUedasiona—-
TWNYECKOro cnHApoMa. M3MeHeHWs Ha r1a3HoM [He MOryT OTCyTCTBOBaTb.
AnnTtenbHocTb 60/1€3HM 0Ko1o 10—15 neT. Broxummyeckme mccnenosa-
HUS NPU HEKOTOPbIX (hopMax amMaBpoOTUHECKUX WIMOTULA MOryT 06Hapy-
XXUTb MOBbILEHVE aKTMBHOCTU OTAE/IbHbIX (EPMEHTOB B CbIBOPOTKE
KpoBu (a/1bAoNasbl, rl0TaMUHLLABEIEBOYKCYCHOA TpaHCaMMHasbl 1 Mp.).
AnekTpoaHLedaniorpagmna 06Hapy>KMBaeT AU3PUTMUIO, MOSIBSIEHNE aTu-
MUYHBLIX BOSH. [py amaBpoTUHeCcKoA nanotum Tes — Cakca 4YacTo 06Ha-
PY>XMBaOTCA BaKyOSIMHN3UPOBaHHbIE JSIAMGOLTBI.

OdwnarHo3s. /[na npaBuUbHONoO AMarHo3a aMaBpoTUYECKOIA namo-
TV BaXKHO BbISB/IEHVE MPU3HAKOB MPOrPECCHPYIOLLENO MOpaXKeHUs
HEPBHOIA CUCTEMbI B COYETAHUWN C TUMMYHLIMA U3MEHEHNSAMWN Ha F/1a3HOM
[OHe, reHea/lornmyecknii aHamHes.  JudxbepeHupasibHbIFA AUarHo3 npoBo-
OUNTCA € Tpynrota SIEMAKOOVCTPOOMIA U BHY TPUK/IETOUHBIX JIMMONA030B.

NNeyeHune. PaunoHasibHaa Tepanus amMaBpOTUYECKOIA MaMoTun
OTCyTCTBYET. HeKoTopbIiA ahheKT MOXET ObMb MOsIyYeH OT MPUMEHEHUS
TKaHEBbIX 3KCTPaKTOB, MeEPe/IMBaHNIA KPoBU M Mia3mbl. HasHavatoT npo-
TNBOCYOPOXKHbIE CPeACTBa, 06LLeyKpenstollee sedeHvie. C npoduiak-
TUYECKOIA LE/bio crielyeT pekoMeHA0BaTb PoaUTESiaM, MMELLMM 60/1b-
HOro pebeHKa, BO3L4ePKMBATLCA OT Aa/TbHEMALLIENO AeTOPOXKAEHWS.
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AMWNOTOHNA BPOXXAOEHHAA (OnneHretAama 60s1€3Hb). OnucaHa
Oppenheim B .1900 r. BcTpeyaioTcss CLUEUVXKMYyY™
PonoTeun — 4acTO KpoBHble poACTBEHHMKW. O6a Mofa MopaxarTcs
C 0OVHAKOBOIA YacTOTOM. [posBAseTcs B Mepuos HOBOPOXAEHHOEN 1

NEPESTBINSEOTEE aFoHmBI 1 CrIaGOGRGIOMAL  GonesHm BepaHmra —

Mo<Muwau® v MHorve aBTOpbI MoslaraloT, YTO 3TO ABa WAEHTUYHbIX 3a-
BOEBaHUA. BpoxaeHHas 1MMOTOLLBA, XapaKTepuayeTcs JereHepaTviB—
HHMW W3MEHEHVSIMW B MOTOHELAPOHaX CMMHHOMO Mo3ra. V3MeHeHus c
CTOPOHbI MblLLL, SB/ISKOTCA BTOPUUHBLIMK, [laTosioruyeckass “ aToMLu.

Macca MbIWEYHbIX BOJIOKOH YMeHblleHa, mu0® pwi, “ X "Teckue

Fenwwwow W MPOAOSITOBATOM M23re IEMrEHEPUPYIOT, OMMCaHbl U3MEHEHUS
Bumosronon KOPE: CUMITOMbI MOMYT MOSIBAATLCA MPU poXKAeHUM VHoraa

coxpaHeHa npaBusio, uve MporpeccupyeT.  O/eKTpo-
MVorpaMMa B/B/ISieT Pe3Koe CHWXEHVie WIN OTCYTCTBUE 3/1eKTPOBO3—
6YAMMOCTY Mbillll, CMEPTb MOXET HacTyMnuTb B TEYEHW. MepBoro roda
XKM3HU OT PecrivpaTopHbIX MHpeKUMM. C Bo3pacToM Yy 60/IbHbIX OTME
TR TP WL BTN Y 05 posoger & B

rumn SA6OAEBANAT™Y VUi iglh creTeml, (RMMMANE N bun,

AMWNOTPO®UA HEBPAJIbHASA (lapko-Mapu - Tyca -Tod
A A 6one3Hb} Knaccmnueckoe onvcaHue 3abosieBaHuA gdaHo Charcot
v wmarie (1886) BO ®paHummn, Toots B AHI/ K. HasBaHMe wipor”cu-

T/IMTTTas peBpasibHasA MbllLiedHast aMmoTpodms» aaHo Hoftmanri
3abaneBaHTe BCTpe4yaeTCs BO BCEX CTPaHaX w wpa

HacnenyeTca Kak

3 H™M-ok X N =

“*Kr r i C E .'" aEeBmM» 06b4B0 » LU.LLL

«54d £ Se’”.3No “ «o -—4“»» - a.T«
TIITITPTIVHAOTCA  CUMMETPUYHbIE anOq)l/]M ANCTa/TIbHBIX OTAESI0B HK

HW* KOHEYHOCTElA (Manob6epLoBast MbILLLA, 3KCTEH30pbI FOsIEHEIA, MesTKUX

1 TT,T\, BaublrTCHas AetopmMauys ctorn. CyxXoxusbHble pediiekcbl
Tow T AXwinoBbl pediekcbl OTCYTCTBYIOT Ha paHHelA cTaaum 3abose
VAHNSA Hepeako NMeloTcs YyBCTBUTE IbHbIE PacCTPOLACTBA Mo TUry |
MHockoB Tlpn mccnenoBaHUM 3/1EKTPOBO3GYAMMOCTU BbISB/ISETCA Ya-
CTHaaA win nosHas peakuus MNepepoxaeHuns;

HOCTb™ g okosntia™” ak'knmnHude«{mne Bapnl Tbl 3ToneXns onvcaHbl

rto@® ™ < oM

LpaSIMYeiA nof, BAVsIHMEM Xos104a. Bo3MOXHO Hayas1o ¢ aTpog woag,
sepxnux KOHEUHOCTEIA GOMEiA, MapecTeaniA 1 XosoaoBbIX MapasinueiA,



cuHapom MeHena (1890); npw cuHapome MepuHrama (1889) AoMUHMpYOT
CUMITTOMbI NOPaXXeHWS NepeaHMX PoroB CNHHOMO MO3ra, PUoPNINISPHbIE
nogeprmeBaHns 1 atpodus. 3abonieBaHWe MeL/IEHHO MPOrpeccupyeT,
MOXET UMETb MECTO CroHTaHHas cTabumsauus npoLiecca.

AvddepeHunanbHblA AunarHo3 cnedyeT MNpoBOAUTL C ApYy-
MU Hac/eACTBEHHO-AereHepaTVBHbLIMA 3a60/1€BaHNSMN HEPBHOMbILLIEY-
HOro annapaTa, AUCTa/IbHOA (hOpMOLA MUoraTum U Ap., NOSIMHEBPUTaMM.

NleyeHMe KOMI/IEKCHOE, MPOBOAMTCA Kypcamu, BK/IOYAOLLMMUN
06LLIEYKPEMNAIOLLLYI0 Tepanuio, aHTUXO/IMHACTepasHble CpeacTBa, BuTa-
MUHOTEpanuio, LLIMPOKO MPUMEHSIOTCA (hnU3MoTepaneBTUYECKoe sieyeHve,
opToneanyeckas 00yBb.

AMUOTPO®UNA MPOIMPECCUPYHOLWASA (ApaHa — [towieHa 60-
ne3Hb). B 1849 r. Aran n Ducheime onwucasnv 3a6oseBaHme, CONPOBOX-
[atoLLeecs MPorpeccupyroLLEeiA aTpodimein MblLLL, KOHEYHOCTE 1 Ty/10BULLIA
M acumKynapHbIMA U UEPMAIAPHBIMU NodeprBaHUAMN. 3abonieBa-
HVe HacsefyeTcs Mo ayTOCOMHO-AOMWHaHTHOMY Tury. Yauie 6onetoT
MY>XUMHbI. HepeOku cemeliHbe crydaun. [1aTonoroaHaTOMUYecKn Haxo-
[OAT [ereHepaumio 1 aTpomio KIETOK NepeaHuX poros CrMHHOMO Mo3ra
(Yawe WeiAHOro 1 rpyaHoOro OTAesoB), MHOrAa nopaxkatTca ABuratesib-
Hble f4pa YepenHOMO3roBbIX HEpBOB. B K/eTKax MMeeTcs BK/IHOYeHWe
nurveHTa. B nepeHMX Kopellkax — pacnaj, MUesiviHa, KcHe3HOBEHVEe
0CeBbIX LMMHAPOB, paspacTaHue COeAMHUTESIbHOMA TKaHW. B MbliLax
HaxoAaT BTOPUYHYHO JereHepaumio, HepeaKo XMpoBble MNepepoxaeHUs.
Hauano 3a6oneBaHusi B Bo3pacTe 25—50 reT.

KnunHnka. 3aboneBaHve Ha4YMHAETCA C aTPOPUN MbILLLL KACTW,
rMocTerneHHo B MpPOLIECC BOBJ/IEKAIOTCA MPOKCUMasIbHbIE OTAE/ bl BEPXHUX
KOHEYHOCTEIA, HKHME KOHEYHOCTU U MbiLLLbI TY10BULLA. ATPONHECKUEA
npoLiecc HabnoaaeTes Takke B KOXKe W MOAKOKHOA KieTyaTke. He-
pefiKo 0TMeYatoTCs Ba3OMOTOPHbIE HapyLLIEHUSA B KUCTAX 1 cTorax. Cyxo-
YXUbHble pedUiekcbl yracaloT. XapaKTepHbl (hacLMKyspHble noaepru-
BaHWA. YyBCTBUTE/IbHBIX PacCTPOIACTB He 0TMeYeHo. DYHKLMN Ta3oBbIX
OpraHoB He HapyLLleHbl.

AvnarHo3s CraBAT Ha OCHOBaHUWN XapaKTEpPHOMA K/IMHUYECKOIA
KapTVHbI, AaHHbIX 3/1EKTPOMMOrpathinyeckoro uccriefosaHus. OuddepeH-
LanbHbIEA AMarHo3 criefyeT MpoBOAWTbL C CUPUMHIoMuesniveid, 60KoBbIM
aMMOTPOPUUECKUM CKI1EPO30M, UHPEKLIMOHHLIMU 1 UHEKLIMOHHO—aru1ep—
IMYECKUMM MOPaXKEHUSIMU HEPBHOMA CUCTEMbI (HEBPUT LLELAHOIO CrieTe-
HUA, KIEWEBOM 3HUEManInT), OnyxosisMU CMIMHHOIO Mo3sra. TeudeHue
3abonieBaHNA  Mef/ieHHO Mporpeccupytolee. CMepTb, Kak Mpasusio,
HacTynaeT OT AbIXaTe lbHbIX PacCTPOLACTB.

NeyeHune nNpPoBOAAT Kypcamu, MPUMEHSIOT MOSIHOLEHHYO, 60-
ratyto 6esikamv gveTy, BUTaMUHbI Fpynnbl B, BuTamuH E, AT®, aHa6o-
JINYECKME FOPMOHbI, aHTUXO/IMHACTepasHbIe npenapaTbl, (husnoTepanes-
TUYeCKMe MpoLeaypbl: MOHM3aUMIo C MOOYCTbIM KasleM, 030KEPUTOBbIE
annMKaumm, maccax, J1edebHyo (UsKybTypy.

AMUOTPOGUUECKNA BOKOBOW CKJIEPO3 (HacneacTBEHHO-
cemvel/iHbE (hopMbl, CMACTUHECKUNIA CriHASbHBLILA Napanndy, LWapko — Ko-
YKEBHMKOBa 00/1€3Hb). BOKOBOMA aMMOTPOPUHECKUEA CK/1EPO3 BriepBble
-onucaH Charcot B 1896 r. BcTpeuaeTca BO Bcex cTpaHax Mmpa C 4YacTo-
ToA 1,4—6 cnydaeB Ha 100 OO0 HacesnieHus. My)KUmHbI nopaxarlTcs
B 3—4 pasa valle XeHLKH. HacneanyeTca AOMUHAHTHO C HErNosIHOA rneHe—
TPaHTHOCTbIO MyTaHTHOIO reHa. B ocHoBe 3abosieBaHUSA /1EXUT AereHe-
paumst MOTOPHbIX K/IETOK CMIMHHOM0'MO3ra, MO3roBoro cTeosia UB MeHb-
LLELA CTerneHN Kopbl 60/1bLUMX MOMyLwapnia (MOTOPHbIX KieTok Beua).
BTopuuHbIe AereHepaTViBHbIE U3MEHEHMWS B GOKOBbIX 1 MepeaHuX oTaesnax
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CMWHHOI0 MO3ra XapaKTepu3yHTcs MOTEPELd MUeSIMHA, AereHepaTViBHblE
M3MeHeHVs1 Npeob/1afaloT B GOKOBbLIX CTO/16aX CMWHHOMO MO3ra, B nupa-—
MUOHOM MyTW.

KnvHunuyeckass KapTWHa 3abosieBaHUs1 MposiBAsieTCs
cnabocTblo M aTpotield Mbilll, CHayasia BEpPXHMX, MO3OHEE  Hukeex.
KOHEYHOCTElA, 00bIMHO CUMMETPUYHBLIMA, MOTEPEIA CYyXOXKU/bHbLIX ped-
J1EKCOB, (PMOPMNAAPHBIMA N (HaCUMKYISPHBIMU MOAEPrUBAHMAMN MbILLIL,
B GosblleiA CTereHV MopaxxawTesl AUCTaslbHble OTAEbl KOHEUYHOCTEIA.
OTMevaeTea An3apTpus, avctarms. OnvcaH BapuaHT 3a60/1eBaHNS € rpe-
VMYLLIECTBEHHbIM  MOPaXKEHWEM CTBOJIOBbIX OTAE/I0B MO3ra, KOTOpbliA
M3BECTEH KaK ceVel/HbIA By/ib6apHbItA Napanny daumo — JloHaa, 06bIMHO
HacrieayemMbIiA HO ayTOCOMHO—PELIECCMBHOMY Tuy. Y 60/IbHbIX MOryT
BbISIBMIATLCA FeMAN/Ierns U raparierms CracTMUYeckoro XapakTepa,
B TEPMUHA/IbHbLIX COCTOSIHMAX — TeTparyierm 1 6ynbbapHble Mnapa-
nvun! Bonn, napecTtesvy Hab/lo[aloTca B MOSIOBUHE BCEX C/Ty4aeB.
PaccTpolicTBa r/ly60KOIA YyBCTBUTE/ILHOCTM He BCTpedvaroTcs. MoryT
pasBMBaTbCA HapyLLEeHWS TasoBbIX yHKUMIA. B psge crnyyaeB 06Hapy-
YKMBAKOTCA W3MEHEHUS BbICLLUMX KOPKOBbIX (yHKLMIA:  BO36Y>kaeHMe,
MCUXOTUYECKME COCTOSIHUS, HAaCWIbCTBEHHbILA CMeX K Miad. TeyeHuve
3/10Ka4ecTBEHHOe. MoXeT Hab/iioAaTbCst HE3HAUUTESIbHOE MOBbILLIEHVE
6esika B CMMHHOMO3IOBOLA XXMAKOCTN, B KPOBU — 3HAUUTESIbHOE MOBbILLE-
HUe coaepxaHus 6eslka U aKTMBHOCTY TpaHCaMMHa3, B MOYE MOHVDKEHVE
KpeaTVHWHa W MOBbILLEHVE KpeaTuHa.

AnarHo3 He Cc/IoOKeH B TUMWMYHBIX Crly4vasix 3abosieBaHns, of-
HaK0 B HauaslbHbIX CTaAusX C/iefdyeT VCK/HUYUTL MOSIMHEBPUT, paccesiH-
HbIA CKJ/1epo3, CUPUHIOMUENNIO, CUUUC CMHHOTb Mo3ra, OornyXosb,
0CTE0apTPUTbLI, AereHepaTViBHble 3a00/1€BaHNSI HEPBHO-MbILLEYHOLA CU-
CTeMbl.

NeveHne cumniToMaTUYeckoe. [1porHo3 HeGMaronpUSTHLINA.
CMepTb HacTynaeT OT Gy/ib6apHOro mapasinya M MpuycoeaVHUBLLIEIACA
BTOPUYHOIA  MH(EKLIMN.

AHANBIrE3nNd BPOXAEHHASA (BunbmoHaa CUHAPOM) — BPOXK-
[eHHas HevyBCTBUTESIbHOCTL K 60/n. posiBNsieTCA OTCyTCTBUEM YyBCT-
BUTE/ILHOCTU POroBULbI, 3y60B; 0COBGEHHO SPKO MPOsiBASETCA Npu pas-
JIMYHBbIX KOCTHO-CYCTaBHbIX MaTos10rnsax (OTCyTCTBYET Mpy Mnepesiomax,
BbIBMXaX). [CLUXO/1I0rMYECKNEe W3MEHEHMs1 JIMYHOCTM paccMaTpuBatoTCs
KakK COoCTaBHas 4acTb CUHAPOMA.

JleyeHne He NpoBOAUTCA.

AHAJNTbBBYMNHEMWA — HacrieacTBeHHbIA  AetheKT  6rocMHTEsa
aNbOYMMNHOB, XapaKTepU3YHLLMIACA CHWKEHMEM WX KOHLEHTpaumm no
CrlefoBbIX KO/MYECTB. TWM Hac/ieoBaHUS — ayTOCOMHO—PELIECCUBHBIIA.

KNVMHUWYEeCKUMMU  MposIBMIEHVAMWN  3a60/1EBaHMSA  C/IYXKAT
YTOMSIIEMOCTb, C€/1a60CTb, MEPUOANYECKN — OTEKU. B paHHEM AeTCKoM
BO3pacTe aHa/IbOyMUHEMMIO MPUXOAUTCA ANGhEPEHLMPOBaTL C Hedpo-
TUYECKMM CMHOPOMOM, 3KCCYAATMBHOLA 3SHTEpornaTuveiA.

AvdpdhepeHummanbHbIA AMarHO3 0CHOBaH Ha UCK/IO-
YeHUN NPOTEMHYPUN, a Takxke NMoTepy 6esIKoB MNsia3Mbl ¢ KasiomM (MMMYHO-
anekTpodopes 6enKoB puUbTpa Kasa). XapakTepHbIM /19 aHa/ IboyMn—
HEMUMN SIBMSIETCA MOBbILLEHHAs KOHLEHTpaLMs XOJSIeCTepyHa B KpOBU
(oo 500 Mr% n BblLE).

MporHo3 OTHOCUTENIbHO  GaronpusiTeH, TaK KaK BbinaBLUve
PyHKUMN  a/IbOYMUHOB KOMMEHCUPYIOTCA  I/100y/IMHOBLIMM  (ipaKLMsMmN
KpOBU. »

BncanbbymMmmnHemuna — nosiBfieHVe ABYX (pakunn anbby-
MUHa MpU  3MEKTPOOPETUYHECKOM  UCCIE0BAHUN — K/IMHUYECKN He
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TIOABMSETCA W efBa JIM 3ac/y>KMBaeT Ha3BaHMs 6oMe3Hn. Hannuve
ABYX (hpakumii anbbymMmHa OKasbIBaeTCcs (PM3M0/I0rMHECKUM NPU3HAHO.

KPPBAHAJIbHAA ATPE3NA C BATUWHAJIbHBIM CBUWOM-
peAKo BCTpevatolLiasicsl aHoMasvsi, XapakTepusyeTcsi «*, ™  cBulLg;
BOM X0/, pacriofiaraeTcs B r/ly6uHe BriarasmiLa WM 3a ruveHom. CeulLe
BOE OTBEPCTVE HEZAOCTATOUHO LUMPOKoe. CBULL, He MpornyckaeT Taepaoro
Kasla BO3HMKAOT XPOHWUYECKMe 3amopbl, WHTOKCUKauUms, 60/bHas
[EBOYKa OTCTAET B (IU3NYECKOM PasBUTMU. VIHOrAa BO3HMKAIOT SBSIEHUS
UaCTVYHOA WM MOSHOA HEnpoXoAMMOCTH. 0 r_
NedeHne onepaTUBHOE Y JETeli cTaplue 2 reT (paHee | netT

Mo BAT AN IR RHYEN T 1e ATPESMS c BEEATYHANIEM

CBVILLIOM. CeuiieBoe OTBepCTVE pacriosiaraeTcs B 06/1aCTU 3aaHeiA
cnaiikv v B NaabeBUAHOA IMKe. MOXET NpoTeKaTb 6ecCMMMTOMHO Wn
VMEETCsl HeflgpkaHve Kana wwm rasa. O6liee CocTosHME 6OMbHbIX

T?0 WHWe onepaTVBHOE MPOBOAMTCA Yy [OETElA cTaplue 2 feT.

AHTMAPO3A, TUMOTPUXO3A I AAOHTUAN CUHAPOM (Kpu-
cTta - CumeHca cuHApoMm). 3abosieBaHve onucaHo ChristB 1913 r. un
Siemens B 1937 r. HacrneayeTcs rno ayTOCOMHO-AOMUHAHTaoMy U €LEN
JIEHHOMY C MOJIOM peLecCUBHOMY TuUMy. BeaylLMy WIHMXFaeCKMMA CUM
MToMamMu SIB/ISIOTCS aHruapo3, FUMOTPUX03,  aAOHTUS, TUMOOOHTUS,
HefopasBUTVE HOCOBOMO CKesleTa, aHOMasiMv MpUKyca, OTeYHOCTb Y

M'IMN.TUT«“ «n.Nb.bl A OVnarHo» «epny» Mpo.o—-
OUTb C pas/INYHbIMM BUOAMU SKTOAEPMasIbHbIX AUCrIasuin.

NleyeHMe CUMNTOMATUYECKOE.

AHITMOKEPATOMA AN®dY3HAA TYJIOBUIMA (<Daop|/| CUHA-
pom). 3abosieBaHWe onmcaHo Fabry B 1898 r. OTHOCMTCA K rpynre 31mo—
nao3oB. HacnepgyeTcs No peneccMBHOMY, CLIEM/IEHHOMY C MOJI0M TUMY.
Y i poACTBEHHMKOB MY>KCKOI0 Mosia no J/IMHUM MaTepy 0TMevaeTcs BbICo-
Kas MeHeTPaHTHOCTb MYTaHTHOro reHa. OnvcaHbl ceveiAHbE Ccrlyyau.
3abosieBaHVE MPOAB/IAETCA MOPKEHNEM KOXW, cocyauctoe CUCTEMbI
rnasKm BH{I’EGHHMX opraHoB.

nn yecKasa KapTuWHa XxapakKTepusyeTcs pasBUTUEM
COCYAUCTbIX KepaTUHU3LPOBAHHbIX Y3e/IKOB Ha KOXe ry6, LeK, rog-
KPbUIbLIOBOIA BMaAuHbl, KOHLEBbLIX (hasilaHr MNasibLeB, XMBOTa, Aroau,
rpyav WU OPYrux 4acTeiq Ty/10BULLA B BUOE MESIKUX COCYAUCTbIX NATEH
C OKPacKOM pas/IMYHOA NHTEHCUBHOCTW, BO3BbILLIAIOLLMXCA Haf, OKPYXKato-
Lei1 koketd! TUNUYHbIE aHTVOKepPaTOMbl Pa3BMBAOTCSA TakkKe Ha Mo-
LLOHKE W M0/10BOM uYsieHe. .Mpy TpaBMUPOBaHUN Y3e/IKM KpoBOTOYAT,
rUCTOIOMMYECKN OHU UOEHTUYHBI aHrMoKepaToMaM Ha nasibuax Y 6os1b
HbIX OUgXy3HOLA — aHIMoKepaTomMon TysoBuwa @abpy  MoryT Obb
MoBbILLEHVE apTepPUasIbHOro AaBsieHuns, V3mMeHeHWst cocynoB ceTyar
noTeHWMe poroBoiA 060/104KM /13, MoYeyHas HeOoCTaTOYHOCTb.
OTmevaeTcs yBesindeHvie hochaToB U JIMNNO0B B KPOBU, (hocdiaTosmmno
WUOHbEE CKOMJIEHUA B KOXE U rUMepKepaTos.

il hepeHUMaNnbHbLIM AMarHo3 nposoauTca ¢ 60
1E3HBbIO Ocnepa M aHruokepatomoia Mubennn.

J1 ey eHWN e cMMMTOMATUNYECKOE

AHFI/IOMATO3 KOPTUKO-MEHWHIEATTBHbIN NG DY 3-
Hbl/ (saH BorapTa — [e Bpu cuHapom). CuHapom onvicaH B 1955 r.
Van Bogaert 1 De Vries. OTHOCMTCS K FPYNIe HeMpo—KoXHbIX cvBPOMOB.
KoXHble M3MeHEeHWs XapaKTepusyloTCcs BpOXAEHHOIA MovKAogepmMuen
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C MeTaMepHO pacrnosIoKeHHbIMU TesieaHIr MaKTasnAaAMN. Hacne,qyeTCH
Mo peLeccMBHOMY, CLIEM/IEHHOMY C TOJSIOM TwUry.

B KNnnmHuke 3a601eBaHVs AOMUHVPYIOT CYZOPOXHbIE Mpu-
nagKy, nvpaMugHble M 3KCTpanupaMuaHble pPacCTPORACTBa, AeMeHLMS.
MOXEeT BbISBMATLCA FeMmaHorcus.

AndpdhpepeHumanbHb A AnarHos npoBoAAT C 00—
ne3Hblo LLITypre—Be6bepa, cnHapomom BepHepa, cuHapomom Brioxa —

Cynbubeprepa. |

iA S Ij& m S E b ! BPOXOEHHbLIE. Onun-
CbIBalOT BPOXAEHHble apTepyasibHble, BEHO3HblE U apTepro—BeHO3Hble
aHeBpU3MbI, 4acTO coveTatoLmecs ¢ aHOMasIMSIMN COCY0B KOXKMW, BHYT-
PEHHMX OpraHoB, Au3payeckoM CTaTyCcOM W BPOXAEHHbIMU YpPOoACT-
BaMu. ApTepriasibHble aHEBPU3MbI, KaK MpaBusi0 MHOXKECTBEHHbIE, C oua-
FOBOLA HEBPOSIOFMYECKOIA  CUMITTOMATUKOA.  PeOKMEA  04HOCTOPOHHMIA
BPOXAEHHBIIA MOPOK apTepro—-BEHO3HOIA CUCTEMbI, COHETAOLLMIACA C MOo-
poOKaMu pasBUTUSA KOHEYHOCTELA, HOCUT Ha3BaHWe cuHapoMa Krwens
TpeHoHe — Mapka — Bebepa.  AHrvomaTo3  Mo3ra MOXeT OblTb
OCHOBHbIM * miposiBfieHnemM  6one3Hn  LUTypre — Bebepa, 6051e3HM
rvinnena — JinHpay.

Knnnnueckas kKapTuHa. AHeBpM3Mbl MOMYT K/MHW-
UecKn He MposBAATbLCA. Mpu'paspbiBe aHEBPU3MbI JAOT K/IMHUKY OCT-
poro paccTpoiACTBa MO3roBOro KpoBoo6palLleHUs. BpoxaeHHbIe apTepuo-
BEHO3HbIE aHEBPM3MbI Yalle 006pasyroTcsa MeXay BHYTPEHHELA COHHOIA
apTepreii N KaBepHO3HbIM CMHYCOM. OHW MpeAcTaBistoT Co6oiA pacium
PEHKYI0 NMPUBOASALLYIO apTepuio 1 y3es My/1bCUPYIOLLIMX BeH; coaepka?
MwX apTepuasibHYl0 KpoBb. BoOsbHbIE >Xa/nyloTcA Ha Ny bCUpYHoLLME
rosfioBHble 601K, HeaomoraHwe. [pu aHeBpU3Max, MO Xo4y CcpeaHetd
MO3rOBOIA apTepmm 4acTo OTMeYaeTcs (hoKasibHas anusencus, ¢ abTep-
HUPYIOLLMM  LeHTPa/IbHbIM  FEMUMAPE30M, HOCALLMM  HPeXoasLwmn  Xa-
pakTep. BaxHbl m'TIPU3HAKOM SB/ISETCA Ha/lMuMe Liyma B JI0OHOMA Win
BMCOYHOLA 06/1aCTW, MPOC/AYyLUMBAEMOr0 CTEeTOCKOroM. Ha* peHTreHo-
rpaMmax — o4aru 006bI3BBECTB/IEHNS B 06/1aCTV aHEBPU3MbI WM pacLUuu-
peHHble BEHO3Hble KaHaslbl B KOCTAX 4epena. [porHo3 BHUSAronpusT—
HbIA BC/IEACTBME CK/IOHHOCTU aHeBpM3M K paspbiBam.

NeveHne Tlpn paHHEA OMarHOCTUKE MOKa3aHO XWUpyprude-
CKoe'fledeHve B psfe cr/lydaeB — r/1y60K0e peHTreHOBCKoe 06s1y4veHve.

AHEMUNN TEMONNTUYECKUWE HECPEPOLUUWTAPHBIE (apu:
TpouuTonaTm). B 0OCHOBE FeMOSINTUHECKNX HECHEPOLIMTApHbLIX aHeMUN
nexar HapyLleHus hepMeHTHbIX CUCTEM 3pUTpoLMTOB (I/IHOKO30-b—thoe—
(haToernaporeHasa, peaykTasa, [IHOTaTUOH, AWdochorMLEepoMyTasa,
nupyBaTKMHas3a, MeETremMorsiobuHoBas peaykTasa, aAeHo3MHTpudocda;
Tasza — AT®-a3a), C MOMOLLbIO KOTOPbIX OCYLLECTB/ISETCH aHadpoOHbIA
rANKOAN3 FoKo3bl.  KAnMHUYECKMIA fedyupT TOro Wam MHOro epmeroa
BeLET K pasBUTUI0 HecthepoLMTapHOIA reMo/INTUYECKON aHeEMUW, 00YC/10B-
JIEHHOA YCW/IEHHBIM FeMOsIN30M 3pUTPOLIMTOB, MPU COXPaHEHUM KOMIeH—
caTopHOV aKTUBHOCTU 3pUTPOMO3THYECKOIA crcTeMbl. HecdepoupyTapHble
aHeEMUM MNPUHATO pasfendaTb Ha 2 rpynnbl N0 XapakKTepy TeueHus
ayToremMosin3a 3SpuUTPoLMTOB in Vvitro mnoc/ie WHKyGauuu B TedeHue
24 yacos npu Temnepatype 37°. Mpy NepBom TUMe 0TMeYaeTcs HOPMOL—
TapHas aHomMWw C LW i . n . 3aboneBaHve 06YC/IOB/IEHO
[edmupToM FoKo30-6-thoctaTaermaporeHassl (M-6-¢0) 2, «
ravuepoMyTasbl, FIHOTaTVOHPEaYKTasbl, MOHKEHNEM aKTMBHOCTY aaeHo
3vHTpUdochaTasbl. BTopolA Tun  XapakTepulyeTcs HOpMasibHOA Mo
MHKY6aLmn 0CMOTUYECKOLA PE3UCTEHTHOCTBIO 3PUTPOLMTOB, 3HAUUTESTbHO
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CHWKarOLLIeACA nocsie 24 4acoB MHKy6aumm apu 37°. AyToremosins 3Ha-
UMTEsIbHO YCWUIEH, Yepe3 48 4acoB WMHKY6Gauun pe3Ko BbIpaKEH U He
CMSIFYaeTCs T/10K030iA, HO ocrabnseTtcs gobasneHvem AT®. B Kposu
y 60/IbHbIX 0TMEYaeTCH BbIPKEHHBIA MaKpOLIMTO3 C MHOXECTBEHHbLIMA
TeNbLAMN-BK/THOHEHVSIMK,  KOTOpble CTaHOBATCA 6osiee  OTHET/IMBbIMU
rnocse CruIeHIKTOMUW. ITOT TUM aHeMUM BO3HUKaeT npu deduupyre
nypyBaTKUHa3bl, a Takke 2,3-andochorinmuepoMyTasbl, NpUBOAALLEM
K CHWDKEHUIO YpOBHSA ATO.

FemMonMTUYeckass aHemusi, 06YyC/1I0B/IeHHas AehULNTOM  [/IOKo3e—
6-thochaTmerngporeHasol (IM;6-00), hasuam. MNpumaxmmoBast aHEMUS.
HacnepoBaHve orpaHuWyeHo nMosIoM. MyTaHTHBIA reH J10Ka/IM30BaH
B X-Xpomocome. eTepo3nroTHble AeBOYKM CTPadaloT MeHblue. Hanbonb-
Llee pacrnpocTpaHeHne — B paitioHe CpeausemMHomMopbs. [Mpy gedwmuyre
-6-®/[, B 3pnTpoLMTE NpoMCXoauT 6/1I0KMpOBaHMe NepPBOro aTana obmMmeHa
r/II0K030-6-(hochaTa B MEHTO3HOM LMKE, B pesysibTare Yero ymeH
LaeTcs KOMMYECTBO peayumpoBaHHbIX HykrieotuaoB (HAL®-H2 n
HAL-H2, a 'Takke peayLpoBaHHOM (OpMbl FOTaTMOHA. B nepuop,
HOBOPOXXAEHHOE™ TUHEPOANPYONHEMUSA B pesy/ibTaTe WHTEHCUBHOIO
remosivsa A0CTUraeT BbICOKOIA CTEMEeHW, B CBSA3M C YeM HepeaKo BO3HM-
HUKaeT HeobXoOMMOCTb B MPOBEAEHUM 3aMEHHbIX MepesiMBaHUEA KpPOBW.
B 6osiee cTapLuem Bo3pacTe 3TOT AULIMT peasin3yeTcs B BUAE BHYTpU-
COCYANCTOr0 remosiM3a C SIB/IEHUSIMU BbIPXKEHHOIA FeMoIMTUYecKoe
aHeMun.

eMonM3 3puTPOLMTOB MPOUCXOANT M0o4, B/IMSIHMEM MpuemMa psaa
J1IEKAPCTBEHHbLIX U XUMMUYECKMX BELLeCTB — MpuMaxuHa, CyrbhaHui-
aMuAoB, (eHaueTuHa, XMHUHa, acnnpuHa, MACK, canvumnaTtos, HadTa-
nvHa, BuTaMmnHa K v ap. YewWneHHbIA remMosivs apuTpoLMTOB MOXET Obimb
BbI3BaH TaKe MpUeEMOM B MULLY WM BAObIXaHVWEM Mblblibl KOHCKUX
6060B M HEKOTOPbIX OPYrnX pacTUTESIbHbIX BELECTB. YCU/IeHUE remo-
N13a HabngaeTes Takke Mof, BANSHYEM MHTEPKYPPeHTHbI* 3a6osieBa-
HUIA, BKJTKOYasA BUPYCHbIe. Mpy nonagaHum B opraHn3m yKasaHHbIX BbllLle
BELLECTB Ha 2—3-4/ieHb Pa3BMBaeTCA Pe3K0 BbIPKEHHbIA reMosiTrqe-
CKMIA KpY3 C remMorsiocbrHeMviein 1 reMorsiobrHypreid. B apuTpoumTax
BbISBNAIOTCA XapaKTepHble a/1a 3aboneBaHus Tenbula | Bl Habnio-
[Al0Tea aHM30UMTO3 U MOMAKWIOUMTO3. OCMOTUYECKaA Pe3VCTEHTHOCTb
06bI4HO B HOpPME, MHOrAda MOXET ObIMb CHVKEHHOM. B MOMEHT Kpu3a
O0TMEYAETCA MOBbILLEHVE YMCa PETUKYIOLUMTOB, a Y OETelA paHHEro BO3-
pacTa NosBASOTCA M HOPMODB/acThbl. B mepmod reMoiMTnyeckoro Kpusa
0TMeYatoTCs €N1abocTb, 6/1AHOCTb € XKETTYLLUHbIM OTTEHKOM KOXW, Temrie-
paTypa MOBbILIEHa, BO3MOXHO YBe/IMYeHvie cesie3eHkn. [emors106uH-
Ypus MOXKET CnocobCcTBOBaTb O/INFYPUM U Aaxe aHypun. OCTpbIiA remo-
JUTVYECKNIA Kpn3 anutes 3—7 gHetA Ecnnm npyem npenapaTa, Bbi3BaB
Lero reMosIMTUYECKUIA KPU3, MPOLOSDKAETCH, Yepe3 HECKOSIbKO Heaesb
(5—6) BHOBb MOXET BO3HVKHYTb FeMOSIMTUYECKUIA KPU3.

NeuveHune. HeobxoAMMO UCKIHOUNTE MOBTOPHOE MPUMEHEHVE Be-
LLeCTBa, BbI3BaBLUEr0 remMosin3. py TSHKENOM reMoSIMTUYECKOM Kpuse
C pe3KMM MNafieHNeM remorsiobuHa — nepennBaHVe KpoBW, Jlydlle BCero
KanesibHO. Y HOBOPOXAEHHbBIX C HapacTaloLEA HenpsaMoiA rvnepbuin—
pybrHeMMeii BO BpeMs Kpu3a — 3aMeHHoe MepesiMBaHve KpoBwu. !*pu
reMor/106MHYpUN 1 FreMors/I00MHEMUN C LIe/bI0 NpeaynpeXxxaeHns oTs10-
YKEHUA remorsiobnHa B MoYeyHbIX KaHasibLiax HeobXoaumo MpUMEHUTb
aNKUA3VpYIoLLIMe Mnpenaparbl.

MporHo3 npu cBoeBpeMEHHOM AvarHose v npeaynpexaeHnn rnona-
[aHnsa B OpraHU3M BELUECTB, BbI3bIBAOWLMIX Femosm3, bGnaronpusT-
HbEA
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FeMonMTUYeCcKast aHeMusl, 06YC/l0BfIEHHast AePULMTOM pefyKTaabl
3rnoTaTyioHa. ~OnmcaHa B 1958 1. Lohr n Waller. JetmunT yKasaHHOIMo
thepMeHTa BEOET K CHUKEHUIO peayLMpoBaHHOIO F/I0TaTUOHa, YTO Cro-
COOCTBYET MOBbLILLEHHOMY paspyLUEHWIO 3pUTPOLMTOB. OnuvcaHbl passiny-
Hble BapuaHTbl 3TOA (GOPMbl FEMOSIMTUHECKOLA aHeEMUN, N eMO/INTUNHECKas
aHeMus B JIETKOIA CTeneHw, BbisSB/ISeMass B paHHEM OETCKOM BO3pacTe,
COMpPOBOXAAeTCA PETUKY/IOLUUTO30M MNPU OTCYTCTBUM U3MEHEHUIA OCMO-
TUYECKOLA PE3NCTEHTHOCTWU. pOorHo3 6/1aronpuATHbLIA.

FeMonMTMYeCKas aHemusl, 06yc/0B/IeHHas AemumToM 2, 3-audoc—
ornvuepomyTasbl. Bnepsble onucaHa Praukerd. Hacnepyetca o
JOMWHaHTHOMY Tuny. HegocTaTok depmeHTa criocobcTByeT MeTabomye-
CKOMy 610Ky F/IMKOMN3a, Tak Kak HapyllaeTcs nepexon, 3-tochor/m-
LepohochaTa B 2—hocdornumuepodocdaT, B pesysibTaTe Yero BO3HUKaET
HepocTaTouHoe o6pa3oBaHMe AT® M /1IaKTaTOB C HAK/TOHHOCTBIO 3pUTPO-
UMTOB K 6orsiee GbICTPOMY paspyLUEHWIO C OOHOBPEMEHHBLIM pasBUTVIEM
MeTremorsiobnHemuy, 3abosieBaHMe MPOSB/ISETCA B AETCKOM BO3pacTe
B BWOE aHEMUW, XEeNTyXu, MOBbILEHHOro COAEPXaHUA PeTUKY/IO0LMTOB
B KpOBW, Cr/IeHOMErasimn.

NeueHne. O6LWeyKpenasoLLAaa Tepanus, oveTa, boratas BuUTa-
MUHamMK, Cr/IEHSKTOMUS HerokasaHa. [MporHo3 6/1aronpUsiTHLIA.

FeMonMTUYeckasn aHemusi, 00OYC/IOB/IeHHas AehULMTOM  afeHo—
swrrpugocthaTasbl (ATP-a3bl). Brniepsble onwvcaHa Harvald c coasT.
B 1964 r. HacrnegyeTtca no AoMMHaHTHOMY Tuny. 3abosieBaHME MposiB-
NAeTcs B paHHeM BO3pacTe B BUAE reMO/IMTUYECKOIA aHEMUW pa3/INyHOIA
CTemneHn B 3aBMCMMOCTU OT MHTEHCUMBHOCTU reMo/IMTUHECKOro rnpoLiecca.
B KpoBW onpedenisieTcs MoBbILLEHHOE COoAepXaHve HemnpsiMoro 6uavpy-
6VHa, peTuKynouuToB. OTMeYaeTcs  CrsieHoMerasims.

NleueHne nNpu THKE/OA aHeMUM — MepesivBaHE  KpPOBW.
CrnieHaKTOMUS  HeaheKTBHA.

FemMonunTMyeckast aHemusi, 06YyC/I0BSIEHHas Ae@ULTOM MUpyBaTKM-
Hasbl 3puTpoumnTa. BnepBble onucaHa Valentine c¢ coaBT. B 1961 T.
HacnepyeTca no AOMMHaHTHOMY TuMy. ®epMeHT KaTa/m3npyeT peakLmio
06pa3oBaHUA octoaKonmpyBaTa ¢ 0AHOBPEMEHHbIM 06pazoBaHemM AT
n AA®. Mostomy npn gegmupre ATd-a3bl TopMO3ATCA 06pa3oBaHMe
AT® n nakrata, 4YTO M CMAOCOGCTBYET YCWU/IEHHOMY FEMOSINZY 3pUTPO-
LMTOB C 06pa3oBaHMEM HEe3HaYMTESIbHOIM0 KO/IMYecTBa MeTreMorsiobmHa.
B spuTpoumTax reTeposuroTHbIX JIUL, aKTUBHOCTb (hepMeHTa CHVDKeHa
BABOE. AHeMUs TeMO/IMTUYECKOro XapaKTepa, COrMpoBOXKAALLASACA
rMnNepoVIMPYoHEMIMEIA, BbISB/ISIETCA Y OSTEIA FpygHOro Bo3pacTa U
HOBOPOXAEHHbIX, OTMEYaloTCA aHW30LMTO3 U MOMAKWIOLMTO3. CrisieHo-
Meraing He Bcerga BblpaXkeHa.

NevyeHwne. Tpu 3HAUUTENBHOMA TUNEPOUINPYOUHEMHM B e
pvoAe HOBOPOXAEHHOCTW MOKa3aHO 3aMeHHOe MepesimBaHne KpoBsa,
B 6osiee no3gHem Bo3pacTe — remMoTpaHcy3un B Neproj, BblpaXKeHHOIA
aHeMun. CrnIeHaKTOMUA  HeaPeKTUBHA.

MeTremor/i0buHeMna HacfeacTBeHHas — 3abosieBaHue, MpU KOTO-
pPOM HapyLleHO paBHOBECUE MeXAY MPOLLeCCOM OKUC/IEHWUS remorsiobuHa
M MeTremMorsiobnHa mn rpoueccaMmy BOCCTaHOB/IEHUS remMorsiobuHa. Tun
HacneaoBaHUA 3aBMCUT OT XapakTepa HapyLUeHWsl, CrocobCTBYHOLLENO
06pa3oBaHNI0 MeTremMorsiobvHa; BO3MOXEH ayTOCOMHO-PELIECCUBHBIA 1
[OMVHaHTHBIEA Tvn. 3abo/eBaHne XapaKTepu3yeTcs BbIpaKeHHbIM aud-
(y3HbIM  LIaHO30M, O06HapyXXMBaeMbIM y [ETElA B paHHeM Bo3pacTe u
OaXe B nepuofe HOBOPOXKAEHHOCTU. KpoBb MMEET LLOKO/IAHbIMA OTTEHOK
3a CYET Pe3KOoro MOBbILLEHNS coaepXaHWs MeTremMorsioomHa o 15—50%
npu Hopme oT 0,5 Ao 1%. MNpn THKENbIX CTENeHAX MeTremMorsiobuHeMmn
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O0TMETaIOTCA 0AbILLKa, €/1abocTb, Fos10BHbIE 60/, Pa3BnBaeTCcs KOHAEH-
caTopHas nosmrnobysamsa. OTMevaeTcs OTCTaBaHVe OSTeiA B (BU3NYECKOM
M YMCTBEHHOM pasBUTWW. B HacTosllee Bpems MPUHATO BbleNdTb
3 (*)O[I)VMbI HacreiCTBEHHOA MeTT/I06MHEMUI.

onuncaH Gibson B 1948 r. O6ycr|03r|eH Aemumtom ep-
MeHTa ,u,madpopasbl WM KO3H3MMa |, KOTOpbIA MpUHUMAET y4acTue
B BOCCTaHOB/IEHUM MeTremMorsiobnHa B remorsiobuH. HacnepoBaHme
ayTOCOMHO—peLleccnBHoe.  3TOT TUM  METremMors106MHeM N BbISIBASIETCA
npy poxaeHun pebeHKa U COXpaHSeTCs BCH XM3Hb. B 60/bLUMHCTBE
C/Tly4yaeB He [3eT BbIPKEHHOM K/IMHUYECKOA KapTWHbI, KpoMe LmaHo3a
HOCOrY6HOI0 TPeyroslbHUKa, C/MBUCTOIA 060/I04KN pTa U KOHBIOHK-
TVBbL, 3TWU CUMITTOMbl HECKO/IbKO YCUIMBAKOTCA MpU (PU3MYECKOM Ha-
rpy3Ke 6e3 YXY[ILLEHNA 06LIEro CoCToAHWA.

IT, " onmcaHHbIA Horlein ¢ coaBT. B 1948 r., XapakTe-
pl/l3yeTCF| Ha/IMYMeEM MaTo/IONMYECKOro FemMorsiobmHa, 0603HayYaemMoro
Kak HbM. B HacTosiee Bpemsi yCTaHOB/1IEHO 4 BapMaHTa remMorsiobrHa
M, Npn Ha/ UMM KOTOPbIX B OpraHM3Me pa3BMBaeTCs METreMors/i06MHB—

Mus, a MmeHHo HbM'BocToH (af typp), HbM Cackatyn - Uumkaro

(a B B3+*YP) 1 HBbM (a,,87+typ[®). CoaepkaHrie MeTreMorsiobuHa y 60s1b-
HbIX Koneb6neTcs oT 15 oo 20%. ViveeTcs BblpakeHHbIA LnaHo3. ObLiee
COCTOSIHME HapyLUaeTCA Mas10. Y reTepo3vroT OTMEYEHO TaKXKe MoBbILLeH-
Hoe coflepkaHue METremMorsiobuHa B KpPOBW.

Twun Il HacreacTBEHHOIA  METremMorsiobvHeMUW,  OMUCaHHbIN
Edei' ¢ coTp. B 1949 r., xapakTepu3yeTcsi OTCYTCTBMEM B 3pUTPOLUTAX
aHomasibHoro HbM 1 3aMeTHbIX pacCTPOIACTB aKTVBHOCTY Apagopasbl 1,
XOTH K/IMHWNYECKN WMESICA BbIPKEHHBIA LIMaHo3 C MNepBbIX MeCALEB
XM3HW, a coaiepXKaHne MeTremMorsiobyHa Aoxoamno Ao *0/0. B nerkux
cny4asx CcrneumasibHoro siedeHns He TpebyeTcd. B Tsxkenbix crydasx,
npy pe3koM MoBbILLEHVN COAEPKaHUSA METremMorsiobvHa B KpoBW, BBOOAT
BHYTPVBEHHO METWIEHOBYIO CUHIOK B [103e 2 MI Ha 1 Kr Beca AeTsAM paH -
Hero Bo3pacTan 1,5 Mr Ha 1 Kr Beca AeTAM CTapLuero sospacTta. Beooar
Meg/leHHo B BUAe 1% pacTBopa. HasHayaloT Takke acKop6uHOBYHO
KncnoTy. MporHo3 6M1aronpUsiTHLIA.

AHEMUA TMHOMNACTUUYECKASA BPOXXAEHHAA OANMOH-
AA—B/IEK®AHA (XpoHnuyeckass wmauonaTuyeckass apereHepaTopHas
aHeMus, NepBMYHas 3pPUTPOLMTapHas ansasns, 3cCeHUyasibHasa apuTpo-
6/1acTONEHNA, 3pUTPOPTU3, XPOHUYECKas apuTpobracToneHns). 3abosie-
BaHVEe CBA3aHO C M3bMpaTesIbHOMA rurorviasviein KpacHoro pocTka KocT-
Horo mosra. B nitepaType onucaHo 6osiee 100 criydaeB € MOAOGHBIM

cUHApOMOMA MUY ecKasa Kap TUHa. 3abosieBaHve B BUOE aHEMUM

Halle BCEro MposiBAseTCs Yy OETelA NepBoro roga xusvu. [py gaHHOA
hopme aHeMmM CTpagaeT 3pUTPOMO3TUYecKas yHKUMS. | panyroumTo-
noas M TPOMOOLMTOMO33 He HapyLlaloTcs. AHEMUS HOCUT HOPMOXPOM-—
HbIA, HOPMOLIUTapHbIVi XapaKTep C peTukyJIOLMTONEHMEN. B NyHKTa: -
KOCTHOI0 MO3ra 0TMEYaeTCA KapTuHa apuTpobacTodTra. Y HEKOTOpbIX
LETEIA IMEIOTCA BHELLHME 0COGEHHOCTU — CBET/IbE BO/10CbI, KYPHOCOCTb,
LUMPOKO pacCTaB/IeEHHbIE /l1a3a, YTOsILEHNEe BEPXHEM rybbl, 3abosieBa-
HVe pa3BMBaeTCHA NOCTeNeHHo, BHaYasie nossaseTcs 6/1e4HOCTb, KoTopast
B Moc/ieaytolemM HapacTaeT. PebeHOK CTaHOBUTCS pa3fpaKUTesibHbIM,
yXy/ALIaeTcs anneTuT. AHEMUSI NPoTeKaeT 6e3 remopparnyeckmx NposiB-
7eHniA. TedeHb N cene3eHKa B Hadasle 3ab0/1eBaHUSA He YBe/IMYeHb,
HO B [a/TbHEALLEM B CBSI3N C FEMOCMAEPO30M, 00YC/10B/IEHHBLIM YacTbIMU
TpaHCchy3uamMn, MOryT YBeNMuMBaTbCA. BO3MOXHO pasBuTUE aHeMum
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06YyC/I0B/IEHO HapylleHvemM 06MeHa TpunTodaHa, 04HaKO 3TOT BOMPOC
TpebyeT bHELALLErQ UN3YYeHMs. TTNBONAT
P )ﬁ ee eHue. I%epm anyeckn (Kaxable 3—8 Hedesb) MpoBOAAT
nepenmBaHe KPOBW WM 3pUTPOLMTHOIA Maccbl, B HEKOTOpbIX Cry4asx
OKa3bIBaOT aeKT CTepouaHbIE ropw 0w w . HOAYYEH TepaacT ecTMm s
ahheKT MpuU nepecajike KOCTHOrO Mo3ra. [porHo3 rpu CBOEBPEMEH

HaUTHEMUAHI UN)XKACTUWUYECKAS CEMEWMHASA

aKTUBHOCTU Me3eHXUMbI. OnuncaHbl ceMeliHbe cyyan. Yaws6oneToTp”
KnnHuka. Begayummn B KIMHUKe 3a60/1€BaHUS ABIAOTCA
peumavBMpyIoLLIME HOCOBble KpoBoTeudeHus. [lpu uvccrieaoBaHUM KpoBU
BbISB/ISETCA XPOHMYECKas FMMoxXpoMHas MakpowoT Hag anei”, n'-
KOMEHUs, TPOMOOMEHUS; OCMOTUYECKast U MBXBHLUECKas PHOUCTEH
HOCTb 3pUTPOLMTOB HOpMasibHas. KOCTHbIA Mo3r ™n OTCTaOT
anfiacTuyeH, COAEPKMT "MHOIO XMPOBbIX OT/IOKEHUU. [eTu He OTCTaloT
B Y e e RO, B ™ M ar mos  endydr hoRo
OUTb C OPYrMMW  TUMOM/1acTUYECKUMM  aHEMUSIMU.
NNedvesHe. [lepenuBaHve KpoBM, Mpenapatbl Xesesa, BATaAMUH
B,,, donveBas KMC/OTa, MOSIHOLEHHOE ™ tawue ,
AHEMWA MUKPOCOPEPOUUNTAPHAA TEMOJIMTUYECKAA
MVHKOBCKOIO — WWO®APA (Hac/ieacTBEHHBIA  MUKPOCKHEPOLLNTO3,
BPOXAEHHAA remMoSIMTUYECKas aHeMunst). 3abosieBaHme onmcaHo MMHKOB—
ckuMm B 1900 r Choufard B 1907 r. XapaKTepu3yeTcs HaM4MeM MAKP<b
chepouMTapHbIX IPUTPOLIUTOB WM CHWDKEHMEM  UX  OCMOTUYECKOLA
CTOMKOCTU. HacnepgyeTcs Mo ayTOCOMHO—AOMWHaHTHO, 2. Tun,,,
KnunHunk a. “OCHOBHbIMA CUMMTOMaMM 3abosieBaHUS ABNSIOTCA
aHeMUsl, XKesTTyxa 3a CHET MOBbILLEHMSA B KPOBU HEMpPSMOro 6u ™PYA™3q,
criieHomeranns. Hanmune HenosHOLEHHbIX  LLapoBUAHBLIX SpUTPOLNTOB
NMPUBOAN? K CHYDKEHUIO MX OCMOTUYECKOIA CroMKocTu B PaoTBoP A ~aCl
(min 0,52—0,70, max 0,32-0,36). [MepBble cMMMTOMbI 3abosieBaLUs
BbISIB/IAIOTCA B AETCKOM BO3pacTe, HepeaKo Ha HEPBOM roAy XN3HWIB BUAE
reMo/IMTUYECKUX KPU30B, C MOSIBJIEHNEM XEeNTTyXU 3a CYeT NoBeHunA
B KPOBW HENPSAMOro 6unvpybuHa, aHeMun, YBEIMYEHUS Cenle3eHKU U
rneyeHn. B aTOT nepmog, KOSIMYECTBO YpobusiHa B MoYe N CTEPKOOSI«sH
B KaJsie MOBbILIAETCA. 3TN (POPMbl 3PUTPOLIMTOB HIOMPATC/IbHO Y/iaB/n
BalOTCA Ce/IE3eHKOIA U MogsepratTcs B HelA 6osiee ObICTPOMY pas«pylLue-
HUI0. B nmeproa, reMonIMTUYECKOro Kpusa «THeu3eTCAnoBbIWeToecoaep—
XaHne peTUKY/I0umMTOoB, Aoxodsilee uvHorga go 50/o. O6pasosBaHue
™ LM?0B CBfI3aHO C Hac/eACTBEHHO O00YC/I0B/IEHHLIM MOBbI W e ™
30UTPOLNTO3a — HEAOCTaTOUHbIM PasBUTUEM (PEPMEHTHbLIX CUCTEM 3pUT
pounTa, B HYACTHOCTM (hOCHOPPYKTOKMHA3bI, BHOSa3bl N TpagaKeToN*,
UYTO BbBbIBaET 6/I0K pacnaja r/oKo3bl B MIMKOMTUYECKON venn 3m6
neHa — MelAeproga. J/IMTENbHOCTL  XXKM3HU  CHEPOLIMTOB  YKOpoYeHa
He TO/IbKO B opraHm3me 60/1bHOro, HO M MNocsie NepesiBaHusa Ux 3gopo-
BUIA NLLaM C Heyda/leHHOIA cefle3eHKOI. TeUYEeHME s o n e s+ BOSIHOOOpas”
Hoe. 'eMoNMTUYECKME KPM3bl Yalle BCero BO3HMKaw! Mog BAUSHMEM
pas/fIMyHbIX NPOBOLMPYIOLLMX (aKTOpPOoB ((hmM3nyeckoe nepeHanpsxeT!,
VMHEeKUUS, OX/1aKaAeHe U Ap.), moryt COMPOBOXAATbCHA MOBbILLEHVEM

TemnepaTypb* N A, Bblpaxewwwia aheKT oKasbIBaeT

B MOMEHT Kpu3a, COMpOBOXAAKOLLEroCs 3HAYUTESIbHbIM CHUDKEHMEM
remors106mHa, pekomMeHOyeTCA nepesiBaHMe KpoBWl.
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AHEMNA CEPMNOBUWAOHOK/IETOYHAA  (apenaHouuTapHas).
BnepBble onucaHa Herrick B 1910 r. B CLLUA. BcTpevaeTca npenmMyLlecT-
BEHHO Y HErpoB B MECTHOCTHX TaK Has3blBaeMoro MasIipuiAHOro rosca.
3abosieBaHVe 00YC/1I0B/IEHO BPOXAEHHOIA HEMOSTHOLIEHHOCTBIO 3pUTpPO-
LIMTOB, CBSA3aHHOM C Ha/IMHYMEM B HUX MaTO/I0rMMYEeCcKoro remorsiobuHa
S (HbS). Y reteposurotoB HbS coctasnsieT 20—45%, a y romo3vroToB
HbS cocTaBnsieT 80—99%); oCcTa/1bHOIA reMor/106MH 0THOCUTCA K heTaslb-
Homy Tuny (HbF). Mpu cepnoBUAHOKIETOUHOIA aHEMUN 3pUTPOLUTI,
cogepxawme HbS B ycrioBUAX FMMOKCUKW, MPUOGPeTaloT CeprioBUAHYHO
thopmy, 4TO CMOCOGCTBYET MX MaccoBOMYy pacnasy.

KnnmHunuyeckun 3abonesaHve XapaKTepu3yeTCs XPOHUYECKOIA
aHeMVieiA, reMOSIUTUHECKUMN KpU3amK, CMEHSIHOLLMIMUCA NepuogamMu 0THO-
cuTeribHOA pemuccun.  3abonieBaHWe MposiBISIETCA C MePBbIX MECALEB
XXM3HW. TMeyeHb N cene3eHKa yBesimyeHbl. KoXHble MOKpPoBbI 6/1eaHble,
C XeNTYLWHbIM 0TTEHKOM. Yepen — «GallleHHbIA». PeHTreHorpajuyeckn
BbISB/ISETCSA OCTEOMOP03 KOCTEIA. XapaKTepHbIA.CUMMTOM — 3amMef/1eH-
HOoe ocefjaHMe 3PUTPOLMTOB. [lOBbILIEHHass MexaHnYeckas JIOMKOCTb
SPUTPOLMTOB CMOCOGCTBYET HAKOM/IEHUIO B KPOBU 3HAYMTESIbHOIO KOSn-
YecTBa MUX 06/10MKOB, KOTOpble, 6/I0KMPYS MeSiKMe KPOBEHOCHbIE Cocybl,
Croco6CTBYIOT 06pa30BaHUIO TPOMGOB C MOC/IEAYIOLLIMM Pa3sBUTUEM WH-
(hapKTOB B MeYeHW, cesie3eHke, MoYKax, YTo CONPOBOXAAETCA BO3HUKHO-
BEHMEM OCTPbIX MPUCTYMN006PasHbIX GOSElA.

NleyeHne ceprioBUAHOK/IETOUHOIA aHeMUM cuMMToMaTU4Yeckoe. Mpu
TSKeSbIX FEMOSIMTUYECKNX KpM3aX MoKasaHbl nepesimBaHns KpoBU WN
3PUTPOLMTHOA Maccbl. Lienecoobpa3Ho rnpoBecT 3aMeHHoe rnepesivBaHve
KpoBW. B nepvog Kpu3a MNokas3aHO MNpPUMEHEHVE KOPTUKOCTEPOOHbIX
rnpenapaToB C MPOBEAEHVEM TMPOTMBOLLOKOBLIX MEponpuUsiTUIA 1 60pb-
6bl C aumao3oM MyTemM BAMBaHUA 4% pacTBopa CoAbl  KaresibHO
(100—150 mn), a Takke MsiasMbl U Uia3mvo3aMeHUTeNeiA (AeKcTpaHa,
MO/ IIOKUHA, MOSTIMBUHUAMIAPPOSIVAOHA).

B cTagum pemmccmn remMoTpaHcy3nm He NnokasaHbl U3-3a 0MacHOCTU
YCUNEHNS FEMOSTUTUYECKMX SBMEHNIA N FremMocraeposa. [/18 yMeHbLUeHNA
remMocuaeposa OpraHoB MpuUMeHsieTca AecepprokcnaMmmi.  OTMedeH
B HEKOTOpbIX C/lydasix MofoKUTEbHbIA 3(XPeKT OT Cr/IEHIKTOMUM.
B nnaHe naToreHeTUYeCKoA Tepanuu ¢ Liesibio MoaasrieHns ceproobpaso—
BaHWA MPUMEHSIOTCA npenapaTbl U3 rpynnbl NPoM3BOAHbIX (heHoTUa3n—
Ha —nNpomMasvH 1 Ap. BosbHbIe A0MKHBI M36eraTb BO3MOXHOI0 MOHVKe-
HWS NMapLnasibHOro AaBfieHNs BO BAbIXaeMOM Bo3Ayxe (MogbeM B ropbl,
rnosieT Ha camosieTe Ha 60/IbLLOIA BbICOTE).

MporHo3 HebmaronpusiTHbIA. Okos10 80% 60/1bHBLIX YMUPAKOT B paH-
Hem AeTcTBe. YacTb 60/1bHbIX AOKUBAIOT [0 MO/I00ro Bo3pacTa.

AHEMNA SAHKOHW HACNEAOCTBEHHAA AMJIACTUNYE-
CKAfA (KOHCTUTYUMOHa/IbHas MHaHTU/IbHaA MaHMMesnionaTus, BpoX-
JeHHas naHmMvenonatus ®aHKoHMW), 3abosieBaHWe BrepBble OMNUCaHo
B 1937 r. Fankoni n no3gHee Ha3BaHO AETCKMM CeMelHbIM arnsliacTUHECKUM
Mresio3oM, B HacTosiLee Bpemsi B iMTepaType UMEETCS onmcaHne 6osee
100 cny4aeB 3aboneBaHUsA. Tun Hacsie[o0BaHUA — ayTOCOMHO—peLiec-
CVBHbIA. [penMyLLEeCTBEHHO 60M1E0T MaslbUUKU.

KnnHunka. 3aboneBaHVe XapaKTepusyeTcs YrHeTEeHVUEeM 3puT-—
ponoasa, rpaHys10mMoasa 1M TpoMOornoasa, YTO K/MHUYECKU MPOSB/ISeTCH
aHeMVieiA, NEIAKOLWITOMNEHVIEIA N TPOMOOMEHVEIN. HepeaKo Hac/ieACTBEHHast
ansiacTmyeckas aHeMus COHETAeTCA C aHOMa/IMSIMM Pa3BUTUSA CKesleTa
(OetheKT pasBUTUA JTyHeBbIX KOCTEA M 6OMbLUMX MasibueB pykK). Jdetn
HM3KOro pocTa, OTMEeYaeTCs He[opasBUTWE MOJI0BbIX OPraHoB, MUKPO-
ueasing, MUKpodTasibMUs, KOCOrsasve, KOpUYHEBas NUIrMeHTaums
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Moftdi ble/TatioepMust), T eHi/aA n 6eplleHiias teiio6*a*ouiioMs. Mep-
BHE CYMMTOMbI aHEMU3aLMK BbISBISIOTCA Yallle 0T 6 MecsueB [0 i JIET,
XO0TSH NMETCA onucaHns 60/1e3HM 1 'y OETeiANepnoaa HoBoOpOXKAeHHoe ™.
Anemus HOPMOLMTApHOro XapakTepa. Pe3VCTEHTHOCTb 3pUTPOLUTOB He
n3MeHeHa. Ko/mMyecTBO PeTUKY/IOLMTOB Pe3KO CHUXeHo. B nyHkTarte
KOCTHOI0 MO3ra BbIp&KEHHas runornsasvs. BbISBMSIOTCA OTK/IOHEHUA
nana CBOMACTB 3pUTPOLMTA — MOBbILLEHHOE CoAepKaHMe LLeSI0HHOYeToM—
UMBOIr0 remMorsiI06mHa, KayeCTBEeHHOe M3MeHeHVe (hepMeHTa reKCoKMHasbl
MU CHWKeHWe o06pasoBaHus AT®, ymeHblUeHWe aepokenaasbl B ajpax
HCIOMOG/1aCTOB  KOCTHOIO MO3ra, MOHWXEHVE LUEMOYHOM (ocdaTasbl v
coaepxaHnu ¢ochoNMnAoB 1 MO/T* axap BOOB. new xountu CHUKAIACA
napasiyiesibHo" 6e3 N3MEHEHNIA NEMAKOLWITapPHOLA

Keriast TPoMOoLMTONEHN — 0T HECKOSTbKUX coTeH Ao 20 000~<HO mm
COMPOBOXAaeTCA remopparnyeckumMn SBneHVaMU. [eyeHb, ceneseHka
He yBe/MyeHbl. Hepeko OTMevaeTcs HapylueHue 06mMeHa™ TpunTodaHa
B BWUAOE MOBbILLEHUSA 3KCKPELUU 3-TUAPOKCUaHTPaHWUI0BOU KUC/0TbI U

nosa, BUTammH Bw, kopTukocTepougb» AKTT . BpeMeHHbIA TeP»* BRI®
YeCKNIA atpeKT MosTyyeH OT MacCMBHbIX MepesiMBaHUN KPOBU N 3pUTPO—
[aHOM  Kaccbl. Cr/IeHIKTOMUS HepeaKo MpUBOAUT K YXYALIEHUHO.
HekoTopoe BpemMeHHOe YJlydllleHMe OTMeYeHO MOoA!B/INAHMEM TECTO-
cTepoHa. Bonpoc 06 3(hheKTVBHOCTM MepecafKku KOCTHOr0 MO3raoKOH—
YaT?/IbHO He pelueH. J/IMTeNbHOCTb XU3HU AeTer 0T Hadasia 3a60amM»
™ W H O He npeBblwaeT 2-5 seT. MPUUMHOIA CMePTU «BetoTCA
pe3Kas aHeMM3aLns, KPOBOU3TUSAHNA B MO3I W XKesTyA0HHO-KULLIE *HbE

LOPTANNbM (6esrnasue). M3secteH ¢ 1557 r. (LycostheneS).
Mepeoe onwucaHve paan Bartolini B 1657 r. BcTpeuaeTcs kpaiiHe peako.
Tun HacnepgoBaHWA —  OOMUHAHTHBIMA U PELIECCUBHBIA, CLETVIEHHBIA C i10-
JI0M B C/TyHasiX CO4ETaHUIA C KOCTHbIMMY aHOMa/IUSIMU. AHO(Tas1bM GbIBaeT
VICTVHHBIM 1 MHMBIM, -~ . -

KAnnHunka. VCTUHHBIA aHOhTaNIbM vawe OAHOCTOPOHAWIA, TBH-
3aH C HeaopasBUTMEM MepeaHero Mosra WM € HapyLUeHWEM  «OTLLHY—
POBKM» 3pUTesSIbHOr0 HepBa. Y 60/IbHbIX 0pbuTa, BEeT, I/IruHas Lesb
Masibl. KOHBIOHKTVBa/IbHas MOM0CTb Mesikas. MHUMbIM aHoTasibM 06y-
C/IOB/IEH 33[EPKKOA pa3BUTUSI BTOPUYHOIO F/la3Horo 6okana. b arax
60/1bHbIX B rTy6UHe 0pbUThbI BCerga MOXXHO 00Hapy>XUTb M/I0THoe o6pa-
30BaHuve, NpeAcTaB/stoLLEee CO60IA pyanMEHTapHbIA rna3. Ha peHTreHos-
CKOM CHUMKE 3pUTesIbHOoe OTBEpCTUE BCErda BbIPAKEHO, Yero HeT Mnpu
VUCTUHHOM aHodiTasIbMe.

JledyeHWe CUMMTOMAaTUYECKOE C MOCMEAYIOLLMM  3KTOMpoTe-

8/P°AOPTbl KOAPKTALINA. KoapkTaums aopTbl cocTasnseT 10—
18% ucex BbIAB/IEHHbIX Ha CEKLIN BPOXXAEHHbIX MOPOKOB cepaua N Ma—
rMCTpasibHbIX COCyA0B. Pa3nnuyaloT 5 TWMOB KoapKTauum aopThbl, ua
KoTopbl x Hanubosee pacnpocTpaHEHHbLIMWN ABASIOTCA | TUM (KoapKTauus
co 'cBsizkoiA) 1 Il Tun (KoapKTauusi ¢ LIYHTOM BCMeACTBUE OTKPbITOro

aPTeOnunca™*° cemeiiHbe Crydan KoapKTauMy aopTbl (KoapKTaums
aopTbl y O0TUA M CblHa N T. A.), 0AHAK0 B 60/IbLLUMHCTBE CEMEMHbLIX (JopM
BPOXXAEHHbIX MOPOKOB cepAla HET KOHKOPAAHTHOCTW MO KoapKTauuu
aooTbl V poACTBEHHNKOB. HacneaoBaHve KoapKTauyuy aopTbl, BEPOSTHO,
MpoMcXoAnT MO ay TOCOMHO—AO0LLILLIABUTHOMY TUMy. BeposTHOCTb nposiBie-
HWS KOapKTaLuMn aopTbl y cM6COB, NMo-BUAUMOMY, 0YeHb Masia. KoapkTa-—
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LS a0pThbl B HEKOTOPbIX C/1y4asiX COMETAeTCs C APYrVMY BPOXKAEHHLIMA
UTMaWNMN — IPbDKelA, KPUMTOPXU3MOM, FMNepTesiopn3MoM, UCKPUB—
JIEHVEM YLLIHbIX PakoBWH W APYrMMW YpoACTBaMM.

AMPAKCUH T/IA304BUTATE/IbHOW BPOXXAEHHbLIA CUH-
APOM (KoraHa cuHgpom). OnucaH Cogan B 1953 r. KnnHuyeckme npo-
AB/IEHNSA 3aKJ/TH0YAl0TCA B HEBO3MOXHOCTW GOKOBbIX ABWKEHWIA Tias.
MNpy noBopoTe rosoBbI BMpaBO WM BfiEBO FJlasa MOBOpaYMBaOTCS
B MPOTMBOMOSIOKHYIO CTOPOHY. [BMXeHUs rna3 no BepTUKaIN He U3-
MeHeHbl. HapyLlleHus 06bI4HO BbIABASOTCA B Bo3pacTe 3 5 seT. AHO-
M/ NpeACTaB/ISeT eAUHCTBEHHOE HEBPOSIOMMYECKoe U3MEHEHUe.
Menxnyeckoe pasBuUTUE pebeHKa HOpMasibHOe, .BO3HMKAOT TPyAHOCTU
npu- 06YYEHUN YTEHMIO.

an epeHUMaNbHbIA OANarHos3 npoBoaguTCcsa ¢
nceBao0hTa/IbMOMNM/1IErMYECKUMN  CUHAPOMaMM.

aprunun AHTAPHAA AMWHOAUMNAOYPUA — 3abonesaHve
06MeHa aMMHOKMC/IOT, CBA3AHHOE C Ha/IMYMeM 3H3UMATUYECKoro 6s10Ka
B Umkne Kpebca — lMeHseneiiTa (CMHTE3 MOYEBMHbI) U XapaKTepusyto-
Lleeca OTCTaBaHVEM B MCUXMYECKOM pPasBUTUN U HEBPOSIOrMYECKUMU
HapyLeHnamMmu. 3abonesaHuvie onucaHo B 1958 r. Allan n cotp. OgHako
YyacToTa ero B NonysIsALMN Noka He yctaHossieHa. MaToreHes aprHUHAH-
TapHOIA aMMHOoaUMAYpUn CBSA3aH C pacCTPOLACTBOM MpoLiecca paclueriie-
HNA aprMHUHAHTAPHOMA KUC/0TbI, KOTOPbIMA B HOpME OCYLLECTBJISETCA
npy yyacTuUn aprammHCcyKumMHasbl. Y 60/1bHbIX STOT ()epMEHT OTCyTCT-
BYET, UTO BeAET K HaKOMJIEHUIO B KPOBU 1 JINKBOPE He TOSIbKO aprHUH-
AHTAPHOLA KUCMOTbI, HO U €ee MNpeaLecTBEHHNKOB.

ANHUYECKUE CUMITOMbI 3a6osieBaHNSA 06Hapy>+<|/|Bar0Tc;|
yXe B nepBble Hee M XXU3HW, MPOSB/IAACH YaCTOIA PBOTOIA, MOBbILLEHVEM
TemMrepaTypbl, CyAoporamu, yBesIMYeHVeM pasMepoB MedveHW. Y 6onee
cTapwux geteii 0OHAPY>XMBAOTCA OTCTaBaHVE B HEPBHO-MCUXUYECKOM
pasBuUTUX, MeYaslbHOE BbIPKEHME UL, JIOMKME U CyXue BOJIOChl,
paCTyu_wle nyyKamu.

Nedvedve. TipeanpyHATLI NONLITKU fledeHUs AaHHOro 3aborie-
BaHVA AVETOM C OrpaHMYeHneM 6e/IKoB 1 aprmHuHa  porHo3 Hebnaro-
NpUsTeH, 0CO6eHHO B paHHEM [eTCKOM BospacTe, B [JaUibHeALLeM onpeae-
NAETCA TSHKECTBIO MOPaXKEHNA HEPBHOA CUCTEMbI.

APHOJIBOA — KUAPUN CUHAOPOM (nnatwbasvn cuHApoMm, 6Ga-
3WVIAPHOIA MHBarvHaumMm CUHOPOM, Liepebesio—MeaysiIsapHoro rnopoka
cnHgpom). Arnold B 1894r. u Chiari B 1895 r.. He3aBUCUMO 0AWH OT ApY-
roro onucasin 3TOT CUMHAPOM. XapaKTepudyeTCs Ha/MuMeM [pbDKu,
NCXOAALLEIA U3 TKaHelA CTBO/1a MO3Ia XX MOKEUKA, U CY)KEeHHbIM 60/1bLLINM
3aTbUI04YHbIM OTBEPCTVEM, YTO ABJISETCA Pesys/IbTaToM aHOMasiMu 3aTbl-
JI04HOIA KOCTW, BEPXHUX LLEMHbIX MO3BOHKOB M MO3xe4kKa. Watororo-
aHaTOMW4YEeCKM oOnpeaesseTcs HeaopasBUTVEe MO3Ke4yKa, CTBOSI0BOro
oTAesia Mo3ra, 4acTo codeTarolmecs ¢ MOpoKaMn pasBUTUA CAMHHOIMO

Mo3 ?(n MHMKa. XapakTepHbl CUMMTOMbI MOPaXXeHWsA MO3roBoro
CTBO/1a, Kay[a/IbHOMA rpynnbl YeperHoMo3roBbIX HEPBOB, BEPXHUX LLELA
HbIX HEPBOB, 3a3HNX U GOKOBbIX CT0/160B CMMHHOIO Mo3ra. OTmevaroTcs
rosioBHas 60/1b, HapyLLIEHWE 3peHUs, HUCTAarM, OUMJIonms, 0TeK 3puTesb-
HOro HepBa, ApUrare/ibHble HapyLLeHUA B KOHEYHOCTAX. PeHTreHos1orm-
YeCKN 06HapYy>KMBAETCs MN1aTU0a3Nsa U Cy>KeHMe 60/1bLLIOro 3aTbUT04HOM0
0TBEpCTMA. 3HUedhaorpadms perncTpypyeT aHoOMauIMM MO3Xeuka, Ba-
praHToM cuHApomMa ApHonbaa — Kuapn sasniseTca cuHapom JeHan —
Yonkepa. Heobxoanmo andepeHLmMpoBaTh 0T CUPUHIOMMENW, BOKOBOI0
aMmoTPOUYECKOro CKsieposa, mnporpeccupytowero 6ysibbapHoro napa-
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nunya. Y [eTelA 3abosieBaHe MOXET BecTU K CMepTW, Y B3poCc/ibIX Ned-—
JeHHN "e~rTe"CuHagpomM ApHoibga - Kuapn nognexuT Hebao-

VPYAPNeOIrPUIMO3 ~(BPOXXAEHHOA aMmonsiasvm CUHAPOM, MHOXECT-
BEHHble BPOXXAEHHbIE KOHTPaKTypbl, Aedopmupytowas | . anbHad, 2 n°'
Twe.nviaans). 3aboneBaHne MNoApobHo onwncaHo Guenn-Stem B ra’o r.
peaKoe HEPBHOMbILLEYHOE HapyLUeHWe, XapaKTepusyrLleecs MHOXeCT-
BEeHHbIMM JIAGDOPMALMAMY, aHKWM03amMK, Mapanuyamu, ato o rasc-
KutolraccTporictBamun. OnucaHbl ceMelaHbe Ccriydan  3abosieBalus.
O6a nosla NopaXkatoTCsA C pPaBHOIA YaCTOTOA. BO3MOXHbI AOMUHAHTHBI!
[pevieccBHbIA TUNbl HacneaoBaHs. OrpaHWYeHve OBU= ABKJ1IO-
YaeT BCe CyCTaBbl, 3a VICK/IOYEHVEM YESIHOCTHOIO0 N MEXXMO3BOHKOBbIX.
Mopdonornyeckn — HenosHbIA HMOPO3NPYIOLMNA  aHK/I03 B CycTaBa

B“ KTu HI KT * XapaKTepHbIM $IB/IIeTCA 00Llee MNBpepoXXaeLl»
CN?X0KUIBHO-CBA30YHOI0 U MbILIEYHOro anmnaparta. Mblubl, Kpome mnx
HepopassuTus, (MMOPO3HO M3MEHEHbI, YTO MPOAB/ISETCA OTEYTCTasB»
rMonepeyHornosiocaToil UCHEPYEHHOCTN. CyxokwbHbIA anna’T Tan

Henopa3BUT. CyXOXWUINA TOHKWE, HepeaKo ChasHbl C CYX0*W/ibILLMMN
snaranuwamu. CycTaBHaa Karcysa yTosileHa, TpyaHo PaBr®etma.
CviHOBMa/IbHbIE 000/104KM CyCTaBOB CMasHbl C KOCTbi. CUHOMasIbHOMA
YKNAOKOCTU o4eHb Masio. CycTaBHble KOHLbI aTpPOMYHbI, Hepeakouepno-
CTaTOYHO MOKPbITble XPALOM. Pe3Ko CHWMXeHa 3/1aCTUYHOCTL CBA30K
CycTaBoB. YacTo Tskesian KocosianocTb. OnuvcaHbl U3MEHEUWH CO CTO
POHbI HEPBHOM CUCTEMbI, KOTOPble CBOAATCA K paspaoTallio rraowiouv
TKaHW W JereHepaTVBHbIM M3MEHEHUAM FaHr/Mo3HbIX  KIETOKN dm
M3MeHeHVs1 0C06eHHO AAPKO BbIpaXKeHbI B 06/1aCTV ABUIraTe TbHbIX LIETETPOB
60NbLUMX MOMYLLAPUIEA U MepeHNX POroB CAMHHOIO MO3ra, Kpome Toro,
OTMEYaeTC aTpoua nepuepuyecknx Hepsos. [pyn peHTreHosornye—
c™m o06cneaoBaHUN oripedenseTca 06Las KocTHas HTpodmsa. HAapa
okocTeHeTs MOSABSIAIOTCA BOBPEMS, HO pasBUTUE NX MOXET 3a0epKu-—
BaTbea MITe/VieK [OETeld coxpaHeH. 3abosieBaHWe 4acTo coyeTaeTcs
C ApyrMMy BPOXXAEHHLIMU YPOACTBAMU — aHOMaUTUAMU JINLIEBOTO CKe—

NeTapgB1 T b HTuTn bBHWW AaMnarHo. Heobxognmo npo-
BOOWTL C ApYrUMMUHAcC/IeACTBEHHBIMN ereHepaTVBHbIMA 3a60/1€BaHMSMUA

H. wuw,wm.r Topr-
MAA 1 BOCCTaHOB/IEHME (DYHKLMN MOpaXXeHHbIX CyCcTaBoB. C 3T0IA LIESbK>
£ H /bAno* 3riATca sTanHble MoBsiskW. Mpy HanuMn BbIBUXa 6eaep
=>AMNTCA WX Brpas/eHVe. B oTaenbHbIX cry4yasx npuberaioT K
ornepaTMBHOMY BMeLLATe/IL,CTBY Ha MesIKMX TKaHsaX U KocTax [poso-
OUTCA Takke O06LLeYyKpensisiowlee JsiedeHue, LXTaMUHOTepanus, HasHa
yaloTca MpenapaTbl aMUHOKMC/IOT U aHabosIMYecknx ropmoHoB. Lleneco-
00pasHO MprMeHeHVe Jie4ebHOIA (M3KyNbTYpbl UM Maccaxa. [porap
nna XPAA oTHocUTe IbHO 6/1aronpusiTHLIA B C/lydae paHO HavaToro u
perynspHoO MpoBOAMMOIO JlIeYeHWUsl, OAHaKo [BuratesibHas akTVBHOCTb

Conbiielt O TRTTR BT8R A Icinasna  WAETARAT REREHIAY
(TynHena — Kusepa cuHgpom). CuHapom onmcaH Turner mn Kieser
B 1933—1939 rr. HacnenyeTcs Mo ayTOCOMHO—A0OMUHAHTHOMY TUMY C pas-
JINHHOLA 9KCMPECCUBHOCTbLIO MYTaHTHOMO reHa.

KnnmHmuyecka 9 KapTuHa XxapakKTepusyeTcsa ruvnorsia-
3VielA KOSIEHHOIA YalleyKU S BbIBUXOM KOJIEHHOM0 CycTaBa B SlaTepasibHOM



Harnpas/ieHVW, OUCTI/Ia3VEA JIOKTEBOMO CYCTaBa, BbIBUXOM FOS10BKU Jly4e-
BOA KOCTU. AOucTponyeckre M3MeHeHVE HOITelA B BUAE MX aTpoun,
KOIASIOHNXNN, 60NbLUNX TPEX3YObIX STYHOK. 3K30CT030M0A06HbIE KOCTHbIE
06pa3oBaHNA B BUOE «Ta30BbIX POroB» — 3K30CTO3bl KPbUIbEB Ta30BbIX
KOCTEA — SBNAIOTCA BaXXHbIM MPU3HaKoM. ONUCLIBAIOT Takxke runep-
OCTOBbl Yepena,’ KpbUIOBUAHbIE KOXHbIe CKIaAKW, OUCTUIa3IAL0 riey,
Mpearvieyniio N KUCTelA, SIoKasibHbIe MbllLeYHble Ancnnasun. MoxeT Obimb
rnopaxxeHme noyek B (hopMe Pe3Ko BbIPKEHHOLA XPOHNYECKOIA aflbOyMUH-
ypumn.

JleyeHwWe onepaTUBHOE.

ACTUTMATU3M — ogHa 13 pa3HOBUAHOCTEA aHOMa/iMn pedpak-
umu1, BcTpedaeTca y 45—50% HacesneHns Bcex cTpaH mupa. OTKpbITUe
(Pr3M0/I0rNYecKoro acTurMaTmnamMa nNpuHagIexmnT Tomacy HOHry (1793).
B 60-e rogbl NpoLLIIoro cTosieTus 6bUIo Co34aH0 TEopeTUYECKN 060CHO-
BaHHOE YYeHVe 06 acTUrMaTu3Me Kak OOHO N3 pasHOBUAHOCTEIA aHoMa-
n pepakumn rnasa. Tun HacneaoBaHUS — ayTOCOMHO—PELIECCUBHBIIA
M JOMVHAHTHBIA. HacneaytoTcs U Takue Npu3HakM acTUrMaTmsma, Kak
BUA, CTereHb W HanpassieHVe OcelA.

B 60nbLUMHCTBE C/lyyYaeB aCTUIMaTU3M MpeacTaBseT cob0iA BPOX-
[eHHoe 3MeHeHvie. MpegnonaratloT, YTo Ha obpasoBaHWe acTUrMaTU3Ma
B/IVSIIOT [3aB/ieHVe BeK Ha rsia3Hoe 16/10K0, AaBfieHue rasoasurartesib-
HbIX MbILLLL, MOPKOSIOrNYECKME U3MEHEHWUSI 060/104eK F1a3HOro s6s10Ka,
CTpOeHVEe JIMLEBOrO CKesleTa, pedpakuunsa rnasa, obwas naronoruns
opraHusma.

ACTUIrMaTU3M XapakTepusyeTcs TeM, YTO B [ABYX B3aUMHO MeprieH-
OVKYNSAPHbIX MepyanaHax, NnpenMyLLecTBEHHO B pPoroBoiA 060/104Ke (HO
MOXeT ObITb N B XPYCTa/IMKE), MEETCA pa3Has MperioMasowan cunia,
B pe3sysibTaTe Yero Ha CeTyaTKe He MoslyyaeTcsl ICHOro M306padkeHuns
npegmeTa  (koHonpg, LLUTypma). Ec/in Kocble Hampas/fieHVs B3avMHO nep-
NEHAVIKYNSPHBbI MepyamaHam, TO 3TO acTUrMaTu3M C KOChbIMW OCSAMMU.
Ecnn cunbHee NpenioMNseT BePTUKaIbHBIA MepuavaH, TakoA acTurMa-
TU3M Ha3bIBalOT MPAMbIM, €C/IM FOPU30HTa/IbHBIA — 06paTHbLIM. Pasnu-
YaloT TpU BUOa acTUIMaTu3Ma: MPOCTOIA, CMIOKHBIA W CMELLAHHbIIA.
MpocToA — coyeTaHMe 3MMETPONMM B OOHOM MepuauaHe ¢ aHOMa/ et
pepakumn B ApYroM — 6bIBaeT FMNEPMETPONNYECKUM N MUOMNYECKMM.
Korga B 060MX MepuamaHax MMeeTcs oAHa W Ta XXe pedpakums, Ho
pasHoiA CTereHW, TO 3TO C/IOKHbIA acTUrMaTusM. CvelaHHBLIA acTur-
MaTV3M — KOMOMHaUMS MUONUN € TFerepMeETPOHUEIA B pasHbIX Me-
puanaHax. Acturmatusm cebite 0,5 D moyTw Bcerga ConpoBOXAaeT-
CA V3MEHEHVEM 3peHVs Bl M BONM3W. Y JiiL, C acTUrMaTu3MoMm
HepeaKo OblBalOT KOHBIOHKTUBUTBI, 6/1etapuTbl, He noaaatoLumecs
Tepanuu.

3puTenbHaa paboTa 4acTo COMPOBOXAAETCH SABJIEHUSAMU aKKOMO-
[ATVIBHOIA acTeHonun (ronoBHass 60s1b, 6bICTPas YTOM/ISEMOCTb, YYBCTBO
auckomgopTal,B riasax, cBeTo6053Hb, VMHOrAa rOSI0BOKPYXXEHMe, ToLU-
HOTa, obLlee ‘HeJOMOraHve). Y HOBOPOXAEHHbIX acTUrMaTusM BCTpe-
YyaeTca CpaBHUTESbHO peaKo, MpeobsiafaeT rmnepMeTporNYECKMIA acTur-
MaTV3M, paBHbliA 0Kos10 2,0 D. B TeyeHVe XKU3HW MpomcXoanT BOSTHO06-
pasHoe M3MeHeHVEe KPUBM3HbI POroBULLbl, C BO3PacTOM YAEMbHbILA Bec
rUNEPMETPONMYECKOIA Pa3HOBUAHOCTU B 06LLEIA CTPYKTYpe acTUrMaTusma
yMeHbLUaeTcest 6onee yem B 1,7 pasa. BospacTHasalaBosoumss acturma-
TV3Ma UOET B HamnpasB/ieHUU OT C/I0XKHOM0 FHIMEPMETPONMYECKOro K Mnpo-
CTOMY W CJIOKHOMY MMONMYecKoMy BuAay. [Mpu mnccnegoBaHUM acTurma-
Tr3Ma HEeobXoAMMO YCTaHOBUTbL HarpaB/ieHWe [/iaBHbIX MepuanaHoB Y
ornpeaeninTb pedpakLmio B KKAOM U3 HUX. C 3TOM Lie/blo MPUMEHSIIOTCA
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06BEKTVIBHbIE (CKMACKOMUSA Moc/1e LIMK/IOM/IErMn, KepaToBKOMS, « £ » »
MOMETPMUSA, pedpakToOMeTpUs, axoodTasiorpadmsi) S CYObEKTMBHLL!
(nccnepoBaHVEe C MOMOLLBK CTEHOMUYECKON LUEM U LAMILTO«TaBETX
CTEKOJ1, KpocC—LMNMHApa, (uryp-Tabnmi, acTUrMeTpa, BesIOHOCKOMuS,

, ,HOBOM onTukoii
KoppeKumn [porHo3 cpaBHUTESIbHO G/1aronpUSTHBIIA.

ATAKCUA MO3XXEUYKOBAA AOMWHAHTHASA (Mbepa Mapu
60/1e3Hb). BnepBble BbiderieHa Marie 13 rpynnbl ceMeiAHbIX aTakcum
B 1892 r. 3aboneBaHme Hac/neayeTcs No ay TOCOMHO-A0MUHAHTHOMY TUMy.
YaTo/10roaHaToMNYECKOA OCHOBOLA 60/1€3HM ABNSAKOTCA aTpous Mo3-
2e4yka M CUCTWblEe AereHepaTuBHblE W3MEHeHUs GOKOBbIX CT0/160B
CMMHHOro0 Mo3ra. 3abosieBaHVe HaunHaeTcs nocse 20 JeT.

B KAMHMUYECK OMi KapTWUHe npeobsiafaloT MO3IdKEUKO-
Bble CUMMTOMbl MU CUMMATOMbI MUPaMUAHOMA HeAoCTaTOuHOCTN,
HabN[alTCA MT03, €/1ab0CTb KOHBEPreHUUn U aTpopuaMTesibHbIX
HepBoB. lNMporpeccupytoLle CHMXaeTCA UHTESUIEKT. 3a00/1eBaHNE HEPeAKO
[geT 060CTpeHns Mpu (PU3NYECKUX U MCUXNYECKUX Harpy3Kax, OCTpbIX
MHpeKUnaX, 6GepeMeHHOCTW.

OAundhdhepeHumanbHb A AMAaTFHO3 HeobXxogumo mMpo-
BOAUTL C 60/1€3HBLI0 Ppraeiixa, NpU KOTOPOIA NepBble eMMHT(WbI 3a60s1e-
BaHWsi NOABNAIOTCA B 60/1ee paHHEM Bo3pacTe U Be® A a” “Annoti
CUMMNTOMOM 3a60/1€BaHUA CAYXMUT 3aaHecTon60Bas aTakeus, "
0/INBO-MOHTO-Liepebe/IApHbIX  AereHepaLmy, paccesHHbIM  CK/1epo30M.

leueHwne: ButamuHoTepanusa, AT®, MUOOKA/IM.

ATAKCUA  NONMHEBPUYECKAA  HAC/IEACTBEHHO-CE-
MEWNHASA I'(Pedcyma cuHapom). 3abosieBaHne onmcaHo ««sum (194a
1946) V vAITK 4fieHOB ABYX HOPBEXCKUX CEMEA O KPOBHbLIMWU Gpakamu.
HacnenyeTcs ayTOCOMHO—peL,eccnBHO. [aTosioroaHaToMUYecKn o6Hapy-
XXMBAKOTCA PUOPO3HBbIE YTOMLIEHNA U MHDUALTPaALMSA MAMKMX MO3M0BbIX
060/104eK? XMpoBas AereHepaums nepudepnyeckmx HepsoB U JereHe-
pauusa KIeToK rnepegHUX poroB CAWMHHOMO MO03ra, a TakXe BOJIOKOH,
COEINHSAIOLLMX MOCT C MPOAOSITOBaTbIM MO3IOM M MO3KEUKOM.

KAnnHmnyecKsa Mn 0COGEHHOCTAMM CUHAPOMA SBASAKOTCA Ha-
pacTaroLlas aTakcums U SIB/IEHUA MOSIMHEBpPUTa — MapecTe3nn” aHecTe-
31K, napesbl U Napasinum B OVCTa/IbHbIX 0TAes1aX KOHeYHocTelA. MoryT
VMETb MECTO KOHLIEHTPUYECKOE CY>KeHVEe TMOsIeiA 3peHusi, remMepasionus,
MAMVEHTHBIA PETUHUT, WHOr4A HUCTarM, CHWDKEHWE CrlyXa BC/ieaCTBYE
HeBpUTa C/TyX0BOro HepBa. HabnioaaloTca CMMMETPUYHbIE KOCTHbIE ALic—
nnasun 3 06/1acT pas/INYHbIX CyCTaBOB U UXTUO30IOPMHbIE KOXHbIE
n3MeHeHus1, Mpy NapakIMHUYeCKoM 06c/1eoBaHNN aTUMWYHaA MUFVEN
Tanus ceTyaTKW. Beslok B CNIMHHOMO3IOBOLA YXWMAKOCTU Hepe3KO MOBbILLEH,
B CbIBOPOTKE KPOBMW OMpeaesiseTcs BbICOKOe cofepkaHne Meau, Lepysio-
rnaasmMmHa 1 TpaHcaMuHas, B Moye OrnpeaesiseTcs S0BbIleHre MyKorosin—
caxapuioB W XUPHbIX KUCNOT. TedeHve 3aboseBaHUSA Me/IeHHO Lpo—
rpeccupytoLlee.

AnddpepeHuyumanbvHbl i ANAaTHO3 C/1IeQyeT MpPoBOAUTb
C rMnNepTPoOPUUECKUM WHTEpPCTULMA/IbHBIM® HEBpUTOM  [le* epn??
CoTTa, 60ne3Hbl0 Ppuapeiixa, ammoTpopmen Lllapko — Mapm  Tyca
M rpynnotid NHPEKLIMOHHO—as1/1eprnyeckmnx MosIMHEBPUTOB.

NeuveHune. MpumeHstoTCA oOLLeYKpensisiiolee  siedeHue,
BUTaMMUHOTEPanmns, Maccax, JsiedebHasds P " bTypa.

ATAKCNA*CMNNHANBHAA N MO3>XEYKOBAA HACNEACT
BEHHAS4A (dpuapeiixa 60n1e3Hb). OnucaHa Friedreich B lool r. .3acone-
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BaHHE HOCUT Hac/ieCTBEHHbIA XapakTep. OnucaHbl ciyyan AOMUHaHT-
HOIO N PeLLeccMBHOIO Hac/leoBaHUA. My>KUMHbI GO/EIOT Halle YKEHLUMH.
Hauano 3abosieBaHUSA B Bo3pacTe mMexay 7/u 13 rogamn.

MaTonorvyeckas aHaToMUSA: AereHepauys 3a4HUX U 60KOBbIX CTO/-
608 CrIMHHOIO MO3ra, aTpousa MO3XKeUKa 1 CIMHHOIO MO3ra, B HEKOTOPbIX
CNyyasax rMo3HOMyY U3MEHEHMIO NoABEPraloTCs 3aHNE KOPELLIKM U nepu-
thepmyeckre Hepebl. MpU  MUCTOXUMUYECKOM U3YUEHUW MOPaKEHHbIX
YYaCTKOB CMMHHOIO MO3ra”’ 06HapyXXMBaeTCs YMeHbLUeHWe codepXaHuns
rOTaMMHa, T/IIOTAMYHOBOIA KUC/I0TbI U yBe/IMYeHne (pakumia HepacT-
BOPUMBbIX MPOTENHOB.

KnnHunka. Hanbonee paHHUMW KINHUYECKMMWN CUMITTOMaMU
ABMAOTCA NPOrpeccupytoLlas CeHCUTMBHAA M MO3XeuKoBas aTakcus,
AN3apTpusa, MNCeBA0ATETO3, MO3XKe MOABSIATCA MbileyHas ciabocTb U
OndpysHble N NOKaUIbHbIE aTPoPUM MbILLL, Yalle AUCTasTbHbIX OTAE/10B
KOHEYHOCTEA. XapaKTepHbl KOCTHbIe AedopMaLivi — KUHOCKOIN03 TPy /-
HOro OTAeNa MO3BOHOYHWKAE, pas/iMyHble U3MEHeHWs cTorbl (BapycHas,
9KBMHOBapyCHas C BbICOKMM CBOAOM, Mosias cTona, crona Ppuapeiixa).
YacTo BbISBNAIOTCA WU3MEHEHWSI CO CTOPOHbI CepaeyHO—COCYAMUCTOIA cu-
CTeMbl. BPOXAEHHbIE MOPOKU cepaua, XpPoOHMYecKne mMuokapauTbl. Mpu
HEBPOJIOrMYECKOM U1CC/1e0BaHNN ONpeaenseTcsa HUCTarM, 4acTo CHUKe-
HMe 3peHUs, MOXeT ObIMb Mapasiny r1asofsuUraTesibHbIX HEPBOB, CHIKE-
HUWe cnyxa; CyXOXusbHble pediiekcbl, Kak Mpasuso, OTCYTCTBYHOT Mpu
COXPaHHOCTU KpeMacTepHbIX U 6poLHbIX; B 60siee No3gHuX cTagusax —
TMNOTOHUA N CHWKEHWE MbILEYHOMA CcW/bl. MMOCTOSAHHBIM  CUMITOMOM
ABNAIOTCA HapyLUEHWS T/Tly60KOMA YyBCTBUTESIbHOCTU W pacCTpPoiACTBa
KoopauHauumn. CHWXEHNe WHTesU1eKTa He xapakTepHo. JlabopaTopHble
uccrenoBaHnA: ferkoe yeenmueHve' 6enkan nseoumTos B Liepebpocnum-
H/IbHOA  XKMOKOCTW;  Ha . peHTreHorpaMMe — KOCTHble  Aedopmaumv;
SHUeaorpaMma XapakTepHa A8 OUCTPONYEcKoro npouecca B M1o-
Kapae. TedyeHue 3abosieBaHUSA MeA/IEHHO MPOrpeccupytoLLiee.

AvnddhepeHunanbHbIA AMarHOB CregyeT NpoBOANTb
C onyxonisiMn MO3KeYKa M CMIMHHOM0 MO3ra, paccesHHbIM CKJ/1epo30M,
a Takke C Apyrumm gopmMamMm HacneACTBEHHbIX aTakCUIA.

NeuvoEwne. Toka3saHa o06LleyKpensawLasa Tepanus, Maccax,
rMMHacTVKa, KOppuruvpytloLwlas opTorneguyeckas Tepanus.

ATAKCUA-TENEAHITNOKTA3NA (cnHgpom Slyn Bap). 3abone-
BaHMe onucaHo Lois Bar B 1941 r. MpeacTaBnisieT codeTaHWe MO3XKeu-
KOBbIX HapyLLEHUIA C'KOXHbIMW MPposiB/IeHUAMH. K HacTosLweMy BpeMeHU
B mTepaType onybnukoBaHo 6onee 150 Hab/OAEHUEA 3TOFO0 CUHAPOMA.
O6a nosia nopaxarTcsA B paBHOIA cTeneHW. OCHOBHOIA TWUN Hac/le0BaHNS
ayTOCOMHO-PEeLIECCUBHbIA. Mpy NaTos10roaHaTOMUYECKOM UCC/1Iej0BaHNN
06Hapy>XMBalOTCA MPU3HAKU LiepebesIspHOIA  AereHepaumn, YMeHbLLe-
HMe KONMMYecTBa 1 ANCTPONYECKUE U3MEHEHNS KNeTOK MNypKMHbe, aTpo-
hra 6esioro BellecTBa Modkeuka. OTMeyaeTcs U3MEeHeHVe MenkuxX BeH
MSAFKUX MO3roOBbIX 060/104EK MOIKEUKA, COCYA0B KOXHbIX MOKPOBOB U
CAM3BUCTbIX 060/104eK. MaToreHes ocTaeTcs HeACHbIM. OTAe/bHble aBTOpbI
OTHOCAT 3ab0/1eBaHNE K HelApo-aKToMEe3oAepMasibHbIH  AVCTI/Ia3UsM.

KnnHuka. TlepBble KAMHUYECKNE CYMITTOMbI MOSABASOTCA
B paHHEM AETCKOM Bo3pacTe, yatle mexay 1 v 4 rogamn. MNoxogka cTaHo-
BUTCA HEYCTOAUMBOLA, OTMeYaeTCsl HEesIoBKOCTb [ABWKEHUIA. [lo3gHee
BbISB/IAOTCA 3HAUMTENIbHAsA aTakCus, WHTEHLMOHHOe [poXaHwe, Hu-
cTarm, CKaHAVpoBaHHasA peyb 1 MMNOTOHUA MbIlL, B psage criyvaeB pas-
BUBAIOTCA TUMNEPKMHESbI, HOCALLME aTeTOUOHLIA WM XOpeUdopMHbILA
xapakTep. M3 Apyrux HeBposIorMyecKUX CUMITTOMOB MOXHO OTMETUTH
CHWXEHWEe WM OTCYTCTBUE CYXOXKWUIIbHbIX PediieKcoB, TMAOMUMMUIO,
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NeyveHune. [Ona nedyeHua GonbHbI* ¢ GLAHOpoMOM Pyccu-Heto
1cnosib3ytoTces aHTUXO/IHH3CTepa3Hble MnpOnapaTbl, aMWHOKUC/OTHI,

AT® BuUTamMuHbI rpynnbl B. MpumMeHsieTca Mmaccax, siedebHas hrusky»

KAP/IMKOBOCTW YMCTBEH-
HOA OTCTAJIOCTN CUHAPOM (MapuHecko — CberpeHa c..Tr. pom).
3abuBaHneonuncaHo Marinescu u Sjogren B 1331 r. VvieeT ceveilHbIA
XapakKTep 1, Mo BCEIA'BEPOSATHOCTU, 00YC/IOB/IEHO PEAKOIA PeLecCUBHOLA
KyTalleii. PoauteniM'yacTo COCTOST B KPOBHOM POACTBE.
KnuHuka. Beaywmmn  K/IMHUYECKUMW  CUMIMTTOMaMy  SIB-
nseTcs peskas 3afepkKa (U3MUYECKOro U MCUXUYECKOro pPas3BUTUS,
Kap/INKOBOCTb, AethopMaLi MO3BOHOUYHMKAE, C/1abocTb MbILL, AUCTa b
Ww X T NPOKCKManbTIOTAEN0B KOHEYHOCTEIA, aHKW/I03bl KOSIEHHbIX
M JIOKTEBbIX CYCTaBOB, 4YacTO ABYCTOPOHHSIS BPOXAEHHas KaTapakT,»,
MbTeplupsiouiee cxoasileecss Kocornasme, HAcTarm. Mpu MUKpPOCKoMNmn—
Aol «0B aH LW : rofIoBHOro U CIIMHHOIO MO3ra BbISB/ISETCS aTpo-
(1A raHr/IMoHapHbIX KIeToK. 3abosieBaHWe Me/IeHHO MporpeccupyeT.
AndbdhepeHymanbHblA guarHos,_ Cregyer NpoBo-
AUTb C Pa3/IMYHBLIMU BUOAMM BPOXAEHHOIA 3HAOKPUHHOIA HeA0CTaTOUHOCTY
1 3ab0s1eBaHAIA OMOPHO—ABUIaTe/IbHOro arnnapaTa.
NedveHne. [lpumeHsieTcs 06LLEYKPENAOLLAA U FOPMOHa/IbHasA

Tepanus. pQ/bK Hac/neACcTBEHHOCTY). HacneacTBeHHble

$aKTopbl UMEIOT OMpeaesieHHoe 3HayeHVe B PasBUTUM aTepocksieposa.
MpegnonaraeTcs, YTO M0 aHas1I0MMM C TUMEPTOHMYECKON 60/1e3HBI0 peydb
Hac/eACTBEHHO nepefade (YHKLMOHa IbHOLA HEMOSTHOLLEHHOCTU
EnaTtol peTymMpylHLWX 06MeH BELWECTB W COCTOSHME COCYO0B.
CpaBHUTESbHbIE [aHHble 0 YacTOTe CTeHOKapAuW, UHMapKTa MuoKapaa,
VHCY/IbTOB, CKOPOMOCTVKHOIA CMEpTU Y POACTBEHHMKOB 60/1bLLNX
3[10pPOBbIX C YYeTOM rMosia, BO3pacTa, BWAa POACTBA CBMAETESIbCTBYHOT
0 posIN HacreACTBEHHOCTU B FeHese aTepocksiepo3a. OeobeBLUO OTYC.—
L bo HacneacTBeHHas MpeapacrofioKeHHOCTb BblAB/EHA Y 60/bHbIX
Noporo BoTpacTTu y nunu, paboTa KOTOPbIX CBSA3aHa C YMCTBEHHbLIM

TpYOHBpeaKo 0TMeYaeTCs HaK/IOHHOCTb K M36UpaTesibHOMY MOpaXkeHUo
aTepoCcK/1epo30M orpeaesieHHbIX CocyAUCTbIX obnacTetd. Y poactBe”
KOB 60/IbHbIX aTepocK/1epo30M KOpOHapHbIX cocyaoB 6osilee 4acTu
CMMNTOMOM SIB/1SIETCA KOPOHapHbIA aTepocksiepo3a BNeMMX: 60MbHbIX
C TpoM6030M MO3rOBbIX COCYZl0B Hambosiee 4acTbl yKa3aHUsi Ha WB

°Y/bCemeliHast ranepxosieCTepUHEMUS SB/ISIETCA OCHOBHbLIM Hac/leacT-
BeHHbIM HapyLleHneMm, rnpegpacronaraiowmmM K aTepockieposy. Cemen-—
weT3nwn” 'BabosieB™N aTepock/Iepo3oM 3aBUCAT OT CTenei
HapyLleHWs X0/1ecTepnHOBOro 0bMeHa, 6eTa—MnonpoTenHoB. HekoTo-
ObLTBTOPbI YKa3bIBaOT Ha HEMO/HbIA AOMYHAHTHBIMA TUN Hac/ieaoBa—
WS MOPMO W FUMEPXOSIECTEPUHEMUN, HOPM»— N TUMEPGETAIMMONPOTEN—
AMKB B cembax 60/IbHbIX aTePOCK/IEPO30M Yallle 0TMevaeTcs nos™
HVe r00yIMHOBLIX (BpakumiA 6e/KOB CbIBOPOTKU KpoBU. CylLeCTBEHHbIE
N M q° 4KasaTesie« CBepPTbIBAIOLWEI U aHTUCBEPTbLIBAOLLEN CUCTEM
Kpo~eX A4y cemMbsiMU C HebMaronpusTHOIA Hac/neACTBEHHOCTLIO. Bro-
XUMMYecK*e™ caOBuUrv Hepeako OTMeYaloTcss A0 pPasBUTUSA OTHET/IMBbLIX

K/IMHNYECKNX M3 6osiblioro ymcna cny-
yaeB Kaccmuumpyembix Kak 6onesHb Jinttaa nnm Pogosa™
Auton, Vogt (1896) Bbiae W COCTOAHUSA, NPU KOTOPbIX NpeobagaloT
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areTo3, OAUCTOHUSA MbILL, TY/10BULLA N KOHeYHocTel. Mpu naTororoaia-
TOMWYECKOM UCC/IEA0BAHUN 06HAPY>KMBAIOT CKOMJIEHNE MYesIHa B XBO-
CTaToM sipe, YeueBULLEO6pa3HbIX a4pax, a Takke B 3puUTesibHOM Byrpe,
BHYTPEHHelA Karicysie U Mo3rosoiA Kope. [MaToreHes ykasaHHbIX U3MeHe-
HUIA He U3BECTEH.

KN nHMKa xapakTepusyeTcs nosisfieHeM rnocsie 6—10 mecaueB
XOpPentopMHOro runepkmMHesa N aTeTOMOHbDK ABMDKEHUEA N PUrMOHOCTU
MbiLlLy,  3abo/1ieBaHME HOCUT CTauVOHapHbIA XapakTep, AeTW ydaTcs
XoauTb, pa3roBapmBaTb. OAHaKo ABUraTesibHble BO3MOXHOCTW MOMyT
3HAUMTE IbHO 33[ePKMBATbCA MU3-3a PUrMAHOCTU MbILL, YMCTBEHHas
3afepXKKa 006bIYHO YMepeHHas. 4

NNeyeHMe KOMI/IEKCHOe, [/MTesibHoe; BK/IOYaeT CpeacTsa*
CHMXaLMe MbLUEYHBIA TOHYC W y/ydllaiowme HepBHO-MbILLEYHYHO
npoBoAMMOCTb. [MoKasaHbl MacCaX, TFMMHaCTMKa.

ATPE3NA OTBEPCTUA MAXXAHOW (OeHonm — Yonkepa cvHA-
pom). OnucaH Dendy B 1921 r.; Walker n Taggart B 1942 r. onucana
K/IMHUKY 3abosieBaHusA. TMpu  NaTos10roaHaToOMUYECKOM UCC/IeA0BaHNN
BbISB/IAIOTCA aTpesns 0TBepcTus MaxaHan, BHYTPeHHAs ruapoleda-
N8, HepopasBUTUE MO3XKEeUYKa U aHOMa/ MM CAMHHOMO Mo3ra.

KnunHnka. CuHAPOM MPWKU3HEHHO TPYAHO AMarHOCTMPYeTCs.
OTmeuaeTes ruapouedanms, o6ycrioBfIeHHas arpesvell oteepcTus Ma-
XaHau. VICTOHYeHVEe KOCTelA CHadasla HabsiiodgeTcs B OKUMMUTA IbHOLA
061acTW, NMUeBas U (PPOHTaSIbHAsA YacTW CTpadatloT B MOC/eAHUX CTa-
ansx 3aboneBaHUs.

AnarHos nNoaTBEPKOAETCA PEHTreHOrpPaMMOLA, MHEBMO3HLIE-
thasiorpaMmoiA. CnHAPOM HeobxoaMmMo AuddepeHLMpoBaTh 0T CUHAPOMA
ApHonbaa — Kuapn, npu KOTopoM rugpouedanna 6osiee BblpakeHa
N pa3BMBaeTCs, Kak npaswusio, B 111 1 60KOBOM >XeslyfouKax,

ATPO®UNA AOEP VI N VII MAP BPOXXOEHHAA (Mebuyca cuHAa-
pom, Mpede CMHAPOM, BPOXKAEHHBLIA [1a30—/IMLEBOIA Mapasind, BPOXOEH-
HoA Mapasind VI n VI nap 4epenHoMo3roBbIX HepBOB). CMHOPOM Xapak-
TepusyeTcs BPOXKAEHHbIM MapasINyoM Hapy>XHOA MPSMOIA MbILLbI F/1a3a
1 nepuepruyecKnM napasiivyomM JIMLEBOIA MyCKylaTypbl. OnucaH Graefe
B 1880 r., Moebius B 1888 r. B 1892 r. onmcaHo 44 cniyyass 1 BBeAgH
TEPMUH «HYKJI€apHas. aTpodus».

KnuHwnka. 3aboneBaHve 4acTo HabnogaeTcs y cnbeos. MoxeT
npucoeanHATLEA Napamy X1, X111 V nap. MoryT 6bimb ABYCTOPOHHME
1 OOHOCTOPOHHME MPOLECcChbI. JIML0 MacKoMofo6Hoe C OTKPbITbIM PTOM U
He3aKpbIBaOLWMMNCA Fa3amMK, rflasHble S6/10KM He OTBOAATCA B CTO-
poHY. MoryT umeTb MeCTo AetopMaumn Heba, MblleyHble AedeKTbl Ha
rpyav, JHME Masiblibl N OTCYTCTBUE MasibLEB. VIHTE/UVIEKT CHUDKEH.
Ha ayToncun HaxogAaT BblpaXKeHHyo runorviasvio aaep VI—VIIE napbl.

OAndhdhepeHumanbHbIA AVnarHo3 cfiegyet nposo-
O/Tb € Oynb6apHbIM MapasINyoM. :

NNeyeHune. Xupypruyeckoe rsieveHve MasioaekTnBHo. IMpo-
rHO3 /19 YKWU3HW XOPOLLMIAL.

APNEPNHOMEHEMWNA — HacneacTBeHHoe 3abosieBaHMe, cBA-
3aHHoOe ¢ gedmumToM ubprHoreHa — | thakTopa B rsiasme KpoBw U Xa-
pakTepu3yloLleecss HapylleHMeM remocTasa. B mTepaType onwmcaHo
okosio 50 cniyyaeB. [pegnonaraeTcs  ayTOCOMHO—PELECCUBHBIIA — TUN
HacnepoBaHus. Ob6a rosia 60/1el0T C OAMHAKOBOMA YacTOTOMA. Y (heHOTU-
HeCKW 3[0pOBbIX HOCUTEslelA MaTosiIorMyeckoro reHa OTMeYaeTcss Hak-
JIOHHOCTb K (PMBPUHOreHOMNEHUN.

KnunHnka. A(QuopnHOreHeMUss MOXET MpPOosSBASATLCA KpPOBO-
TOUMBOCTBIO M3 MYMOYHOMA paHbl g HOBOPOXAEHHbLIX BCKOPE MOC/ie poXK—
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Mtttit, a Taldke M3 CAWBUCTOMA 060/104EK HOCa, >kenyaoqHo-illiHeUHoM
TpakTa (MerieHa), Mo4erosioBbIX MyTeld OTMeYaroTcs KpOBOU3INSHUS
Mg KoKy M B MbHLbl, MpY MpopesbiBaHUM 3y60B U XUPYPrUYECKNX
BMeLLIaTesIbCTBaX. XapaKTepHOIA 0cO6EHHOCTLIO 3a60/1eBaHUS SBSETCA
OTCYTCTBME CMOCOOHOCTU KPOBU CBEPTbIBaTLCA. KonmuecTso Tpom60-
LMTOB B MNpeaesiax HOpMbl WM HECKOSTIbKO CHUKEHO, BpeMs KpoBoTeuye-
UMsi N MPOTPOMOMHOBOE BpEMS YAJIMHEHO, HO HOpMasiM3yeTcs rocsie
Ao6aBreHnst (MobpUHOreHa WM HOPMa/ibHOLA M/ia3Mbl, MpW  nogorpe-
BaHUWM rU/1a3Mbl B' C/lydae OTCYTCTBUA B HelA mMbpUHOreHa ocagka He
BbIMaJaeT, M OHa OCTaeTcs MpPO3pPayHOLA.

MarBo 3 /[na noarsepkaeHVs AyarHo3a MoryT 6bimb UCTosIb-
30BaHbl GMOXMMUYeckMe MeTogbl. Mpy  (MOPUHOrEHOMEHNN  YpOBEHb
tmbpuHoreHa kosebnietcsa ot 15 o 50 mr% (npw cpegHein Hopme 25P+
38 Mr%) [OudihepeHUMpoBaTb Hac/eACTBEHHYIO aUOPUHOreHEMUIO
criefyeT OT reMowinsg, a Takke rpynnbl FremMopparnyeckmx Avare3oB
pa3/IMYHOMA bruonoruu. HeobxoAMMO MOMHUTL 0 BO3MOXXHOCTU remoppa-
rMYeckoro CUHAPOMa Y HOBOPOXAEHHbIX BC/IEACTBME BBEAEHVS MaTepu
aHTUKOAry/nISHTOB Mepes, pofamMyv WM BO Bpems pofoB. HecmoTps Ha
BbIpKEHHbIA AehUMT (PrnbpuHOreHa, 3abosieBaHME MPOTEKaeT 3Haun-
TesIbHO Jlerde  remMouivn.

JleuBHSAEe 3ak/Il04aeTcs B MepesiMBaHUAX KpoBW, BBEAEHUN
OYMLLEHHOI0 (MbpnHOreHa. BeefeHMe GrbprHOreHa 60/1bHbIM BbIBbIBAET
06pa3oBaHMe aUTHHOUOPUHOIEHa, B CBSA3M C YeM TepareBTUHECKUIA a(heKkT
MOXET OTCYTCTBOBaTb. [M03TOMy fiedeHVie reMoTpaHchy3usiMmu U ruepum-
HOreHOM Lie/1ecoobpasHo TOSIbKO B C/lydae MacCUBHbLIX KPOBOUS/USHUIA,
YIPOXAIOLLMX XKM3HW. Tpr Nerknx KpoBOU3IMAHUAX MOKa3aHO MeCcTHoe
M cyMMTOMaTUYeckoe JsledeHvie (MpenapaTbl enesa). MporHo3 oTHocU-
Te/lbHO GMaronpusiTHbIIA, HO OC/IOKHSETCS MpPU  MacCUBHbIX  KPOBO—

noTepsx. pongA3und (xoumgpoamcTpomsi ruioda) — obLlee reHe-
pasIN30BaHHOE CUMMETPUYHOE 3ab0/1eBaHMe KOCTHOMA CUCTEMbI, Xapak-
TepusytoLleecs 330epXKKOIA SHXOHAPa/IbHOr0 OCTeoreHesa. 3abosieBaHuve
HauMHaeTCcA B paHHEM 3MOpUOHasIbHOM rMepuoge. HacnenyeTcs 06bIMHO
rno ayTOCOMHO AOMVUHAHTHOMY Tury. BeposTHOCTb BO3HUKHOBEHUA MyTa-
LM BO3pacTaeT B 3aBUCMMOCTW OT BO3pacTa oTua. YacToTa v nonynsumm
npumepHo 1: 10 O00. XapaKTepusyeTcs HernporopLmoHasibHO KOpoT-
KM  KOHEYHOCTSMM, S10pA030M, Y MHOMMX 60/bHbIX — Cef/10BuaHas

“epOK T AT 7,FdTplbllk™ .®MN "“ ' chondrodystrophia
hvpoplastica, npu KoTopoiA HedocTaTou4HO pa3BUT xpsuy, 1) cnondro-
dystrophia maiacica, xapaKTepu3yloLasacsa pasMsird4eHVeM Xpsila u
o4aroBbIMM  pasmsardeHusMu - kocteld; 3) chondrodystrophia hyperpla
slice, nMpn KoTOpoi/A HabMoAAETCA HemnpaBWU/IbHOE U GecrnopsgoyHoe pas-
pacTaHVe Xpswa wn o6pasoBaHMe TO/CTbIX FPUBOBUAHBLIX YTOSILLEHNN
Fo6nacTH Auans3oB KocTelA. Ha peHTreHorpammax — paspbixsieHue
MeTam3apHbIX 30H B TPYOUaTbIX KOCTSAX, CrUIOLEHHbIE MO3BOHKN C KO
POTKUMWM OCTUCTBIMM OTPOCTKAMMW, YKOpPOYeHWe TpybuaTbIX KOCTelA,
[ Bonblas 4acTb OETEIA MormbaeT BHYTPUYTPOOHO, poaMBLUMECS —
YKM3HECMOCOOHbI, OAHAKO 3abosieBaHVE He W3/1IeUNBaETCA.

JleyeHMNeE CUMNTOMATMYECKOE.

AXPOMATOMUWA (uBeToBas cfiernoTa) — OTHOCUTENIbHO peakoe
3aboneBaHne. B MVpoBOLA SMTepaType onucaHo 0koso 400 criyyaeB
MosIHOMA axpomMasuun. YacToTa MOMHOMA LBETOBOMA C/ieMoTbl B ANOHUN
cocTaBsiseT 2,8 : 10000. Tun HacnenoBaHWS ayTOCOMHO—PELLECCUBHbIV
W PeLEeCCUBHBIMA, CUETVIEHHBIEA C MOJIOM.
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KnuHunka. LBeTbsas cnenota yalle BCTPeYaeTecs y JSMn MyX-
ckoro Mosia. BosibHble He pa3fMyaloT MBeTa W YacTo CTpajaloT CBETO-
60A13HbI0 . Ha6nopaoTca HACTArM W Kocorsiasve. OCTpoTa 3peHust CHU-
>XeHa HECKO/IbKO MoBbIWaeTcd B TemHoTe. OTMedaroTcss aHOMasivu
pepaknuu, acturmaTam, KOPPEKMUS He YydlliaeT 3peHuns. 3smnosieBa—
HVE CBA3bLIBAOT C HapylleHVeM (yHKUMM KO/1I604KOBOM0 — armnapara,
OTCYTCTBYEM WM HEAOCTATOYHOCTHI0 OAHOI0 U3 TPEX KOMIMOHEHTOB MBe—
TOBOI0 3peHVs Mpyv YaCTUYHOILA CBETOBOIA C/iernoTe; AeuTepaHorTa
(cnenoTa Ha 3e/eHbiA LUBET), MpoTarnonnu — csiernoTa Ha KpacHbIA LBeT
1 TpyTaHonNun (CriernoTa Ha CYHUEA LBET).

AnarHo3 CTaBaT npy MNOMOLIWM creuyasibHbIX LBETOBbIX Ta6-
JL, CreKTpasibHbIX aHOMas10CKOMOoB, LUKas1 LiBETOB.

ﬂ,l/l(bd)epeHLWlaj‘lebll/l AnarHos HeO6X0,CI,I/IMO npoBoAnTb C npmo6pe-
TeHHbIMA PacCTPOACTBaAMWN LIBETOBOr0 3peHus. [pu BpOXAEHHbIX pag-
cTpobicTBax CHVDKEHa YyBCTBUTESIbHOCTb K KPacHOMY W 3es1eHO0Y MBee-
TaM KOHTpacTHas YyBCTBUTE/IbHOCTb He CHWXKEHa, (hyHKLMOHa/IbHbIe
M3MEPEHNsT CTabW/bHbI, PacCTPOLACTBA BCErAa OGMHOKYAPHbI B OT/INUMeE
oT npmoﬁpeTeHHblx

TpyeHNe O1C c %(

ATMN03 TTOYEYHbI KAHA/BbLEBbIN. YcTaHoBneHo, uTo
cospesaHue CbepMeHTHbIX cucTeM, 06eCneUMBatoLLIMX aHTUBIYO CEKPENMIO
BOAOPOAHbIX VOHOB, MOXET 3HauuMTeslIbHO 3anasipbiBaTb. [laHHas arnoma-—
SISt HOCUT Cevel/HbEA XapaKTep U CAYXUT MPRYMHOM BO3HWKHOBEHMS
MoYeYHOro KaHasibLeBoro annaosa. Cevel/HbEA MoYeyHbIMA annao3 obbe-
OVNHSET HECKOSIbKO CUHAPOMOB, XapaKTepu3yHLMXCA 0CO6eHHOCTAMMN
K/IMHUYECKNX MPOSIB/IEHNIA N HacnefoBaHns; 1) nodeqHbliA aumaos HoBO-
pPOXAEHHbIX: 2) cuHApoM JIAIATBYA], HaGMOOREMbIA B rpygHOM Bo3pacTe,
3) cnHapom OnbpaiaTa (Y OeTeiA cTapLuero Bo3pacTa 1 B3pocsibix). [MepBble
asp OPMbI Hac/ielytoTcs MO ayTOCOMHO—PEMNECCUBHOMY TUMY, TpeTbsi—
no ayToCOMHO-AOMWHAHTHOMY C MOBbILLEHHOLA NMEHETPaHTHOCTLI0 MyTaHT

N1 To4euHbIA aumao3 HOBOPOXKAEHHbI»..[epBas (opMa HOCUT TpaH3u-—
TOPTTLIA  XapaKTep W MNPosiB/SETCA MNP UCKYCCTBEHHOM BCKapM/IVIBaHUU
pebeHKa c MOMeHTa poxaeHus. [na 3abonieBaHWA XapaKTepHbl pBOTa,
06e3BoXkmMBaHVe. OTMevaloTCa MoSINypus, 3aropbl, finxopaaka, 6osb-
woe AbixaHue. [py nepexoge Ha BcKapMmamsaHue [D'.0Pc«umwunnu
MaTEepMHCKMM MOJIOKOM BCE 3TU ABJIEHUS MpoxXogAaT (TpaH3WUTOPHbIM
roYeuHbIA  annao3 neproda  HOBOPOXOEHHOCTY).

CvHapoM JIAATBY[a XapakTepusyeTcs TeMn ke MpusHakamu, npuv
otcytcTeun COOTBETCTBYHOLLErO JSIEYEHUA K HUM MPUCOEAMHSETCA TUMo-
Tpohusa. [lposiBNsieTcA B rpyAHOM BO3pacTe  CUMMTOMOKOMIT/IEKCOM
KULLEYHOro TOKCMKo3a. =

Bonee TaXenoe TeueHvie MPUHMMAET CUHAPOM OnBpaiiTa. 3Ha‘-||/|-
TeSlbHble MOTEPU KasibLUps C MOYOLA 06YC/10B/IMBAKOT pasBUTUE MO3LHEr0
paxuTa C AB/IeHVAMW ocTeoMariAumn. Kpome Toro, oTmMevaroTcs Mnosm-
ypus  MoYeUHble KO/MMKW. BosibHbIe YKau1ytoTCA Ha OTCYTCTBUME arrneTuTa,
€M1abocTb MbMMM, 60/ B KOCTAX. PeHTreHos1ornyeck obHapyxmsaeTcs
OT/IOKEHVE N3BECTU B Moykax, obpasoBaHue kamMHelA. 3ToT Tun 3abosie-
BaHWSA 06Hapy>XMBaeTCcs TONbKO Y AeBodeK. B nnasme KpoBwu mpu BCeX
TUHaX anuao3a — rUnepxsiopeMust, TUMOKaSIMEMUS, CHYDKEHWE CoTep-—
YKaHUSA KasibLmsa 1 0CO6eHHO LLEMoYHbIX pe3epBoB. CoaepxaHue gocdopa
TaKke CHVKEHO, HO MpY HapyLUeHUN PUAbTPaLIMOHHOM YHKLIMK MoYeK
MMeeT MeCTo runepdgochaTemMms.

Jle4yeHWNe HanpasB/iIeHO Ha YCTPaHEHWE ABMEHUM annao3a — HeX
Mosib30BaHMeLLe109HbIX PacTBOPOB, PErYALMIO BOAHO-CO/1€BOI0 06MeHa.
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ALUVIOEMVMAPOrEHA3blI HEAOCTATOUYHOCTb. 3a6oneBaHuie
BrepBble onucaHo B 1962 r. Sidbury, Harlans, Witels n xapakTepu-
3yeTca MosiB/IEHVMEM CyZ0por B Mepuoae HOBOPOXAEHHOe™, pa3BUTUEM
NeTaprun N gervgpataumn. YMEpeHHO BbIpaXXeHa rernaTocriyieHoMera—
nvia. TUN HacneACTBEHHOM rnepefayn, Mo-BUAMMOMY, ayTOCOMHO-peLiec-
CVBHBIA. CneupyeckniA - AetheKT Npy 3TOM CBS3bIBAaOT C BPOXAEHHOM
HeA0CTaTOYHOCTbLIO aupiaernaporeHasbl. B KpoBn HaxogAT yBemMueHHoe
cofilep>kaHne Mac/IeHOMA M FeKcaHOeBOMA KUC/IOT.

NleyeHMe CUMNTOMATUYECKOE.

ALLEPA CUMHAOPOM. 3aboneBaHue BrepBble onucaHo B 1909 .
Laffer. B 1920 r. Ascher gan nogpobHoe onuvcaHue KAMHUKK GOMe3HN.
Habnopanuce ceveliHbe criydan. HacrepoBaHve ro ayToCOMHO-peLieo—-
CMBHOMY TuMy. BosbHbIE Yallle BCEro B CeMbsiX OT KPOBHbIX 6pakoB.

KnnHunyeckasa KapTWHa XapakTepusyeTcs YABOEH/EM
rybbl BC/eACTBYE AYN/IMKATYpbl C/MBUCTOMA 060/104KK, Griedapoxania—
31MO0HOM, YacTo 3060M. Neproanyeckn BO3HMKaeT 0TeK ryd M BepxHero
BeKa.

AndhdpepeHymnanbHbIA [guUarHo3 cfegyeT MpoBo-
OUTb C CcMHAPOMOM MeribKepccoHa — Po3eHTasis, onyxosisMu ryébl v
oTekom KBsuBke.

NleyeHMe CUMNTOMATMYECKOE. _

BEAPA BbIBUX BPOXAEHHbIV — aHOManus pa3BUTUA Taso-
6epeHHOro cycTaBa, KOTopas K/IMHWUYECKM MPOSBASETCA MOABbIBLXOM
W BbiBUXOM' 3abosieBaHMe BCTpeyaeTcs OT 2 A0 7 cnyyvaeB Ha 1000
HOBOPOXAEHHBbIX. BpoXaeHHbIA BbIBUX 6edpa LLUMPOKO pacrpocTpaHeH
B EBPOMEMCKUX CTpaHaxX M ModTu He HabnogaeTcs B A3un U Adpuke.
Y [eBo4eK 3TOT NOPOK BCTpeyaeTcs B 5—7 pas valle, YemM Yy MaslbUNKOB.
Mpeo6iafaeT NIeBOCTOPOHHEE MopaXkeHVe cycTaBa. Bo3moxkHa HacrieacT-
BeHHas nepefadva 3abos1eBaHUS MO SIMHAM MaTepw.

KnuvnHunuyeckue nposBleHNS BPOXAEHHOro BbiBuxa 6eapa
3aBUCAT OT BO3pacTa W THKECTW npouecca. Mo TsxecTu Aedopmaumn
pasnuyaloT 3 CTeneHn: AUCIIasuvio, NoasbiBMX N BbIBUX 6eapa. Aucnna-
318 — Hamboslee slerkas CTereHb 3ab60sieBaHUsA, KOTopas MposiB/ifAeTes
HapyLLeHVeM occudmKaLn TKaHelA Ta3obeApeHHOro cycTaBa, HO nocres-
HALA aHaTOMUYECKN CchopMUPOBaH MpasusibHO. Mpy NoaBbIBUXE FO/10BKa
6eipeHHOA KOCTU YaCTWUYHO HaxoAmMTcs BHe BraauHbl. BbiBuX 6eapa —
camas TshKenas CTereHb aHOMa/IMM PasBUTUA, MPU KOTOPOIA rosioBKa
6eapa Haxo4uTCA BHe BMafuHbl, @ B 0C060 TMKE/bIX Cryyasx fOake
onmpaeTcsa Ha KpbUI0 MoaB3A0LLIHOM KocTU. Kancyia 1 CBA304HbIA anna-
paT nepepacTAHyTbl. TKaHW FO/1I0BKN 6edpeHHOA KOCTW W BraaviHbl —
runonsasvpoBaHbl.  [ncnnasnsa Ta3obedpeHHOro cycTaBa MOXeT Mpo-
TekaTb 6GECCMMNTOMHO WM BbiBbIBAET OrpaHUYeHWe oTBedeHUs bGenep,
acMMETPUIO 6eApeHHbIX U AroanyHbIX ckNagok. Mpu nogsbiBuxe 6en-
PEHHOIA KOCTW BO3MOXHO OTHOCUTESIbHOE YKOpOYeHMe 6O/IbHOA KOHEeY-
HOCTW W pOTaLMOHHOE MOSIOKEHNE ee. YKasaHHble CUMMTOMbI 3abosieBa-
HUS HEMOCTOSAHHbI. HeT CTpororo pasrpaHMYeHns KIMHUYECKMX NpU3Ha-
KOB MeXay avcrviasvieil n BbiBUXOM. 1o mMepe pocTa pebeHka, 0CO6eHHO
C Ha4as1I0M Harpy3km Ha HVXKHWE KOHEYHOCTW, Korga pebeHOK HaunHaeT
X0OUTb, TSXKeCTb AdedopMaumn ycunmBaeTcs. BbiBUMX rosioBkn 6eapa
Y HOBOPOXKAEHHbLIX BCTPEYaeTCs cpaBHUTEsIbHO PeKo 1 MpUcyLL, 60/1bHbIM
cTapliero, Bospacta (nocse 1 roga). Mpu gaHHOIA dhopme 3abos1eBaHUS
Yy 60/IbHbIX MEpBbIX MECALEB XXU3HW, KPOME OMUCaHHbIX Bbillle CUMITTO-
MOB, MOCTOSIHHO OMpeaenseTca OTHOCUTESIbHOE YKOpoYeHue 60/1bHOMA
KOHEeYHOCTW, 6ONbLIOA BepTesnl CTOUT Bblle JIMHUM Posepa — Henu-
ToHa. Hambonee xapaKTepHbIM Mpu3HaKom 3abosieBaHUS SABMseTE®
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CYMIMTOM LUenYKa (Npy pasBefieHUN Geaep onpeaesisieTcs XapaKTepHble
LLUE/YoK 3a CYET BrpaB/IEHUsI FOJI0BKW BO BMaavHy). CUMMTOM LUe/yKa
COXpaHSIETCA B TeueHVe MepBbIX 2 Hedesb XXM3HW. C pocTom pebeHka
aa CyeT MnepepacTsHXKEeHMs CBA30YHOro annapara STOT CUMITOM MCHE3aeT.
B peakux criydasix OH MOXET BbISBATLCSA A0 3—5-MecsayHoro Bo3pacTa.
Y 60nbHbIX cTaplie 1 roga pe3ko HapyLllalTcs cTaTuka M MoxXoaKa.
Mpy ABYCTOPOHHEM TMOPAXEHUN «MOXOAKA YTUHasi»« TaKk KaK pe3Ko
BbIpaXXeH MOSICHNYHBLIEA J10pA03, XXMBOT OTBUC/IbIEA, 06/1aCTU Ta3obeapeH-
HbIX CYCTaBOB Cr/iaXeHbl. [eTn XoAAT NepeBasiMBasich C OIHOLA HOW Ha
Apyryto. OfHOCTOPOHHEe MopadkeHWe MPoSB/ISETCA XPOMOTOLA Ha 60s1b-
Hy0 Hory. JlopZi03 BbIpaKeH MeHblle. Bonun oTcyTCTBYHOT. PeHTreHos1o-
ruyeckoe obciefoBaHVe SIBSISIETCSH OCHOBHbIM METOAOM ANArHOCTUKM.

AundbdpepeHymmpoBaTb BpOKAEHHbIM BbIBUX 6egpay 60/1b-
HbIX MEPBbIX MECALIEB XM3HWU HEobXoAMMO OT apTporpHnosa 1 napaiu-
TMYECKOI0 BbIBMXa Ha MOYBE CMaCTMYECKUX Mapa/inmyeid. XapaKTepHbliA
B/, 60/1bHbIX C apTporprno3omMm (CM.) MO3BOSISIET pa3/nyaTh 3TU 3ab0-
nesaHvs, Mpy Napa/IMTUYECKOM BbIBMXE B aHaMHe3e MMElOTCA YKasa-
HUM Ha poaoBYID TpaBMy, acuKcuio. KIIMHMYECKU BbIPXKEH CMacTu-
YECKMIA Mape3 wuxeux KOHEUHOCTEM. Y 60/bHbIX CTapLlero Bo3pacTa
HeobxoaAMMo AnthepeHUMpoBaTbL BPOXKOEHHBLIA BbIBUX 6eapa OT naTosio-
rMYecKoro BbiBMXa, BO3HWKLLIEFO MOC/Ie MEPEHECEHHOr0 OCTEOMMESINTA,
rnosIMoMu1esnINTa, HeoGXoAMMO OTBEPrHYTb pas/INyHble BUAbl COXa vara.
YKazaHve B aHamMHe3e Ha nepeHeceHHoe 3abosieBaHMeE (OCTEOMUESINT,
nosIMoMeNnT, TpaBMy U T. A.), U3MEHEHNS CO CTOPOHbI MAMKUX TKaHelA
B 06/1aCTV Ta306eApeHHOro cycrasa (pybubl, aTpopus MbILLL), a Takke
[LECTPYKTUBHbIE M3MEHEHVSI B KOCTSIX MO3BOJSIOT UCK/IHOUUTL Mprobpe-
TeHHyro [Aedopmanpio.

N eyeHn e HaumHalOT cpasy Mo YCTaHOB/EHUW AmarHosa. [Mpu
Bblbope MeToda Tepanun YUUTbIBaIOT BO3PAcT 60/IbHbLIX W THKECTb NaTo-
norv) B TeueHve MepBOro rofa >XM3HU JieYeHUe TOSIbKO KOHCepBaTuB-
HOe C MOMOLLI0 Pa3/INYHbIX LUWH, Lefb KOTOPbIX — (MKCUPOBaTb HWDK-
HMe KOHEYHOCTWU B MOSIOKEHUM pa3BefeHus. 3a CYHET 3TOro MosIoKeHUs
rosioBka 6eapeHHOIA KOCTW BMpaB/iSeTcsa BO BMaavHy. CpoK MMMOBUIn-
3aUMn B (PUKCUPYIOLLMX LUMHAX Takke 3aBUCUT OT TshkecTu 3abosieBa-
HUSl, HO B cpeAHeM HaxoauTcsl B npegenax ot 3 oo 10 mecsiueB. PaHo
HayaToe 1 HerpepbIBHOE JSleHeHVe ¢ NpPUMEHEHEM OTBOAALLMX MOCTOSAHHO
(OUKCUPYIOLLUMX LUMH MO03BOISET M3/1eUUTb 3HAaUMTEsIbHOe 4MC/10 60/1b-
HbIX. BoNbHBIM B Bo3pacTe 1 roda npousBoasT OAHOMOMEHTHOE 3aKpbIToe
BrpaB/ieHVE BbIBUXa C MOC/IeAyHOLWEIA UMMOBWIM3ALIMEIA KOHEYHOCTU
B MOSIOKEHUN KpaliHero oTeeaeHUs (JlopeHe 1) cpokom Ha 6—8 MecsLiEB.
Mpy 6e3ycneLiHoCTM KOHCEPBAaTMBHOIO JleYeHUs ¢ 2—3-s1ieTHero BO3-
pacTa MPUMEHSIOT OTKpPbITOe (OMepaTVBHOE) BrpaBrieHVe BbiBuxa. Cy-
LLIECTBYIOT BHYTPUCYCTaBHble U BHECYCTaBHble MeToObl OMepaTUBHOIO
neyeHVsi. BbIGop BMeLLaTesIbCTBa 3aBUCUT OT. TsHKECTU AedopmaLivu.
Mpyn gycniasum 1 NMoaBbIBYXe AMHEKTUBHLIMA SBSAKOTCA BHECYCTaBHbIe
onepauun. Hambonee pacrnpocTpaHeHHblE W3 HUWX: onepaums Xuapu
(nonepeyHasi ocTeoToMUA Tesla MOAB3AOLLIHOLA KOCTUW); co3JaHve HaBeca
HO Keuury; Hu3BeagHWe Kpbium no [era. Mpu BbIBUXaxX MPUMEHSIIOT
pasfiuHble BHYTPUCYCTaBHble BWAbl apTporsiacTuki. B nocneonepa-
LIMOHHOM Meprode, nocsie MpekpawleHns MMMOoOUIM3aUmn OnepypoBaBT
HOLA KOHEYHOCTW, HacTyrnaeT Mepuof, peabunuralmu, KOTopbItA npoaos-
XKaeTca [0 BOCCTAHOB/IEHUS (YHKLMW CycTaBa.

MporHo3 Ans yHKUMN Cepbe3HbliA. BnaronpusTHble 1cxoabl neve-
HUSI YMEeHbLLIAOTCS_MN0 Mepe pocTa peGeHKa U YCUIeHUsI TSHKECTU 3a60-
neBaHus.
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BEPBECCOHA CUHAPOM.  3aboneBaHve BriepBble OTTTICaHO B
19R1L r Pnrlpsson. Begywymy  KMHWYECKUMW  CUMITTOMaMM — SIB-
NAITCA oxxuppivp U craboymme. CUHOPOM HacsiedyeTes Mo peLieccuB-
HOMY ~ «/IeT/IEHHOMY C MOJIOM Tuny. Y KEHLWH — HocUTeieiA MyTaHT-
HOIO0 'reHd 6bUTI0 OTMEYEHO OTCTaBaHVEe B MCUXUYECKOM pasBUTUU. 3abo-
fleBaHVEe Ha4MHAEeTCH B paHHEM gprtckom BO3pacTe. Y 60/IbHOro oTMme-
YaloTCA Ype3MepHOe OTJIOKEHME XXUpa, 0C06eHHO Ha 6eapax, CyA0poXK-
HbIA cungpom, ONIUIOPEHUS B CTEreHW WOMOTUM, MHOXKECTBEHHbIE
[VCracTUYeCKVE YerTTbl, Kap/IMKOBbLIA POCT, SB/IEHUS TMMNOTUPEOAM3MA,
VHOr4a C MUKCEOEMOIA.

ATrddepeHnuanbl TbIA AgKnarHO3 cneayeT NpoBoAUTb
¢ cungpomom JloypeHca — MyHa — Bapae — buans, wukcegemoia.

JTledyeHMe TTPOTUBOCYOOPOXKHOE; Ha3HAYAOT TakKe ropMOHas1b—

T — TITROITTITIH
BEgKA CNHAPOM. Besk B 1950 r. onucan 25 60/1bHbIX B YeTbIpex
MOKO/IEHUNSIX.

KnuHunyeckana KapTWHa XapaKTepusyeTcsi mpexaespe-
MeHHbIM TOCEAIEHNEM BOJIOC, TUMEPTPUXO030M, J13A0HHO—TMOAOLLIBEHHLIM
KepaTo30M, HeAopasBUTMEM 3y6GOB C arviasvieid MpemosIsipoB. Hac/iefi0Ba-
HVie ayTOCOMHO—AO0MMHAHTHOE.

OAnodepeHNNANBbHBTIA AuarH 03 c/iedyeT NpoBoavTh

|J]TVPMTFW* OAUTAMATITTZTT /TR |, T/
KPAYVWOAKTUIINN N COKPO<T>\KMA HACNEACTbEHM bLU
CFFAFOM ?Mapke?arn cuHapom®. 3aboneBaHue onucaHo Markezam
B 1rns . BO3MOXHO HacriegoBaHve M0 AOMWHAHTHOMY W ayTOCOMHO—
ppTTercmeHoMy THHV. PoauTenv 4acTo COCTOAT B KPOBHOM pOACTBeE.
Mo MHOrMM npu3Hakam [BT-TIA CUHAPOM MPOTUBOMO/I0XKEH_ 60M1e3HN
Map®aHa BosibHble MasieHbKOr0 pocTa, ¢ Gpaxunedaninyecko» ¢opmoia
yepena. TT/IOPUTTIE. LUEA N KOHEYHOCTM 60SIbHbLIX KOPOTKWE. Mblbl 1
MOAKOXHAsA >XMPOBas K/leTyaTKa xopowo BblpakeHbl. OBHapy>XmBarTCA
aHoManMn 3, Bob UM BPOXKAEHHbIE MOMOKW cenana. MnasHble M3MeHeHUs
XapaKTepu3ylTCca Ha/IMuMeM MoABbIBMXa XpycTasimka u c/lepo—-MUKpo—
(haknun: XpycTas/IMK YMEHblLEH- B pa3MeHax U vmeeT popmMy6/1M3Kyto
K ceprueckoin. OBHapy)>kMBaeTcs HeaopasBuMTUE MWUHHOBOM  CBS3KM.
XpyCcTa/IMK 4acTo YLUEM/ISETCA B 3padykoBOM OTBEpPCTUM, YTO MpUBOAUT
K pasBUTUIO F/layKoMbl. Pedpakums WUMeeT Mporpeccupytowmia Muonm-
YECKUNIA XapaKTep.

JleyueHwne cvMTOMATUYECKOE. B criyyae ywiemneHus xpyctasimka
B 3pavke M BbIBMXa €ro B MepeHIon Kamepy MpoBOAMTCS orepaTuBHOe
SledeHve. VHorga pekomeHAyeTCs paHHee yAasleHve XpycTasivka npu

°6Hap IOPIF'KPA —3PIOTLLA BOJIE3Hb. OnucaHa Burger un Griitz
K 192 r YacTo 3abosieBaHME HOCUT CeMVEHLIEA XapaKTep.

K NnunHWKa xapakTepusyeTcs rnosiB/IeHNEM 3pYMTUBHbIX KCarTo-
MaTo3rbIX BbKbIMaHNIA. MHOXECTBEHHbIE Ty6epo3Hble KCaHTOMbI ropa-
x aw v MPEVMYLLECTBEHHO KOXY 00/1aCTV JIOKTEBLIX U ™x cych
BOB Ha KOXe siba pa3BMBalOTCA KCaHTOMbl. Y 60/1bHbIX OTMeYaeTcs
renaTocr/IeHOMeras/ivs. naHKpeaTuT, ranepavnemms. B ocHose 3a6osie-
BaHNA JIOKAT HapyLUeHVie JIMNUOHOCO 06MeHa,

NuodepeHnNmMafAbHbIA AMNarHO3 MNPOBOAAT C KCaH-
TOMATOYOM. IpPraTo/Mpus/BITETM EMHATTMOM U MaHKPeaTUToM

BEKKEPA — PONTEPA CWHAPOM. OnwucaH Becker u Renter
» 1939 r. XapaKTepusyeTcs MosiB/IEHMEM Yy [ETeiA paHHEero BoapTcTa
MHOXKECTBEHHbIX MUIMEHTHbLIX NATEH, JIOKA/IN3YHOLLUMXCA Ha Noa6opos,
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LLiee, NneBax LAOTUET/IVBO BbICTYMaOLLMX [oc/ie HePBHOI0 BO36Y)XAEHWIA.
OTMeYaeTCca He3HauMTeslbHas aTpodumsa anuaepMuca Ha rMneprvrMeHTV—
POBALLLLIX YYaCTKaX KOXM.

NeuveHune He TpebyeTcs.

BEPEMEPA CUHAPOM (am3patmuecknia cTatyc, mMuesrioguspadms
Bpemepa — dykca). OnucaH Bremer B 1926 r. OTmevaeTca pacLuensie-
Hve n fdedopMaumm Ay>keK M03BOHKOB, BOPOHKOOGpasHas BragvHa Ha
rpyavHe, pgehopmMaumy CTOM WM MNalbLUEB, OMMCLIBAOTCA pas/IMyHble
VICKPUB/IEHNS 003BOHOYbLIVIKA, AMCMPOMNOPLMS MUieueBbIX KOCTelA. B Hes-
POSIOrMYECKOM CTaTyce — OTCYTCTBME CYXOKW/IbHBIX U KOXHBIX ped-
JIEKCOB, PacCTPOMACTBa MOBEPXHOCTHOIA YyBCTBUTE/ILHOCTU. [pybble n3-
MEHEHMSA CO CTOPOHbI BEreTaTUBHOIO OTAE/A HEPBHOLA CUCTEMbI, akpo-—
Li1aaos, XonoAHble KOHEYHOCTW, MOBbILLEHHas MOT/IMBOCTL JladpHelA n
CTOM, FUNepTpuxo3. Hepeako HOYHOE HeaepXaHue MOouK.

JleueHWe HampaBfieHO Ha HoOpMasIn3auUMio (QyHKLMIA BereTa-
TVBHOLA HEPBHOIA cUCTEMbI, MPUMEHSIETCS cedaTuBHast M 06LLeyKpen-
naowasa Tepanus.

BAAPOEHBYPIA CUHAOPOM. 3a6oneBaHuwe onucaHo Waarden-
burg B 1934 r. XapakTepu3dyeTcs [ABYCTOPOHHEIA ruapodTasibMUeA,
rYHepTeI0pn3MoM, GallieHHOA (iopMOEA Yepena. Hoc HamoMUHaeT «K/1oB
rnonyras», 4acTo pacllernsieHne TBepaoro Heba, rUMorsiasus HbkHelA
.He/IIOCTY, aHOMasIUSl MOJSIOKEHUS! Si3blKa. YLUHble PaKkoBUHbI T/1yGOKO
pacnosiokeHbl, YacTo AehopMmpoBaHbl. MoryT 6bMb AUCTIA3UN KITOUNLY,
KOHTPaKTypbl KOJIEHHbIX CYCTaBOB, CUHAAKTWIWW, pa3/fiMyHble MOpoKu
cepaua M aHOMasiMKM MO/I0BbIX OpPraHoB.

OAndhdbepeHumanbHbIA AMarHo3 cnegyeT MpoBo-
OnTb ¢ cuHapomom AnepTta, KpysoHa.

NleyeHne CcUMNTOMATUYECKOE,

BATHEPA BOJIE3Hb (TMANOUAOO-PETUHANIbBHAA AETE-
HEPALLWMA). 3a6oneBaHne onuncaHo Wagner B 1938 r. Tun HacrenoBa-
HUSA ayTOCOMHO-LOMUHaHTHbINA. 3abosieBaHME O4eHb peakoe. BpoxaeH-
Has MaTosiorvsl CTEeK/10BUAHOMO Teslda C M3MEHEHUsAMU BO BHYTpPEHHelA
MnorpaHNYHOLA MembpaHe W© ToC/edyloWEiA  OereHepauyeil  CeTUaTKu,
aTpomeid 3puTeNIbHOro HepBa, CKJ/1epo30M COCY[0B COCYAVICTOMA 060-
JI04KW .

KnunHnka. 3abonesBaHve ABYCTOPOHHee, XapaKTepuyeTcs Mes-
JIleHHbIM TeyeHVieM, HabnoaaeTcs 00bIYHO Y [ETelA C Ha/IMuMeM rporpec-
CUPYIOLLIEIA MMOMNA 1 HacTO COYETaeTCs C paciuernsieHeM Heba. BHavane
CTEK/I0BUAHOE Tesio MpeAcTas/ifseTcsa OnTUYecku MycTbiM. C TeudeHvem
BpEMEHM B Hem MosABNAOTCA 6eccocyaucTble MembpaHbl M BpacTaHus
rno TUMy «METesI0K», CBA3aHHble C CETYATKOIA. [lapasiiesibHO BO3HMKAlOT
[ereHepaTvBHble M3MEHEHVS Ha [J/1a3HOM [He: 3KBaTopuasibHas Mnosn-
KWUCTO3HasA [JereHepaums CeTyaTKW, PeTUHOLUM3UC, OVasin3 CeTyaTKu,
HebosiblUVe pa3pbiBbl N rpybas nurmeHTaums. OcTpoTa 3peHus rocTe-
neHHo naggeT. [lepuiepnyeckoe 3peHVe H TemMHoBas afdanTtauus njv-
TefibHoe BpeMsi OCTalTCsa HOPMasibHbIMW. B Mo3gHUX CTaamsx 60/1e3HM
MPUCOeAMHAIOTCS OTC/IOAKA CeTYaTKU W F/1ayKoma.

NeveHwne. [OHaTepMoKoarynsuys nNposngepupyowmx cocy-
[0B, paspblBOB CETHaTKM 1 Kpuoanmnmkaumn. TporHos — cepbes*™
BbiA

BACKY/INT TEMOPPATNYECKUN {BACKYNAPHAA MYP-
MYPA, BOJIE3Hb WWEHNENHA—IEHOXA)(posib Hac/ieACTBEHHOCTH).
B 1837 r. Schdnlein onvcan Ape (hopMbl remopparnyeckoro amaresa —
nypnypy npocTyl0 U peBMaTUYecKyto, a 3arem B 1968 r. Henoch un



Scheby-Buch Habnogann abaoMmmnHanibHy0 nypnypy; B 1887 r. tienoch
OMnmMcas1 MOJTHMEHOCHYIO MYypPrypy. -

0 «alle BCero rnpuoopeTeHHoe 3abosieBaHve. OAHaKO M3BECTHO®
ATO WHOrga nypriypoiA 6oMetoT HECKOsIbKO YesioBeK B OAHOA CemMbe
OMCIAHWIA XapaKTep 3abosieBaHUsA BcTpedvaeTcs Tosibko npu MPOC™M®
nypnype OT/INYaeTCA JIErKUM TeYeHVEM U BO3HWKAEeT CrMoHTaHHo. b
JIEI0T MY>KUMHBI N XKEHLUMHBL. XapakKTep Hac/iefoBaHUsi OKOH4YaTes1bHO

HB YKTgh HukKa. 3aboneBaHue, KaK MpaBW/0, HauMHaeTcs OCTpo
C MOBbILLEHMSA TemMrepaTypbl, YXyALWeHUs 06Lero eavoTyBCTBLUb Xa-
PaKTEPHbLIM SAB/IAOTCA KOXHbIE BbICbIMaHWS TPBHCEYAATUEHO-3HCCY .
TMBHOIMO TWMa, Hepeako 60/1Ie3HEHHbIE N COMPOBOXAAMOLIMECS  3YAO0M.
Cbinb pacroniaraetca cMMMeTpuyHo. Mpu peBMatTouaHoiA d°pme
XKaloTCA CyCTaBbl, MPEVMYLLECTBEHHO KOSIEHHbIE, B KOTOPbIX MPOUCX0AAT
KPOBOU3/INAHNSA C HEGO/bLLIMM BbINOTEBAMMEM CEPO3HOI0 aKccyadaTa, No
00yc/10B/IMBaeT MPUMYXSI0CTb UM 6G0ME3HEHHOCTL B CycTaBax,

MOKOMIMJ/1EKC abA0MMHasILHOMA nypnypbl (“34yTbiM MUpPTKeLW bin”™ 6¢h
JIE3HEHHBIA YKUBOT, CT]

pada/ibyeckniA - BuA, 60/1bHOM0, YaCTbIA U Masible
nv S cBA3aH C TpaHCCyAATMBHO-remMopparnyeckMn  BbiChIMaHVSMN
Ha c/M3UCTOIA 060/104Ke XeNnyaKa B K/LeYHVKA. MopakeHve nodvek npu
remopparMyeckom BacKy/IMTe HacTyrnaeT 00bIMHO Ha 2—3-1 Hepere oT
Havasia 3abosieBaHUS. [py MOSTHWMEHOCHOIA Mypriype “abrtofatoTcs Bce
MposiB/IEHUs], XapaKTepHble A/ OnvcaHHbIX Bbllle (opM, HO B 6osee
TSDKE/I0A CTeBbU C JE M VCXQOoM T
OvarHo3. Cneumduuecknx s1labopaTopHbIX TECTOB A1 AarHo—
CTUKM [aHHOro aabosieBaHuA He CylUecTBYeT. B Taxenbix ~yuaax
B Mepuiepuyeckoin  KpoBM MOXET ObMb aHeMWUs TMHOXPCjmh™ &> thi3a
N HEATPOPWIbHBIA SIEIAKOLMTO3 CO COBUIMOM JIeIAKOLIMTaPHOLA (hopMmy /bl
B/1eB0. BO/ILLLMHCTBO aBTOPOB paccMaTpUBAOT FemMopparmyeckmn Bac
KY/IT  KaK  HEeCMeLMpUIECKUIA  CUHAPOM, BOSHUKLLMIA B PesY
rVNepeprmyeckoii  CocyUCToM peakLMn OpraHu3Ma Ha pas/inyHble

«pT.»», . »-
HHXXEHVE TMPOHMLIAEMOCTN cocyioB. [losie3HO HasHayeHwe aHTUrmcTa
MMHbIX MpenapaTtoB. Oh(peKT OT CTEPOVAHOLA TeparnuuM  HEeHOCTOSH—

'LIJI/IVBEFE’TATI/IBHOVI ANCoyYHKUN  HACNEAOCTBEHHO-CE-
MEVHbIV CNHAOPOM (Petirm — [Oes cuHgpom). Riley n Day (T a)
onucasin  cevelAHbEe Crlyqan «LIEHTpasibHoOA

OVUCHYHKUMM ¢ AedeKTOM  C/ie300TAeNeHns».  3abosieBaHve  pefkoe,
HacriefyeTcs Mo ayTOCOMHO—pPeLIeCCMBHOMY TuMy. BonetoT mpenmyLLecT-
BEHHO eBpelickvie AeTW. [MaTonoroaHaTOMUYecKoe uccriefoBaHve BblisB-
NfeT ovarn (hoKasibHOA AeMUeIVHM3aLMN 334HNX KOPeTKOT M aaf”’X
CT0N60B CMMHHOIO MO3ra, AereHepaTvBHblE U3MEHEHVS B MMHOTa/1aMU—
upckon 00/1ACTU N PETUKYSISIPHOIA (popMaumn CTBOSIA.

i i KnuHuka, T[OCTOAHHBbIMW CUMITOMaMM SBMAKOTCA YMeHbLLe-
HVYe rAe300TAeSIeHNs], MPOSABJIAIOLLEECS C  poXAeHUs, A3Bbl Ha PO™*
suue Npexoasuw an MNATHACTAA 3pUTEMA W MYCTY/IE3HbIE BbICbINaHUA Ha
KOXe yCuieHHoe rnoTooTAesieHve. Cpeay Apyrnx CUMIMTOMOB OMUCHLIBAOT
MOBbILLEHHYIO 3MOLOHA IbHYI0 S1abU/TbHOCTb, HEeAO0CTaTOuHYHO

Hauur. ApuraTesibHbIX aKTOB, CHVDKEHME G6O0IeBOIA YyBCTBUTESILHOCTH,
runopediekcnio 1 apeth/iekenio, aNUNenTUhoOPMHBbIE cyaoporn, PbO*Y»
MPUCTYMbl  PacCTPOMACTBa [ObXaTeslbHOA U cepguHoiA  [JeHTaslbHoe ,
npexoasLLyto apTepyasibHY0 runepTeHsnio, 11aPOM manblwe
TemrepaTypbl® Pexxe HabniogaloTca KOCTHble AedopMaumm — CKOIM03



1 nonas ctona. Hepeako 3aboneBaHWs pa3BMBaeTCA Moc/ie BO3OEACTBUA
9K30reHHbIX BpeAHocTelA (TpaBMa, VH(EKLMOHHOe 3abosieBaHue). Tede-
HVe 3ab0sieBaHVA [/ IMTebHOE.

NeyeHMe HanpaB/ieHO Ha HOPMa/IM3aLMIO BereTaTyBHbIX (YHK-
A (obLieykpenasowaa Tepanus, (uanoTepanus).

BEKA 3ABOPOT, SHTPOMWYM. BpoxaeHHbLIA 3aBOPOT BekKa
00yC/10B/IEH TUMorviasveii Win MosiHbIM OTCYTCTBMEM Xpsillia, a Takoke
AyN/IMKaTypoiA Xpsilia BepXHero Beka WM FUMNePTPOPUERA PeCHUYHOMA
YaCTV KPYroBOIA MbllLibl "BeKa. CriaCTUYECKUMIA 3aBOpOT HabogaeTces
npy MUKpodiTasibMe 1 aHoTaslbMe. 3aBOPOT BeKa MpUBOAUT K MOCTOSH-
HOIA TpaBMaTM3aLM1 poroBULbl U BbBLIBAET YMOPHBILA KepaTO—KOHbIOHK—
TUBUT. -

JleueHMe: CPOYHOE OTTAMMBaHVE HWKHENO BEKA JIEMAKOM/IaCTbi
peM U HaJIOKEHWe CHESI/IEHOBCKMX LUBOB MOA, KOKEMA HWXKHEro Beka, a
npu 3HauYMTeNIbHOIA CTereHW 3aBopoTa — rJiacTuyeckme onepauyu. |

BEK KOJIOBOMA. BpoxaeHHble K0/1060Mbl BEK SIB/SIKOTCA cpaB-
HUTENbHO pefKoiA aHoMa/eid pasBuUTUSA. PaKTop Hac/eACTBEHHOCTU
WUrpaeT posib B MPOMCXOXAEHUM K0/1060M Beka MpW pas/INYHbIX YesiocT-
HO-/IMUEBBLIX AN30CTO3aX, HacsieQyeMbIX AOMUHAHTHO WN BO3HUKAOLLMX
B pe3ysibTare MyTaumu.

Y KEHLWMH BCTpeYaloTCa valle, YeM Yy MYXKUUH. N

KnunHunka. Konoboma BeK 06bIMHO MPeACTaB/IET COO0LA AsheKT
TpeyrosibHOMA (PopMbl C 3aKPYT/IEHHBIMW KpasiMy, 3aXBaTbIBatOLLMIA Bek»
TOMLLY BEKa, OCHOBaHWEM O06palleHHbIA K pecHUYHoMy Kpato. Koso-
60HbI pacrosflaraloTCsa Yallle Ma BepxXHEM BEKe HEeCKO/IbKO KHYTpU OT
ero cepeuHbl. AHOMasINA OAHOCTOPOHHSAS, HO MOryT ropaxaTbcs o06a
BEPXHUX WM BCe YeTblpe Beka. Pa3mepbl AeekTa BapbupytoT. VHorga
COOTBETCTBEHHO MECTY AeheKTa BeKa MMeeTcs AepMong, KOpHeocK1epasib»
HOA 06nacTh.  Kosio60Mbl BEK MOFYT COYETATbCA C TakMMM MOpoKamu
pasBUTUSA, KaK NMOMyTHEHVIE POrOBULLbI, M3MEHEHVE ee pa3MepoB U IopMbl,
KOppeKTonus, aHohTa/IbM U MUKPOPTasibM. Peako BCTpeyaeTcs KOslo-
60Ma Hapy>KHOro OTZe/ia HWKHEro BeKa, Mpualolias BeKy aHTVIMOH—
ronongHyto topmy. HabrnogaeTca oHa Npu Hac/ieACTBEHHOM YesItoCTHO—
nuuesom AU30CTO3e PpaHLIELeT, r1a30-yLIHO-MO03BOBOYHOM AVC1a3um
MonbaeHxapa, Mpu KOTOPOMA 0OHapy>KMBaloTCH  anubybbapHble Aep-
MOMbl N @aHOMaJIMM MO3BOHKOB.

NNeyeHMe — NiacTUyecKne onepauun.

BEK CPAWEHWE BPOXAEHHOE - AHKW/IOBNE®APOH.
BcTpeuaeTcs peako. Bo3HMKaeT B TOM C/ly4yae, ec/v Criabika, coeAuHSIo-
Las BepxXHEe U HWKHee BEKO, He moagepraeTcs 06paTHOMY pasBUTUIO.
CpallleHns MOryT VMETb BUA, M/I0THBIX PYOLOB WM TOHKUX U HEXHbIX

M.

NeyeHune 3aKkIOYaeTCA B pacceyeHUM cpalleHun 1 nocseayto-
LURA N1acTUKe. , . .

BECTUBYNAPHbIN CEMEVHbIV CUHOPOM (BapaHu cuHapom,
MO3)XeUKoBas remMuKpaHus). B 1911 r. Barany onucasl CUMITTOMO—
KOMIJIEKC,  XapaKTepusyLMIACA  r0/10BOKPYXXeHNEM  NTaBUPUHTHOIO
TUMA, CHWKEHMEM C/lyXa, LLUYMOM B yXe W OfHOCTOPOHHUMW FOSI0BHbIMM
6015MK, Yalle B 3aTbUIOYHOA 06/1acTU. OnucaHbl cemveldHbe Crydaw.
CvHApOM  HeobxoanMMo  AudbepeHLMpoBaTb OT apaxHOMAMTOB  3aaHelA
YeperHoiA MKW, OryXosIM MO03ra, KMCTO3HbIX MPOLLECCOB.

NeyeHwne: BO Bpems MPUCTYMa ropsiyMe BaHHbI, MpernapaTbl
aTponNUHOBOIo psAa B COYETaHUWM C CefaTVBHbIMK CpeacTBamMu. B Mex-
MPUCTYMHBIA Neproz, MoKasaHa TPEHVPOBKa BECTUOYJISIPHOIO annapata,
KypCbl AernapaTaLpoHHOIA N CefaTUBHOA Tepanus
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, 8UWCKOTTA — ON14PUNYA CUHAOPOM. XapakTepusyeTca Tpua-
[ CUMIMTOMOB:  XPOHMYECKOA TPOMOOMEHNYECKOIA MYyprypoiA, peuman-
BVIPYIOLLIEIA 3K3EMOA U CHWKEHWEM VIMMYHOSIOMMYECKOIA  PEaKTMBHOCTW.
Brepsble onmcaH B 1937 r. Wiskott. Heckonbko no3gHee Aldrich
M COTP. A0Ka3a/In Hac/ ieACTBEHHbILA XapaKTep 3aboneBaHus. Hacneayetcs
Mo peLiecCUBHOMY, CLIEMUIEHHOMY C TOsIOM TUry.

Ao 1961 r. B siMTepaType HacuUTbIBa/I0Cb 0KO/10 60 Hab/HoAeHUEA
CUHApPOMa.

CnHOpOM paccMaTpuBaeTCs KaK OavH U3 BapyaHTOB Hac/ieACTBeH-
HOro ummyHonapesa. ObLee cofiepkaHue ramma—rs100y/IMHOB; O04HAKo,
OKa3blBaeTCA HOPMa/IbHBbIM M AgKe NPy MMMYHO03s/1eKTpodopese  He
yOaeTcs 06Hapy>XMTb Aedmupma ramMmma-rso00y/IMHOBbIX (pakumiia. B To
K€ Bpems He BbI3bIBaET COMHEHUSA (iaKT, YTO B KPOBWU OO/IbHbIX OTCYT-
CTBYIOT M30remMarr/II0TUHVHBIE: C MOMOLLIbIO METOA0B MMMYHOMpe LnuTa—
UMM 6bU10 [A0KAa3aHO OTCYTCTBME MMMYHOr/1I00y/IMHOB kJlacca M, XoTA
cofepkaHve Apyrnx pakumia B KpPOBU He W3MEHSETCS.

KnnHunka. T[ocTosAHHbIM MPU3HAKOM 60/1€3HM SB/ISETCA TPOM-—
60LIMTOMEHMS, OAHaKO MPUYMHBI €e OCTalTcsa HescHbIMU. [Mpegnona-
raeTcs ayToMMMyHHas npupoga TpoOMOGOLMTONEHUN, OAHAKO MpoTUBO-
TPOMOOLIMTApPHbLIX aHTUTE1 B KPOBWU MOKa He HalAaeHo.

3abosieBaHVe MPOSIBASETCA B paHHEM [ETCKOM BO3pacTe >KULOKUM
CTY/IOM C MPUMECHIO KPOBW, KPOBOMZ/IUSAHUSMU B KOXY, C/IM3UCTblE
060/104KW, NPU ITOM FemMopparvyeckniic CUHAPOM MOXET ObITb BeAyLLUM
B K/IMHUYECKOM KapTuHe. [MOBTOpHblE KPOBOTEYEHWUS W3 Xesly[0uHO—
KULLIEYHOr0 TpakTa WM pacnpocTpaHeHHble KPOBOUINSHUA CIyXXaT
MPUUMHOA aHemMun. [oMMMO remopparvyeckoro CMHAPoOMa, OTMeYaeTcs
BbICOKas 4acToTa MOBTOPHbLIX MHEBMOHWUEA, OTUTOB, MHOMHbIX 3a60sieBa-
HALA KOXW, YTO PE3KO0 0TPaKaeTCs Ha pasBUTUM pebeHKa 1 BeAET K rmrno-
Tpoun. OuyeHb YOpHBILA XapaKTep HOCUT 3K3ema C Hambosiee 4yacToia
SokanM3aUvein Ha JSiMde N KOHEYHOCTAX.

NeveHune noka Mas103pheKTVBHO. [PUMEHAIOT MepesiBaHuA
KPOBW, 3pUTPOLMTHOMA Macchbl, M/1asmMbl. KopTukocTeponabl OKasbIBaloT
HEKOTOPOE B/IMSHME Ha TeYeHVe 3K3eMbl. [onbITKX NOB/IVSITh Ha TeyeHue
60/1€3HM CTVIEHIKTOMMEIA He YBEHYa/IUCb YCMEXOM. PeumamBupytoLLmve
rHOIHbE VH(EKLIMN BbIHY)KOAIOT MPUMEHATb MacCMBHble [03bl aHTU-
61oTVKOB. [MpPOrHO3 ocTaeTcs He61aronpUATHBLIM.

BUTUNNIO (necb — Gerble NATHA) K/IMHUYECKM MposiBAseTca 06-
pasoBaHMEM KpYr/lbIX WM 0BasibHbIX, PE3KO 0O4YepyeHHbIX, CK/IOMHbIX
K nepuepryeckoMy pocTy W CAUAHWUIO ApYT C APYroM AernrMeHTrpo-
,BaHHbIX MATEH, OKPYr/IEHHbIX 30HOMA TUMEPnUrMeHTaumn, MocTOAHHO
rnepexofsllein B HOPMa/ibHO MUFMEHTUPOBaHHYIO KOXy. [aTHa pacro-
NaraloTes yaile CUMMETPUYHO. BUTWAMro, MnocTeneHHo paspacTasch,
C/MBaeTCsA U 06pasyeT CTOMKVE 0OLLUMPHbIE o4Yary nopaxkeHus, Butmnmro
CTpagaioT smua oT 8 mecsueB A0 20 sieT. Yauwle 60MEHOT KEHLUMHDI.
HabrtopatoTes cemelaHbe cnlydyan BUTWIMIO. aToreHe3 BUTWINIO Heao-
CTaTO4HO U3YYeH.

O6Lass CTPyKTypa KOXW MpyY BUTWINIO HOpMasibHa, B Mpegesax
NATeH MUrMEHT MO/IHOCTLIO OTCYTCTBYET, MeSlaHoOUMTbl COXpaHeHb!,
JAOMA-peaKkumsi B HAX oTpunaTesibHas. B OKpy»atoLeti KoyKe MoBbILIEHO
cogepkaHve MesaHuHa B 6asasibHbIX KeTKax anuaepmuca. HebApo-
peLenTopHbIA annapaT KOXW Mpyv BUTWIUIO MpeTeprneBaeT aAucTpodunye-
CKUEe W3MEHEHVS.

NeyeHwne. TepaneBTUYECKME MEPOMPUATUA: MacCUBHble [[03bl
YNbTPamoNeToBbIX JydelA, TasiaccoTepanus, npenapaTbl U3 rpynnbl
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(hypokymMaprHOE (ammoafiaH, MenaanHuK, 6epokcaH, avMUypLaiA, ne—
y,qepBaMMM " }'ﬂ/lplj.l,
NAL A A AMNJA3NA — nepBuYHOE OTCYTCTBYE Briaraivuia

B peaysiblaTe aHOMa/ v pasBUTUS MIOSIIEPOBLIX X040B. ATpesns Bria-
rasivla Bo3HMKaeT BTOPUYHO B pesysibTaTe BOCMa/IMTENIbHOro mpoLiecca.
MonHaa annasuns Brara/mwa BCTPeYaeTes YpesBbIHalAHO pedko U, Kak
npaBus10, COYETAETCA C MOSHbIM OTCYTCTBMEM MaTKM U NpuaaTkoB. OT-
CyTCTBUWE Bflara/iMwia npy HOpMasibHOMA MaTKe M HOpMasibHbIX MpuaaT-
Kax SIBMSETCA CMIEACTBMEM «C/IUMAaHWS» CTEHOK Brlara/iMwa B pesysib-
TaTe BOCUMa/IMTESIbHOIO mpouecca. MocneaHss naTosiorns B repyog, ro-
J10BOr0 CO3peBaHUsA OC/IOKHSAETCS reMaToMeTpren M FremMaToKOs1bMocoM.
Kak aHOManvsa pasBuUTUA ansiasva Braraviia Yallle codetaeTces ¢ ansla-
3veli MaTKN NpU HOpMasibHbIX MpyaaTkax. Anslasvs Brarasvwa B Co-
YeTaHUW C arsiasven MaTku B JETCTBE HUYEM cebs He MposiBAsET. B ne-
pvoA, MOsI0BOLA 3pesiocTU MPensTCTBYET MOSI0BOMA YKU3HW.
*  BUNYAHKA KPACHAA CUCTEMHAA (ponb HacnencTBeHHO-
CTN) — SBMAETCA MpeacTaBuTesieM rpynnbl 60/bLUMX KosllareHesoB, 0T-
NNYascb TsHKeNbIM, HEMnpepbIBHO PeLUaVBUPYIOLLIMM TeYeHVeM C BOBJIE-
YEeHVEM B MPOLLECC XM3HEHHO BadKHbIX OpraHoB W cuctem. [Monyunna
CBOE Ma3BaHME B CBA3UN C KOKHbIMM U3MEHEHMSMMW, CXOOHBIMW C TaKo-
BbIMM MNpU TY6epKyné3HoiA BonYaHke. KOoXHyt ¢opmy 3abosieBaHUA
onucant B 1850 r. Uizeuave. Kaposi (167Z) Bbige/m /10Ka/IN30BaHHYH
N pacnpocTpaHeHHylo gopMy 3a6onieBaHus. Usler (18Jb) onucan no-
YEUHbIA 1 abAOMUHABHBIA CMHAPOMBbI. 1/1BLwan 1 baciis (1¥24) Xapak-
TepHble MopaXkeHWa aHAoKapaa, ivieiuperei' ¢ coTp. (1642) noases mop-
thoslornyecknia 6asmc nog, i pynuy KosilareHoBbiX 3abo/1ieBaHUM, 00be—
PHHNH X Ma OCHOBaHMN OOLLELA OeCTPYKLMM OCHOBHOIO BELLECTBa Coe-
ONHUTENBHOA TKaHW. CUCTEMHOMA KpPacHOMA BO/IHaHKOIA 4dalle 6onetor
MOsioable XEHLLUMHbI U OeBYLWKN B BospacTe 18—23 fieT. deTn onetor
pexke, onucaHbl Crlydan 3aboneBaHUsA LETElA Jaxe MepBbIX MecsLEB
XKM3HW.
MaTomopdonornyeckme M3MeHeHNs Npexae BCero KacatTcs OCHOB-
HOr0 BELUECTBa COEAVHUTE/IbHOIA TKaHW U COCYAMCTOIA CTEHKM N MNPosiB-
NAlTCA B BUAE MYKOMAMOro HabyxaHus, (nbprHOMANIOro NM3MeHeHWs,
rpaHy/1emMaTo3a, CK/1epo3a, CoUeTaromMXCs C aacKy inTamy 1 ruiasmMaTv-
3aupiein IMMAOUAHOA TKaHW. Ha ayToncuy 06Hapy>XMBatOT: «MpoBOJSI0Y-
Hble» MET/IN N FreMaTOKCWIMHOBbIE TesbLia B MOYKax; SB/IEHNe XPOoHUYe-
CKOF0 VHTEPCTULUMANBHOI0 BoCMasieHns B JIerkux; Hecrneuyimyeckmia
MUOKapaUT WM MUOKapaMOANCTPOPUIO, pexke abakTepuasibHbILA 3HAO-
KapaUT MUTPasIbHOrO WM TPEXCTBOpYaTOro KanaHa; AnddysHble Bac—
KY.UHTbl C oYaramm pasmsryeHMss B MO3re U SIB/IEHUS acenTU4ecKoro
HEeKpo3a B KULLEYHWNKE, XESTYHOM My3bIpe, KOXe, CAM3UCTbIX 060/104KaxX.

B pa3BuTuM 3a60/1€BaHUS UrpaloT posib MpeALlecTBYHOLLMe NHBEK-
LMW, NHCONSALMSA, OXJTaKAEHWE, MCUXUYECKUEe TpaBMbl, MpUeM aHTUomo-
TUKOB, Neproabl «h3UOSIOMMHECKOM» aKTUBHOCTU (MEHCTpyauus, 6e-
peMeHHoCTb). Cpean CyLLEeCTBYIOLMX TeopuiA naToreHe3a — MMMYHOS10-
MYECKOLA, O0OMEHHbIX HapyLIeHUIA, 3HOOKPUHHOIA W Ap.— OCHOBHOE
MECTO 3aHMMaeT ayTOMMMYyHHas. CyLUeCTBEHHOE MeCTO MPUHAAIEXUT
HacneACTBEHHOMY (PaKTopy, ornpeaesifioweMy KOHCTUTYLIMOHA TbHbIE 0CO-
6EHHOCTN WMMMYHHOMA CUCTEMbl OpraHM3Ma — CyLecTBOBaHME TaK Ha-
3bIBAEMOI0 JIOMOMAHOI0 AmaTtesa. ONMUCLIBAOTCA Hac/ieACTBEHHO—-CeMelA-
Hble opMbl JaHHOro 3abos1eBaHWS, 4alle 60/1el0T CecTpbl. Y KPOBHbIX
POACTBEHHMKOB OTMEYEHO CXOACTBO K/IMHUKO-MOPKOSIOrMyeckmnx npo-
SAB/IEHNN 1N 0COGEHHOCTEIA TeuveHWs1 3abosieBaHUsA. Y G/IM3HeLB 3a6osie-
BaHVe 00bI4HO HauMHaeTca B OAHOM BO3pacTe M XapaKTepusyeTcs Kosi—
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KOPAAHTHOCTBIO KJ/IMHUYECKUX MPOSIB/IEHNIA U TedeHmns npouecca.  O6-
cfefoBaHvie KpPOBHbIX POACTBEHHWKOB /L, CTPafatolmx CUCTEMHOLA
KPacHOLA BOSTHaHKOIA, BbISIBU/10 BbIp&XKEHHbIE MMYHOSI0MMUECKUE CABUII,
BbICOKME TUTPbl aHTUAOepHbIX aHTuTen, Lb-takTop, peBMaTOMOHBIA
(hakTOp, 3HAUUTESIbHYIO TMHEPramMmmarsio6y/IMHEMUIO U MOBbILLEHWE .UM-
MYHHbIX [/100y/IMHOB.

KnunHnkKa TUMMYHOIA (hopMbl XapakTepusyeTcs MosIMMopgns-
MOM MPOSIB/IEHNIA C ObICTPbIM BOB/IEYEHVEM B MPOLLECC MHOMMX OpraHoB
u cucTem. Pexxe 3a6os1eBaHMe o/mMTesibHoe BPEMS MPOTEKAET B BUAE MOHO-
cuHapoma. CycTaBHOLA CMHAPOM OTMeYaeTcs MouTn y BceX 60SbHbIX
B BUOE peuMamMBUPYIOLINX apTpasibiviiA, pexxe — OCTpbIX M MoAoCTpbIX
apTpuToB. CO CTOPOHbI KOCTHOIA CUCTEMbl OTMEYaeTCs OCTeoropos.
KoXXHble MOopaXKeHUs XapaKTepu3yrTCs CTOLAKOIA 3KCCYOaTUBHOIA 3pu-
TeMOMA Ha /vue B BUOE «6aboukuy». [MopakeHWsA cepAaua v cocyos B
BUOE BO/IYAHOYHONO KapauTa W BacKy/IMTOB OTMeYaloTcs [A0BOJSIbHO
HacTO U NPOABAIOTCA B BUAE MepuKapamTa, 04aroBoro wiv amddy3Horo
MUOKapauTa, AUCTPoMM MUoKapaa.» Peakum u TpyaHbIM An1s npu-
YKU3HEHHOA [MAarHOCTUKU SBMSETCA  3HA0KapanT  JInbmaHB — Cakca.
MNopaxkeHne nerkvx B BUOE COCYAUCTO-UHTEPCTULMA/IBHOIO rpoLiecca
XapaKTepu3yeTcA HeCOOTBETCTBMEM K/IMHUYECKUX MPOSIB/IEHWIA CO CTO-
POHbI /1IEFKUX U TSXKECTbO 60/1bHOM0. BbIpaXXeHbl PEHTTEeHOS10rnyecKme,,
M3MEHEHVA B BUOE «MOJIOYHOr0» (JOHa, YCWIIEHUS COCYANCTO-OPOHXM-
a/1bHOI0 PUCYHKa Y BbICOKOI 0 CTOSAHWNSA Avadparmbl. NopaxeHne novek —
04HO K3 Hambonee TAXENbIX U Hepeako MPUBOAALLMX K JieTaslbHOMY
mcxoay MposiBfieHNIA 3abosieBaHUSA. MoXeT MpoTeKaTb B BUAE 04aroBoro
nna gngdy3Horo rsioMepysioHetpuTa, 3a4acTyto C HePPOTUYECKMM KOM-
MOHEHTOM.” MopaxeHne LEHTP/IHOIA HEPBHOMA CUCTEMbI 00YC/10B/IEHO
BacKy/IMTOM FO/I0BHOrO MO3ra C pasHo06pasHbIMU KMHUYECKMM MPo-
ABMIEHNSIMU OT aCTEHUYECKOIro CUHAPOMA A0 MeHVHIraHUedanTa. Cpean
N1abopaTopHbIX JaHHBLIX 0TMEYatoTCs SIEMAKOMNEHMS, aHEMNS FUNOXPOMHOI0
TMNa Hepeoko OOCTUrawLas oYeHb HU3KUX Lmdp, TPOMOGOLMTONEHNS,
pe3Ko yckopeHHas PO3, rmneprammarsiodyimHemuisi. V13 cneymdmnyeckmx
rokasatesiein — o6HapykeHne LE-K1eToK M MoBbilleHVe TUTPOB aHTU-
A0epHbIX aHTUTeN. JnTenbHOCTb 3a60/1eBaHNSA — OT HECKOSIbKMX Me-
CALEB MPU 3/710KA4YECTBEHHOM, MOJTHMEHOCHOM TeYeHUM A0 HECKOSIbKUX
VieT NpU MogoCcTPOM WM XPOHUYECKOM.

JleyeHwne KoOMIeEKCcHoe. B HacToslee BpemMs LLUMPOKO MpuMe-
HAKTCA NpenapaTbl XUHO/IMHOBOIO psfa U KOPTUKOCTEPOUAb! B KOMOU-
HauMu ¢ upMTocTaTUKamMn (MMypaH, 6-MepKanTonypuH). BoslbHbIe Haxo-
OATCA Ha AMCNaHCEepPHOM HabnoaeHN. BaxkeH neproanNyecKmii KOHTPOS b
3a JiMuaMn ¢ MPOSB/IEHMAMU JIIOMNOMAHOI0 AnaTesa.

BOAbMAHA BOJIE3Hb — 3a6o/1eBaHMe IMNMOHON0 06MeHa, Xapak-—
Tepusy IoLLeecs OT/IOKEHVEM JIMONOHBIX Cy6CTaHUMIA B MeYeHn, Haaro—
HEeYHV Kax, cesfie3eHKe, KOoXe, JSIMMGaThUYeckmx Y3slaX, KOCTHOM Mo3re,
K/1ETKaX TOMKOro KULIEYHNKA, /1IerKnX, B MeHbLLEIA CTeneHn — B MO3re,
Koxe. lNaToreHes He M3BECTeH, TUMN Hac/efoBaHNA — ayTOCOMHO-peLec—
CVBHBIIA.

B KNIMHNYECKOM KapTWHeE JOMUHUPYET AUCTPODMA KaK
pe3y/sibTaT HeAOCTaTOMHOr0 BcacbiBaHUA (Masibabcopbumn) B KULLEYHU-
Ke. OTMevaloTca yropHaa pBoTa, MOHOCbI, YBe/IMYeHVe pa3MepoB re-
Aenn n cenesenku. CoaepXkaHne NMMNNAOB B KPOBU HOPMas1bHO WM Crierka
yBesimyeHo. [pu rucTosIorMyeckoM UccrieioBaHNA  MapeHXMMaTOo3HbIX
0praHoB 0O6HapPY>KMBAIOTCH «MEHUCTbIE» K/ETKW, CXOAHblE C TEMW, KOTO-
pble HabnogaoTea Npy 60ne3HM HuvaHa — lMuka. MNpy 6UOXUMMUYECKOM
vcCreaoBaHNMN B TKaHAX OMpefenseTcs  3HauuMTesSIbHoe  MOBbILLEHVE
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cofepxXaHusa xonecteposia. TUNNYHBIA A/18 3Toro aabosieiAaHna ABISETCA
KaNbUUnKaums Haanoye4yHNKOB.

NeuyeHwne HepaspaboTaHo. MNporHoO3 HeGNAroNPUATHLIA — OeTU
norvéaioT B rp?/,EI,HOM BO3pacTe.

BbIKNAbILLWN CAMOIMPON3BOJIbHBIE (posib  FreHeTU4ecKux
thakTopoB). lMpoBeAeHHbIE B MocsiefHMe rodbl LUMTOreHeTUYECK e mccrie-
[0BaHWS MOKaaasin, 4TO B psfe C/lyvyaeB camoripovsBosibHble abopThbl
BO3HMKAIOT B pesy/ibTaTe XPOMOCOMHbIX aHOMa/MiA (MPUBA3UTESTBHO
B 20% cny4aeB). pyn UUTOreHETUYECKNX UCCMEA0BAHUSX Y EHLUMH
C CamMonpoM3BO/IbHbIMA MPUBLIMHBIMA BbIKUAbILLAMA 06HapY)XXeHbl: Tpu—
coMus, TPUH0ANS, TETPaH/1I04ms, reTepocoMHble abeppaumn, aHoMamA
X0, mMo3anLmM3M, TpaHcnokaumn. HapyLleHns XpoMOCOMHbIX COMETaHUIA
MU X CTPYKTYPHbIE M3MEHEHMS MOryT BO3HWKHYTb B pesysibTare BO3-
OeVACTBAA  UMTOCTATMKOB,  MOHU3UPYIOLLEro  WU3/1yYeHWUs,, [OpPMOHOB,
VH(EKLMOHHbIX 3a60/1eBaHMIA. LinToreHeTnyeckme nuccriefoBaHUS A0/ DKHbI
NPUMEHATBCA 419 Bblbopa MpaBWILHOIA TaKTUKW Bpada MNpu peLleHus
BoMnpoca 06 onepaTVBHbIX BMELLATE IbCTBAX U JIEYEHUN YKEHLUUH C camo-
MPoOn3B0/IbHLIMM  MPUBLIYHBIMA - BbIKUAbLILLIAMA.

FTANTAKTO3EMWA. Bnepsble 3a6osneBaHve onucaHo B 1908 r.
von Reuss. B 1917 r. Goppert coobpn 0 rasiakrolemMmuv y 4 OETein us
0AHOA ceMbW. [MoapobHoe K/IMHNMKO-OMOXMMNYECKOE OrmcaHue 3abosie-
BaHUA caenaHo Mason u Turner. YacToTa HocvTesiela reHa 3aboneBaHns
1: 268, 60/bHbIX rasiakToemmeth — 1 : 70 O00. Ma/lbuMKU U AEBOYKU
60/1e10T 0ANHaKOBO YacTo. HacnenyeTcs peueccuBHo. [o 1957 r. onuvcaHo
105 cnlydyaeB raslakro3eMun, K HacTosLEMY BpeEMEHW — HECKOsIbKO
COT.

MaTonoroaHaTOMUYeCKNe U3MEHEHUS Hambosee TUMNYHBbI B MEeYeHW:
XMpoBas AUCTPOUSA, OKOMoAOMbYaTbLILA HEKPo3, Lmppo3. OB6Hapyxu-
BaeTCs 0TeK Mo3ra, B3ayTve s4ep oIMroaeHapor/iMm B 60/1bLUMX MoyLa-
prax 1 Modxeuke. MNpy ralakTo3eMmn HapyLlaeTCa CUHTE3 raslakTo30—
1-thochaT-yprannrpanHcgepasbl  (Man-1-o0-Y4®P), uyTo npmBoguT K
HaKOMJIEHMIO B KPOBU U TKaHSX raslakTosbl 1 rasiakTo3o-1-tocaTa, 06-
Nafalomx TOKCUYECKUM ASVACTBYEM. Y FeTeposuroT akTUBHOCTb la-1-
O-YOP B 3pUTpoOLMTAX TakkKe CHWKeHa. [laTosornyeckue npoLiecchbl
npy rasiakTo3eMmm 006YC/i0B/1IeHbl TOKCUYECKUM [ELACTBMEM Hakarsiv-
BalOLLMXCA B 60/IbLLMX KOIMYECTBAX FaslakTo3bl N rasiakTo30-1-gocdaTa
Ha opraHbl U TKaHW N TOPMO3ALLMM JEACTBYEM 3TUX MPOAYKTOB Ha aK-
TUBHOCTb APYTrnX (PepMeHTOB — (hoCthor SIIOKOMYTasbl U F/1H0K030—-6-4c:
thaTaernpporeHasbl. CrieAcTBMEM 3TOM0 SBASKOTCA FUMOM/IMKEMUYECKUIA
CI/IH,CI,pOM passuTue KaTapaKTbI n ap. |

Knwnsnka. lMNepBble KIMHUYECKME CYMITTOMbI raslakTo3eMumn
MOryT MOSIBUTBLCA BCKOPE MOC/1e POXAEHWUS, KaK TO/IbKO pebeHOK Hauu-
HaeT nosly4yaTb MOJIOKO: pPBOTa, MadeHVe Beca, XenTyxa (yBe/myeH
npsAMOLA 6UNPYOUNH), HapacTaloLlas rernaToMerasivg, acLmT, Aucrnencus,
KaTapakTa, apedriekcusi, B JdanbHeldwem cnaboymue. [pu Tsdkesiota
thopme 3ab0s1IEBaHMA Yepe3 HECKO/IbKO MECALIEB HAaCTYMaeT JSEeTa/bHbIA
ncxoA,..Npu nerkoti opme yKasaHHbIe CUMITTOMbI BbIPKEHbI B MEHBLLEIA
CTeneHn, HO PBOTA, 3aJepXKKa pocTa U pa3BUTUSA, reraToMerasivs, Kara-
pakTa O0TMeyYaloTcA C 60/1bLUMM MOCTOSHCTBOM.

AcumMmTOMaTMYECKaA (DopMa MOXET  C/lyyalAHo O6Hapy)KI/ITbCﬂ B
CeMbSAX, B KOTOPbIX €CTb WM 6bUm 60/bHble rasniakTozeMueid. [etu
M3 3TUX CeMelA pa3BMBAOTCA HOPMasibHO, HO He JIK06AT MOJIoKa U YacTo
0TKasbIBaloTCA OT rpyan. [AnarHocTuke B 3TUX Clyyasix NoMoraeT rasiak—
To3HasA npoba. MNpn TsHKesoa hopMe raylaKTo3eMUN  KITMHUYECKUIA Opia-
rHO3 yCTaHaB/IMBaeTCA Ha 0CHOBaHN BeAyLLMX CUMIMTOMOB: PBOTbI Mocse



KOpMJ/1EHNA MOJIOKOM, renatoMerasin, XenTtyxu, oTCTaBaHUA B pOCT*
N pa3BuTun. JlabopaTopHble mnccriefoBaHUA 06HapyXuBawT ranakTo3-
YPUM, HPOTEUHYPUIO, TMNepaMmnHoaumnayputo (HapyweHune peabcopbumni
B noyeyHbIX KaHasibliax), MoBbllLleHWEe COAep>XXaHUW ranakTo3bl B KPOBU
MPU Hu3KoVi rnvkemun. OTMevaeTcsa maTosiorMyeckas KpuBas Mpu Ha-
rpy3ke raslakTo3oii M pe3kKoe HapacTaHWe raslakTo3ypuwu, aumpos, rm-
nokKanneMmuns, MNosoXNTesNbHble (PNIOKKYAALWNOHHbIE MeYeHOYHble Mpobbl,
rmmepounnnpybnHemusa. NaoeHtundunuympoBaHue ranakTodbl (XpomaTor pa-
st yctaHoBreHve HU3KOEA akTuBHoe™ [an-1-®-YAdP B spuTpoyntax
N 6rnoncnpoBaHHOM TKaHW ABASAIOTCA Hanbosiee A0CTOBEPHbIMU MeTogamMun

Ne8rffa ¢hhbepeHUManNnbHbBIA AWMAarHO3 MpoBOAUTCA CO
BCEMWN MeSUMTYpUAMM  (M3ObITOYHBIM  BbldesieHeM  Yr/eBodoB C  Mo-
[0A), B TOM 4uCrie U caxapHbIM AMabeToM, a Takke ¢ rerarutamu, Tok?
COM1a3MO030M, LIMCTMBO30M.

JleyeHMe ranakToleMun natoreHeTmyeckoe. M3 M mckio-
HaloTCA MOJIOKO W Apyrve MnpoayKTbl, coaepxalime ranaktosy. [Jdetun
C paHHero Bo3pacTa 40 3 JIeT O0/DKHbI MosyYaTb nully 6e3 rasiakTosbl
(cmech AnL, € caxapoM, MaprapyHOM, PUCOBOIA MYKOIA, 6E/TKN XXNBOTHOK
MPOUCXOXAEHWNSA, MUHOA/IbHOE MOJIOKO, 060ralleHHoe 3KCTpaKTamn 0BO-
upiA 9 Maca). Mpu TsKes1IoM COCTOSHUM — peruaparaums, ycTpaHeHue
aumaosa. C BO3pPaCTOM HerepeHOCMMOCTb FaslakTo3bl Yy 60/1bHbIX OETEiA
YMEHbLLBETCH, 4YTO CBA3aHO C MOBbILEHVEM aKTUBHOCTU Yd-Tan-
nmpodoctopmnasbl. CrocobCTBYIOLWEA MPeBPALLEHMIO Fa/lakTo3bl M0604-
HbIM MyTeMm, lia 3TOM 0OCHOBaHO TeparneBTUYEeCKoe [elicTeme NPOrecTepoHa
MU TeCcTOCTepoHa, Crieumdmyeckn akTusupylowmx YAd-Ian-nvpodoc-
thopnnasy. B TaxenbIX criyydasx 3peKTUBHO 3aMeHHoe wuepenibaHue
KpoBM T[1pOrHO3 M/10XoiA NP Mo3OHELA AMArHOCTUKE U TshkesbIX hopmax
3a6oneBaHuA. Mpn paHHEM AUETUHECKOM JleHEHUN AETW MOryT pas3Bu-
BaTbCA HOpMasibHO. [ETelA C HemepeHOCUMOCTBIO K MOJIOKY HEeobxoammo
06c/iefoBaTb Ha Fa/lakTo3eMUI0 Tak e, KakK W [eTeld, B poAO0C/I0BHbIX
koTopeix OTMEYEHbI C/lydan 3TOro 3abosieBaHus. . ,

FEMUATPO®UA JIMLA MPOrPECCUPYIOLLAA (Pombepra 60-
nesHs*  Romberg [1846) onwucan 3abonesBaHve, COMpoBOXAaroLleecs
: nenroin alpodmeii Bcex TKaHEM MOSI0BMHbLI /MLA, 06YC/I0B/IEHHOE
MnopaXeHEM BEreTaTUBHOLA HEPBHOLA CUCTEMbI — CUMMATUYECKOro HepB-
HOro CTBO/IA U FMMNOTa/IaMUYECKMX LeHTPoB. 3abosieBaHWe yalle Hauum
BauTcAa B Bo3pacTte oT 10 go 20 reT. W X .

KN UWHUWUKAa ATpohUpPYTCS KOXa, MOAKOXHAA KaeTyaTKa, /bl
Libl, KOCTW Ha MoJSI0BUHEe Anua. YacTo oTMevalTca aHOPTMbM M CUHAPOM
Knoga BepHapa — [OpHepa Ha nopaXeHHOM CTopoww3, s TAXesblIX C/y
Aaax umetloTca Fpybas acummeTpus nuua, Pe3Kas AUCTPoOhUA KOXMK,
Bblnapgel I 3y6oB 1 BOJIOC, 4yacTo HeBpasirmyeckme 6051 B 30HE Tpou-
HUYHOro Hep”a. VIHOr4da passuBaeTcs romosiatepafbHass aTpopuu roso-
cosw x CBA30K TOPTaHM W MOJIOBUHbI si3blKa. ATPOUYECKUIA npouecc
MOXeT pacnpocTpaHATbCA Ha BCH TMOJIOBMHY TeJsla — ToOoTaJ/ibHaa TeMU-

aTpodwms. ¢ anbHbIA gWarHo 3 creayeT NpoBOAUTb
C CYpyHroMuenveiA, onyxonamu VIl napbl U LLENHO-CUMMATUHECKOr0

Y3/la/1 @ibPHAAR: KOCMETMYECKME orepauyn, NpU CWIbHbIX 6018X —

aHa/IbreTUKY  MporHo3 B OTHOLLEHWN >KWU3HU _ 6/1aronpUsiTHLIIA.
FEMOTJTIOBVHOMNATUW, NI TEMOIJIOBMNO3bl — aHoma-

JIMN KPOBETBOPEHUA, COMPOBOXXAAKLLMNECA TMOoABSIEHNEM B 3pUTPOLIUNTaX
naTosiIornyecKnX remorsiobnHos. B HacTosiLlee BpemMa oruncaHo 6osee
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50 pa3sHOBUAHOCTEA NaTO/I0r MHECKMX FEMON/I00MHOB, 0CO6EHHOCTBIO KOTO-
pbIX SABMSETCA 3aMeHa OOyOIA aMMHOKMC/IOThbI B MOSIMNENTUAHOM Liernoyka
r/I06MHOBOMA YacTW MOJIEKY bl APYrOiA aMMHOKUC/TIOTOM WM HapyLueHue
rnoc/1e0BaTesIbHOCTM aMUHOKMCIOT.  V3yueHne remorsi0buHonaTun Ha-
yanock ¢ 1949 r., nocsie Toro Kak Pauling ¢ coaBT. paclumdpoBasiv CTpoe-
HWe MaTosI0rMYEeCcKOro reMorsio6mMHa MpyY TSDKESOMA FreMOSITUHECKOLA cep—
MNOBMAHOK/IETOUHOM aHeMun (CM.). F'emMor/i06MHonaTum SBASKOTCA Hacres-
CTBEHHbIMM  32060/1IEBaHNSMU, W3MEHEHMS OTAEeMbHbIX  aMUHOKWUC/IOT B
MOSieKy/1e reva 00ycsioBsieHbl MyTalyelA. HacriegoBaHme NpoucxoguT Mo
ayTOCOMHO-peLieccuMBroMy Tuny. [emorsiobMHo3bl 0CO6eHHO pacnpocT-
paHeHbI B cTpaHax CpeaumsemMHoro mops, B Adpurke, Ha CpeaHem BocToke,
B OkHOMA VHavn, KOxHom KuTae, KOro-BocTouHota Asunu, B AnoHUM,

"HOpMeE B KPOBM 4YesioBeka mmveeTcs 3 oopMbl remMorsi06MHa, ot n-
YaKLWNXCA M0 CBOUM (PU3MKO-XUMWYECKUM CBOMACTBaM: /IOOHLIA WN
MPUMUTUBHBLILA remorsio6uH (HbP), deTarnbHbiiA remorsioomH (Hbl?)
Mor/106uH B3pocsioro (HbA), KoTopbliAa noapasaenseTcs Ha 3 hpakumun—
A A Aud Paznimume CBOVACTB remMorsiobmHa 06yc/10B/1IEHO CTPYKTYPHbIMU
OT/IMUMAMM  MOSIEKY/1bl T/100MHa, COCTOALLEIA 13 4 NO/MNEMTUOHbIX Lie-
noyek —a 1, V, 6. HbA coctouT 13 2 Mo/mMNENTUOHbLIX LEMoYveK a
MU 2 nomnenTnaHbiX Lenodek {5 MosTomMy ero 0603Ha4aloT elle Kak
a B, TMatonornyeckve remorsi06vHbLI 6bUI0 MPEAsIdKEHO 0603HaYaThb
6yKBaMn flaTuHCKoro angasuta (0T C o Q) B nopaske WX OTKPbITUA —
HbP HbC HbD wn T. o VcknoueHne coenaHo g Hbb, 0TKpbITOro
paHee apyrux. OAHaKO KOIMYECTBO OMMCaHHBIX Tunos MATOMIOMMYECKNX
remMor1I06MHOB YXKe MPEeBbLICU/I0 KOSINYECTBO BO3MOXHbIX OYKB /IaTUHCKOro
angasnTa, 1B 1960 r. Ha VIII MexayHapogHOM remMaTosiorMyeckoM KoH-
rpecce MpUHATO peLleHne 0603Ha4YaTb BHOBb OTKPbIBaEMble TUMbl OyK-
BaMM YyXKe OrnvcaHHbIX Hambonee 6/IM3KMX reMorsio0buHOB ¢ [06GaB/ieHNEM
nepBbIX 6YKB WM Ha3BaHWA ropoAa, B KOTOPOM BrepBble Obria’ 06Hapy-
XeHa fJaHHas pa3HOBUAHOCTbL, Hampumep HbD Chicago, o6o3HauvaloT
remMors106VHbI U rpedeckMm 6yKBamMun 1 Mo XapakTepy Mo/ mnenTUaHbIX
Lereid, ¢ ABYMS WHAEKCAMU — HWKHUM U BEPXHUM; HWKHUM WHOEKC
YyKa3sbIBaeT KO/IMYECTBO MO/MMENTUAHBbIX Liereil JaHHOr0 MHAEKC], a BepX-
HAA __COOTBETCTBYET XapaKTepy VBMEHEHUIA MOsieKy/lbl FreMorsiobmHa

-B 3104 Uenn. Tak HbS o6o3HavaeTca KaKa,pf n T. 4 Tunbl remorsio-
6UHa pasIMyaloTCsa MO0 (PUMKO-XMMMYECKUM CBOIACTBaM, [/1aBHbIM 06-
pasomM Mo pas/INHHOIA CKOPOCTU ABWKEHWS pasHbIX FreMorsI06MHOB B 3/1eKT-
pyyeckoM nose. MpUMEeHSITCA U Apyrue metoas WASHTUDMKALMN —
6roxumMmyeckne, U3NYecKne, XpomaTorpaduyeckme.

KAnHn4yeckn  remMorsiobnHonaTtun MAposiBAIAOTCA B ABYX
OCHOBHbIX (hopMax: K/IMHWUYECKM BbIPXEHHas (opMa, XapaKTepusyto-
wasca TsKesbIM - TeYeHVeM B CBA3WM C MacCMBHbBIM  pacrazioM KpoBwu
(roMo3UroTHbIA BapuaHT), U flaTeHTHas hopma ¢ OTCyTCTBMEM WM c1abo
BbIPaXXEHHbIMWN K/IMHUYECKMMM MPU3HaKaMn (FreTepo3vroTHbIA BapyaHT).
Ana BbISBNEHWA TUMa remMorsIobMHONaTUN MMEET 3HaYeHVe CeVEHbIA
aHamHes. KosimyecTBO BO3MOXHbIX BWAOB remMorsiobuHoNaTum BesInKo,
TaKk KaK Ha/myMe naTosiornMyeckoro remorsiobuHa BeAeT K pasBUTUIO
cooTBeTcTBYlOWero MPosIB/IEHNS 3abosieBaHMA. K cambIM pacrpocTpa-
HEHHbIM FeMorsI06MHONaTUAM OTHOCATCH: TaslacceMmsl, CeprioBUAHOKIIe-
TouHas aHemusi (CM.).

FEEMOMMNTUYECKAA BONE3Hb HOBOPOXXAEHHbLIX (3pu-
Tpob1acTo3 nsioda). MepBble oNMCaHMS FEMOSTATUYECKORA 6GOSIE3HN HOBO-
poXAeHHbIX NpuHagnexxat Buhl (1875), Schmorl (1903)« A. . A6puko-
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coBy (1915), Edin (1919), Girke (1930). B ocHoBe 3ab0sieBaHUNSA NIEXUT
HECOBMECTUMOCTb KpOBW MaTepy M pebeHKa no pesyc-takTopy (MaTb
pesycoTpuLaTesibHas, pebeHoK pesycriofiokUTesbHbIMA), Mo rpynnam
KpoBM (Yawe Bcero y maTepu Ol rpynna, a y pebeHka AL wnnim Bill)
wnm no apyrum caktopam kpoeu (Le, Fy, K). TNpm HecoBMeCTMMOCTU
pe3yc-(aKTop Msofa MPOHMKaeT 4Yepes MViaUeHTapHbIA 6apbep B KpoBb
MaTepu, B OpraHvM3Me KOTOpPOLA BblpabaTbiBatoTcs aHTUTeNa. MNocneaHwue,
MPoOHMKas B KPOBb /1043, BbBBbIBAOT paspyLleHne ero 3puTpoLuvTOB.
Ansa peannzaunn KOHQ/IMKTA MMEET 3HAYeHWe COCTOSHWE PeaKTMBHOCTYU
opraHu3ma pesycoTpyLIATESNTbHOA MaTepy, MPOosB/IAIOLLEECH B MOBbILLIEH-
HOIA YyBCTBUTE/ILHOCTU K CEHCMOBUIM3aLMN pe3yC—-(aKTopoM, COCTOSHME
SHAOKPUHHOIA CUCTEMbI MaTepu, VMENOLLMECS Y Hee XPOHUYecKue wim
nepeHeceHHble B Nepuof, 6epeMeHHOCTY oCcTpble 3ab0/1eBaHUS, MOBbILLAIO-
e MPOHULLAEMOCTb COCYUCTOMA CTEHKW, 0CO6EHHO COCY[0B MUIaUeHTbI
AN aHTUTeN, YacTble UCKYCCTBEHHbIE MpepbiBaHNS 6epeMeHHOCTU 1 ap.
3aboneBaHne pas3BuBaeTCA Yy 0aHOA M3 25—30 pesycoTpuuaTesbHbIX
XKEHLLUMH, MMEOLLMX  pe3ycriofiKUTENIbHOI0 My a.  remMonnTudeckas
60/1e3Hb HOBOPOXAEHHBIX Yallle 0TMeYaeTcsl y [ETeld, pOKAEHHbIX OT
pesycoTpmLATENIbHOIA MaTepy M FOMO3UIOTHOMO PEe3yCrosiIKUTESTbHOIO
0TUA W pexxe B CeMbSIX C FETEepo3UroTHbIM Mo pe3yc-(haKTopy OTLIOM.
| KnuvuHuuyeckn remonmtudeckas 60/1e3Hb  HOBOPOXAEHHbIX
nposiBNseTcA B (JOPMe YHMBEPCASIbHOIO OTEKa, TSHKESOM KENTYXW,
BPOXKOEHHOIA aHemmn. TKecTb 3ab60/1IeBaHUS 3aBUCUT He TOSIbKO OT
CTENeHN CeHCUbMNM3aUMM OpraHuM3Ma pesycoTpULIATESTbHOIA KEeHLUMHBbI
pe3yc-(hakTopoMm, HO M OT CTeneHW 3pesiocTV OpraHn3ma HOBOPOXAEH-
Horo. bBosblioe 3HadeHVe VMEET Takke HapylleHve 6unpybuHOBOro
06MeHa, 0COBEHHO 3a CYET MHTEHCMBHOIO HAKOMJIEHMS (hpakuyy HENpPsSMo
pearvpyrowero wm csobogHoro 6munvpybuHa, 06/1a8at0LLero ToKcuYye-
CKMMW CBOACTBaMW. HakorsieHue HemnpsmMoro 6mampyouHa o6yc/1oB/ieHo
He TOSIbKO VHTEHCMBHBbIM FEMO/IM30M 3pUTPOLMTOB 3a CHET peakumn
aHTUreH — aHTUTes10, HauaBLLEeACA B Mepuof, BHYTPUYTPOGHOIo pasBu-
TWNS, HO U HapyLleHWeM mpouecca nepexoda Henpsamoro 6unmpyomHa
B MPAMOLA, BbI3BaHHOIO CHVDKEHHOLA aKTUBHOCTLIO (hbepMeHTa F/1H0KOpo—
HUATpaychepasbl B MepBble OBe HEAe M XKU3HW.

ObupMM cMMATOMaMM /17 BCeX (POpM  reMOSIUTUYECKOIA 60/1e3HU
HOBOPOXXAEHHbIX SBSIOTCA aHEMUS ryneppereHepaTopHoOro xapakrepa ¢
Ha/M4YMeM B KpOBM MOSIoAbIX (hOPM  3pUTPOLUTOB — HOPMOG/1acToB,
3pUTPO6MIACcTOB, PETUKY/IOLMTOB, a Takke YBe/MyeHVe MeYeHn n cene-
3eHKN. OTeyHas hopma 60/1e3HM XapaKTepPU3yeTes BPOKAEHHbIM 0TEKOM
MOAKOKHOIA K/ETUATKW, HAKOMIEHVEM XMOKOCTU B MN/1EBPa/1bHOIA 1 6pioLL-
HOLA MO/I0CTU. AHEMUS Pe3KO BblpaXKeHa, remMorsiobyvH CHYbkeH Ao 15—
30 en,, apuTpounTbl— 01 000000—1500 000 B 1 mm3. lNiaueHTa pesko
yBe/IMyeHa, 0TeyHa, YpoBeHb 00LLero 6esnka KpoBW CHWDKeH ao 2,10—
3r%. OTMeYaeTCs BbIPKEHHbLIIA OEKOMIMEHCUMPOBaHHBLILA METab0/INUECKUEA
aynao3 (pH 6,9—7,0). OTteuHas opma B 6GOSILLUMHCTBE C/1y4aeB 3aKaH—
HVBaETCH JIeTa/IbHO B MePBble AHW XXU3HN pebeHKa. Tskenasa XenTtyxa
HOBOPOXAEHHbLIX Hapsiy C aHeMVelA, YBESTMHEHNEM MEYEHN U CESIe3eHKU
XapaKTepu3yeTcs paHO HaUMHAIOLLIEIACA »Xe/TTyXoM (B 1—2-e cyTKu nocne
POXKAEHWS) N WMHTEHCMBHO HapacTaloOWEA >Ke/TTyXO0A, 00YC/I0B/IEHHOA
HakornsieHnem Hernpsamoro (cBo6ogHoro) 6munmnpybuHa. 3ta hopma 3abosie-
BaHWS MPU OTCYTCTBUW CBOEBPEMEHHOMO (B 1—2-e CyTKM XXN3HW) sieve-
HUS1 3aMeHHbIMW MepesIMBaHNAMU KPOBU OC/IOXKHAETCSA OUIvpy6brHOBOLA
3HUehasI0MaTUEA (SAEPHOIA XKesTTYXO0IA), MNpOosIB/ISIIOLLEIACA CyAoporamm,
rfasoapuratesibHbIMA  HapyLeHUSIMW B BUAE HMCTarma, cnasma B3opa
(CMMNTOM  3aXOAALLEr0 COMHLA), MbILEYHOIA AWUCTOHWEIA, OTCTaBaHUEM



pe6eHKa B (DM3NYECKOM U NCUXNYECKOM PasBUTUU. PE3KO BbIPaXKEHHbLIMU
3HAOKPUHHBIMAN  HapyLLEHUAMMW, KaxeKcueid, TPohUUeCKUMM pacCTPoIA-
cTBamMK. MemMonmMTUYecKas 60/1e3Hb HOBOPOXXAEHHbLIX B (IOPME >XeNTyXu
B OCTPbIA MEPUO, NPOTEKAET CO 3HAUUTESTbHBIMM HapyLLEHVSMIN 6e/1KOBOIA,
NpoTPOMOMHO06pa3oBaTe IbHOA, a Takke OwIMpyouHBbLIAE UTE TbHOLA
(hYHKLUMN NeYveHu, ¢ pa3sBUTUEM B HEKOTOPbIX C/y4asx CUHAPOMA CryLue-
HUS Xesumn ¢ MosiB/ieHEM 06eCLiBEHEHHOI0 CTY/1a, XeYHbIX NUIMEHTOB
B MOYe M HapacTaHWeM B KpPOBW MApAMOro 6unupybuHa. AHeMuyeckas
thopma npoTeKaeT 6/1arornpusaTHO, CONPOBOXKAAACH CHVDKEHNEM remMorsio-
6uHa a0 30—50 en. 6e3 BbIPKEHHOr0 M3MEHEHWS O6LLEro COCTOAHUSA.

NleyeHwne. B nocnegHee Bpemsi CTa/l0 BO3MOXHBIM siedeHvie
LETEIA ¢ 06LLMM BPOXAEHHBIM OTEKOM MyTemM OCTOPOXKHOr0 MpUMeHeHWst
3aMEHHbIX MEPESIMBaHNIA KPOBU  (Jlyulle BpUTPOLIMTHORMA Maccbl) rog,
KOHTPOJSIEM CEPAEYHOIA [EeATeNIbHOCTU C OAHOBPEMEHHBLIM MPOBEAEHVEM
MEpONpUATUIA, HanpaB/ieHHbIX Ha 60pbby C MeTabo/IMYECKVM aL030M
(BBeOeHVie 4% pacTBOpa 6uKapboHaTa HaTpwusl). 3aMeHHoe MepesiBaHMe
npoBoasaT B 1—2-e CyTKMU Mocsie poXkAaeHus m3 pacdeta 120—150 mn
KpOBM Ha 1 Kr Beca HOBOPOXAEHHOrO; B/MBaHVE M/1a3Mbl, [/IHOKO3bl;
Java BWUTaMWHOB rpynnbl B, MeETWOHWHa, aHTuaHeMuHa. B nepBble
10—14 prein KopmsieHVE OOHOPCKUM MOJSIOKOM, TaK KaK MaTepuHCKoe
MOJIOKO COAEPKUT BbICOKULA TUTP pesyc—aHTUTES.

MpepoTBpaLleHno 601e3HN U paHHelA ee AMarHOCTMKe crocobeTByeT
onpeaesieHVe pesyc-dakTopa y Bcex 6epeMeHHbIX, HabmioaeHe BO BpeMs
6epeMeHHOCTU 3a pesycoTpuLaTeNIbHbIMU  XKEHLLUMHAaMW, 0CO6EHHO C He-
6/1aronpUATHLIM  aKyLLIEepCKUM  aHamMHe30M  (nepenimBaHve  KpoBu  6e3
3aueTa pPe3yc-(haKTopa, BbIKMAbILW, POXAEHWE OSTEiA C FeMOSIUTUHECKOLA
60/1€3HBI0  HOBOPOXAEHHBbIX). HeobxoAnMO uccriefoBaHMe KpoBWM  Ha
pesyc-aHTUTeNa N B C/yyae WX 06HapyXXeHWs — Ha3HadeHue MosIHo-
LIeHHOro NMUTaHWS, F/IIOKOHaTa KaslbLms, acCKopOUHOBOIA KUC/OTbI, BUTa-
MuHa E, goctaTouyHoe npebbiBaHve Ha cBeXeM Bo3ayxe. [pu 3HauuTeslb-
HOM MOBbILLEHUN TUTPa aHTUTeST — [A0CPOYHOE poAopaspeLleHne, Ho He
paHee 4eM 3a 2 HeAEM A0 OKOHYaHWSA 6epemMeHHOcTU. B nocnegHve roabl
41 NpohnIaKTUKUA N30UMMYHU3aLMN MPEAJIOKEH CrieuyiasibHbIMA pesyc—
raMmma-rsio6ysivH. 1

[JeTun, NonyumBLLME SieHeHVe CBOEBPEMEHHO MPoBeAEHHbIM 3aMEHHbIM
rnepesivBaHUEM KpOBMW, 00bIMHO XOpOLLO pa3BuBatoTcA. [py HeBposioru-
YECKMX OCSTIOKHEHUAX FeMOSIMTUYECKOIA 60/1E3HN HOBOPOXKAEHHbLIX MOKa-
3aHO KOMI/IEKCHOE CUCTEMATUYECKOE JsleyeHVe MPOoTUBOCYA0POKHBIMU
npenapaTamy; HasHa4aloTCA MpenapaTbl, CHKaOLLME MbLLEYHLIA TOHYC,
Maccax, FMMHacTUKa, 3aHATWUA C JiororneaoMm, CTUMYIMpYHoLWas Tepa-
nms.

FEMOPPATMYECKIUI TENEAHMMAKTATUYECKNA CUH-
APOM (Pengto — Ocnepa 60n1e3Hb). Rendu (1896) n Osier (1901) onu-
CasiM K/IMHWYECKYH0 KapTuHY 3abonieBaHuA. HacneayeTcsa no KyTOCOMHO—
[AoMUHaHTHOMY Tuny. YactoTa B monynsaumm 1—2 : 100 000, yacTtoTa
MyTamia 2—3 @ 1 000 000.

MaTonoroaHaTOMMYeCKN OMnpeaensaoTca pacluvpeHne Kanusiisapos
C/IMBUCTbIX 060/104EK U MapeHXMMbl BHYTPEHHUX OpraHoB, Mesikue To-
YeuHble KPOBOM3JINAHUSA, YBESIMHEHVE MeYeHN N Cene3eHKN, U3MEHEHWS
CO CTOPOHbI MbILLEYHOA CTEHKU COCY[0B, KOTOpas MpakTUYecKu OTCyT-
CTBYET.

i KnunHnka. Beaywymm B KIMHUNYECKOA KapTuHe SIBsSieTCa re-
MOppar MY4ecKmiaA CMHAPOM, COHETAIOLLMIACA C KPaCHbIMW MayKoobpasHbIMU
Te/1eaHr MaKTasnAMM 1 aHrMoMamm Ha C/IBUCTOA 060/104Ke My6, KOHBIOH-
KTUBE, Ha KOXe Fpyawn, XXMUBOTa, KOHEYHOCTelA. YacTo oTmedvaloTes re-
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MaTypusi, KPOBOTEUYEHUS U3 >KesSTyA0UHO-KULLEYHOr0 TPakTa, JieroyHbie
KpOBOTeUeHUsi. TesieaHLIaKTa3nM B GO/IbLLOM KOJIMHECTBE OGHapYXu-
BAlOTCA Ha [AMCKe 3pUTESIbHOro HepBsa.

AvdpdepeHumManbHbIA AMarHO3 creayeT NpoBOAUTL
C 0OLUMPHOEA rpymnroi/i remopparMyeckmx AMaTe3oB pa3/IMYHOLA 3TMosornuy,
Ty6epKy/1e30M JIerkvx W MosiMnoM Hoca.

NeveHune Hanpas/leHO Ha YMeHbLLEHVe Femopparnyeckoro
cMHApoMa (BMKacosl, ackKopbuvHOBas KMC/0Ta, PYTWH, FOPMOHasIbHasA
Tepanus, [AeceHCUbUNM3upyoLass Tepanusl). B HEKOTOpbIX cry4asx
MOXeT ObMb MpUMeHeHa paavo- W peHTreHoTepanvis.

FTEMOO®UJINA — Hanbosiee pacnpocTpaHEHHbIMA TUM Koarysiona—
T, 3abonieBaHve onmcaHo B 1784 r, ®oppgavicom. HacnenyeTtca mno
peLiecCUBHOMY, CLIEM/IEHHOMY C Mosiom Tury. Fevowivetd 6onetoT nnua
MY>KCKOFO Mosia. YCTaHOB/IEHO, YTO reH, OTBETCTBEHHbIA 3a Hac/neno-
BaHVe remMotwIvK, JI0Ka/IN3yeTcsl B MOSIOBOMA XpomMocoMe X. 3aboseBa-
HMe OT 0Tua, 60/IbHOro remMotWIVels, MOXET repefaBaTbes Yepes A0ub,
ABNAIOLLYIOCA KOHOYKTOPOM 60/1€3HK, K BHYKY. OTCyTCTBYE 3abosieBa-
HUS Y A04EPEIA 60/1bHOI0 reMothWIVERA 0T 06 bACHAETCS TEM, YTO MyTaHT-
Hasi X-XpoMocoMa, MoslydeHHasi OT 0TLa, KOMIMEHCUpYeTcs  3/0pOBbIM
a/ienieM — MOSHOLIEHHOA  X—XPOMOCOMOLA,  MOSTy4eHHOLA OT  MaTepu.
Jouepn 60/1bHOr0 remMoWIMelA oTua MepesaloT remMouIvKD MOsSI0BUHE
CbHOBEIA, KOTOpble Hac/ieOyloT OT MaTepy MyTaHTHYH X-XpoMOCoMy,
He KOMMEHCHpYeMY0 OTLIOBCKOIA Y —XPOMOCOMOIA.  [lpyras MosioBuHa
CbHOBELA HacsieflyeT HernoBpeXAeHHY X-XpOoMOC.0My, MO3ToMy remotm-
JVelA He 6oneeT. OnucaHa Kuaccuyeckas reMounns y XeHLMH — FoMo-
3UrOT, POAMBLUMXCA OT MaTepu-KOHAyKTopa M 60/IbHOr0 reMouwivieid
oTua.

Femothmnna — CUMNTOMOKOMI/IEKC, CBSI3aHHBILA C OTCYTCTBUEM pas-
JIMYHBIX (PAKTOPOB CBEPTbIBaHWA KPOBW, Y4YacTBYHLLMX B 06pa3oBaHUM
M/1a3mMaTmnyecKoro TpoMGorslacTuHa. B cBA3WM ¢ 3TUM B HacTosiLLiee BpeMsl
pas3nuyaloT 4 BUaa remouavmn: remounivisi A — Hambosiee HacTo BCTpe-
varolpiAca  Tun, cessaH ¢ geduuptom dakTopa VI HacnegyeTca no
peugeccmBHoOMy Tuny. emotpmnva B — pedmumt dakTopa 11X, 6051€3Hb
KpucTmaca, HacregyeTca no ayTOCOMHO-peLiecCMBHOMY Turly. [emo-
tunma C — Hepoctatok X hakTopa, Ms1asMeHHOro npellecTBeHHNKA
TpombornacTuHa (thakTop PoseHTans). HacnegyeTcs Mo ayTOEOMHO-
[OMUHaHTHOMY Tuny). Memotmnusa D — pgedumupT daktopa X1 (thakTop
XaremaHa). Kaxgblth 13 aTuX BUOOB reMopuIvm UMeeT psf 0cO6eHHo-
CcTell

KnnHunka. emMopuva MOXeT NposBnATbCcA y [OeTeid cpasy
rocsie poxaeHusi. XapakTepHbIMU CUMITTOMaMM B 3TOT Nepuoz, SAB/SOTCA
KPOBOTEYEHMS U3 MYTKa, Ha MeCTe VHBEKUMIA, Mocsie pas/INyHbIX MUKPO-
TpaBMm. Y 6osiee cTaplumx LeTeiA 3abosieBaHMe MposiBASETCA 0O0UIbHbIMN
HOCOBbIMW KPOBOTEUYEHUSMM, KPOBOU3/IUSIHUSIMU B CYCTaBbl C NOC/1eAyHo-
WM pa3BUTMEM aHKWJ/1030B, YesTyA0HHO-KULLEYHLIMA KPOBOTEUEHUVISIMU.
HabnioaeHns MoKasbIBatoT, UTO Femopparvyecknii CUHAPOM MpU remo-
M ¢ BO3PacTOM YMeEHbLUAETCs. B 3HauMTesnibHOIA CTereHu 3aTomy
CTasla crocobcTBOBaTb aKTWMBHasi Tepanuvs, NpoBoAvMas B rocsiegHve
rogbl C y4eToM Tuna remomanm.

AvhdpepeHyumanbHbliA AuarHos. lemopunamio cre-
OyeT AndepeHLMpoBaTb OT HapyLleHUs CBepTbIBaeMOCTY, 06YC/10B/IEH-
HOro rartosiorveth TpomOeoLMTapHOro annapate, a Takke remopparude-
CKOro guatesa, 00YC/10B/IEHHON0 AemumMTOoM (DaKTOpoB BTOPOiA (hasbl
CBEPTBIBaHWSA, T. €, MpeBpalleHVeM MpoTpoM6MHa B TPOMOWH, KOTOpble
6bUM ONKcaHbI Bbille. KpoBoTOUMBOCTDL Y [ETEA, CBSI3aHHAas C HapyLLEeHNeM
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TPOMGOLIMTOB, OLADHM/BIEC PATAKAK TpoMboLmToneHus (6on1esHb Eepaf

roga), Wim oHa 06bsACHSA1aCb HEAOCTATOYHOCTHIO TPOMOOLMTOB, Hanpumep
npy TpombacTeHUn MNsHUMaHa 1 BunnieHbpaHaa. OgHaKo 3ac/yXnBaloT
BHUMaHNA MOSIBUBLUMECS B rocsieaHee BpeMs CoobLLeHus o aedmumT™
aHTUreMomsibHOro (akTopa npu 6onesHn BunneHbpaHga. Odedvuyt
He pe3Ko BbIpaXXEH W MO3TOMYy Ha BPEMS CBEPTbIBAEMOCTU He B/IASET.
BbisiBneHne HegocTtaTouHocTM hakTopa VIII npy TpombacTeHn BwiieH—
6paHAa [asi0 BO3MOXKHOCTb MO-MHOMY O0OBACHSATb KPOBOTOYMBOCTL Mpw
3ToM 3abosieBaHUN: AeMUMTOM cocyamcToro gakTopa (thakTop Hunbco-
Ha) N ymepeHHbIM aeduvuyTom dakTopa Vill (aHTUremowibHbIA r106y-
JIMH) U B CBA3W C 3TUM 060CHOBbLIBaTL J1IeHEHVe.

NeuveHune. Tlpu KpPOBOTEYEHUN MPOU3BOAAT 3aMELLEHVE WMEH-
weroca AemumTa YCKOpUTENsA CBEPTbIBaHMSA U MofaB/ieHne aHTUKoary—
JI9HTHOIA aKTUBHOCTU. [15 3TOro Hapsay C remMocTaTUdecKUMM CpeacT-
BaMn (HepesiMBaHWe KpPOBU — 00bMHOMA W aHTUIreMoWIbHOLA, BUTaMMHA
K n ap.) npumeHsA0Tca npenapaTthbl, NoAaBstoLLme GMepNHONINTUYECKYIO
aKTUBHOCTb KpoBW (E—amMMHOKanpoHOBasi KWC/0Ta, F/IHOKOKOPTUKOUAbLI
n ap.). MNpn OTCYTCTBUM KPOBOTOUMBOCTWU JieHeHVe MPOBOAUTL He Crie-
ayeT. 3a pebeHKOM criefyeT Hab/oOaTb W NpedyrnpeXxaaTb BOLLOXHOCKU
TpaBMbl. OCTOPOXHOCTb CriedyeT cobnoaaTh Npy yaaneHun 3y6os. B cny-
yae KpoBOTEYEHUs Mpu remModmivn A nepesiBaeTcsl TOSIbKO CBeXesarv-
TOBJIEHHaA KPOBb WM CreumasibHO MPUroToBSIEHHAA aHTUreMopu/ibHas
naasma, Tak Kak aHTUreMowibHbIA F/100y/IMH HECTOEK W paspyLuaeTcs
B TeueHne 8—12 yacoB. CBexe3aroToB/IEHHYI0 KPOBb B TaKMX Crlydasix
crieqyeT nepenmBathb M3 pacdeTa 5—1U mn Ha 1 Kr Beca Tesa pebeHka.
19 0CTaHOBKWM KPOBOTEYEHUS Y [ETEIAC reMouwveli B, yunTbiBas 60/1b-
LYK CTOMKOCTb (hakTopa IX ” ero HapactaHve Mo Mepe XpaHeHWus
(B nepsble 14 aHeiA), NCMONb3YIOT KPOBb A0 15-10 AHA XpaHeHWs B 60/1b-
wnx KonmnyectBax (Ao 200—400 wm) 1 pa» a 2 Hege/m. .

FEHOOEPMATO3 KOHEYHOCTEW CKJIEPO ATPODYUNYECKII
N KEPATOOEPMWYECKWMWN. OnmucaH Huriez (1969). [MpeactaBnseT
CeVEVHBIA [lepMaTo3, Hac/lefytoLMACA Mo AOMUHAHTHOMY TUry,

KnnHunuyeckaa KapTWUHa XapakTepusyeTcs pasBUTUEM
Ha KOHEUHOCTAX KepaToaepMUM U CKIepo—aTpoUUecKuX U3MEHEHNIA,
CMOCOBHBbIX K MEPEepPoXAEHMIO B CIIMHO-LIE/IIONSPHYIO SMUTE/IMOMY.

Mpyn cooTBETCTBYIOLLEM SleveHUN (paavKasibHOe YAAIeHVe) anuTesivo—
Mbl MNPOrHO3 6/1aronpUsTHLIA.

EHATOLUEPEBPAJIbLHAA ONCTPO®UA (Bectdans — LLirprom—
nens 60nesHb, BunbcoHa — KoHoBasioBa 60/1e3Hb). Wilson B 1911 T.
onucasl 3abosieBaHNE CEMELAHOMO XapaKTepa, HauMHatoLleecs B AETCKOM
M MOMI040M BO3pacTe WM XapaKTepusyllieecs MbIWeYnoia purnaHocTbio,
AN3apTpueti, aucTpouneid, ApoXKaHNeMm, poroBUYHbLIM KOSIbLIOM WU LLUPPO-
30M rMeYeHn, U HasBaJ1 ero «nporpeccMBHas NIEHTUKYAPHasa AereHepa-—
ums». M3yyeHne KAMHUKKW 3abosieBaHUA MoKasaso, YTO «MCeBAOCK/1EPO3»
BecTiana — LWTpioMnens, onucaHHbIA B 1858 r., aABnseTcs cTagueii
6051e3HM BunbcoHa. Hanbonee nosiHoe K/AMHUYeECKoe oTpaxeHue 3ab6o-
neBaHMe HaxoAUT B HasBaHUW «renartouepebpasibHas AUCTPOPUS»,
npegnoxeHHom H. B. KoHoBasioBbIM. 3abosieBaHMe 0MNMCaHO BO BCEX
CTpaHaxX Mupa, HOCUT HaCﬂe,D,CTBeHHO—CEMeI‘lebII‘fl XapakTep. HaCI‘Ie,quTCﬂ
no ayTocOMHO-peueccuBHOMY Tuny. O6a mnosa nopaxawTcs B paBHOLA
cTteneHn. llaTosioroaHaTOMMYECcKU HaxoaAaAT O0T/10keHuda megn B Mo3re,
neyeHun, noykax, cesieseHKe, poroBuLe, pady>KHoiA o6osiouKe, XpycTa-
NTNKe rnasa n agereHepatvBHble U3MEHEHUA B 3TUX OpraHax. N3meHeHunsa
Mo03ra BbIpaXaloTCa B CMOPLLMBAHUM U CK1epo3MpPoBaHUN HepBHOM
TKaHWU C paspacTaHMeM r/imm n oyaramun pasmMmardyeHua c 06pa3OBaHVIEM
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KUCT B 06Hapy>XVBaOTCA MPEUMYLLECTBEHHO B 00/1aCTU YeueBUYHbIX
afep, Kope W MoAKOpKe. VIMEeTCs KpPOBOM3/IUSHUSI B MEJIKUX COCY-
[ax ceporo BeLeCcTBa M MepMBacKy/IsSpHbLL 0TeK. Beaylym naToreHeTu-
YECKUM 3BEHOM 3ab0/1eBaHUS  SIB/ISIETCA HapylleHue cuHTe3a 6erika
Liepy/1onaia3mmHa, TPaHCMopTUPYIOLLEro Meap, BCIIEACTBYE Yero co3faeT-
CS BbICOKAs KOHLIEHTpaLMs Meay B KPOBW W MPOUCXOOUT OTJIOKEHMe
ee B OpraHax M TKaHsiX 1 HapylleHVe TKaHeBoro obmMeHa.

KnunHunka. 3aboneBaHve, Kak MpaBW/io, HauMHaeTcs B BO3-
pacte 10—15 fieT 1 XapaKTepm3yeTcsi HapacTaloLWEeA MbILLEYHOLA pyUrna-
HOCTbIO, pa3Ho06pasHbIMU TUMEPKUHE3aMN TOPCUOHHO—-AMCTOHNYECKOI0
WM aTeTOUOHOIO XapaKTepa, Au3apTpueld, aucharvien, CHYDKEHUEM
WHTes/IeKTa, NceBAobyIb6apHbIMM CUMATOMaMW, U3MEHEHUSAMU CO CTO-
POHbI MeYEHN N MUIMEHTHBIM KOJTbLIOM pafly>kHOLA 0607104k KatAzepa —
dnetiwepa. Mo TeueHNO 3a60/1eBaHNE MOXKET ObITb OCTPbIM U XPOHUYe-
CKMM. B 3aBUCMMOCTU OT K/IMHUYECKMX MPU3HAKOB pa3fivyaloT 5 gopm
renaroLiepedpasibHOIA AvcTpoun. ABAOMUHANIbHAs opMa, XapakTepu-
3yeTcs MPenMyLLECTBEHHO CUMITTOMaMU PacCTPOACTB (OyHKUMIA MeYveHn
1 YKesTy104HO—-KMLLIEYHOr 0 TpaKTa. [opakeHne HEepBHOIA CUCTEMbI MOXET
VMETb MECTO B TEPMUHA/IbHBIX CTaauaX 3abosieBaHUsA. PaHHAS purnaHo'
apUTMO-TUMEPKUHETNYECKasA (hopMa HauMHaeTcs B Bo3pacTe 8—15 fieT,
OT/INYAETCS 3/10KAYECTBEHHLIM TeueHVeM. B kKnHVKe npeobragaoT
rMNepKNHE3bl, CoYEeTaloOLLMECS] C M3MEHEHVEM MbILLEYHOr0 TOHYyca. Jlpo-
XaTesSlbHo—puUrnaHas opma pasBmBaeTCs, Kak npasusio, nosaHee 20 FeT,
XapaKTepu3yeTcs pa3mallMCTbIM [pOKaHMEM W MbILEYHOA pPUrMaHO-
cThto. Mpyn gpokaTensHOMA (opme, HaumHatolerica B Bo3pacTe 25—30
JeT, npeobs1afaeT KpyrnHOpasMallmMcToe OpOXKaHMe KOHEUYHOCTElA, rosio-
Bbl, TY/10BULLA. VI3MEHEHWS MbILLEYHOro TOHYCa NOABASAIOTCA No3aHee U
BbIpa>KeHbl YMEPEHHO. JKCTpanvpamMmmaHo—-KopKoBasi (hopma, Bbie/ieHHas
H. B. KoHOBa/10BbIM, XapaKTepuU3yeTcsl pacCTPOLACTBOM BbICLUMX KOPKO-
BbIX YHKUMIA, Napanmyamu, napesamu, 4acTo InNWIenTUHECKUMU Mpu-
nagkamu. VI3MeHeHWsi CO CTOPOHbI MeYeHW BbIpaXeHbl B TOIA WA VHOIA
CTerneHn NMpuv pasfindHbIX GopMax 1 MPOTEKaoT YacTo Mo TUMy NoA0CTPOro
renatuTa: aHopeKcusi, OWUCTIENCUs, pBOTa, MOBbILEHVE TemnepaTypbl,
pPEMUTTUVPYIOLLIAA XenTyxa. B no3gHuX cTagmsax passuBaeTcs LMppo3s
rnevyeHN M MevYeHoYHasi HeAPCTaTOYHOCTb: acuMT, remopparvyeckue siB-
neHvs. KocTHbIe M3MEHeHVst MOMyT BK/TIHOYaTb AediopMaLiuv, oCTeornopos.
Na6opaTopHble mcceaoBaHVS: B KPOBU YMEHBLLEHO COAEpPXKaHUe Liepy-
nonnasMrHa M rmrnonpoTenHemms. B Moye — peskast ruiepaMyuHoaumi—
ypusi 1 rnepKynpypusi.

AvarHo3 CTaBAT Ha 0CHOBaHUM OMNpeaesieHns LiepysiornsiasMmmHa
B CbIBOPOTKE, Ha/INMUMA rmnepaMmvHoaupmaypmun U runepkynpypun. Jua-
rHOCTMYECKOE 3HaYeHVEe VIMEET YCTaHOB/IEHME KosibLia KaiAsepa — driei
wepa. [AuddpepeHuyanbHbIMA AMarHo3 criedyeT MpoBoAWTbL C sleTapru-
YEeCKMM 3HLEha/ IMTOM, MasioiA XopeeiA, C pynnoiA MOoOKOPKOBbIX JAere-
HepaLniA, y OETeiA paHHero Bo3pacTa ¢ XPOHNYEeCKUMU hopMamu  Cermmi—
HECKUX COCTOSIHUEA N D-Pe3nCTeHTHbIM paxuTOM.

NleyeHMe HanpaB/ieHO Ha BbiBeeHVe U3ObITKA Meay U3 opra-
HM3Ma rpenapaTamu, cogepxawmmn  cepy  (YHUTWON,  AeKarTos),
M LWaKeHNE neYeHn (OueTa, 6oraTtas Genkamm, begHasi >Xmpamm ¢ orpa-
HUYEHVEM MeAbCoaepXKallyxX NpoAyKToB). MNokasaHa cvMMMAToMaTUYecKas
Tepanus, BUTaMUHOTEpanms.

MporHo3 HeGNaronpusiTHLIA. Mpy NpoBEAEHUN  MeaVIKO—-reHeTUYEC-
KO KOHCY/IbTalun poauTensam, UMEOLMM 60/1bHOro pebeHKa, Lieseco-
06pa3HO BO3AepKaTbCA OT Oa/ibHEMLLero AeTopoXaeHVs. [eTeposuroT-
Hble HOCUTE/IM MYTaHTHOIO FeHa MOryT ObITb BbIsSiB/IEHbI C MOMOLLbIO GU10-
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XVMUYECKUX METOAOB: MCC/iefoBaHve LiepysionsiasMmHa B KpoBW, 3KC*
Kpeuyn aMUHOKUC/I0T U MeaU 0 HUYOW.

1*1p+'Anblnbiaabl iio liU tihL1I"bhUbiX 3AYATKOB J101Q-
BbiX ii baOonieBaHvie onucaHo baltei' B 1S7Z r.
XapakTepunsyeTcsi Ha/mMuveM Mesikux 6YropkoB YKeslto/1aloro LBeTa,
rnagkux, Mes3bosesHeHHbIX. PacrionaraloTcs aAeHoMaTo3Hble 06pa3oBa-
Hus bit Wee, nepeaHel/ NOBEPXHOCTW i Py,AHOIA KNETKW, XXMBOTE. M3BECTHbI
CeMe/HbE C/lyYan, Yalle GOSetoT KeHLUMHBL. | CTO/I0rMyYeckn onyxosm
VMEIOT 3/1EMEHTBLI MOTOBLIX YKesies.

KnunHuka. b 06nacTu rpyaHoiA KNeTKW, BeK, nHorga B obna-
CTU K/THOYMLL, LLIEV, XKMBOTA, HA BEPXHUX KOHEYHOCTAX U Hapy>XXHbIX Mo-
NI0BbIX Opianax 0TMevatoTCsl OMyX0/IN KPYrJIokA WK 0Ba/1bHOMA (IopMBbl,
MHOXECTBEHHbIE, pa3MepomM OT Oy/1aBOYHOA FOSI0BKM [0 3epeH MLUEHNLIbI.
3MeMEHTbI CIErKa BO3BbILLAIOTCA Hafl, KOKELA YKesTToBaToLA, KpacHOBaTOIA
WM HEeM3MeHbMbLOW OKPacKW, TUI0THOBATOLA KOHCUCTEeHUMW. Pa3BuTume
OryX0/1eIA He COMpOBOXAAETCH CYOLEKTUBHBIMU OLLYLLIEHUSIMU. Onyxonun
He MoABepratoTcs 3/10KaYeCTBEHHOMY MepepoXaeHUIo.

ilpuandpepeHLMaNnbHOM AMAaTrHO3e C/eayeT yun-
TbiBaB., Y0 MPOSAB/IEHMA CMHAPOMa MOMYT BCTpe4vaTbCs 0AHOBPEMEHS™
¢ OpyrvMun A06poKavecTBEHHBIMU OMYXO0SIAMN — 3AeHOUAHOKUCTO3HLIMMA
3NUTE/IOMaMV, MUTMEHTHBLIMW HeBycaMu, (MOPOMaMM U aHrOMamu.

NeuveHwne. b oTAeNbHBLIX C/yYasX MPOBOAUTCA XMPYpPryyeckoe
YOIEHNE  OrTyxosieiA.

1 bAKOM-kKKNWHYPEHVHYPWA. OTHOCUTCA K Hac/ieACTBEHHLIM
3abosieBaHNAM 00MeHa, BriepBble ObUI0 onmcaHo Komrower B 1Yb4 T.
MeTabo/m4eckunii 610K CBA3bLIBAIOT C HEAOCTATOYHOCTLIO (hepMeHTa Ku-
HypeLuLwasbl, a MNosiB/ieHNe G0MbLUMHCTBA KMHUYECKUX CUMMTOMOB —
C HeAoCTaTOYHOCTbI HUKOTUMHOBOW KUC/0Tb.

KnnHunka. Cpean KIIMHNYECKUX CUMMTOMOB, 06Hapy>XMBaeMbIX
B TeueHVie MepBoro XoAa >XM3HW, BbiOeNsloT 3a4epKKY (U3MYEeCKoro
N YMCTBEHHOK Pa3BUTUA, FMNOTPOPUIO, FernaToCH/IEHOMErasillo, FUH-
rVMBUT, CTOMAaTUT, FEMOSIMTUYECKYHD aHEMMUIO, >KENTYXY, YacTHble WH-
thekummn, anapeto. b Moue y OETeiA 06HaPY>KMBAKOTCSA 00/bLLOE KOSTNYECT-
BO KWHYpPEeHVHa, b-rMapoKCUKUHYPEHWHA W KCaHTYPEHOBOM KUC/OTbL
TecT ¢ Harpy3koA TpUMTOhaHOM MOXET BbISB/ISTb Y MaTepeli bosibLuee,
HEM B HOpMe, BblAE/eHNe KCaHTYPEMOBON KUC/IOTbI C MOYOLA.

rUnbPAMMOKWMBbMKLL. onucaHa B 1Ne2 r. Russell y 2 Ky3eHoB.
VimetoTca aBa Tuna 3abonesaHus. Mpu NepBoM CHUXEHa aKTUBHOCTb
MeYeHO4HOA OpHUTUHTpPaHCKap6ammsiaabl, OTBETCTBEHHOLA 3a MpeBpalLie-
HVe MOYEBMHbI Ha 3Tare OpHUTUH — LIATPYJ/UINH; NPU BTOPOM — UMEETCA
AeteKT Kap6amugochaTCMHTETasbl, 0TBETCTBEHHOIA 3a CUHTE3 MOYEBMHbI
Ha paHHUX 3Tanax. _

KJIMHNYEeCKOM KapTuHe BedylwMu CUMITTOMA-
MU SIBNAKOTCA XPOHWYECKass aMMOHMEBasi MHTOKCUMKALMA U CHUDKe-
HMe YMCTBEHHbIX CrOCOOHOCTEIA. Pe3KO CHVKEH a30T MOYEBVHbI B CbIBO-
poTKa KpoBW. BosibHble MposIBAAIOT MapafoKcasibHYH TOIepaHTHOCTb
a BbICOKAM YPOBHSIM aMMOHUS.

JleyeHmne He paspaboTaHo. porHo3 HebIaronpUATHBLIIA.

1N11EPBUNUPI BUHKMUAHbBbI EMOTN'LLI YHECKASA HA-
CNEAOCTBEHHAA C AOEPHOU XXENTYXOW (cuHppom Kpurnepa
Hapyxapa). 3a6onieBaHve onmvcaHo B 1¥52 r. Crigler n Najjar nog, Ha-
3BaHMEM «BPOXIEHHas ceMeliHas HereMosIMTUYecKas >kenTyxa». 3abo-
neBaHme 0THOCUTCA K 3H3UMOMaTUAM 1 06yC/10B/IEHO AeheKToM epmMeHTa
rIIOKY POHMTTPaHCdepasbl B MeYeHOUHbIX KETKaX, B CBA3WM C Yem Hapy-
LaeTcs npouecc nepeBoda Herpsmoro (cBobogHoro) 6unupybuHa B -
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FHOKYPOHUA, 6unnpy6bmHa (NpiAMoH 6unnpy6omH). 3aboneBaHne peatiace.
HacnegyeTtca [0 ayTOCOMHO-peLieccUBHOMY Turly. Manbunkun 605etoT
.saup nesodek (3 :1).

KnunHunka, OCHOBHbIM CUMMTOMOM 3a60/1€BaHNA AB/IAETCSA Xesl-
Tyxa, KOoTopas MposiB/ISETCA B MepBble CyTKW MOC/IE POXKAEHUS U WUH-
TEHCMBHO HapacTaeT, YAEpKMBasCb Ha MpPOTSHKEHUN >XMaMn pebernka.
XKenTyxa cBa3aHa C pe3KMM MOBbILLEHVEM & KPOBW HenpsmMoro 6uampy-
61Ha, KOSIMYECTBO KOTOPOro ouveHb ObICTpo AocTuraeT ZU—50 mr% no
BaH aeH bepry. lMeveHb 1 ceneseHka He yBesindeHbl. Ha ¢oHe pe3koro
MOBbILLEHVS B KPOBW HEMNPAMOro 6unpybuHa pasBmBaloTCA CUMMTOMbI
MOpaXXeHUs1 HEPBHOIA cUCTeMbl — Cy0poru, rlasoaBuraTesibHble Hapy-
weHns (CUMMTOM 3axXO4sLLero CosiHLA), MOBbilLeHWe TOHYCa MbKIIL,
aHopekcusi, runeppeiekcuss. AHeMUM He OTMedaeTcs.  KonmyecTso
MOsI0AbIX (hOPM 3pPUTPOLUTOB — 3pPUTPOBIACTbI, HOPMOBIACTbI, PETUKY—
JI0UMTbI — B KPOBU He MOBbLILLEHO, YTO AeT BO3MOXHOCTb AvdipepeHLm-
poBaTb 3a60/1eBaHME C FeMOSIMTUHECKOIA 60/1E3HBI0 HOBOPOXKAEHHbLIX (CM.).
CTyn »enToro ugeta. KonmuecTso ypobuimHa B MoYve B npedesiax Hop-
Mbl 3KCKpeLms ypobusiHoreHa ¢ pekanimammn KpaiaHe HU3Kas. XKenub
JLleHa NPSMOro, KOHbHMMPOBaHHOK 6UNMpy6buHa. ®yHKLUMOHaTbHbIE
npo6bl MeyYeHn — GpomMcyb(asienHoBasl, BbIBEAEHVE TUMIMYPOBOIA KMC-
J10Tbl, KOSU10MOHbIE, Fa/1aKTO3HasA 1 MpPOTPOMOMHOBasA — 6e3 V3MEHEHNIA.
Mpu wnccnepoBaHUM YHKUMIA  MeYeHM OTMEYEHO peskoe HapyllueHuve
06pasoBaHNs  GUAMPYOUHAMTIIOKYPOHMAR.  [opaxkeHne LeHTpasibHOIA
HEPBMOJ1 CUCTEMbI B BAAE SAEPHOU XXETYXVN NpUBOAUT K rmbenm pebeHka
B MNepBble MECALBI XXMU3HW. Peako ATV XMBYT 00 2—3 JIET, 3HAUYMTESTbHO
OTCTaBas B (M3NYECKOM U HEPBHO-TCUXMYECKOM Pa3BUTUN.

NeuveHwne. lMokazaHO 3aMeHHOe MepesiMBaHVE KPOBW B MepBble
HeOEe/ M >XXM3HW, HarnpaB/iIeHHOe Ha CHVDKEHWE YPOBHSA HEenpsmMoro 6uwin-
pyouHa ” npeaoynpexaeHne pasBUTUS SOEPHOIA >kenTyxu. [1porHo3
3aBUCUT OT 3(IPEKTMBHOCTU MEPOMPUATUEA MO NPeaynpeXkaeHo SAepHOA
XEMTYXN B MEPBble HEOE M xusnun. Hanuume npu SOepHOIA kenTyxe
HEBPOJIOrNYECKNX MPOSIB/IEHVIA [eflaeT MPOrHO3 Heb/1aronpusaTHbIM —
7n“a Taknx [eteia normbaloT [0 2-/ETHEro Bo3pacTa.

r’MMNEPBUNNPY BUHEMNA HOHOWECKAA WANOMATUYE-
CKAA CEMEWVHASA (MeyeHo4uHas AMCHYHKUMSA KOHCTUTYLMOHA TbHAS,
cnHgpoM  XKunbbepa — MelAneHrpaxTa) — BrepBble onmcaHa JUbert
B 1Ol r. roa HasBaHMEM «XO/IeMUsi MpocTast cemeliHas». [lpyunHoiA
XENTyXU Mpy AaHHOM 3a60/1eBaHUM CUMTAETCH HapylleHve O4HOro u3
[BYX 3TaroB 06MeHa 6unupybuHa. HekoTopble aBTOpbl MosiaraloT, YTo
HapylLaeTcs 3axBaT OWIMpyOMHa MEYEHOYHOIA KIETKOIA; MO0 MHEHUO
Opyrux vccriefoBaTesieid, HapyLlaeTcs KOHbIOrauuyst HempsimMoro 6unmpy-
6MHa C [/IIOKYPOHOBOIA KUC/IOTOIA, 4YTO 00YC/I0B/IEHO HAac/IieACTBEHHOIA
HErMosTHOLEHHOCTBIO T/IHOKYPOHMTPancdepasHoiA cicTembl. Hacneayetcs
3abosieBaHMe MO ayTOCOMHO-Z0MWUHaHTHOMY TWry.

KnunHuka. OCHOBHbIM K/IMHWYECKAM TMPU3HAKOM  ABSETCA
XKENMTyXa, MEHSIIOLWAACA N0 MHTEHCMBHOCTY, BpeMeHaMm MOSIHOCTbLIO UC-
yesaroLas. XKenTyxa cBsidaHa C HaKorJIeHVEM B KPOBU HEMNPSMOIro 6uwin-
py6uHa, ypoBeHb KOTOPOro KosiebsieTcs B npegesiax oT 3 40 5 Mr rno Bas
OeH bepry. TlosiBNeHWe XeNTyxXn 3Ha4YMTesIbHO BapbUpyeT, HaumHas
0T nepvofa HOBOPOXAENHOCTU W A0 10-neTrero Bospacta. >KenTyxa
COMpPOBOXAAETCA HapyLLUEHWAMU CO CTOPOHbI >Kes1yA0UHO-KULLIEYHOro
TpakTa. OTMeYaloTcs TOLHOTa, 60/1e3HEHHOCTL B MPaBOLA BepXHELA M0s10-
BVHE >XXMBOTa, YyBCTBO MOSIHOTbI B Xenyake. [losBneHve n ycuseHve
XENTYXWN Yy AETEMACTapLUero Bo3pacTa Hepeako oTMevatoTes rocsie msn—
HECKOA Neperpy3Kn, 3MOLMOHa/IbHOM0 HanpsXXeHWs, NpnuemMa HeKoTopbIX
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NekapcTB (NpeaHWN30/10Ha, TeTpauuK/vMHA, Cy/ib(aHn1amMmuaoB), Mnpuv
npuUcoeaNHEHNN NHTEPKYPPEHTHbIX 3a60/1eBaHNIA (@HIMVIHbI, OCTPOMA pec-
MUPaTOPHOIA WH(eKunK). MpU3HAKoB YCW/IEHHOro remosmsa Mnpu CUH-
apome XKunbbepa — MelA/leHrpaxta He O0TMedeHo. Pasmepbl neyeHn
W cesieseHKM B npeaenax HopMbl. MeyeHb yBesiMumBaeTcs Sivllb B CBA3N
C MpuUCOeaVIHEHWEM XONeumcTuTa Wi aHrvoxonuta. OKpacka cTysa
MU MOYa HopMasibHasA. VccnepgoBaHve yHKUMIA MeveHU sie BbISBMSET Ma-
TOJ/IOTNYECKNX  HapyLLEHMIA.  BblgeneHne 6pomcy/bdodhTasibrpa Hop-
MasibHoe. KOHTpacTHOe uccriefoBaHMe XEeNYHOro My3bIps W KeNUYHbIX
nyTei1 He BbIAB/ISIET MaTo/IOMMn. BbldeneHve ypobusivHa ¢ KasioM Hop-
MaslbHOE WM He3HauUTeslbHO CHMDKEHO. B Mode enuHble MNUrveHTbI
He onpeaensaTcs. ViBMeHeHWIA o CTOPOHbI KPOBW He 0TMeueHo. Mccneno-
BaHVe CBsi3ell MeTabo/mMTOB 17-KOPTUKOCTEPOUAOB B CYTOYHOLA Moue
Mo3BO/ISET BbIAB/IATH 3HAUMTE bHbIE HAPYLLIEHNS KOHBIOMMPYHOLLEIA IyHK-
UMM nedeHW. OTMeEYEHO CHVDKEHWe 06pa3oBaHUsA [/IOKYPOHUAOB rocse
Harpysku MeHTOJSIOM.

AndhdpepeHyunanbHbIUA AMarHO3 creayeT NpoBOAUTb
Cc 60Nne3Hb0 BOTKMHa, BOCMA/TESIbHBIMU  3260/1€BAHMAMU  XKETUHbIX
MyTeiA, TOKCUYECKUMWN MOPXKEHUSMU MeyeHn 1 ap.

NeuveHune. B ase ycuneHUa XeNTyxn Ha3HayaeTca crieum-
anbHasA OueTa, é)ekomeH,qyeTc;{ YMeHbLLEHVE PIN3NYECKOIA Harpy3KU.

MporHo3 6MaronpuATHLIMA.

TMMNEPBAMNHEMWMNSA — HacnencTBeHHoe 3abosieBaHve  0OMeHa
Ba/IMHa, MPOSABASIOLLEECSs B OCHOBHOM HEPBHO-MCUXMYECKMMU HapyLle-
HuaMW. OnmcaHo B 1963 r. Wada wu coTp., mocsie Yero B MTepaType
nosiBUWINCL OMNUCaHUSA [pyrnx criydaeB 3aboneBaHus. Tun Hacneno-
BaHNA ayTOCOMHO-PELIECCUBHBIIA. [laToreHes 3abos1ieBaHUA CBS3aH C He-
[0CTaTOYHOCTbIO BA/IMHTpaHcaMMasbl, B HOPME KaTa/M3VPYHOLLEIA TpaHC—
aMUHMpOBaHVE BasiMHa W MNpeBpaLleHne ero B asibha—KeTo-n3oBasiepua—
HOBYIO KMUC/IOTY. SH3UMATUHECKUIA 610K MNpUBOOUT K 3HaYUTESIbHOMY
MOBbILLEHNIO KOHLIEHTpaLMM Ba/IMHA B MNJ1a3Me KpPoBW, He BNNSA CyLLECT-
BEHHO Ha cofepkaHuve anba—-KoTOK/IC/I0T B KPOBU U MOYe.

KnunHunka. 3aboneBaHve NposiB/SETCA B MePBble MeCSLIbI XXM3HU
PBOTOlA, pasBUTUEM Jeruaparauyv U KOMbl, a Mo34Hee — BbIPaKEHHOIA
ANCTpodmn. PaHO BbISIBNSETCA HEBPOSIOrMYecKasi CUMMToMaTUKa — o6LLas
MbITTIEYHAS FMMOTONNA U runeptiekcns, rMnepknHesbl, HucTarm. C BO3-
pacTom Bce 60s1ee 0TUET/IMBO NPOSBAAIOTCA MPU3HAKW 0TCTaBaHWs B MNCU-
XWNYECKOM  pasBUTUN.

AnarHO3 O0CHOBbIBAETCA Ha [JaHHbIX XpomaTorpapuyeckoro
nccnefoBaHNA KPOBM U MOYM U pesysibTaTax KOoIMHYeCTBEHHOMO orpeaese-
HUA Ba/IMHa. Ha 3TuX e MeToaax OCHOoBaH AvdpepeHLMasibHBIA - aAva-
rHo3 ¢ ApyrmMy aHoOMa/MsaMu 06MeHa aMUHOKMC/IOT.

NeuveHwne. MNpeAnpUHATBI MOMNLITKA SIEHEHNS AETELA VETOM C Orpa-
HUYEHVIEM BasIMHa, KOTOpas NpMBOAUT K MpeKpalleHnio pBOTblI, YrlyuLle-
HUIO 06LLEero COCTOSHUS GOMbHBLIX N CHYDKEHWIO KOHMEHTpauun BasiMHa
B MnsiasmMe KpoBW, HO He YCTpaHseT HEepPBHO-MCUXMYECKUX PacCTPOLACTB,
€C/I OHW 0TMEeYa/IUCb K MOMEHTY siedeHus. porHo3 He61iaronpuUsTHbIA —
60/IbLUNHCTBO OETEA MormbaloT B paHHEM Bo3pacTe.

TMMNEPrENAPUHEMWA — BpoxaeHHoe 3abosieBaHve, XapakTe-
pu3yloLLeecs remMopparmyeckMm AvaTe3oM M HarnoMuHaloLlee no  KnHU-
YECKOIA KapTuHe remoduanio. BonetoT sivua o6oero nosa. BecTpedaeTcs
—O0THOCUTESTBHO  PeaKo.

KAnnHnyeckn B TKeNbIX Clyyasx HabMogaloTes KpoBoTe-
YeHUs U3 C/MBUCTBIX 060/104EeK — M3 HOCA, KeslyA0YHO—KULLIEYHOr 0
TpakTa (MesieHa) CcamOoMnpou3BOSIbHbIE NN MPU HE3HAYUTESTLHOIA TpaBME;
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06W/IbHbIe KPOBOU3/TNAHUA B MOAKOXHYIO K/ETUaTKY, BHYTPUMbILLEYHbIE,
BHYTpUCyCcTaBHble. pn unccreaoBaHNM 0TMEYEHO YAJ/IMHEHVE BpeMeHU
CBEPTbIBAHMSA KPOBW, YMEHbLLIEHE aKTMBHOCTM NPOTPOMOMHa B nnasme,
YMEHbLLEHHBIIA pacxod, NpoTpoMObuHa M TPOMBGOLLracTUHA.

AvarHo?» CTaBAT Ha OCHOBaHWUW FemMopparnyeckoro CUHApPoOMa
N XapaKTepHOIA KoarynnrpamvbT.  JuddbepeHupmasibHbIiA - AMarHo3 npo-
BOOST C reMohvneiA, ¢ 06LUIMPHOIA FpynrnoiA remoppar M4eckux AMaTesos,
C J1elAKo30M.

NeyeHune — nepenuBaHVie cBEXEIA NNa3Mbl WM BBeAEHVE Cy/lb-
(haTa NpoTamMuHa SIM60 TOSTYWOMHOBOIO CUHEro. 3((eKTUBHO BBeAeHVe
CTepouAHbIX FOpMOHOB (npegHusosioHa u ap/1 wm AKIT.

MMNEPKANTBUMNEMUU N OCTEOCKJ/IEPO3A CUHAOPOM (daH-
KoHM — LWWnn3mnHrepa cmHgpom). OnwmcaH Fanconi n Schliesinger B
1952 r. OTHOCUTCA K Hac/IeACTBEHHbIM HapyLLEHNAM KaslbLimeBo-gocdop-
Horo obmeHa.

KnunHnka. 3abonieBaHve MposiBAseTCs B [OETCKOM BO3pacTe.
JeTn oTcTaloT B (IM3MYECKOM WU MCUXMYECKOM pasBUTUW. XapaKTepeH
BHELLHWIA BUA, G0MbHbIX: «MUO 3Mbda», TFUNEPTESIOpPU3M, SMUKAHT,
KpyT /bl BbICTYMNAIOLWMEA /106, MyroBYaTbiiA HOC, OTKPbIMbLIA pOT, Hedo-
pasBUTUE HIDKHELA YenlocTI, cxXodslleecs Kocorsasme. OTMeYaeTcs MovTun
MOJSIHOE MICHE3HOBEHME >XXMPOBOr0 €105, 06Lasa AUCTPohus, He noaaato-
LWasca TeparneBTUYECKMM BO3OEACTBUAM, FUMEPTEPMUYECKME KPU3bI,
paccTpolACTBa CO CTOPOHbI >KesTyA0YHO-KULLIEYHOro TpakTa (MoHOChI,
3anopbl). 3abosieBaHvie TedeT MefJieHHo. BonbHble nornbatoT oOT cepaey-
HOIA 1 MOYEYHOLA He[OCTaTOYHOCTW.

AdvarHo3 noarsepkaaeTcs OBUOXMMNYECKMMN UCCEA0BaHNSAMMU:
runepkanbnvemms, rutrepgocareMus. yMepeHHas runepxosiecTepyHe—
MUS, B TEPMMHaSIbHBLIX CTaamsx — a3oTemus. [oBbILEHO BbiaesieHve
C MoYOMA (pocthopa, Kasibnma n 6enka. KrmMpeHC MOYEBUHBI CHUDKEH.
PeHTreHO/0rMYeckn OnpeaesifaioTca O0CTEeOCK/1epo3 KOCTelA OCHOBaHWUA
yepena, NpexaeBpeMeHHbIe CUHOCTO3bl YepernHbIX LLBOB, KaMHW B MOYKaX.
OdndpAepeHnmanbHbIA AuMarHO3 cfegyeT NpoBOOUTb C M-
neprnapaTupeonamsmMoM, BUTAMUH-B-PE3UCTEHTHLIM PaxXUTOM.

JleyeHMe Hanpas/ieHO Ha PerynAaUuio BOAHO-COMEBOro obmeHa.
MpUMEHSIOTCA FOPMOHbI, BUTaMWHbL.

M’MMNEPKEPATO3 — TMMNEPMNNTMEHTAMNNA (cvHgpom  $paH-
YeckeTTU — AnaccoHa, 1WoT", — Ov—bnoprpo®. 3abosieBaeT-* onvicasin
Bloch (192R), Sulzberger (1128), Franceschetti. .Ta/lauqoH (1954°). Yauie
HabMoaaeTca y AeBodeK. MMCTOMOrnyeckn B NMMMMEHTMPOBaHHbIX yYacT-
Kax O0TMe4aeTs oyaroBas BaKyosibHas AUCTPoUsA 6aszasibHbIX knatok
anwienvmca. KosimyecTBo MeslaHMHa B HUX HOMMasIbHO WX YMEHbLLIEHO.
B BepxHMX 0TAenax AepMbl HabMIoAaTCA 06WIbHbIE CKOM/IEHUA Mesla-
HVHa, [/1aBHbIM 06pa3oM BHYTpPU MesiaHo(hopoB.

KnunHunka. BbIsSBMAeTCS C MOMEHTa POXKAEHMS NN pa3BUBaeTCA
B MepBble Mecslbl W rodbl XU3HU. TUNWUYHASA KIMHWYECKas KapTuHa
XapaKTepmsyeTcs MOsIB/IEHNEM MPEVMYLLIECTBEHHO Ha GOKOBbIX MOBepX-
HOCTAX TY/I0BULLA N KOHEYHOCTSIX Pe3KO OTrpaHMYeHHbIX pacnpocTpa-
HEHHbIX MAMMEHTALMIA XKe/TTOBATO—KOPUYHEBOIO WM TEMHO-CEPOro LiBe-
Ta. MurmMmeHTaumMmM NpeAcTaBNAT NATHA W M0/10Cbl HEMPaBW/IbHbLIX 04ep-
TaHUIA C OCTPbIMM 3yOuaTbIMM Kpasmu. JINLo 00bIMHO He ropaxaeTcs.
B panbHelAwem pas3BmBaloTCA Manysbl WU FUMNepTpouyeckme 6ALLIKN,
pacnonararowpmecs 6ecrnopsfgoyuHo Wi B Bude nosioc. Y psaa 60/bHbIX
0TMEYAETCA PasBUTUE 3PUTEMbI, BE3NKO-OYSI/1e3HbIX 3/IEMEHTOB, TUnep-
KepaTo3a M MUIMeHTaUMIA, KOoTopble AepkaTcsl B TeudeHVe pig? rieT.
VI3MEHEHNs1 KOXKM 4acTo CoYeTaloTCs C OTCTaBaHMEM B pocTe, 3y6HbIMU
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ANCTpohuAMM, BbIMadeHeM BOJSIOC A0 Tuny nceegonesiaabl N rHeaaHoiA
M/IELIMBOCTY, BPOXAEHHBLIMU MOPOKaMU cepaua, KaTapaKTOA, OTC/IOMKOLA
CETYATKW, BPOXAEHHOIA CrenoToiA, anuencren. T

NleyeHune cMm. Kepartosbl.

TMB6PMETMOHNHEMINA — 3a6oneBaHne o06MeHa METMOHWHA,
XapaKTepmsyrLlleecs paHHMM pasBUTWEM LMppo3a MedeHn. OnucaHo
B 1b54 r Larocheile, go 1965 r. 3T0T Xe aBTOop Habnogan 29 60/1bHbIX
rust pMaTUoHMHeMVEA. Kpome TOro, onmcaHbl M ApYrMMW aBTOPMLL
cnyyau 3abosieBaHUS, HepPeaKo B COMETaHUN 0 TUPO3MHeMUEN. B HacTos-
Liee BpeMsi TOMHO He YCTaHOB/IEHA CBA3b MeXay TUPO3MHO30M U FBriep-
LITULLILLIHEMUEIA; BO3MOXHO, YTO peyb UOET 00 0AHOM M TOM Xe 336
BaHMW. lMNaToreHes 1 TUN Hac/IeACTBEHHOIA NMepeaayn rmrnepMeTYOHMHEMA

He BblicHeM " N petn pOKagaoTca 340poBbIMWU, _Ha 2—8-4 Heferne
XXU3HW Pa3BMBatOTCA MPU3HAKM MOPaXKEHUSI HEPBHOLA cuch “* ~ “ HR "
KOMa cygoporu, OMUCTOTOHYC. Moua 60/IbHbIX UMEET CrieuynHecKuniA
«3anax nvea». Pa3BmMBaeTCsa LMPPO3 MeyveHW, NnoparkeHme rnoyek ¢ Kaslb-
UMpMKaLMelid, runeprniasns OoCTPOBKOB }'IaHreprcha noaykenynoyvsas
Xenesbl aTpohmnsa SIMMONOHOMA TKaHW. B Modve 06Hapy>KMBaloTCH 3Ha—
TaT bHble METUOHMHA, TUpPOo3MHA U KX MeTaboNnToB
B cnyyasx nepBUYHOLA rUNepMETUOHMHEMUW MpeariosiaraeTcs Hamuve
(hepMeHTaTMBHOIO 6/10ka Ha MyTW MNpeBpalleHNs MeTUOHVHA B asiba—
KeTo-ramMma-MeTWITUOMAC/IAHY0 Kuc/ioTy. CrefyeT vveTb B

npy THKeNbIX PopMax LLMppo3a neyeHn MoxXeT HabnoaaTbes BTopUYHas

MUTe6u°elvel noka 6e3ycrneLwuHo, npeanpuHATbI MOMbITKA J1IeUNTb
60/IbHbIX OVETOIA C OrpaHWYeHMeM METUOHMHA W Tupo3uHa. [porHoa
Heb6MaronNpUSTHLIA — STV NMOrnéatoT NPU ABAEHUSAX MEYEHOHHOIA KOMbI.
TUANEPMETPOMWA, AA/JIbBHO30PKOCTbL (cemeiiHbe (hopMbl) —
Hanbosiee YaCTbIiA BUA, K/IMHUYECKOIA pedipakumn, XapaKTepusyroLmIiAcs
TeM «TO [/BBHbIA (POKYC rocsie npesioMIeHNs Jydeid B OMTUYECKUX
cpeflax ?nasa pacriosiaraeTcs 3a ceTuaTkoiA. Tun HacrefoBaHWs  ayTo-
COMHO-| peLl,eCCI/IBHbII/I ¥ OOMVHaHTHBIA. H HANseTcs
AN HWKaAa. TuHepmeTponua MOMTU B 95% crlydaeB SB/ISETCA
o6byH0|/| pedpakLmeli HoBOPOXXAEHHOr0. C BO3pacTOM CHMKaeTes Y k-
HbV BeC rmnepmeTponnm 1 yBE/IMUMBAETCA YacToTa SMMETPONUAN 1 MUO-
nun. CpeHas KIVHUYECKas pedpakums HOBOPOXKAEHHOro paTtnl
+0.10 D (runepmeTponms). B TeyeHve NepBOro roga XXm3HM oHa YBWm
BaeTes Moyt B 2 pa3a (B rog coctaesisieT 1,89+0,12 0). B nocreaytoupe
BO3pacTHbIe Meproabl petipakums Npoao/vkaeT YCUNMBATBLCH, HO 3va<l-
TenbHo MegdsiemHee K |U-rieTHeMy BO3pacTy cpeaHss
(hpakums uvasHa O, T. €. HacTynaeT aMMeETponu3aumsa rnasa. Haamuve
BbICOKOIA TUMNEPMETPONUN B CTapLUMX BO3PacTHbIX rpyrnax CBA3aHO
C 33[1eEPKKOIA pocTa rnasHoro f6/710Ka. YCTaHOB/IeHa CTporas Koppess-
Lms Mexay caruTTasbHOA 0Cblo riasa u pedpakumen. MNpruynHbI 3a8epx-
KW pocTa r/la3Horo f6/710Ka elle HeooCcTaTOMHO WM3yudeHbl. Bo3MOXKHO,
WUrpaloT OnpefesieHHY0 posib  HAac/eACTBEHHOe MpeapacriosniokeHue,
o6LLiee coCcTOsHWE pebeHKa, 3HAOKPMHHbIE PacCTpoMACTBa. 1umrepmeTpo-
Bm HabnwogaeTcs MNPB «MKpoTasibMe, Ma/IOMA U TMJIOCKOMA poroBuLie,

EPU 1 1 Kvnepm?Tponumn criabobA CTeneHn HapyLLeHWUs 3peHWs 06bIYHO
He ObiBaeT Opu FUMNEPMETPONUU CpeaHElA cTereHn HabmoaaeTe," yxXym
LeHWe 3peHUs Npu paboTe Ha 6/IM3KOM pacCTOsIHUW. [MOCTOSIHHOE Ha-
rpsbkeHMe aKKoOMOoAALMM, 0COGEHHO Y LLKO/IbHUKOB M MOJIoAbIX JIK.OEN,
MOXeTMpMBeCTN K pa3BUTUI0 aKKOMOAATUBHOMA acTeHonmu (rosioBHast



60/1b, YyBCTBO [JdnckomdgopTa B rnasam AT, 4.). FTXepMeTpoiALAs BbICOKOIA
CTerneH BbBbIBAET CHWDKEHWE 3peHns BOa/ b U B6/M3N. Takme 60/ibHble
BbIHY>X/EHbl MOCTOSHHO aKKOMOAWPOBaTb, acTeHOMU4Yeckre SBIeHUS
MOryT ObITb BbIpaXeHbl B CWIbHOIA CTeneHn. [Mpu cpegHeii U BbICOKOMA
rUNepMeTPONUN Y LETEIA YCUeHHass akKoMOoZaLMs COMNpoBOXKAaeTCsa ycu-
JIEHHOIA KOHBEpreHUMEA, YTO MOXET MpMBECTU K CXOAALLEMYCS KOCO-
rnasuno. HekoppurvpoBaHHas rMNEpMETPONMS BbICOKOLA CTEMEHUN MOXET
MPUBECTU K PasBUTUIO aMG/IMONnN.

NleyeHWe — HasHayeHMe KOpPpPUTUPYHOLMX O4YKOB. [1porHos
6/1aronpUATHBLIIA. . .

TMMNEPOCTO3 TMEHEPAJIN30OBAHHbBIN C MAXUNWOEPMWEN
(TypeiiHa — ConeHTa — lNona cuHgpom). OnwmcaH Touraine, Soiente,
Gole B 1935 r. HacnepyeTca 06bI4HO MO AOMWHAHTHOMY Tuny. Yatle
60/1et0T  My>KHUHbI.

KnunHuka. Hayano 3a6osieBaHUA — B AETCKOM WM KOHOLLECKOM
Bo3pacTe. B natoreHese 3abosieBaHUA UpaeT posib AMCHYHKUMS 3HAO0-
KPUHHbIX >Xere3. XapakTepusyeTcs ABYCTOPOHHMMU CUMMETPUHHBIMA
rMNepocTo3amMm KOHEYHOCTEM, 0CO6eHHO B 06/1aCTW MeTakapraslbHbIX,
MeTaTap3a/ibHbIX KOCTEM, (halaHr KACTeIA W CTOM, CK/IaayaTocThbio
KOXW B 06/1acTV n6a, N1ua, BEK, BOSIOCUCTOMA KOXW FOJI0Bbl, K/ACTEI
M cTon. YcuneHa AesTesbHOCTb CaslbHbIX esie3. Hortn vmetor dopmy
1nacoBoro crekna. 3abosieBaHvie MefyIEHHO mMporpeccupyeT. B moue
60/1IbHBIX MY>XUUH COAEPKMTCA 60sIbLLIOE KOSIMYECTBO 3CTPOreHOB.

AnddepeHumanbHbIA AguMarHoO3 cfeayeT NpoBoANTb
C pas/IMyHbLIMA BUOaMM TUMEPOCTO30B. .

FMMNEPOCTO3 KOPTUKAJ/IbHbIM TEHEPAJZTIMSOBAHHbLIN
CEMEWVHbIWN. BnepBble onucaH van Buchem y 6numsHeuoB B 1952 T.
OnvcaHbl ceMelHbE crlydan 3a6oneBaHUs. HacnenyeTcs Mo ayTOCOMHO-
peLieccMBHOMY Tuny. [laTosioroaHaToMUYecKoe uccriefioBaHe 06Hapy-
XKVBaET 06LLYI0 KOPTUKA/IbHYIO MUMEPr/Iasnio ¢ YCUeHeM 06pa3oBaHus
OCTEO(UTOB MPU HEVMBMEHEHHOIA CTPYKTYpe KOCTW.

KnuHuka. [lepBble CMMATOMbI 3260/1€BaHNSA NOSBAAIOTCA Noc/e
rnepuoa MosiIoBoro Co3peBaHUs U XapaKTepu3yTcs akpoMerasiouHbIM
yBe/imyeHveM nofbopoaka, YToseHviemM k/louny,  3abosieBaHve Med-
J1IEHHO nporpeccupyeT. MocTeneHHo pasBMBaeTCA TYTr0yXoCTb, CHUKEHME
3peHNsA. MOXET BbISBAATLCA 3K30(hTasIbM, Mapany JSIMLEBOr0 Hepsa
rno nepuepmuyeckoMy Tuny. B KpoBU — MOBbILLEHVE aKTVBHOCTMW LUe-
JI04HOMA hocthaTasbl.

AnarHo3 CcTaBAT Ha OCHOBaHWW PEHTIEHO/I0MMYECKNX AaHHbIX:
rMnepocTo3 reHepasM3oBaHHbIA C  MpeMMyLLIECTBEHHBIM  MOPaXKEHMEM
Hepena, noAbopoAka, KIouMLbI, pebep, AMausoB O/IMHHbLIX TpyoUaTbIX
KOCTEA. M03roBoe BELUECTBO KOCTU B MOPaXKEHHbIX yYacTKax 3HaunTeslb-
HO CcyXeHo. [udxpepeHuyanbHbIA AMarHo3 criegyeT MNpoBoauTb C CUH-
Apomamun Mbepa Mapun, Anbbepca — LLoH6epra, onyxoasMm rmnogusa.
N, JledyeHune He paspaboTaHo.

TMMNEPCAPKO3NHEMMWA. OTHOCUTCS K BPOXKAEHHbLIM 3abos1eBa-
HUSM 06MeHa. BrniepBble onuvcaHo B 1955 r. Gerristen y 10-mecsuHoro
pebeHKa, CTpadaBLLUErO TSDKE/IOMA (HOPMOLA  YMCTBEHHOLA OTCTas10CTU.
HacnegyeTcs Mo ayTOCOMHO-peLeccMBHOMY TuUry.

KnunHunka. Cneyupuyeckx CUMMTOMOB He MmeeTcs. B nepsble
MeCsLbI XM3HM MOryT 00HapyXXMBaTbCA MbIlLeYHasA TUMEPTOHNA KOHeuY-
HOCTEIA, TpemMop 1 ¢riabbli cocaTeslbHbIA pediyieke. OTMeYaeTest CK/TOHHOCTb
K 4aCTbIM 3a60/1€BaHMAM JIErKMX N BEPXHUX ObIXaTeslbHbIX MyTeiA, K /-
xopaake. [0/I0BHOMA MO3r 6bIBaeT YMEHbLLEH, HO €ro KOH(Urypauusa He
n3MeHeHa. B Moue 06Hapy>kmBaeTcs 60/1bLUOE KOSIMYECTBO CapKO3MHA —

S3



aMUHOKMC/I0TbI, SB/ISIOLLEIACA MPOMEXYTOUYHbIM NPOAYKTOM B OAHOKap—
C !'™ n e ’vobpasyloweiica B MPOMEXYTKE MeXAy AMMETWIT/ MAnN-
HOM M rAnnnHoM.  Crienvdimyeekas (YHKNUSA CAPKO3MHA  elle He n-—
BecTHA [pn 06cnenoBaHNN POACTBEHHUKOB 6OS/ILHOMO  PapKO-Wropus
MOXET ObITb BbIAB/IEHa Y MaTepy U GrIVDKAIUTIINX POACTBEHHOE Mo ATB—
PUHCKOIA JIMHWM, a Takke M3MEeHeHVS KPUBOM MOryT ObiTb HalAdeHbl Y
6|oaT||3pB W cecTep 60/1bHOr0 npu Harpyske CapKO3WUHOM. .

VWMEPTOHNYECKAA BOJIE3Hb (posib  Hac/eACTBEHHOCTW).
MepBble paboTbl N0 U3YHEHMIO POSIN HAC/IEACTBEHHOCTU MPU NTEPTOHUM
nosiBUANCL ellle B 20-X rofax varmero ctosieTus. OnvcaHbl cew’™;
TOMbIX B TeyeHne 3—4 MOKOSIEHWIA Habniogack Nvma, CcTpajatoLne
apTeprasibHOLA MNePToHVeIA. BoMbLUMHCTBO aBTOPOB CUMTAIOT, YTO B e
Hese FUMNEPTOHNYECKOIA 6O/M1E3HN MMEET 3HAYeHWe codYeTaHue reHeTude
CKIMX W 3K30reHHbIX hakTopoB. o nacneacTBy. NO-BUAVIMOMY, MepesaeT-
CA HaK/IOHHOCTb K (YMKMNMOHa/IbHbIM CABUraM, JiexalymM B 0CHOBe
pasBuUTUA repTOHNeCKOU 60/1e3HN. AHaSIM3 POLOC/IOBHBLIX, @ Takke
KJ/IMHUYECKOP N3YyHeHne CeVelA 60/1bHbIX FUMEPTOHNYECKOIA BVIe:LLILbHO MOKa—
3bIBaET YTO Cpeau poACTBEHHMKOB MpobaHaa vyacToTa rmnepToHUN OKasia—
Nacb 3Ha4YMTESIbHO BbllLe (B 2—3 pase), YeMy pPOACTBEHHMKOB B KOHTPOSIE.
Yncno petets ¢ apTepuasibHOA MUnepToHNELA 6osiblie B CeMbSX, e ru-
MEPTOHNYECKOIA 60/1e3HBLI0 CTPaJaloT poauTenin. Cpeau Sivn, Y KOTOpbIX
rMnepToHns pasBuslacb B MOJIOLOM BO3pacTe, OTAroweHHas "SBCT -
BEHHOCTb MOSIB/ISIETCA Yalle, YeM B rpynne 60/bHbIX ¢ 60/1ee nosjmmi
pasBuTVEeM 3abosieBaHWA. [py OMeHKe Hac/eACTBEHHOMA OTAMOLUEHHOCTU
YUNTBLIBAETCA Ha/IMuMe Yy POACTBEHHMKOB MpobaHaa a” pranbHO|.Ne
NepTonuUU. MHCY/bTa, KOPOHapHOLA HeOOCTaTOYHOCTW, «BHEe3arHo,*cmep
TW» OT CEPAEYHOIA HEIOCTATOYHOCTU WK «yaapa» ®akTop He6narornpu
SATHOM Hac/leiCTBEHHOCTN B OMPEeAE/IEHHOA CTereHW CKasbIBaeTcd U B
ToM 4TO V GepeMeHHbIX, MPONCXOAALLMX N3 «TUMEPTOHNYECKNX CEVEL
HabNaaeTCA MOBbIWEHHAA HaK/IOHHOCTb K pa3sBUTUIO apTepua_bHO I
rmnepToHnn. Kpome TOro, rMMepToHWYeckas 60s1e3Hb MNpu  0ebsaro—
MMAUSTHOLA Hac/eACTBEHHOCTU MPOTEKAaeT 3/710KayeCTBEHHO, M/10 0 oA
[apTcs BO3AELACTBUIO JieueBbHO-npotniakTuieckux mep. Mpu npyumeHe-
HUN 6/IN3HENOBOI0 METOAA YCTaHaB/IMBaeTCs BbICOKas
B 3260/1€BaEMOCTU MMEPTOHNELA OAHOSAAHEBBLIX 6/IM3HEHOB MO C BHEHMIO
¢ 3a60/1eBaEMOCTbLI0 Pa3HOSAMAHEBLIX G/IH3HEHOB. 3TO BblpaXXaeTcs B 60/1b—
LLIOM BHYTPUHAPHOM CXOACTBE Y OAHOSIAHEBbLIX n
APTEPHa/IbHOTO AaB/ieHVs, COAePXaHUS NMnuaoB s SpN\NImM  NokKasa,,
w OfHako posib FEHOTUHMYECKOro d-akTopa ALIecTBEeHHO MeHseTcs
B 3aBMCUMOCTWU OT YC/OBUIA XW3HU. TaK. rUnepToHMYecKas 60/1e3Hb
BO3HMKAET Yallle y Te* WieHOB ceMby Nnpobanan, KoTopble 3aHSATbl Pa6o-
TOIA CBA3AHHOMA C O/MTeSTbHbIM U UHTEHCVBHDB I HEPBHO-TCUXMYECKMM
HanpsbkeHnem YacTtoTa pacrnpocTpaHeHUs FUMEPTOHUYECKON bOosie3Ta
cpeav NnN. 3aHATbIX MPEMMYLLIECTBEHHO YMCTBEHHBIM TPYAOM Mpy OOHOLA
M TOAXKe CTeneHU Hac/ieACTBEHHOIA OTAMOLLEHHOCTU, 0Ka3bIBaeTCs BblLLe,
um ¥ pPaboTHUKOB DPU3NYECKOrO TPy a.

pLLPPYPUKPMWA. 3abonedBaHme OTHOCUTCA K BPOXAEHHbLIM
HapyLLUeHVAM NYpPUHOBOro obmeHa. BrniepBble runepypvkemMms 6bria onm-
caHa B 1*54 r' Garrod. a 60silee NoApo6GHOE ee M3y4YeHMe OTHOCUTCS K

M Korpga SeeSTTtiller, Wvpg-aarded nokasasiv, 4To ruHep—

YPHKEMUS BO3HMKaET B pe3ysibTaTe AeteKkTa perysiaHin cuHTesa qocdo-
prnbo3nnaMmmHa — NepBoro MpefuwecTBeHHNKA NypuHa. 3TOT  AedekT
06 MeHs 0cobepHO onaceH Mpy BO3HMKHOBEHUW y AETELA paHHEro
vy KOTOPbIX MOCTEMNEeHHO MporpeccupyeT YMCTBEHHaS
[alTCca cnacTUYeckue napasinym, XopeoaTeTos, Au3apTpus, AUc nsa.



[eCTPYKTUBHbIE M3MEHeHUs ry6 1 nanbueB. Mpy 3TOM KOHLUEHTpauus
MOYEBOIA KUC/I0ThI B KPOBU MPeBbILaeT HOpMy B 5 pa3. 'vnepypukemums
06HapyxunBaeTcs y 1—2% B3poc/ioro HacesieHnsl, NPenMyLIECTBEHHO
Y MYXXYMH, HO He COMpoBOXAAEeTCA CHWKEHVEM WHTesVIeKTa.

FMMNEPXONECTEPUHEMUS HACNEACTBEHHO-CEMENHASA
(XaptavTua — Mionnepa cuHgpom). 3abosieBaHue onucaHo Harbitz
a Mfiller B 1938 r. HacnegyeTcs No ayTOCOMHO-AOMMHAHTHOMY TUMY.
BcTpeyvaeTcss BO BCex BO3paCTHbIX rpynnax.

KnnHunuyeckaa KapTuHa. B ocHoBe 3aboneBaHus Jrie-
XUT OedekT obmeHa xonecTepuHa. Ha Koxxe 06Hapy>XmBatoTCa Y3es1Ko-
Bble HCaHTOMbI, pacriosfiaratoLlmecss B 06/1aCTU JIOKTEBbIX, KOSIEHHbIX,
MeXha/laHroBbIX CycTaBOB, Ha Bekax. Hawbosiee 4acTo rnopaxaroTcs
BEHeuHble cocybl cepana. Y 60/ibHbIX paHO pa3BMBalOTCHA CTeHoKapams
M MH(apKT Mm1okapaa. MNpyv 6UOXUMNYECKOM UCC/eioBaHN KPOBU Orpe-
[eNseTcs rmnepxosieCTepuHeMmIs, MoBblILLIEHVE coaepXaHua BuTammHa D
M KapoTuHa.

AndpdepeHymnanbHbIA AMarHO3 cregyeT NpoBoAUTb
Cc KcaHTOomMaTo3omMm XaHaa — KpuctmaHa — Lwonnepa. MNokasaHa aveta
C OorpaHu4YeHVeM XosiecTepuHa,

TMNOANbAOCTEPOHN3M — HacneacTBeHHO 06ycnoBieHHas
HEe0CTaTOYHOCTb MWUHEPasIOKOPTUKOMAHOM (DYHKLMW KOpbl HaAMoYe4HW-
KOB, MposB/IAlOLanca B' nepuofe HOBOPOXAEHHOCTWU. W3BeCTHbI Ape
pa3HOBUAHOCTM  3a60/1eBaHUS:  TPaH3UTOPHBLIMA  FUMN0as1bA0CTEPOHN3M

"TpyAHOro Bo3pacTa, MpM KOTOPOM HEAOCTATOYHOCTL CeKpeLumn anbaocTe-
pOHa HOCUT BpEMEHHbIA XapakTep, U cevel/HbliA IMnoasibA0CTEPOHU3M,
MPOSIB/IAIOLLMIACA NEPUOAMYECKUMU KpU3aMn 06e3BOXKMBaHMA N NOTepU
conun. MnoanbaoCcTePoHM3M m3BecTeH ¢ 1961 r. (Royer 1 coTp.): AaHHbIX
0 ero YyacToTe B NOMyIALMM NoKa HeT. Tun Hac/iefoBaHUSA — ayTOCOMHO—
peueccBHbIA.  MaToreHe3 3abosieBaHWA CBSA3aH C HEeAO0CTaTOYHOCTLIO
(hepMeHTHbIX CUCTeM, 0becrneumBatoLLMX OKMC/IeHne 18-ro yrsiepofHoro
aToMa KOPTUKOCTEpOoHa, SB/AIOLWErocs MNpeflleCTBEHHNKOM asibaocTe—
pOHa. MoCsIeAHUIA MOXKET ObITb 0603HaYeH KaK 18-a/bAernaoKopTUKocTe-
poH. B npouecce 06pa3oBaHNS afbAeraHOM Fpynbl y4acTBYET HECKOSIb-
KO (hbepmeHTOB (18-okcuaasa, 18-paervaporeHasa), U NMoka TOYHO He ycTa-
HOBJ1EHO, C HEAOCTATOYHOCTBLIO KaKoro, KOHKPETHOro (hepMeHTa CBA3aHO
pasBuMTME UMNOTHAOCTEPOHUSAMA.

KNnnHmM4yecKN COCTOAHUErnnoasib40CTEPOHU3MANPOSBIIAETCA
0TKa3oM B MepBble HEAE N XXM3HWN OT MWLM, PBOTOIA (hOHTaHOM, MoTepeti
B Bece, 06e3BOXUBaAHMEM, VHTEPMUTTUPYIOLLEIA JIMXOPadKOLA, WHOrAa
Banopamu. 3Ta KapTuHa WUMEET MHOI0 CXOAHbIX YepT ¢ CUHAPOMOM Jleb-
pe — dunburepa, HabMOAAOLMMCA NPU  Hac/eACTBEHHbIX AeteKTax
6rocnHTe3a KopTusona. OgHaKo Mpu rmvnoasTbA0CTEPOHU3ME Ha HY>KHbIE
nonosw i OPraHbl HE UMEIOT OTK/IOHEHWIA OT HOPMbI, FTUMNEPr/iasMm Kopbl
HAAMNOYEYHNKOB HeT. [JIIOKOKOPTUKOMAHAA AYHKUMS KOpbl Haaroyey-
HWKOB He CTPafaeT, CyTo4HOe BbiBeAeHMe 17-KeTo- U 17-0KCUKOPTUKO-
CTEpoOMA0B, a TakKe TTperHaHTrvos1a B npefenax Hopmbl. AbA0CTEepoH
B MOYe He onpefeniseTcs, obpalwiaeT BHUMaHWE pe3Ko YBesIMYeHHast
9KCKpenus HaTpus ¢ MoYoiA. B KpoBM  MeTabo/IMHECKUIA  aLmnaos,
rmnepKkasivemMus.

JleyeHwune: cosmeBble pacTBOPbl BHYTPb W BHYTPUBEHHO, Mpu
Kpu3e KarnesibHoe BHYTPVBEHHOE BBEAEHVE W30TOHWYECKOro pacTBopa
xnopuga Hatpusa (8o 3—5 r xsiopuga HaTpus B CyTKW), Jlydlle rog,
KOHTPOJSIEM 33 COAEPXaHMEeM HaTpUs B CbIBOPOTKE KpoBU. [peaHW30/10H
a3 pacdeta 1 mr/kr, JIOK-anetaT 3—I>Mr B NeHb BHY TPUMbILLIEYHO, Nepe*
AH*«HET Mia3mbl. MPOrHO3 OTHOCKMTEsIbHO 61aronpuUsTeH NPy TPaH3u,.
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TOPHOM rMMoasIbA0CTEPOHM3ME U 60see cepbeseH Mpu CTOMKUX CeMeMAHbIX

Tn OFTAMMATIOBYTMNEMNA NOVNOMNATUYECKAA npu-
obpeTeHHasA (Twin BapaHayHa). OagHa M3 pasHOBMAHOCTELA MMMyHoOMape-
3a, NposABMAIOLWANACA Y [eTeiA cTapllero Bospacta. MmeloTes ocHoBaHMA
CUMTaTb, YTO B PasBMUTUM 3TOr0 TUMa runoraMmMarsiodys/IMHEMUA UIpaloT
poNb reHeTUYecKne (hakTopbl, BO3MOXEH ayTOCOMHO-AO0MUHAHTHBLIEA Tun
Hacsiej0BaHuS. “

KnunHnka. CKIOHHOCTb K MOBTOPHbIM 3a60/1€BaHUNAM J1IEerKuXx,
YLLEIA N KOXKU Y 60/1bHBIX 06HapYXXMBaeTCA YXKe B paHHEM [AETCKOM BO3-
pacTe. B onpegeneHHom Bo3pacTHoOM nepuoge (10—12 sieT) noyTn nos-
HOCTBIO MCYE3aoT MJia3MaTUYeCKne K/IETKW, B CBSA3UM C YeM COnpoTumB-
N159EMOCTb MO OTHOLLEHMIO K MH(EeKUMSAM pe3ko CHmkaeTcs. Hapagy
C XPOHUYECKUMWN 3a60/1€BAHNSAMMN JIEFKUX U KOXUW MOCTOSIHHBLIA MposiB-
JIeHVEM [aHHOIA aHOMa/iMn SBMISETCA rermaTo- W crisieHomerams. Mpu
VIMMYHOXMMUYECKOM  UCC/IEA0BaHNN 06Hapy>KMBaeTca o6upia - aemumr
BCEX KJ1acCOB MMMYHOI/100y/IMHOB, XOTS OOLLMEA YPOBEHb FaMmMa-r/i00y-
nHa He nagaeT Hwke 350 Mr%. Y poauterietd 60/bHbIX JETEIA HEpeaKo
06Hapy)X1BaeTca runepraMmmarsiodysiMHeMusl, a cpegy Opyrmx 4ieHos
ceMbM BCTPeYaeTcs IKCCyJaTUBHAA SHTEPONaTus 1 cnpynoAo6HbIS CUHA-
pOM, CBSI3aHHbIA C MOTEpEA 6e/IKOB Hvepe3 XesTyA0HHO-KULLEYHbIA TPaKT,
r JleyeHwne 3ak0YaETCA B NPUMEHEHNN aHTUOVOTMKOB LLIMPOKOIO
CMeKTpa AeACTBIMS, ramMa-r/100ymHa 13 pacdeTa 0,2 r/Kr, a B nocrenyo-
wem 0,1 r/kr exxemecsivHo. MokasaHbl NepesiBaHUA M1a3vbl, FeMoTpaHC—

rMMNOrNMMKEMUSA WUONOMATUUYECKASA CEMEWHASA (cvH-
Apom Mak Kappu). OnucaHa B 1954 r. McQuarrie. Mnornimkemmst SToro
TuNa SBNSIETCA CeMEeLHOMA 1 cpeamn 60/1bHbIX, HabnioaaBLUMXCA McQua-
rrie, cocTaB/1s/1a Mos1I0BUKY BCEX 3aperCTPUPOBaHHbIX MUMOrIMKEMUEA —
OpyrotA aTtuosiormn. 3abosieBaHve BCTpeYaeTcs 4alle, YeM CaxapHblia
AVabeT.

KnunHunka. MnornmkeMuyeckuie rnposiB/IEHUA, Kak, NpasBusio,
BO3HWKAIOT B BO3pacTe [0 2 JIET, B OCHOBHOM Y MasibumkoB. [Tpegrc
raeTcsa, 4YTO WMEET MECTO 3amefy/leHVe pacrafa WHCY/IMHa BC/eAcTBue
Hac/1eiCTBEHHOI0 3H3MMAaTMYeCKoro 6/10ka B UHCY/TMHUHAKTUBUPYIOLLEIA
cucteMe (MHCY/NMHa3a). MMnorfiMkemMmyeckmMe CUMMTOMbI NpU AaHHOM
TUMe rMorIKEMUN He OT/INYaOTCA OT 06bI4HbIX (C/1a60CTb, NOT/IMBOCTD,
runepdarusa, Tpemop, CyAoporu, Koma). VHorga BO3HUKAlOT CTOMKMe
rnopaxeHns mo3sra. [MnorsikeMms 0CO6eHHO YacTo BO3HUKAET HaTOLLAK.

AvarHo3 He npeacrasnseT TPYLAHOCTU N MOATBEPKOAETCH Tec-
TOM TONIEPAHTHOCTU K I/1H0KO3e.

MoHMXXEHHasA TO/epaHTHOCTb K Yr/ieBodam 6bu1a BbisSB/ieHa Takoke
MY HEKOTOpbIX 30pPOBbIX YSIeHOB ceMbW. OBbIMHO Hab/AapTCA CrOH-
TaHHble peMuccum B BospacTe 6—10 neT. MNpoba ¢ Harpy3KoiA JEALMHOM
ABNAETCH LEHHbIM MokasaTesieM B [AMarHoCTUKE MAMonaTUYeCKOU CroH-
TaHHOMA runorsimkemmn. JIelAuyH HasHayaeTca nepopasibHO WM BHYTpU-
BeHHO B Ao3e 150—200 mr Ha 1 Kr Beca pebeHka. Harpyska sieiAuyHom
Y 300p0BbIX OETElA He MOHWKAeT WM He3HaUUTe TbHO MOHWKaET YpoBEHb
caxapa KpoBW, Torga Kak y 60/1bHbIX C MOBbILLEHHOLA HYyBCTBUTE/IbHOCTHIO
K JIEAUyHy caxap rfocsie BBeAeHUs JielAupHa CHkaeTes Ha 25 30%.
Cevel/HbIA XapaKTep 3Toro 3abosieBaHMs MO3BOSISIET VCK/IIOUUTL Apyrve
BUObl MUMOIM/IMKEMUIA (MHCY/I0Ma, He[oCTaTOMHOCTb FMrnodmsa, Haaro-
UYEUYHWNKOB, TaxXva/IMMeHTaums, rosfiofaHve, M36bITOK WMHCY/IMHA W1 Ap.).

NeueHwne. Bo Bcex cryyasx WMAMOMNATUYECKOLMA TUMOr/IMKEMUN
xopoLumnia aekT AaeT AKTI 13 pacdeTa 4 Kr Ha 1 Kr Beca Tesia B Teve—
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HMB 2—3 Hefe/b B yOblBaoWMX A03MpoBKax. KpuTepmem XopoLuero
afheKTa CAYXaT OTCYTCTBME CUMMTOMOB FUMOM/IMKEMUA W T/IMKEMUS
HaToLaK He Hwke 40 Mr%. MNporHo3 6/1aronpuUsTHLIN B Crly4vae paHHelA
[VarHoCTUKN 1 Tepanuu.

T’MMOMNPOAKUEJIEPMHEMNA  (naparemotunnivs, BpoXaeHHbLIA
[Aedwviupt  hakTopa V) — 3aboneBaHne, XapaKTepuaylolweecs Hapylue-
HVEM CBepTbIBaHMSA KPOBM N KPOBOTOUMBOCTLIO; HaMOMWHaET MO KIVNHU-
YeckoM? ToueHW remocmnmio. HacneayeTcs Mo ayTOCOMHO—PELLeccUB-
HOMY TUMy. My>XXUMHbI U >XEHLWMHbI 60/1et0T 04MHAKOBO 4acTo. BcTpe-
yaeTcs [0BOSIbHO PefKo; onmcaHo Bcero 15 crnyyaes.

KnunHunka. 3aboneBaHve MNposiBNSETCA BriepBble B BO3pacTe
oT 6 mMecAueB 00 1 roga, Korga y pebeHka HauvHaloT MnpopesbiBaTbCs
3yObl U OH HauMHaeT XoauTb. OCHOBHOIA K/IMHUYECKOIA 4epToiA 3abosie-
BaHWSA SBNSAIOTCA 00W/IbHOE KPOBOTEYEHWE M3 AeceH, BHYTPNKOXKHbIE
1 cybapaxHoudasibHbIE KPOBOM3UAHUSA AaXe NpU He3HaunTe lbHbIX Me-
XaHNYeCKMX TpaBMax.

MarBo3 CTaBAT Ha OCHOBaHUN XapaKTepHbIX W3MeHeHUN
Koarn'/iorpaMvbl, Hamuvs gemupra dakTopa V. dudbepeHuviasibHbINA
[VarHo3 crieayet npoBoauTb € reMowiveld 1 ApyrmMmn remopparmde-
CKMMM AmaTesamu.

eyeHMe: OpobGHble MepesiMBaHUA KpoBu. [lpyMeHeHVe BUTa-
MnHa_ K He oOKasblBaeT 3$cbeKTa.

rMMNO.MPOKOHBEPTMHEMWSA — 3a6oneBaHue, pasBuBatoLLeecs
BC/IeACTBME HaC/eACTBEHHOro Hepoctarka aktopa VIl cBepTbiw
KpoBun. Bnepsble onucaHo B 1951 r. Alexander, Goldstein, l.audwehr,
Cook. Twn ’HacnefoBaHWA — ayTOCOMHO-PELIECCUBHBILA, OTMeYeHb! ce-
MELHLE Crly4au.

NMNHMYecCKN 3abosieBaHME MPOSBSETCH Y HOBOPOXKAEHHbIX
remopparyecKMM OMaTe3oM — KPOBOTEHEHMEM U3 MYMOYHOA paHKW,
C/WIBUCTOA 060/104KN HOCA, XesyA04HO-KULLIEYHOro TpakTa. OTmevaroTes
Takke MNOOKOKHbIE N BHYTPUMbILLEYHbIE KPOBOM3MNAHUA. OnmcaHbl
Cnydau KPOBOU3MNSAHUA B MO3r. [eveHb U cefie3eHKa He YBesIMYeHb.
Mpn vccneaoBaHMM CrepThbIBalOWLMX CUCTEM KPOBU OTMeYaeTcs M3MeHe-
HWe Ha KoaryJsorpamme.

JNleyeHKne: nepesivBaHNE CBEXEIA KPOBU M M/i1asMbl.

rMMonPOTEMHEMKAA OCCEHUNATBHAA. 3aboneBaHMe
onucaHo Menetrier B 1960 r. MMCTO/IOrMYecKM 06GHapY>XMBaeTCsH YTos-
LLEHVE C/IM3MCTOIA 060/104KN XenyaKa N KULLEeYHNKA, pacLuMpeHne Xe-
N1E3UCTbIX MPOTOKOB M FMNEPriasns XernesncTbIX KIeToK. 3abosieBaHue
06YC/I0B/IEHO HapyLLEeHNEeM BCacbIBaEMOCTU GE/IKOB B KULLIEYHUKE.

KnunHn Ka. Begylwymn cumnToMamm SIBASKOTCA CU/bHbIe 6011
B aMUracTpasibHoiA 06/1aCTW, HacTO MMELOLLME MPUCTYMO00Opa3HbIA Xapak-
TEP U CUMY/INPYIOLLIME KJIMHUKY OCTPOr0 MaHKpeaTuTa, W >Xesly[o4HO-
KMLLIEYHble paccTpoiAcTBa. OTMEYatoT O0TEKW, acLT, acerTUYECKUIA M/1eB-
puT [MeyeHb yBenMyeHa B pasmepax. BosibHble GbICTPO TepsAIOT B Bece.
BcrieacTarie 06MeHHbIX HapyLLEHNIA PE3KO CHUXKaeTCs COMpPOTUB/ISEMOCTb
K WHM(EKUMOHHBIM 3a60/1eBaHUSAM, 4acTo pas3BUBAaOTCH  CenTUYECcKue
COCTOSIHUSA. B KPOBUM pe3Ko BblpadkKeHa rMronpoTenHeMmns ¢ nperumMyLLecT-
BEHHbIM CHWKEHWEM a/ibOYMWHOB; HapyLlaeTCs VOHHBLIA 6asiaHC KpoBW.
B moue vi3MeHeHUEA HeT. [Mpy peHTreHOCKOMUN XerlyaKka 06Hapy>K1BaloT
runepTpouio C/M3UCTOA  0060/104KU  XKeslydKa W TOHKOF0  KuLley-
HU

Ka. _

OvudpdepeHumanbHbIA AMarHO3 cfeayeT NpoBoaUTb
C BTOPUYHBIM FMMN0as1bA0CTEPOHM3MOM, OCTPbIM MaHKPEaTUTOM, LIPPO30M
MeYeHN PasINYHOA 3TUOSIOTUN.
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A eUe M e nepesmBaiiTe KpoBuW, Mriadmbl; Mpy MNokasaHua™ *m
aHTUOMOTUKW, JeruapaTalyoHHBA Tepanus.

T’MMNOTUPEO3 CEMEWHbIV — cocTosiHne, 06ycrnoBrieHHoe Ha-
CMleACTBEHHbIMM AeheKTaMn 6UOCUHTE3a FOPMOHOB LLITOBUAHOLA XXerle3bl.
CyLecTBOBaHME CeMeliHbIX (hopM rMMAoTMpeosa 6bUI0 OMUCaHO B KOHLLE
npowsioro ctonetus Osier (1897).

B HacToslLLee BpemMs M3BECTHO 5 OCHOBHbIX TUMOB Hac/1ieACTBEHHbIX
HapyLLEHNIA CMHTe3a TUPEOMAHbIX FOPMOHOB U MeTabo/mama LAoda.

KnnHunka. 06wWbe npossrieHne Beex 3TUX hopM — 3HaUUTeSb-
HOe OTCTaBaHWe pebeHKa B MCUXUYECKOM pPasBUTUN (KPETUHU3M) U Ha-
Smure 306a. OTMevaeTes Takke 3aepKKa (rU3N4eckoro passuTmsa (HU3-
KVIA pocT). XapaKTepeH BHELLHMIA 00/1MK 60/1bHbIX: KOpPOTKas Lies, Lun-
POKUIA HOC, C/lerka oTeuHble BeKMW, Y3KUe riasHble LEW, MosTyoTKPbITbIA
poT, GO/LLLOIA A3bIK, HVMBKUIA FOS10C, pefKue JSIOMKMEe BOSIoCcbl. Y BCEX
60/1bHbIX OTMEYaeTCs 3aZep>KKa MPOLLECcCOB OCCUHKALMN KOCTElA.

| TN XapakTepulyeTca Ha/muvem aedekra B MexaHU3MaX KOHLIEHT-
paumn o B LUMTOBUAHOIA >kenese. Mpr3HaKky rmnoTmpeonsa coHeTaoTCs
C 3060M, aHOMaIMS pacro3HaeTcs Mpy MoCTaHOBKe TecTa C pagmoakTuB-
HbM oM (g, He MOr/10WaeTcs >kesnesoin).

Il Tvn cBA3aH ¢ HapyLleHWeM CrocobHOCTW 06pa3oBaHUA tAodopra—
HUYECKMX COeAMHEHNIA — Hamboslee 4YacTo BCTpevarollascs dopma Ha-
CMeACTBEHHbIX aHOMa/INIA. JTOT TUM BK/IKOYAET 2 pasHOBUAHOCTUM — TH-
Xenyro opmy 1 6onee ferkyto — cuHapom MeHapeaa: codeTaHue Tyro-
YXOCTU € 3060M. OTMEYEHO, YTO TYX0yXOCTb M AaKe F/lyxoTa oTMevatoTcs
BCKOpe MoC/ie  POXAEHWS, OfHAKO MosiB/ieHMe 306a OGHapYyXXVBaeTCs
y ,ueTem B_BO3pacTe 5—8 JeT.

Il TN — HecnocobHOCTb K AeiA0AMpoBaHUI0 MOHO- 1 AMVOATUPO—
BI/IHa. CBoboaHblE MOHO- W AMMAOATUPO3WH, He KCMosb30BaHHbIE Mpy
CUHTE3e TUPOKCMHA U TPUIAOATUPOHMHA, NOABEPraloTcs AeiAoaMpoBaHUio
npy yyactun aetAoamHasbl. TOT (PepMEHT 06HapYy>XeH B MeYeHW, MoYvkax
MU Apyrmx opraHax. JeekT pacrno3HaeTca npy XpoMaTorpaguyeckom
ncceoBaHNN M1asMbl KPOBU M MOYM, B KOTOPbIX 06HapY>KMBatoTCs 3Ha-
uTeNbHblE KONMYeCTBa M0ATUPo3VHa. MNpearonaraeTces, YTo HapyLueHue
rnpoL,eccoB AeA0AMPOBaHNS BIieYET 3a COO0IA CHMKEHWE CUHTE3a FOPMOHOB
LUMTOBUOHOA JKeniesbl BC/eACTBME HapylleHWs GanaHca bioga. BsegeHvie
[OMOMHUTESbHBLIX  KOMIMYECTB 043 60/1bHBIM M03BOSISET YCTPaHUTL -
eKT.
® IV Tun 06ycsioB/IeH HeAOCTATOUHOCTLIO «CBA3bIBAOLLIMX» 3H3MIMOB —
MOATUPO3NH He CMOCO6eH K MpeBpalleHnio B AL TUPOHVHBL.

V Tun cBA3aH C UVIPKY/ISUME B KPOBU aTUMUYHONO 6esika, CBA3bI-
BalOLLIEro g, BO3MOXHO, peyb WOET 0 HapyLLEeHUAX CUHTEe3a TUPeorsioby—
nunHa. Mpyn aToM coaepkaHuve ofdp, CBA3AHHOMO C 6e/IkoM B KpOBW,
00bI4HO He OT/IMYAeTCA OT HOPMbIl, 04HAKO A4, 3KCTparvpyemblii OyTa—
HO/I0M, He onpeaesniseTcs.

B cnyuyae HapyLUueHUs crnocobHOCTY 06pa3oBaHnA A0AOpraLTHecKNX
COENHEHWNIA, KOrJa 3abosieBaHWe MNPosB/ISETCA B BWAE COMETaHWA npu-
3HaKOB IMNOTUpeo3a, 306a 1 ryxoTbl (cuHapom [MeHapena), cyllecTByeT
BO3MOXHOCTb AMAarHOCTUMKW, OCHOBAHHOMA Ha KJ/IMHWNYECKUX MpU3HaKax.
Bo BCcex ocTa/lbHbIX Crlyyasx TpebyeTcs npoBuaeHVe yHKLMOHa IbHBIX
npo6 ¢ paanoaKTUBHBLIM LA0OPM, onpeaenieHne Pofdg, CBA3aHHOIO C 6e/1koMm,
a Tawkxke LA0da, IKCTparmpyemoro 6yTaHosioMm, LA0AOTUPO3VMHA B KPOBU
n Moue.

NeyeHwne. HasHayeHMEM TUPOKCUMHA WM MpenapaToB LUMTO-
BWOHOIA »Xese3bl yaaeTcs npefynpeanTb Tkesble AeeKTbl B YMCTBEHHOM
1 (M3NYECKOM pa3BUTUN pebeHKa,' AobnTbca yMeHbLUeHUs 306a. Liene-

63



c006pa3Ho HauMHaTb Jiedelivie CBBeeHUA 2—5 M TupeonanHa, yLiBaEBas
03y Kaxable 5 aHeiA, gocturas 50—75 Mr B CyTKW C Moc/eayroLmm
fieyeHeM MoAAePKUBAIOLLMMN  [03aMU.

Mpu OedexkTe B MexaHU3Max KoHUeHTpauuu mnoga (I Tvin,, aTakxs
npwn HepocTaTouHoCTU AetioayHasbl (111 Tvn) yaoBIeTBOpUTESIbHBLIEA Tepa-
MEBTUYECKNIA 3(heKT A0CTUraeTcs 0T MPUMEHEHWS MpenapaToB moda.
IMOOrHO3 MpV OTCYTCTBUW PaHHEro siedeHng HebaronpuUsTHLIA.
| T’MNOTPUXO3 HACNEAOCTBEHHbIN (YHHa cuHgpom). Onwucas
B 1925 r. HacnepnyeTcs no ayTOCOMHO-AOMUHAHTHOMY TuUry. XapakTe-—
BU3yeTCs C/1abbIM 0BOS10CEHVEM, MO3AHVIM MOSIB/IEHVEM BOJIOC Ha r0/10Be,
paHHMM UX BblIMafeHeM Br/10Tb A0 MOSHOLA asloreuyn. BbinaaaloT Takke
6poBM 1 pecHMUpI. AdndpepeHUManibHbIA AMarHo3 crieayeT MnpoBoAUTb
C TUNOTPUXOTUYECKMM aHruapo3oM U ApYruMy  3KToAepMasibHbIMA
“ UK &KNATA3NA — 3abosieBaHME KOCTHOM CUCTEMbI, CBA3aH-
Hoe 0 He[IOCTAaTOUHOM aKTUBHOCTbBIO LLIESIOYHOIA (hochaTasbl (hochomoHo—
BCTepasbl). OnucaHo B 1948 r. Rathbun. [lo nocneaHero BpemeHu B fin-
TepaType onucaHo 6onee 50 HabsoaeHMIA gaHHoOro 3a6osieBaHUA. Twun
HacnegoBaHWS — avi 0COMHO-PELIECCUMBHBIIA. B aaToreHese OCHOBHYHO
posib UrpaeT CHWKEHWE WM OTCYTCTBME aKTUBHOCTM 3H3MMOB, obecre-
yMBalOLLMX OTLLEM/IEHNE HeopraHm4yeckoro goctaTa oT docdopopraHnye—
CKUX COEOVHEHMIA. B pesynbTaTe pe3Ko HapyLlaoTCs MpoLeccbl MUHepa-
JM3aUMN OPraHUYECKOIA MaTpuLbl KOCTU. TMCToNornyeckas CTpykTypa
KOCTEA 1 XpsiLLei/ BeCbMa cXxoAHa ¢ Hab/odatoleiAca Npy 06bIMHOM paxim-
Ta _ HapylleHWe MpoLleccoB OCCU(MKALINM, O0COBEHHO BbIpaXXEHHOE
B MeTajm3ax TpybuaTbIX KOCTEIA, YepefoBaHMe Y4aCTKOB 00bIBBECTB/IEH—
HOIA 1 XPALLEBAHOA TKaHW. Juadmsbl 06bI3BECTBASIOTCA YA0BETBOPU-

TeNbHO4, U H U K & B 3aBUCMMOCTU OT XapaKTepa K/IMHUYECKNX NPosiB-
JEHAA BblOE/ 0T, TP TuMa 3abos1eBaHus.

TUIN npoaBnsieTCcs yXe Npu poxXaeHUN TsKenbiMn gedopmaunamu
CKeneTa 4TO CBUAETE/IbCTBYET O pasBUTMM 3ab0/1€BaHMA BO BHYTPUYT-
po6HOM nepuoge. [JeTn GecroKoAHbI, 0TMEeYatoTCs pBOTa, aHOpeKcus,
rPOMKME BCKPUKUBaHWSA, TMMNOTOHWS, Aervapataums, JMxopagoyHble co-
CTOAHUA. KOCTM 4epena v ckerneTa MArkue, KOHeYHOCTU ChopMUpPOBaHBbl,
YepenHble WBbl paclumpeHbl, 60/bLLO0IA POOHNYOK 3HAUUTESbHBIX pasMe—
pOB LLiBbI Yepena 3akpbIBalOTCSH paHo.

Il TMN Takke XapakTepusyeTcs paxvUTOornofo6HbIMU N3MEHEHVSIMA
KOCTHO-MbILLIEYHOA CUCTEMbI, KOTOpble MOSABASAIOTCA TOSIbKO rocsie 6 Me-
CALEB XN3HW. OAHaKo B OT/INYME OT paxmTa HepBHas cucTema N KpoBe-
TBOPEHWE He BOBJ/IEKAOTCA B MATOMIONMYECKNIA Mnpouecc. ObpallaoT Ha
cebs BHUMaHue Mesikve 3y6b| KOPUYHEBOI0 nnu O@KE YEpHOro LBeTa.
YMCTBEHHOE pa3BUTVEe [LETeiA He CTpajaeT.

11 TUN MPOSB/ISIETCS Y B3POC/IbIX JIOMKOCTBIO KOCTEA 1 0CTeornop-—
80M. lMpn nabopaTOPHOM WUCCIe0BaHUN O0OHaPY>XMBAETCA HU3Kas aK-
TUBHOCTb LWEJIOYHOM (ocaTasbl, runepkanbynemuns (go 18 Mr/&),
cofepxaHve HeopraHnyeckoro doctopa B KpoBM B Mpedesax HopMbl.
CooepxaHue 6enikoB, KuC/IoiA dochaTasbl, PyHKUMOHa/IbHbIE MPobbI
rneyeHn B npedesiax HopMmbl. VIHOrga B Moye — a/lbOyMUH* rMasIHOBbIE
W 3epHUCTble UWIMHAPLI, JIeMAKOUMTLL B nepudepnyeckoin  KpoBn —
NelAKOUMTO3, aHeMUsi, MOBbILLEHHAs 3KCKpeums docdo3TaHosamnHa C
MOYOIA, 0fHAKO MOC/IeAHSA MOXKET HabMioAaTbCs Takke Mpy Lesivakun,
rvne Tmpeo3e LIVHre.

1edye Hune noka He paspaboTaHo. CaesaHbl NOMbITKA MPUMEHUTb
rJI0K03/10pTUKOMABI.  [1poBOAMTCS opToneanyeckoe JiedeHve. porHos
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HebnaronpusitHblia npy 1 Tvne (o 70% 60/1bHBbIX NOrnbaloT B palAEM
Bo3pacTe) M 6onee GraronpusiTHoIEA mipy |1 mn 111 Tunax.

TMCTUNONHEMWNA — HacneacTBeHHoe 3abosieBaHMe 0OMeHa -
CTUOVHA* MPoABAOLLEECS OTCTaBaHMEM B MCUXMYECKOM pasBUTUN
W pa3H006pa3HOoiA HEBPOSIOMMYECKOIA CYMIMTTOMATUKOIA. BnepBble onncaHo
Ghadimi B 1961 r., go 1968 r. B mMTepaType ony6/IMKoBaHO 26 Habso-
JeHniA 3abonesaHns. TuM HacnefoBaHUSA — ayTOCOMHO-PELIECCUBHBIIA.
MaToreHe3 3a60/1€BaHNA CBA3LIBAETCA C HEAOCTATOYHOCTHIO FMeTUaA3b,
KOTopas obecrieunBaeT NpeBpalleHne rmcTuavHa B YPOKaHUHOBYHO KUC-
noTy. Beneactsre aH3MMaTUYeckoro 6710ka 06MeH rMcTUAMHA OCyLLecT-
B/ISETCA r/laBHbLIM 06pa3oM Mo MyTu 06pa3oBaHMS MMUAA30NMPOBUHO-
rpagHoOiA KUC/10ThbL.

KnnHunka. 3agepXka MNCUXMYECKOr0 pasBUTUSA HabnogaeTcs
NpPUGN3UTEIbHO Y MOMOBUHBI B0SIbHBIX N BbIPKAETCH B HECKOSIbKO
60/1ee SIErKoA cTerneHn, Yem Npu heHUIKETOHYPUX. XapaKTepHO pa3Bu-
TVie peyeBbIX PacCTPOIACTB — MOTOPHOIA anasin.  Hesposiormyeckue
HapyLleHUs MOryT BbIpaXKaTbCA B MHTEHLIMOHHOM ApOXKaHUW, aTakcuu,
CY0POXKHOM CMHAPOME. BHYTpeHHME opraHbl B MaTos10rMYeCKNiA nNpoLiecc
He BOB/ieKaloTcs. [MNpucyTcTBME B MoYe 6OSIbHbIX 3HAYUTESbHBIX KOSIN-
YeCTB MMMOA30/INMNPOBUHOIPaAHOA KUC/IOThl 1 ee OepuBaToB 00YyCs10B-
JIMBAET TO, YTO Npo6a Pesi/INHIra ¢ TPEXX/I0PUCTBIM XKES1E30M Y 60/1bHbIX
MOSIOKNTESbHA, 3TO HE06X0AMMO VMETL B Buay Npu ayddbepeHUMa IbHOLA
JNarHoCTUKe ¢ heHWIKeTOHYprelA. KoHUEeHTpaums rmctuavHa B rsiasme
KpoBW MoBblileHa A0 10 Mr% u Bblille, B J/INKBOPE Takxe 06Hapy>XnBaeTcs
MOBbILLEHME YPOBHA TUCTUANHA U CHUKEHME COAEPXKaHWS Ml0TalANMHOB 0iA
KUCM0TbI. N8 rMcTUONHEMMM XapaKTEePHO Takke OTCyTCTBME YPOKaHW—
HOBOIA KUC/10Tbl B OTAE/SEMOM MOTOBbIX >Xesies.

AnddpepeHynanbHbIA AMAarHo3 C (GEeHWIKETOHYpU-
€1 0CHOBbIBaeTCA /1aBHbIM 06pa3oM Ha [aHHbIX BUOXMMUNYECKOTO (Xpo-
MaTorpamyecKoro) MccrefoBaHNA KpPoBU M MOYMU.

NleyeHMe 3aKIHYHAETCA B Ha3HaYeHUN 6OSIbHBbIM AYEeTbI C Orpa-
HUYeHVEM FUCTUAWHA. MPOrHO3 Npy OTCYTCTBUM JieHeHVs onpeaenseTcs
TSXKECTBIO MOPaXKEHUS HEPBHOIA CUCTEMBI.

MA3 KNCTO3HbIV (aHothTasibM 1 MUKPOhTasIbM C OpOUTasIbHOIA
KUCTOIA) — pefiKoe 3abosieBaHMe, KOTOPOe MOXKET codeTaThes C ApYrvMm
rnopokamu pasBUTUSA opraHusmMa. MuKpoTasibM C KUCTOMA HWDKHEro
BeKa 06pa3yeTcs B pe3y/ibTaTe HeCBOEBPEMEHHOIO 3aKpbITUA 3apoablLLe-
BOA Wenu. CyllecTByeT ABa BuAa KUCT. [epBbIA BUA MPOMCXOOUT U3
MNepBMYHOI0 TJ1a3HOr0 My3bIPsA, MOsI0CTb KUCT BbICT/IaHa AuddepeHLm-
poBaHHbIMW K/IETKaMM N r1asHoe A6/10K0 Bcerga oTcyTcTBYeT. BTopoti
BUA, KUCTbI MPOMCXOANT U3 FJ/1a3HOro 60Kasa U CBSA3aH C MUKpOQTas1b—
MUYHbIM /1a30M 4Yepe3 Lesb C CybpeTUHa/IbHbIM MPOCTPaHCTBOM.

KAMHNWYUYECKUN KACTO3HBLIA [fla3 XapaKTepusyeTcss OTCYTCT-
BVEM [/1a3HOr0 S6/710Ka, BMECTO HEro MMEEeTC KUCTa CaMblIX pas/INyYHbIX
pasmMepoB, yalle pacrioniaraloLlasacs B TOLWE HVDKHEro BeKa, pexe —
3a BEPXHMM BEKOM U Ha AHe KOHbIOHKTUBa/IbHOA MosocTu. Kucta MoxkeT
3HAYUTEsIbHO PacTArMBaTb KOXY HWDKHEro Beka M MpocBeyYnBaTb CUHe-
BaTbIM LIBETOM; C KOXEI He cpalleHa. AHOMans ObIBaeT 04HO -1 OBY-
CTOPOHHEI. VHorga mMoxkeT Hab/iioaaThes MoHbIMA aHohTasibM. Ho vale
rnas 6biBaeT HaCTO/IbKO Masi, YTO ero TpyAHO 06Hapy>XMTb B opouTe
3a BeKamw.

NedyeHune XMpypruyeckoe ¢ rnocsieyroweia niiacTUKOIA KOHbIOHKTU-
Ba/1bHOA M0J10CTU W NMPOTE3VPoBaHEM. BO3MOXKHO 3KTOMNPOTE3MPOBaHME.

A3 MANbIN. MWKPO®TAJIbM. BnepsBble onucaH Page
B 1874 r., a 3aTem Pfanmiiller B 1894 r. Pegkas aHomanusa. Tun Haene-
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VO8N — VoMAVBHTHBY,  PeLieccBHBILA 1 CLEMEHHLIA ¢ DDAV
HabniofaeTca Heaopa3BUTUE BCEro M/1a3HOro 6okana Wi ero oTAesioB.
MncTonornyeckn 06HapYXXMBalOTCA. HEAOPa3BUTUE LIN/INAPHOIO Tera,
YTO/LLEHE NIMGa, KO/1060Ma COCyAMCTOro TpakTa WM CeTyaTKM, KaTa-
pakTa. CeTyaTKka He AndepeHUMpoBaHa, ckiaayaTa. Bosne gucka 3pu-
TeNbHOro HepBa 0TMEYaloTCs 3KTasun CKepbl.

KnunHunka. [Mpn MnkpohTasibMe 3HaUNTe/IbHO — A0 1 MM B Avia-

MeTpe — YMeHblLieHbl BCe pa3Mepbl riasa. PoroBuua 4acTo HerpaBWlb—
HOIA (hopMbl, Mos1ynpo3padvHa. MukKpohTasibM Hepeako codeTaeTes C Ko—
1060MamMn  CocyaUCTOro TpakTa WM ceTyaTKn. B XpycTanvke 6blBaloT
OT/IOKEHUA COMEA KaslbUms. Bo3moXHa OTC/olAKa ceTyaTky, 3peHuve
MOHWXEHOo. Pedpakums rmHepmeTponuyeckas. MukpopTasibM 6ObiBaeT
0QHO- 1 ABYCTOPOHHWUM. HOrga oH coyeTaeTcs C  KUCTOMA OpovTbl —
KUCTO3HBIM r1as». Y [ETeld ¢ MUKPOhTa/IbMOM BCTpeYatoTca Hac/ieacT-
BEHHble aHOMa/IMM CKerleTa W Apyrve MNOopoKWM pasBUTUS OpraHu3Ma.
MunKpodTasibM HepeaKO OC/IOKHAETCA [/layKOMOIA M3-3a Y30CTU yria
riepeiHeiA KaMepbl 1N 0CTaTKOB Me30AepMasibHOLA TKaHU B HEM WIN B CBSI-
31 C IKTOMVEA XpycTasInka.
Yi NNedeHune; onTn4ecKas KOPPeKLLUS TeIECKONMNYECKMN OYKaMN.
Xupypruyeckoe JsieyeHne OC/IOKHEHUIA — r/1ayKoMbl, KaTapakTbl, OT—
C/IOMIKN ceTyaTKW. [py pe3Ko BbIPKEHHOM MMKpPOhTa/IbMe PeKOMEH-
AyeTca SHyK/leaums ¢ Moc/iefyowmM NpoTesnpoBaHMEM KOHBIOHKTU-
Ba/IbHOA MOSI0CTU. BO3MOXKHO 3KTOMpOTE3MpoBaHMeE.

FMA3HOE OHO XXEJNITOMHTHUCTOE. [lepBoe onucaHue 3a6o-
neBaHMA AaHo Franceschelti B 1953 r.. FucTtonornyecku Asa paHHUX
MOpaXXEHUIA XapaKTepHbl OT/IOKEHUS KUC/bIX MYyKOMosmcaxapuios B
KMIETKaX MUIMEHTHOIO 3NUTesIVS; Hepo3ruTesmiA, MembpaHa bpyxa,
Xopuomaea OocTaloTcs HOPMasibHbIMN.

KnunHunka. OpTa/IbMOCKONNYECKN MpU  3TOMA aHOMasIn  CeT-
YaTKM Hab/togaoTes 6erible Win »XesTTo—6esible MATHA pa3/IMYHOLA (hopMbl,
BE/IMUMHBI, MI0THOCTU W I/y6UHbL [peobrafatoT Kpyr/ible N JiHEHbE
06pa3oBaHWs, HarnoMUHaloLLMe KOSIOHUW CTanoKokka. OB6bI4HO MATHA
JI0Ka/IM3YIOTCA Y 334HEro nosifoca rrasa, MHorga BOKPYr HUX ObiBaeT
HEeXHas NUrMeHTaums. PeTvHanbHble cocy bl N OUCK 3pUTESIbHOMO Hep-
Ba, KakK MNpaBWsio, HOpMasibHbl. 3puTesibHble (QYHKUMW He CTpajaloT,
€C/IN He BOBJieYeHa B npoluecc Makysa. MHorga aTa aHOMasinsl corpo-
BOXXOAETCA reMepasionveli N AereHepaLiyei XenToro NaTHa. 3t qopMbl
Ha3bIBAOTCH acCOLMMPOBaHHbLIMN.

AndbdepeHyumnanbHbIA [AUarHoO3 Haao MpoBOAUTH
C TaneTopeTUHa/IbHbIMU AereHepaumamn. 3aboneBaHne xapakTepHO 415
MO/I0ZI0F0 BO3pacTa W OT/IMYAETCA He3HauuTeSlbHbIM  MNporpeccrpoBa-
HVeMm., '
NeueHune cumnTOMaTMYeckoe. [pOrHOB 0M1ArONPUATHBLIN.
FNA3SHOIo AHA ANbBEVHU3MA UV XXENTOIO NATHA TMo-
MNNA3N CUHOPOM. 3aboneBaHve onucaHo B 1964 r. Fortius un
Eriksson y »utenein AnnaHacKnx 0CTpoBOB. HacrieayeTcsa Mo peuec-
CUMBHOMY TUIy, CLEM/IEHHOMY C M0/10M, MPEVMYLLECTBEHHO GOME0T MYy>X-
UYMHBL. Y reTepo3nroTHbIX XeHLUMH PYHKLMM F1a3a He HapyLleHbl. Ho 3tn
>KEHLUMHbI UMEOT CBETJIYI0 pafy>XKy, KOTopas MpornyckaeT CBeT Mnpu
TpaHck/epaslbHOM MpocBEYMBaHUN. S

KnnHnueckasa KapTWHa 3aboneBaHVs BK/IKOYaeT aflb-
GUHV3M [1a3HOI0 AHa, MMMOMNJIa3nIo XXEeTOro NSATHA,—M3MEeHeHVe pedpak-
unn, acTUrMaTu3M, MPOrpeccupytoLLiee CHWDKEHME 3pEHUs, pacCTpoLA-
CTBO LIBETOBOI0 3peHus, CBET000S13Hb M crie3oTedeHve. MurmeHTaums
KOXW, Ppagy>kHoiA 0060/104KN N BOSOC HE W3MEHeHa.



AndbdhepeHynanbHbIA fguarHOoO3 creayeT NpoBogUTb
C CVH pOMOM Bepa.
€YyeHne: HOWEHVE KOPPUTUPYIOLLMX COSMHLE3ALMTHBIX 04—

B B NMA3HOIOo A6/TIOKA N TNA3HWLBI AEPMOVAHAA KUCTA —
BpOXXAEHHOe HOBOO6GpasoBaHMe, npoucxogsilee M3 OTLUHYPOBaHHbLIX
CTElA 3KTOAEepMbl. 3T0 [06pOKavecTBEHHas OrMyXosb, 0O6Hapy>XmBaeTcs
B paHHEM [eTCKOM Bo3pacTe. BHYTpeHHSiA CTeHKa AepMonia BbICT/laHa
aNMAepMNUCOM, B MOSIOCTU COAEPXKATCA BOSIOCbI, MOTOBble U CasibHble
Xenesbl.

B rrasHvLe [epMovaHasi KUCTa Hab/iofdaeTcs ualle B 00JTaCTH
J106HO—CKY/10BOI 0 LLBA. 3TO OMYX0/1b.3/1aCTUYHOLA KOHCUCTEHLMN, OKPYT -
JOIA (opMbl, He CnasiHa C KOXeM, HO 4acTo coeAMHeHa C HaAKOCTHULIEIA.
PocT ee 06bI4HO 04eHb Me/IeHHbIA. [Mpy 60/LLLIOLA BESIMUMHE U F/1yG0KOM
pacrosniOKeHU AepmMouaa OTMeYaeTCs CMeLLeHWe [J1a3Horo S6J10Ka,
9K30(hTas1bM. [MarHo3 rnpu rnoBepXHOCTHOM PacrosiIKEHUM OMyX0/N He
npeacTasnseT TpyAHocTW. Mpy raiy6okoM  AepMovA MPUXOOUTCA QAL
(hepeHLMpPOBaTL C MO3FOBOIA IPbDKEIA U MyKkoLene. B atom cny e gud-
(hepeHUMarIbHO-AMarHOCTUYECKOE 3HAYeEHVE VMEET peHTreHorpagms op-
6UT, rae Npy AEPMONOHOA KUCTE MMEETCA YI/lybrieHVe B KOCTU C YETKUMMN
rpaHvuamMmn. pu MO3roBOMA FpbbKe MMEETCH 0TBEPCTME B KOCTU C 3a3y6-
PEHHbIMM KpasiMu, Mpy rly60KoM BAOXe U Msade pebeHKa yBemumBaeT-
€A 06beM r1asHULbI, NPU HAAABIMBAHMM Ha OMyXoslb MOAB/IAKOTCA HEB-
pOIOrMYECKNe CUMITOMbL. *

Jepmonbl KOHLIOKTVBbI 00bIMHO pacriofiaratoTest y Hapy>Horo
yr/nia rfiasHoiA LWenv 1 UMET BUA, NMJI0CKNX YTOSLLEHWIA CBET/I0-KESTTOro
WM KpPacHOBaTOIO0 LIBETA, M/I0THOA KOHCUCTEHLMW. VIHOrAa oHW Hanomm-
HalOT TO/ICTbIe CKaAKMN KOHBIOKTVBbI, Kpas KOTOPOIA TepsoTCs B CBOAAX.
OHUM coaepXXaT MHOI0 >XXVPOBOIA TKaHU 1 MO3TOMY Ha3bIBatOTCA JMNoAep—
Mougamn. Jdepmonabl fivmvba U poroBuLlbl — HebosbLLMe 06pa3oBaHus,
HEMoABWXHbIE, PacrosiaraloTcs uYalle B HWDKHE—-Hapy>XHOM OTAere,
a vHorga v B UeHTpe. Jdepmonabl 6e/10BaTo-Xe/TToro LBeTa, NOBEPXHOCTb
MX CyX0BaTa, 4acTo B HMX HabNoaaloTCs BO/IOCKU. PasBuTme nx 06bI4HO
3aKaH4MBaeTCA BMeCTe C pocTOM rnasa. OgHOBpeMEHHO C AepMovaamm
MOryT 6bMb N Apyrve aHoMa/iMM, KakK MUKPOQTasibM, KOS1000Mbl BEK,
COCYAMCTOro TpaKTa u

eyeHue: OI'IepaTI/IBHoe yAaneHvie onyxosiv B nepeble d—o feT.
HporHos 61aronpuUATHLIA

A30-3YBO-MAJIbLIEBON CWHAPOM  (Meifiepa — LLBUKe-
paTa CMH,quM) OnuncaH Meier n Schwickerat B 1957 r. OTHocuTcA
K rpynne 3K‘I’O,CI,'epMaI'IbeIX AUCrasuniA.

ANHWKa'. [NasHble CUMMTOMbI BK/IHOHAOT  MUKPODTa/IbMUIIO,
aHOMa/INIO  Pafly>KHOIA 060/104KN, rayKomy. XapaKTepHO /U 60/1b-
HbIX — Ma/IleHbKUIA HOC, LLUMPOKas MepeHocuua, MceBaorunepTesiopiam.
OTMmevaeTca reHepa/IM3oBaHHas AuMCrIasna 3y6HOA aMasis C KOpUYHe-
BbM OKpalumBaHneM. [MasibLpl Ha pyKax W Horax KopoTkue. CpefHue
thaiaHrn V nasibLEB KUCTEA KyOUKOMoao6HOA (hopMbl, HepeaKo CUHAAK-
Twwma IV 1V naibueB KACTeA U cton. OTMBYatOT BHELLHEe CXOACTBO
60/IbHBIX.

An (p(bepeHumaanblvl AVarHos creayeT NpoBOAAT
C KOMOVHMPOBaHHOIA aHOMa/IMELA Pafy>KHOLA 060/104KN U 3y60B, 3y60-
JMLUEBBIM  CUHAPOMOM.

JleyueHUe CUMNTOMATUYECKOE.

FMAYKOMA BPOXOEHHAA. BcTtpevaetca B 0,003% cryvaes
y peTein Yaule 3a6o/1eBaHMe HAbMOAAETCS cpean Ma/IbYMKOB, B CpeaHe
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56—69%. Tun HacnenoBaHUS MNpU BPOKAEHHOIA r/layKome — ayTo—
COMHO—-PELIECCMBHBIIA, peXXe AOMUHaHTHLIA. JeTcKas rfiaykoma, CBsi3aH-
Has ¢ BPOXAEHHbIMW aHOMas/INAMW, B OCHOBHOM HacsielyeTcs AOMUHaHT
HO: aHupugus, HelAapoubpomaTos, cuHapom LLTypre Bebepa, cuH-
apom AkcéHgenba, cuHapom JSloy. BpokaeHHas rfaykoMa 4acTo BO3:
HUKaeT BC/IeACTBME 3aKpbITUS Yria rnepeaHein Kamepbl Me3oaepMasibHOM
TKaHbIO, B KOTOPYIO BpacTaloT BOJSIOKHA LIWIMAPHOIA MbilliLibl, 0Xa TKaHb
3aKyropuBaeT? TpabeKy/ibl U LUIeMMOB KaHasl. CpoKu BO3HUKHOBEHMSA
3a60/1€BaHNS 3aBUCAT OT KO/IMYECTBa U MPOTSHXKEHHOCTU Me3oAepMasib—
HOIA TKaHW, KOMMEHCAaTOPHbIX BO3MOXHOCTEIA Apyrux MyTeid 0TToKa
7 np&qykumm BHYTPUI1a3HOLA YKUAKOCTW.

NMUWHKMK a. 3aboneBaHMe BO3HMKAaeT B TeyeHWe MepBbIX JET
YKU3HW pebeHKa 1 B 60NbLUMHCTBE c/lydaeB A0 1 roga. OCHOBHbLIM U paH-
HUM NPU3HAKOM BPOXAEHHOIA I1ayKoMbl ABASETCA Yry6neHve nepeaHein
Kamepbl r1a3Horo sibyoka. MybmHa nepegHetA Kamepbl B HOPME Y OETEIA
nepBoro mMecsua XxmnsHu ot 0,5 a0 1,5 MM. YBenuueHvie ryouHbI nepes-
Held kamepa B 1% -2 pasa no cpaBHEHMIO C HOPMOA FOBOPUT 0 Ha/IU4NN
BPOXKAEHHOLA /layKOMbl. BTOPOIA [0CTOBEPHLIA MPU3HAK 6oniee wm
MeHee BbIpXeHHbLIMA 0TEeK pOroBULLbl, KOTOPbIA MPOSBSETCA B BUOE
MaTOBOCTW, 3aroTesiocTN 3TOIA 060/104KN. TpeTbUM paHHUM NPU3HAKOM
r/1ayKoMbl C/YKUT paclumpeHue 3padka Ha 1,5—2 MM no cpaBHEeHuIo
C BO3pacTHOIA HOPMOIA, 0COGEHHO npu 3aMefyIEHHOIA peakumu, YTo CBUAE
Te/bCTBYET 0 BPOXKAEHHOM [/1ayKOMe.

CpaBHMTE/IbHO PaHHUM MNPYi3HAKOM ABJISIETCA YBESIMYEHVE pa3MepoB
pOroBoi/A 060/104KN. [py POXAEHWUN TOPU3OHTaSIbHBIA AMaMeTp poro-
BULbI paBeH B cpeaHeM 9 MM, K rody >XXWU3Hu gocturaeT 10 mvm, K I ro-
oM — 11 MM N K 7 rogam cocTaBngeT 11,5 mm. Mpu yBennyeHUn aToro
rnokasaTesia Ha 2 MM 1 6onee criedyeT MoA03peBaTb BPOXAEHHYIO r/ay—

JIC yBenmMyeHVeM pa3MepoB pPOroBULIbI YBE/IMUMBAETCA U pajnyc
KpPVBM3HbI €e, BC/IeACTBYE Yero poroBuLia AesaeTcsi Gosiee M/I0CKOIA.
MMo3ToMy TOHOMETpUYeeKMe MoKa3aTesIM BHYTPUI/1a3HOIO [1aB/ieHUs
ObIBalOT 3aHWKEHHbIMU W BBEACTBME 3TOrM0 HEMpaBW/IbHO pellaeTcs
BOMPOC O CTEMEHU KOMMEHCaLun, MOATBEPKAEHNEM YeMy CITY>XUT Mpo-
[0/KaroLLeecs pacTsrMBaHvE riasHbIX 060/104EK MPU KadKyLLLeMCst HOp-
Ma/1I5HOM  0(hTa/TIbMOTOHYCE.

YK€ NP HeBOsILLLIO CTEMNEHN MOBbILLIEHNST BHYTPUI/Ia3HOI0 JpBRMb—
HUS YacTO MOXXHO YBUAETH B 06/71aCTV SMUCCApMEB pacLLMpeHne Lumnap-
HbIX COCY/10B, — «CUMITTOM KOBpbI».

BonbLelA YacTblo K 3—4 MecsilaMm B CBSI3W C (POPMUPOBaHUEM Ye-
PEMHOMO3r0BbIX HEPBOB Y LETelA C BPOXAEHHOLA I/1ayKOMOIA NOSBASOTCA
M3MEHEHMSA MoBeAeHWA: BGECMOKOLACTBO, PacCTPOMACTBO CHa U anneTuTa,
KanpusHocTb. MosBNA0TCSA cBeT060A3Hb, Crie30TedeHre, 6edapoenasm.
Pa3mepbl r1a3Horo s16,10Ka Npy BpoXAEHHOA F1layKome MoryT yBe/IMYUTb-
CA HaCcTO/IbKO, YTO CBOMM BHELLUHVM BWAOM [/1a3 pebeHka HarmomMuvHaeT
rnas 6bika — «OydirasibMy, «rmapodTasibM». B 60nee no3gHWA, ctagusx
Hab1lodaeTcs 3aMeTHOe YBeSIMYeHVie pa3MepoB pOroBuLbl, ee MoMyTHe-
HUWe, pacTsbkeHWe MMGa, 3HaYUTesIbHOe YBe/IMYeHWe r1a3Horo s6s10Ka,
3KTa3nn CK/Iepbl, aTPoMUecKMe W3MEHEHUs B pafyXHOLA 060s104Ke,
[VCKE 3pUTEsIbHOMO HEPBA, COCYZMCTOIA U CETHATOLA 060/104KaX, CHUKE-
HVe 3pUTeNibHbIX (YHKUMIA. K 3TUM CUMIMTOMaM B TsbKesbIX Crlydasix
moryT MPUCOEOUHSITBCA AWC/IOKALMA XpyCcTasinka BCMeACcTBUE Mepe:
PacTsHKEHNSI U PaspbIBa uuwwosw x CBA30K M aTPOHNUECKUX U3MEHEHUN
B LWIMApPHOMA MbILLLIE, MPUAOAOHES, 3a4HAS 4alleoopasHas KaTapakTa,
[EeCcTPyKUMS CTEK/OBUAHOIO Tes1a, paspbiBbl COCYAMCTON 060/104KN N CeT-
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YaTKW c¢ OTC/IOMKOMA MnocsieaHetd 1 T. 4. 10 NponCXOoXAeHMI0 pasinyaloT
Hac/1eACTBEHHYO M BHYTPUYTPOGHYHO FlaykoMy. B cBo ovepeab dopma
rNaykomMbl MOXeT 6bIMb MPOCTasi, 0C/I0KHEHHas U C COMyTCTBYHOLLMMU
n3MeHeHVsIMU. 1o AvHaMUKe pa3BUTUSA — cTabusibHasi M Nporpeccu-
pyoLas. BbloensioT cTaomm riaykKoMbl: HadasibHas, pasBuTasi, Ja/1eKo
3aleauias, novTyv abcoslloTHas 1 abecostoTHasdA. B 3aBucMMoCcTU OT CTe-
MeHM KOMIMeHcaLM BHYTPUI/1a3HOIO AaBSieHNsI — KOMIEHCUPOBaHHas,
HEKOMIMEHCMpoBaHHas N AEeKOMMEHCUMPOBaHHas.

Mpy NpoCTOLA BPOXAEHHOLA ayKome, Kpome MaTosIormyecknx mns-
MEHEHWIA B My TAX 0TTOKa KaMepHOLA B/arv, He 0TMeYaeTcsl BbIpaXKEHHbIX
MOPO/IOrMYECKUX HapyLLIEHUEA B POroBuLle, COCYAMCTOM TpaKTe, Xpy-
CTa/INKE WM COYETAHHbIX aHOMa/IMIA PasBUTUSA 3TUX CTPYKTYp rnasa.
Cnaykoma C COMyTCTBYHOLLMMA M3MEHEHUSIMU COYETAETCS C aHOMa/TUSIMU
pasBUTUSA rNas3a, TakUMW, KaK MUKPOKOpHEea, MUKPO(TasibM, abiMpuamst
v np.

OcnoxxHeHHas opmMa  BPOXAEHHOM [/1layKOMbl ObIBAaET Mpu (jako—
MaTo3aX WM TakuUX CUCTEMHbIX 3a60/1eBaHUAX, Kak 60/1e3Hb MapdaHa,
Mapke3saHn,  YesIlCTHO—/MLEBbIE  AM30CTO3bl,  HapyLLUEHWe  OCTeo-
reHesa n T. 4.

AvarHos. KMHUYECKMIA AMarHo3 ABYCTOPOHHELA BPOXAEHHOLA
raykombl MHOrAa GbiBaeT 3aTpyaHUTESIbHbIM. YBesiMyeHHble pasmepbl
poroBvLbl MOFYT MPUMBECTU K OLUMOOYHOMY AMAarHo3y MerasloKopHea.
B oTAenbHbIX Cy4vasX BPOXKAEHHYHO FlayKoMy MnpuxoauTces avdxbepeH-
LMpoBaTh C MapeHXMMaTo3HbIM KepaTUTOM, KOHBIOHKTVBUTOM.

Ana paHHelA OMarHOCTUMKN BPOXOEHHOMA r/1layKOMbl HeobXxoauMmo
vccnieaoBaHme rnas y OETeld y)ke B poausbHOM [IoMe, a Takoke B rocsie-
AyloLLne Hefenm 1 Mecsilbl MpyY UX  naTpoHaxke. Mpu nogospeHMn Ha
0TeK POroBULLbl MPUMEHSIOT MNPo6Yy C rUMepTOHMYECKMMU pacTBopaMm
05 cHATUS oTeKka. O6sizaTesibHa TOHOMETPUS, BGMOMMKPOCKONUSA, 3ria—
CTOTOHOMETpUS, O0(hTasIbMOCKOMNUSI. [TOHMOCKOMUYECKOe KccriefjoBaHve
[LETelA Mlailliero Bo3pacTa BO3MOXHO B OCHOBHOM JULb B YC/I0BUSIX
cTaumnoHapa oA, 06LWELA aHecTesVelA.

NeuveHune. lMpn NPOCTOIA BPOXOEHHOLA F/layKoMe B HaYdaslbHOLA
M pasBUTOA CTaaun MpeariodTuTeslbHa FOHUOTOMUA M FOHUOMYHKTYpa,
B pa3BUTOM M [a/ieko 3allefillietd cTaaMn — VPUAEHKNEA3NC, B [asieko
3alleLLeiA, NoYTy abeosIloTHOLA 1 abCO/IIOTHO CTaaui — aHro- U LMKIIo—
[VaTepMOoKoaryisLms .

naykoma, CoYeTaloLasics ¢ aHVpuaveld, MukpoTasisMoM U np.,
TpebyeT B OCHOBHOM TpemnaHOLMK/IOroHMoToMUK. py codeTaHnn ¢ da—
KOMaT03aMu LienecoobpasHbl MpUAEHKIEA3MC N aHIvo— W LykrioavaTep—
MoKoarynsumsa (rnpy aHrmoMaTose), a Takke Hapy>KHas MpUA3KTOMUSA
npu HempohmbpomMaTose, B TepMMHa/IbHbIX CTagusix Jioboro Buaa
BPOXXAEHHOIA /1ayKOMbl MOKa3aHbl TO/IbKO Ma/uMaTvBHbIe onepauyn —
aHro- WM UMK/I0AMATEPMOKOAry/IsiLMM 1 CKIIEPIKTOMMUS.

MporHo3 o4eHb Cepbe3HbliA. [pu paHO Ha4yaToM JileYeHUN yAaeTcs
COXpaHUTb HEKoTopoe 3peHue Yy 75% 6osibHbIX, a MpY 3arno3gaioMm —
He 6o51ee Yem y 25% 6OSIbHbIX.

FMMAYKOMA MNMEPBUWYHAGS. 3aboneBaHve M3BECTHO €Ll C Bpe-
MeH MMnnokpaTa. YacToTa rfiaykombl cpeay JiiL, ¢ r/1a3HolA raTosiorvein
cocTaBnisieT oT 1 70 6,5% cnydvaeB. TUN Hac/riejoBaHUSI — PeLIECCBHBILA
M OOMVHaHTHbIMA. [0 AaHHBbIM pa3/IMYHbIX aBTOPOB, Hac/leACTBeHHast
rnaykoma BcTpeuvaeTcss B 20—25% cny4yaeB. [/1ayKoma ¢ OTKPbITbIM yr-
NIOM HacreflyeTcst Bcerga A0MUHaHTHO. 30% HacesieHUst SIBSISIOTCS reTe-
PO3UTOTHBLIMWN HOCUTENSIMU FeHa r/iaykoMbl, 5% — roMO3UIOTHbIMK HO-
cuTenamun. Mpuy 3aCTOLAHOIA (hopMe r/1ayKoMbl Mpeobs1agaeT peLeccVBHbIA
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TUN HacneaoBaHWsA. HacnenyoTcs crieqytoliye npusHak: 0co06eHHOCTU
CTPOEHUA Yyrra nepefHein Kamepbl M ero TpabeKysIspHOIA 30HbIl, Besn-
UMHa XpyCTa/IMKa, O0COGEHHOCTW BOAHOIO0 0OMEeHa, XapakTep HepBHO-
pedIeKTOpHBbIX peakuMiA, Mesikasa nepefHsas Kamepa.

CoBpeMeHHble B34kl Ha NaToreHe3 r/iayKoMbl 00beANHSIOT Posib
M3MEHEHHbIX MECTHbIX YC/I0BUIA (06pa3oBaHme XUOKOCTU, MyM OTTOKa,
cocyamncTas U KepBHas CUCTEMbI r/1a3a) U HapyllueHUs o6Liero cocTos-
HAA opraHu3ma (CocyaucToiA, HEPBHOIA M SHAOKPUHHOLA CUCTEM).

K nun Hun K a. "Tnaykoma — 3abosieBaHNe [/lasa, XapaKTepusyto-
Leecs npexae BCero HapyLleHWeM perysisiin 1 MnoBbILLEHVEM BHYTPU-
F1a3HOr0 JABSIEHNS, CHIDKEHUEM 3pUTesIbHbIX lyHKUMIA, 0opa3oBaHueM
MaTosIorMYECKOA 3KCKaBaLMM AVCKa 3pUTesIbHOro HepBa.

TeyeHvie rnaykombl pasHOO6pa3HO WM 3aBUCUT OT COCTOSHUA rasa
N BCero opraHuama 60s1IbHOr0. B 3aBUCUMOCTU OT MECTHbIX CYMMTOMOB
pasfiMyatoT B OCHOBHOM ABe (OpMbl F/1ayKOMbl  3aCTOLAHYHO 1 NPOCTYIO,
BO3MOXXHa 1 NnepexoaHas hopma. 3acToliHas raykoma xXapakTepmsyeTcs
3aTyMaHVBaHNAMW Nepes, O4HVM WM 060MMW F/ia3amMK, KpaTKOBpeMeH-
HbIM MOSIBJ/IEHNEM Pafy>KHbIX KPYroB MNpv B3r/i\4e Ha MCTOYHUK CBETA.
O6a aTn nNpusHaka 00yc/I0B/IEHbI 0TEKOM MOBEPXHOCTHBLIX C/I0EB POrro-
BYUbI. Y 60/IbHbIX NOSB/ISAETCA YyBCTBO ANCKOMAOPTa B r/1a3ax, yBaxk-
HEHWA 3aCOopPeHHOCTU. [pn BbICOKOM BHYTPUI/1a3HOM [aB/ieHUN Xapak-
TepHbl Tyrnble 6011 B a3y, vppaguupyiolie B BUCOK, Ha[6pOBHYIO
06/1aCThb 1 3aTbU10K. HeaaekBaTHO BO3pacTy M HEMOCTOSAHHO NPOSB/ISETCA
npecéuonus. locTeneHHO yxyAuwlaeTcsa nepudepuyeckoe 3peHue N A

Mpy ohTaNIbMOSIOrMHYECKOM  MCCIe0BaHUN Y B0/IbHBLIX C 3aCTOLAHOIA
(hOpMOIA  F/1ayKOMbI OMNpedesiseTcs pas/IMYHOIA CTENEHN BbIPKEHHOCTU
3aCTOHaA MHBEKUMA rasa (CUMITOMbIl «Mefly3bb, «Kobpbl» W1 Ap.).
UyBCTBUTE/IbHOCTb POrOBULIbI MOHVDKEHA, €8 SrUTEMA MOXET ObITb O0Te-
YeH, HO ObICTPO, XOTA M Ha KOPOTKUIA CPOK, McYe3aeT nocsie UHCTWUANSA-
UMM FAINLEPUHE, T/IOKO3bl WM OPYTUX TUMNEPTOHUYECKMX PacTBOPOB.
MepegHss kamepa MeribYe, YeM B HOpME, PUCYHOK pPafy>KHOEA 060/104KM
HECKO/IbKO HEOTYeT/IMB, 3payoK pacllvpeH U ocsfiabfieHa ero peakuus
Ha CBeT. B pa/bHelillemM HacTymaeT AeCTPYyKUMS MUIMEHTHOMO JINCTKA
pagy>kHOLA 060/104KM, aTpodmsi ee CTpoMbl. BHyTpurnasHoe AasreHvie
Bbllle 28 MM pT, CT., 3/1aCTOKpMBas M3BpalleHa, CyTo4YHas KpuBas Xa-
paKTepm3yeTCcs BbICOKMM LndpaMn AaBsieHUs yTpoM U 6oMblUmm pas-
MaxoM KosigbaHmiA

OcTBbIN I'IpVICTyI'I r11ayKoMbl XapaKTepusyeTcs C/IOKHbIM CUMITTO-
MOKOMIM/IEKCOM O6LUMX U MECTHbIX SB/IEHUIA. Y 60/IbHOr0 BO3HMKAET
peskas 60s1b B rN1asy, Mppaanuvpylowas B COOTBETCTBYHOLLYIO MOSI0BUHY
rosioBbl, MOFyT MOABUTLCA PBOTA Peq/IEKTOPHOrO XapakTepa, ooLias
CnabocTb, >Kesly[04HO-KULLIEYHble pacCTpobACTBa. H  UCK/IOUMTEIbHO
peakux cny4vasx ocTpbIA NPUCTYN rMayKoMbl 3aKaHYMBaeTCs C/IeroToA.
VimeeTcs 0TeK Bek, c/ie30TeyeHue, 3acToHas MHBbEKLUWS [/1a3HOro sio—
sA0Ka. PoroBuua oveHb Tyck/ias (0TeyHas); NOBEPXHOCTb €B «UCTbIKaHa»,
YYBCTBUTE/IbHOCTb PE3K0 CHWdKeHa. [epeAHAs Kamepa MoOYTW OTCYTCT-
ByeT. Pagy>Has 060/104Ka rmnepemMmpoBaHa, 3paqoK LUMPOKUKU, MoYTU
He pearvpyeT Ha CBeT. BHyTpurnasHoe AaBrieHve MOXeT ObMb pesko
I'IOBbILueHO n gocturaet 90 MM pT. CT_

Mpy othTa/IbMOCKONAN B Ha4asibHOLA CTaauN r/1ayKoMbl OTMeYaeTes
HebosIbLLOe paclUMpeHne BeH HACYXKeHMEe apTepuia ceTyaTku. BosHukaeT
HEeXHas nmepunanuansapHas aTpohus, CoCyaVCTbIIA NYYOK cABUraeTcs B
HOCOBYIO CTOPOHY. IMpu BbIPXKEHHOM FaykomMe WMeeTcs naTosiornde-
CKasl sKCKaBauumsa AMUCKa 3puUTeNIbHOro Hepea. HauvHasa ¢ 3ToiA cTagun,
06Hapy)>kMBaeTCcs HEYK/IOHHOe MOCTeNeHHoe rMafeHne LeHTPasibHOro
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M epudhepryeckoro 3peHuns. MpocTasa rraybaotda xapaktepmsyerte” Mo-
CTerneHHbIM U HE3aMETHbIM HayasloM U TeueHVeM 3a6osieBaHUs. CyGbek-
TVBHbIE OLLLYLLIEHUSA HACTOJIbKO C/1abbl, YTO 60/1bHOLA 06paLlaeTcs K Bpady
YacTo TO/IbKO TOrAda, Korja HacTyraeT crieriota OAHOr0 U CHUKEHWE
thyHKUMIA opyroro rriasa. 3abosieBaHVe HEYK/IOHHO MporpeccupyeT, Mo-
CTEMEHHO YXyALlaeTcs Neputepnyeckoe 3peHne N CHDKaETCS LieHTpas1b-
Hoe. BHyTpurnasHoe AaBrieHVie MOBbILLEHO HE3HAYUTESIbHO, HO CTOLAKO.
3nacToKpMBas U3MEHeHa, HO He B MeHbLLEA CTeMNeHK, YeM rnpu 3acToiAHOA
rnaykome. Mpy 6UOMUKPOCKOMMM M3MEHeHUs MepeaHero oTpeska rrasa
MpeACTaB/IKOTCA OYeHb He3HauMTesbHbIMW. OTMeuaeTcsl flerkast U3Bu-
TOCTb LW/IMapHbIX apTepuiAa, He6osbLLoe yBesideHVe rTyobuHbI nepeaHeta
Kamepbl, aTpoNUHOCTb CTPOMbI Pafly>kHOIA 060/104KM, AenUrMeHTaums
3payKoBOro ee Kpasl, pUrMAHOCTb 3payka, OTLUe/yLIMBaHME 30HY/1SIp-
HOM MMIaCTUHKN XPYCTa/IMKa, CK/1EPO3 JSIMH3bI, HE3OAeKBaTHbILA BO3PacTy
60/IbHBIX, Pa3XMKeHVe N AeCTPYKUMS CTEKI0BUAHOIO Tesla. OdTasibMo-
CKOMUYECKN BbISB/ISETCA MaTO/I0rMYeckasl aKCKasBaLma AMCKa 3puTesib-
HoOro Hepsa. Cy)XXeHWe rpaHuL, MO 3peHNS UMEET He Hauas/lbHbIMA Tun,
KaK Mpu 3aCTOAHOIA I/1layKoMe, a KOHLIEHTPUYECKUIAL.

K nepBoiA CTaaMm 0THOCUTCA r/layKoMa 6e3 MPU3HaKoB MOpaXKeHUs
3pUTE/IbHO-HEPBHOI0 annapata. ®OYHKUMM [/1a3a ModTU HeM3MeHeHbI.
['NaykomaTo3Hasi 3KCKaBaLVsl OUCKAa 3pUTe/IbHOI0 HEpBa OTCYTCTBYET.
OfHaKo y>ke MMeTCs TOHOMETPUYECKVE U APYTMEe NPU3HAKWN [1iayKOMbl.
CNaykoma BTOpOIA CTaaun COMPOBOXAAETCA CY>KeHWEM MoJIA 3peHNS —
MeHbLLe 50°, HO He MeHblle 15° ¢ HOCOBOIA CTOPOHbI. VMeeTcs KpaeBas
3KCKaBaLsa A1CKa 3pUTeSIbHOro HepBa. Mpun rraykomMe TpeTkeiA CTeneHn
VIMEEeTCs Pe3KO0e CyyKeHue Nossi 3peHns (MeHbLLe 15° ¢ HOCOBOIA CTOPOHBI),
CHWKEHWE LIEHTpasIbHOro 3peHusi. B 4eTBepTOLA cTaaum oCcTpoTa 3peHust
nMafaeT [0 CBeTOoOoLyLleHWs. OnpedenvTb FpaHuLbl MO 3peHUs He
ypaaeTcsa. Mpy rnaykome nsTobd cTaamn 3puTesibHbIe (yHKLMN MOSTHOCTbHO
yTpayeHbl U 3peHVe paBHO Hys1l0. [oao3peHre Ha rlayKoMy BO3HUKAET,
€C/IN UMEETCA XOTS Gbl OAVH MPU3HAK [/1ayKOMbl.

AnarHos. B Kaxgom crlydae rniaykoMbl AvarHo3 CTasdAT € y4ye-
TOM pa3/INYHbIX MPU3HAKOB; CoYeTaHUe UX 0TpaxkaeT K/IMHUYECKME 0CO-
6GEHHOCTU U AMHAMMKY T/1ayKOMaTOo3HOro rpouecca. JuarHocTuka rnay-
KOMbl WMEET 0COGEHHYH0 LIEHHOCTb B HaydaslbHbIX CTaausixX rpoLiecca,
Korga siedeHvie Havbosiee aththeKTUBHO. Borbluoe MpakTUYeckoe 3Hade-
HVe UMeeT MOHMOCKOHUYECKOE MccrieioBaHME, KOTOPOe MO3BOJISIET Y3HaTb
COCTOSIHME Yrna rnepegHein Kamepbl (LUMPOKMIA WN Y3KUIA) 1N pelnTb
BOMpOC 0 BbIGOpe orepauuu.

ViccnepoBaHve Monst 3peHUst MesIkUMU 06bekTaMm (1—2 MM) B yC-
NOBUSIX C/1IA00LA OCBELLIEHHOCTU CMocobCTBYET paHHEMY BbISB/IEHUIO CY-
YKEHUS NepUDEPNYECKUX FPaHULL MOsIS 3PEHNS CHavas1a C HYDKHE—HOCOBOLA
cTopoHsl - KamMbIMMeTpus 06Hapy>KMBaeT M napaleHTpasibHble CKOTOMbI,
YBE/IMYEHVE CIeMoro MsTHA, CBSA3aHHOIO C MepunanuiIspHbIM 0TEKOM.
PaHO CcHwkaeTca TemHoBas afanTaums. OCOGeHHO BadKHOe 3HaudeHue
VUMEET CyTo4YHasi TOHOMETPUS; MpU F/laykome 6Gosiee BbICOKME LGpbI
BHYTPUI/1a3HOI0 JaBSIEHNs — YTpOM A0 MofAbemMa U OTKPbITUS [/las.
B cOMHUTENbHBIX Cny4vasx onpeaesieHne 3/1aCTOKPUBOIA, MpUMEHeHVe
Harpy3o4HbIX 1 Pa3rpy304HbIX NPo6 MM )raloT B MOCTaHOBKE /AMarHo3a.

NeuvyeHne. Bonpoc 0 fieY4eHUM T/1ayKOMbl B KaXA0M Crlydae
3aBUCUT OT ee (hopMbl, CTEMEeHW KOMMEeHCaumMmM 1 COCTOSHUA 3pUTeSTbHbIX
PyHKUMIA. T1aBHOIA 331a4elA ABMISIETCA CHYDKEHVE U CTOLAKas HopMasiv-
3aUms BHYTPUI/1a3HOr0 AaBrieHusi. HeoGxoaymo MpoBeAeHVe OGLLEIA Te»
panun, NpaBWibHbLIA peXXnM B Tpyae 1 6bITy, cobnofeHvie aveTbl. MeCTHO
MPMMEHSITCA B BUOE UHCTWUILMIA XOIMHOMUMETUYECKME  (MIoKap—
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teffi 1 Ap.) 1 aHTVXo/MHACTEpasHble ((hocdakon, POCRP"™ Jr.
nanatbl [lpy LWMPOKOM Yr/ie nepeaHein Kamepbl NpUMEHSIIOT >
TBOp afpeHa/MHa. [MokKasaHOo MpUMEHEHVe MHIMOUTOPOB YrosibHOA[ aH

rwTasbr Anakapba (Ouamokc, oHypuT), oudammnaa. CHUKEHUIO BHY
™ a3Hor M agaBneHns cnocobeTeyeT pesepnvH. [On1a cTumMynagw’3pu-
TeNbHbIX YHKUMIA NpoBOAAT BUTaMMHOTEpanmio, 0c06eHHO rpynnbl .
Mok”™aHa MpoTMBOCK/IEPOTUYECKas TePan?da: npeTapaT” nod”, MeTvo-

HUH  /IMNOKaVH. JIELMTVIH, BATaMMHbI E, C, B6& lpn octpom
rraykombl ARESKAS BEEXG MMEHRIOT Mpp G AP MEoEShaT UdPes

Kaxaple 30 munyT. HazHauyaloT 0TB/IEKaloLLYyo Tepanuio B BAAE FOpsumx
H ™ X sanw, NUABOK Ha 06/1aCTb BMCKA M FOPUMUHMKOB Ha 3aTbUIOK
Hapsagy ¢ 3TvMmM cpeacTBaMM HasHadaloT Avakapb (hoHypuT, AvamoK ).
ans AErMapaTaumy Has3HaualoT cosieBble CrlabUTe bHbIE, BHYTPUBEHHL €

Y N

0"NE % r.ymomiin »P«

HOBbIX MyTeiA 0TToKa KaMEpHOA B/larv — MpUAIKTOMUS eKsien

np°-
B°AAMporHo3 np/paHHeiA AMarHOCTUKE W CBOEBPEMEHHO HaYaTOM Jieye—

LW rMMKOrWliOBAA BOJMTE3Hb  (rauvkoreHosbl), AvKoreHosbl —

rpyn”"™ neBaHWiA YyrnesofgHoro néMeHa -pakTepus,,

KOMJIEHWEM F/IMKOreHa B pas/iMuHbiX TKaHsx. B 1910 r. Lereyoumei

A uni > cU nakTepuayLlca HeloCTaTKOM WN OTCYTCTBUEM (hep

yBesinyeHa, NnJoTHasa Ha owyrb. 7

HOM, TI/IHOKaroHoM, raslaKTo30IA.



BTopasa dopma rnukoreHosa (60s1e3Hb [MoMne, MAMONMATUYECKMIA
reHepasi3oBaHHbLILA T/INKOFEHOB) XapaKTepu3yeTcsl 3a4ePKKOA [/INKO-
reHa B JIN30COMaX; M/IMKOreH He PACLLEN/IAETCA ns-3a OTCYTCTBUA Kucnoia
MasibTasbl. CYMMTOMbI 3a60/1€BaHNSA MOAB/IAOTCA MOC/IE POXAEHUA W,
uyepes HECKOSIbKO Hefesb. [eTn anaTuyHbl, MJ10X0 eddAT, OTMedaeTcs
YyacTas pBoTa. PaHO pa3BuBaeTCA rernaroMerasivia. Begyuwnum.CUMITTOMOM
| KIMHWKE senseTca MOPaXEHWE cepaua, JIerkMX WU HEPBHOMA CUCTEMbI.
Cepaue yBeMUeHo B pasmMepax, HabmogaeTces oabIka v MMTepMuTTUp>10
TIA MMaHo3 YacTbl MOBTOPHbIe GPOHXUTLI, aTesieKTasbl, aocnasieHus
nerkvx. MbILLEYHbIA TOHYC Pe3K0 CHWKEH, BC/IeACTBME Yero 3abosieBaHme
MOXET npuobpeTaTb MsionaTudeckue uepTbl. Ha® 9R1 c"c®Ba
Taxmkapaus, MobllleHVe 3y6ua P, oTpuuaTenbHbIdA 3y6el, 1, Bbicax
B ran [pu mccnenoBaHNN B CbIBOPOTKE KPOBU HaxoOAaT yBeSMyeHvie
MOYEBOIA KUC/0TbI, F/II0TaMULLILIABE/IEBOYKCYCHOM TpaHcaMnHas3bl N arb—

nosiasbl B MbILWLIAX U MeYeHn AeyuyT anbga—1,4- ravko3naassl. Mpobbl
FMIOKKIroHoTraApeHasIMHOM He M3MeHeHbl. 3T0, TWUM F/IMKOreHoBoM

6I'ITI‘p‘~IHI/I MOOrHOCTMYECKN Haunbosee He6l'|ar0I'Ipl/I$|THbII7I.

TpeTbsA GopMa r/IMKOreHo3a (MMMUTAEKCTPUMHO3) XapakKTepusyeTcs
OTCYTCTBMEM aMWJ10-1,6-r/1I0K031Aa3bl B MeYEHN N MbllILAaX WUAN TO/bKO
B rneyeHn. PacwensieHne rsinKoreHa pAoxoAuT A0 JIMMUTAEKCTPUHOB,
KOTOpble 3a/epXnBalTCcsa B MOpaXXeHHbIX TKaHAX NeyeHuU, cepala U cKe-
NeTHbIX M bl W * pa3BnBaeTCA B MepBble Mecslbl XWU3HWN
pe6eHka MbILLbI FrMMOTOHUYHBI, MHOrAa C HEPAaBHOMEPHOMA runepTpo
| " MopaxXxeHune cepaua "«amMmaeTc

, ' , MbIWEYHbIX Fpynnm.
runepTpodueii, HapylweHUeM MpPOBOAUMOCTU, CEPAEYHOIA AeKoMMeHca

Li/e/narHo3 noATBEpKOAETCH C MOMOLLLIO [/IHOKArOHOBOMA W aapeHaso-
BOA Npo6; 6moncma neyeHV yCTaHaBMMBaeT OTCYTCTBME aMwWio-1,6-r/io—-

KO3HeTBepTasaghopMma rnukoreHosa (gUddysHbIiA rIMKOreHo3 ¢ LUppo-
30M neyeHn, AHAepcoHa 60s1e3Hb) o06ycioB/IeHa

HeAo0CTaTOYHOCTbIO
thepmeHTa amwuso-1,4— 1,6 -TpaHCr/l0Ko3naasbl.

BcrieactBue aToro CuH-
, *TC? TJZINKOTeH ¢ HE6O0NbLWMM YUC/IOM TOYeK pasBeTBJ/IEHUNA, NO-

XOXXWNIA Ha aMUI0MEKTUH, MO3TOMY 3abosieBaHMe 4acTO Ha3blBaeTCA aMHJ10—
n™osom “ FINKOreH He pacliensisieTcs U HakKan/imBaeTca B KJeT-
kax. [aHHas (opma BCTpeyaeTcss o4eHb peAko. Begylwmnid npusH

LUMP MaTaldopMa rnmkoreHoBoiA 6one3Hu (6one3Hb Mak Apans) o6-
ycnoB/ieHa OTCcyTcTBMEM Mwuodochopmnnasbl. AKTUBHOCTb MNeyeHo* *
octhopnnasbl He M3MeHeHa. B neyeHM He MPOUCXOAUT OT/I0OXKEHUA TNN-
KoreHe- Mo03ToMYy Harpyska afpeHasIMHOM U F/1l0KaroHoMm JaeT HopMaslb~
,..,Wl ApaKHWio XapaKTepu3yeTcss FMMNOTOHMEN MbIWL, U UX ,Sa3MaMu,
HacTynawwnmMm npn PU3INYeCcKUX ycunumax. bblcTpo Bo3HMKaeT yTomsie-

Mpub wecToii GopMe rNMKOreHoBoiA 60/1€3HU (FJIMKOTEHO3 MeyYeHn)
CHMXEeHa aKTUMBHOCTb renatodochopusiadbl. | TMKOreH rnevyeHn Hb P
wennseTcs. AKTUBHOCTb Muogocdhopursiasbl Npyu 3TOM TUMNE HE U3MEHb
B CBSI3M C YEM Harpy3ka afpeHasiMHOM AaeT HOpMasibHY FMAeprinkemMum-
YecKylo peakuuto [nwoKaroH febicTByeT To/IbKO Ha dochopusiasy ne-
YEeHMNO03TOMY Mpo6a C HMM fJaeT MaTO/IOFNYECKYH T[/IMKEMUYECKYH
peakumio. NeYeHb orpomHbIX pa3mepos. [leTu oTCTaT B pocTe, MOHVKE.

HOro nuTaHuAa 4 b H bl Izl 4AnarHOoO3 ranmKoreHosa y Ho-

BOPOXAEHHbIX HeobXo4MMO MNPOBOAUTb C BPOXAEHHBIMU CUPUINCOM
TOKCOM/1a3M030M, uUuUTOoMeranuneun, Yy 6osiee cTapwmnx fgeteid ¢ 60/1e3HbIO
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lMowe, HumaHa — lMuyka, rMNepTPoPUYECKNM CeMeELHbIM CTeaTo30M Me-
YeHW, OMNyXOsIAMUN MEYEHW.

NeuveHuve. Cneunduyeckoro siedeHns HeT. [peonpuHUMaeTCS
1crosb3oBaHMe LEesoro psaa nperapaTtoB € Mesbio CHU3UTL  3anacbl
r/IMKOreHa B MeYeHn M TKaHax. OAHaKo MornbiTKU MNPUMEHSATb 415 Jie-
YeHUs amwuiasy, ropMOHbl MepeaHelA AonmM runounsa, agpeHasiviH, ro-
JI0Bble TOPMOHbI, TUPEOUAMHE 3KCTPaKTbl U Ap. OKasbIBalTCA Masioad-
(beKTVBHBLLLM.  JleyeHWe  [/IIOKOrOHOM  BbBbIBaET — KPaTKOBpPEMeHHoe
ynydweHve. TpuHATME XeNuHbIX COSeiA, XO/IMHH U JINMOKamHa OKasbl-
BaeT B/IMSHME Ha KET03 B TeX C/ly4yasix, Korga B reyeHn 0aHOBpPEMEHHO
HaKan MBalTCA F/IMKOreH W >Xupbl. OCHOBHbIM BWAOM JIEHEHUS Mpu
BCEX TWUMax rJIMKOTEHO3a cuMTaeTca [JueTa, boratas yr/esogaMm u
6esikamn, HO 6eAHas Xupamn. B aeHb 60/bHOA O0/DKeH nosyyunTs 1,51
XXupa Ha 1 Kr Beca Mnpy COOTHOLLEHWW >XnposB W1 yrnesogos 1:3. Ko-
SMYeCcTBO 6Genika B [yeTe [O0/DKHO cocTaB/iATb 15%. PekomeHayeTcs
KOPMUTb [ETEIA Yallle U AaKe HO' blo, TaK KaK [0MOSIHUTESIbHO BBOAW-
Mast nmwia (Msico U xneb) Mo3BOSISIET U36eXKaTb 3HaYUTE bHLIX Kosleba-
HAA B KOHUEHTpaumm caxapa KpoBu. [lpu siedeHn HOBOPOXKAEHHbIX
Heo6XoAMMO  MpaBWIbHOE MpoBeAeHVe pervapaTaunu n 6opbby C
rvnor/ivkemveld  (noacnalleHHass BoAa,  M0/1ly06e3)KMPEHHOE  MOJIOKO).
Ana npogmnakTnki aupao3a  HasHavaloTCs yMepeHHble a03bl 61kap6o-
HaToB, NS CTUMyNnauMm pocTa HasHadalTcsd MeTWlaHapoCTeHABO,
Hepabonn n aAp. TporHo3 r/IMKOreHo30B Y HOBOPOXAEHHbIX [ETeid Kak
npaBuI0, HeOMAronPUSTHBLINA, Y CTapwmx [OETEIA 3aBUCUT 0T  (hOpMbl
3a60/1eBaHMA. Y HEKOTOpbIX 60/IbHbIX BO3MOXXHO CMOHTaHHOE YIly4-
LeHMEe COCTOAHUSA, 0COBGEHHO B Meprof, MosI0BOro Co3peBaHus.

FMMUUMHEMWA (FNNANHO3) — HacrieacTBeHHoe 3abosieBaHMe
0b6MeHa MULMHA, NMposiIBASETCS B ABYX BapuaHTax: FMLLLLEMAS C KETO-
BOM U FLHeMUst 6e3 KeTos3a. BrnepBble onvcaHa Childs ncotp. B 1961 r.
B TeueHvie nocsieayrowmx 7 JIeT NosBuAncb onncaHns 10 crydaes 3abone-
BaHUA. TuN Hac/eOoBaHWSA — ayTOCOMHO—PELIECCUMBHBIA. XapakKTep 3H-
3MMaTNYECKOro 6/10Ka MpU F/IMLUMHO3e €elle He YCTaHOBJIeH, MO3TOMy
naToreHe3 3ab0s1eBaHNSA OCTAETCA HEACHbIM. YCTaHOBJ/IEHO, YTO B Cly-
yasax rMLMHEMUN C KETO30M KETOreHHbIM BMSHMEM 06/1a0al0T 5 aMUHO-
KUCMOT: JIeMALWH, W30MEUMH, TPEOHWH, Ba/IMH U METUOHVH.

KnuHunka. B nepBble Yacbl Moc/ie poxxaeHWs NMosBASKOTCA yNop-
Has pBOTa, Aernaparaums, paccTpoiACTBa AbIXaHWs, aumaos, aueToHypuUs.
B ga/bHeillem anm3oabl pBOThI U Aeruaparauyn noBTOPSHOTCS, COMpo-
BOXAAACb  K/IOHWYECKUMW CyAoporamMu, [TV 3HaYUTesIbHO  OTCTaoT
B (PM3NYECKOM U MNCUXOMOTOPHOM pa3BUTUW. B KpoBWM 06HapyXuBaroTCcs
TPOMOOLIMTOMNEHNA N HELATPONEHWS], HVBKWIA YPOBEHb Famma-robysHa.
CopepxaHune ravlpHa B niasmMe KpoBW, JSIMKBOpPE W MoYe 3HaYMNTesIbHO
MOBbILLEHO, B C/IyYasX rIMUYHEMUN C KETO30M Npoba Ha KETOHOBblE Tesia
B Mo4ye MOsIOKNTE TbHas.

AndpdhepeHymanbHbIA AMAarHO3 NPoOBOAAT C NWIO-
POCTEHO030M, Hac/ieACTBEHHbIMU AeeKTamm O6MocMHTEe3a KOPTMKOCTEpou-
0B, MOC/eACTBMSMU POAOBOLA TpaBMbl.

NeuveHwne. [Mpn pasBATUM IKCUKO3a — pervapaTaumoHHas Tepa-
nua (KanesnbHoe BHYTPVBEHHOE BBEAEHVE [J/IHK030-COSIEBbIX PacTBOpPOB
1 bmkapboHaTa HaTpus). OrpaHuyeHve 6enka B gnete ao 0,5 r/kr ¢ po-
6aB/ieHVEM aMMHOKUCIOT, He O0KasbIBaloLMX TOKCMYECKOrO BJINSIHUSA,
B OCOGEHHOCTW F/IHOTAMUHOBOIA.

MporHo3 npu OTCYTCTBUM AMeToTepanmM HebaronpusTHbIA.

rNyxXoTbl N YACTUNYHOIO AJIbBUHU3MA BPO)K,EI,EHHbII/l
CVHAPOM (BaapaeHbypra — KretiHa cuHapom). 3a6o”epaHLie oLpcaHo
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toaardenburz n Klein B 1950—1951rr. HacreayeTca Mo ayToCOMHO-
MOMVMHAHTHOMY TUMY C BbICOKOIA MEHETPaHTHOCTLID MyTaHTHOr0 reHa.
XapakTepusyeTca BPOXAEHHOM TFJ/IyXOoTOM WM TYroyxocTbio, 06ycrioB-
LieHHoA Y 10payKeHEMPBHY TPEHHEN 0 yXa, HEMOTOIA B COHETaHUM C GefbIMA
npsagasMn 6on 00 MO CPEAHEIA NINHA GAIbKe KO Sy, TacuraHou

HO» reTeooXpoMME Paay>KHOLA 060/104KM C UX FUMoriasven. bosibHbie
MasIEHbKOI0 pocTa C M3MeHeHHoIA iopMoiAa ucpena— Habnopgaorcs A A
rnauns KocTeid N CycTaBOB, MHOXECTBEHHble (MOpoMbl, [A0&aBOYHAsA
yLIHas pakoBMHa HeBeako BbISBAAOTCA MMNepTesiopy3M C aHOMasINAMIN
cnesHbIX Tovek 61etapotmos. OTMEeUAtOTCA F/layKoMa, FUMonmMrveHTa—
am «TKWN, MUKpohTaibMUA. 3abonieBaHve criegyeT auddepeHLmpo-
BaTb OT APYruX JIMLUEBbLIX AUCIVIA3NIA.

ASAVELIE GARB T8 nerosa, nATBRDMIUEEKSH
JIOMKOCTWN KOCTEW CUHAPOM (BaH pgep XeBe cuHgpom). lan der
HoeTe B 1916—1917 rr. onucas 3abosieBaHve, BK/IQYaroLLee” Tpuagy
CUMMTOMOB: r0/1y6ble CK/iEpPbI, MOBbILLEHHYHO JIOMKOCTb
yXxocTb CMHAPOM roybbIX CK/ep OTHOCUTCS K Fpynre KOnCcTUTYyL,
Ha/TbHbIX OCOOEHHOCTEIA COEaNHUTESTbHOLA TO-
YKECTBEHHbIMM FeHHbIMM AeekTamn. lactotaBn Y “L eB 3abore-
60 000 popoB. lMony6ble CKepbl BeTpevatoTed B 60;0Mmy4vaBB  3a0on
bbbl Tun HacnefoBaHWA — ayTOCOMHO-OO0MUHAaHTHbIV. [pu ruCTo,,,..
rMYecKOM MCCr1eO0BaHNN 06HapYXXMBalOTCA VBMer W Aa
M KOJUIareHoBbIX BOJIOKOH. [MPUUMHOLA M3MEHEHUSI OKpacku ««“«P
NATCA UCTOHYEBLLE M MOBbIWEHHAA npo3padyHocTb ¢ p , P Y
Tare Yero npocBeyvvBaeT cocyamcTas 060/104Ka.

K nunHU K a. CaMbiM MOCTOAHHBIM U OTHET/MBBLIM CUMITTOMOM 5B
nsetca CBOeoOpa3Hasa cepoBaTO—CUHAS okpacy CKaearpatwasacs
" nmkneHvp B Hopme V HOBOPOXAEHHbLIX ObIBaET I0/1y00B«..a5 OKpPacKy
CK/len LW 3alas ¢ TOHKOCTbIO 3T0IA 060/104KM U NPOCBEUMBAHNEM Yepes
Hr™ @' m«™ ji 060g0vkn. K6 un= «4 & S E
MOCTErNeHHO 1cYe3aeT U OHW CTaHOBATCA Y 340p ,( MNOTOKCOHOM
MU. CUHME CK/IEpbl COYETAOTCA C KepaTorjio6ycomMm " pToToNHON
MerasioKopHea, MOMYTHEHUAMW POroBuLLbl MO TUHY NATY An
umn. B cBeTe LLEMeBoIA SlaMnbl POroBuLa TOHbLLE, YeM B HOPME,

CK/epbl ObIBAOT MO/THOCTBLIO FO/TYObIMK, YacTb ’ MOnbH' 13-
npuierawowas K porosuue,— 6en1as n HocuT Haz'Bd 5
TypHa». Peflko B COMETAHUW C roslydbIiMM CK/lepamMn BCTpeYaeTcs 3K 0
nMa xpycTasnivka. Pedpakums daule rurnepmeTponuyeckas. MocTosAHHO
O0TMEYaloTCH MepesioMbl KOCTELA BC/ieACTBME HapyTeLwsAanpoL,eccoBoc
CH(MKaLUUM 1 BbIBUXM M3-3a C/1ab0CTK CBSA304HOro ~ aP3a aof ™1C* OB
pas/iNyHble  K/IMHWYECKWE BapuaHTbl cuHApoMa Tpruaga’MMnTOMOB
BCTMNeYaeTca B Y, cyyaeB. NepesioMbl MOMYT UMETb MECTO YXKe Npu poXK
OeHUT pebeHKe, 4YacTo MOSIBASETCA Bsonace. M03OHEM MepnageMHApoOM
«CTEK/IIHHOIO YesioBeEKa»), coveTascb, Kak nPa “/ ’
pamn. OCOBEHHOCTbHO MEPESIOMOB SBNISIETCA HEPEBKO
NE3HEHHOCTb. Y 00% 60/1bHbIX HAX0AAT
VCTOHYeHeM 6apabaHHOIA nepenoHka (ronybas P MoXeT NMETL
BbIBVXOM W HEMpaBWIbHbIM Pa3BUTNEMAYXOBbIXKOCTOUEK. MOXET UMETH

MECTO FeMOpparI/ILIECKI/IP'I CHAOPOM, 00YC/10BS1E:HH
CTUYEeCKMNX BOJIOKOH COCy10B.

Bolr,akeHHas 60-

™nep ¢ KOXK—
apraHT cCUHApPoOMa rosyobIXcKriepc K A

HbIMW W3MEHEHUAMU, XapakTepusywowmmuc P P [THIBIHOro 3epHa
ramy Ha KoX<e cepoBaTo-CMHEBATOro LigeTtapasmepom MP* A™ 0
[0 KOMeeuyHo A MOHETbI C MpocBevMBaloLLMMmsAcH ™

BaeTcA cuHapoMom bBriereega  XeTaycoHa.



ABMIAETCA NX pacrnosiokeHne Hke ypoBHA Koxu Bcrieactsue JereHepa-
UMM 3/1aCTUYECKNX BOJSIOKOH. TeueHve 3abosneBaHWS MeasieHHoe, Mpo-
rpeccvipytoee, 60/bHble O0XMBAOT A0 3pesioro BospacTa.

Jl eyeH Ve CUMNTOMATUYECKOE.

FOMOUUNCTUHYPUNA — 3aboneBaHne obmeHa aMMHOKWUCIOT, e-
HOTMNMYECKN cxofHoe ¢ 60ne3Hblo MapdaHa, Bnepsble onuvcaHo Field
1 coTp. B 1962 r.; go 1968 r. B mTepaType 6bU10 1M3BecTHO 80 Haboae-
HUIA FOMOLHCTUHYPUK, YTO MO3BOSISET OTHECTU €e K KaTeropum 0THOCU-
Te/IbHO 4YacTbIX HAaC/eACTBEHHbIX aHOMasmiA obmeHa. Twn Hac/efoBa-
HUA — ayTOEOMHO-PELIECCMBHBILA. Pa3BUTHE 60/1e3HN CBA3aHO C 3H3MMa-
TUYECKNM O/I0KOM B 06MeHe MeTUOHMHA. ToMouMCTUH o6pasyeTcs B pe-
3y/ibTaTe OTLWUEN/IEHNS METAIbHOA rpynMbl OT MOJIEKY/1bl METMOHUHA
1 06bI4HO KOHAEHCUPYETCSA C MOJIEKY/IOM cepuHa, NpeBpaLlasch B LMCTa—
TUOHWH. Peakuus KOHAEHcaUMM KOHTPO/MpyeTcs hepMeHTOM LIKCTaTMo—
HWHCUHTETAa30iA. HeaocTaToOuHOCTbL 3TOro  (hepMeHTa  COMnpoBOXAAETCSA
passuTVeM 6/10ka B 0OMeHe METMOHWHA N HaKOrMsJieHWeM roMOLMCTUHA
B TKaHsX. OcOGeHHO pe3Ko Mpy 3TOM CTpagaeT 06MeH CoeaMHUTESTbHOLA
TKaHW, B YaCTHOCTM HapyLlaeTcs CUHTE3 KUC/bIX MYKOMosimcaxapuaos
(r/IMKO3aMWHI SIIKAHOB),

KnnHunka. OTMeYaeTCs BbICOKMIA POCT 6OMbHbLIX, [/MHHbIE
KOHEYHOCTW, apaxHoAaKTWUMnSA, KU(OCKOIMO03, Aedopmauuns  rpyaHoia
K/IETKW, NJI0CKOCTOMNME. XapakTepHbl Ha/in4yve BbiBMxa (WM MnoABbIBu1Xa)
XPYCT&/IMKOB [/la3, MMUOMWSA, WHOrAa KaTapakTbl, rfaykoma. MoryT
HabNaaTLCS TesleaHrnskTasun. Co CTOPOHbI CepAeyHO-COCYAUCTOIA CU-
CTeMbl HEpPeAKN TPOMO6O03bl, KOTOpble MOFYT C/AYXWUTb MPUYMHOIA Trbenm
60/IbHBIX. Y HEKOTOPbIX 60/IbHbIX 06HAPY>KMBAETCH CHYDKEHME UHTESUIEK-
Ta. B KpoBUW, INKBOpPe U MoYe 60sIbHbIX 0O6HapY)XXMBAETCHA MOBbILLEHHOE
cofepXaHne MeTUOHMHA M FOMOLMCTUHA (XpomaTorpadnyecKumMm MeTo-
Jamu). SKCrpecc-TeCT € LaHUA-HUTPOMPYCCUAOM Ha MPUCYTCTBUE Cepy—
coAepXallmx aMUHOKMCIOT B MOYe MOSIOKUTESIEH.

NNeyeHMe nNPoBOAAT AVETOIA, 000ralLleHHOMA LIMCTUHOM, HO C Or-
paHu4eHVeM MeTUOHMHA. CyTO4YHOe BblaerfieHvie nocsieaHero B [o3e 0
200 Mr/kr obecriedvBaeT HOpMasibHOe pasBuUTME 60/1bHbIX. [osTyyeHbl
TakKe YA0B/IETBOPUTESIbHbIE pPe3y/lbTaTbl OT JIeUeHUS HUPULAOKCUHOM.
MporHo3 B OCHOBHOM OMNPeAesifAeTcs THKECTLIO COCYANCTbIX HapyLLEHWIA.

MOLWE BONE3Hb (uepebpo3naoc3). 3aboneBaHme onvcaHo Gaucher
B 1882 r. MpeacTaBniseT 0cobyo hopmMy BHYTPUKIETOHHBLIX JINMONA030B,
XapaKTepU3yHLLYOCA HaKoMsIeHEM LLepebpo3naoB B KIeTKaxX peTUKy 10—
SHAOTE/MA/TBHOM CUCTEMbI. B MMPOBOIA SiTepaType HacuMTbiBaeTcs 6osiee
200 HabrtogeHnia 6one3Hn Mowe. HacnegyeTcs MpenMyLLECTBEHHO MO
ayTOCOMHO—PELLECCMBHOMY TUMY, BO3MOXKEH Takoke ayTOCOMHO-AOMMHaHT—
HbIA TUN HacneaoBaHus. [1aTosioroaHaTOMUYECcKU Hamborsiee Tsxesble
M3MEHEHVS BbISBIAIOTCA B cesle3eHke. Cesie3eHKa pesko YBesIM4eHa,
M0THasA, Ha cpe3ax BUAHO MHOXECTBO >Ke/TTbIX MATHbILEK, HEKPOTU-
YECKMX M KaBEPHO3HbIX 0YaXKOB. B eNnTbIX MATHbIWKaX NpU MUKPO-
CKOMUW BbIABIAIOTCA KETKN [OWe: KpyrHble, UMEIoWMe KPYry wim
0BOVAHYHO (hopMy, C G/IEOHOIA CETUATOA MPOTOrUI1a3MOIA, JWILLEHHOIA Ba-
KyOrieid. A4p0 KIETOK COAEPKUT HebOsbLLIoe KO/INYECTBO XpoOMaTuHa.
KneTkn owe npeacTaBnsoT PeTUKY/ISPHble KIETKA U TUCTVOLUTBI,
B KOTOpPbIX HaKanvBaeTcs Lepebpo3ng KepasnH. OO6HapyXuBaroTcs
3HauMTE bHbIE KOSIMYECTBA remMocaeprHa B KieTkax olwle n sHaotenmn
COCYZ10B. AHa/1I0TMYHbIE M3MEHEHWS UMEIOTCA B MEeYeHW, 3HaYUTesIbHO
YBESIMHEHHOIA 1 MOTEPSIBLLELA CBOKO A0/bYATYHO CTPYKTYpY. KreTkm Mowe
CKansimBatoTCcs B 0CHOBHOM B OKO0/1030/1b4aTbIX MPOCTPAHCTBAaX U B LIEHTpe
LoneK. YBENMUMBAOTCA JSIMM(aTUYECKME Y3/lbl CPeAO0CTEHNS N GproLL—
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boi/A HeslocTW, Ha paspese SIMMBATUYECKMX Y3/10B OTMEYAKOTCS KeSTTbie
MATHBILLKA, coAepXalliMe KMeTKM owe. B KOCTHOM Mo3re, JIerkux, Mmou-
Kax M HEeKOTOpbIX APYrvX OpraHax Takoke 0GHAapY>XMBAOTCH KIETKU

M Wnpu 6051€3HM owe B XUMUYECKOMA CTPYKTYype Lepebpo3naos a0
90% Y r/IeBOAHOIO kom noHewTa COCTAB/IAET M/1HOKO03a U NILLIb 0K0s10 10 K
raslakTosa, YTo MOXET CBUAETE IbCTBOBATL 0 HEAOCTATOYHOCTU (hepMeHT-
HbIX CUCTEM, OTBETCTBEHHbLIX 3@ BK/IOYEHME Fa/1aKTo3bl B MOSIEKY/1Y Lie-
pebpo3naoB. HopMasibHbIA 06MeH Lepebpo3naoB HapyLlaeTcs, YTo Npu-
BOAUT K UX MOBbILLEHHOMY OT/1I0KEHWUIO B Pa3/IMYHbIX OpraHax 1 TKaHsaX.

KnnHnyeckmn pasnmyaioT gge hopMbl 60/1e3HM oLe: nHdaH-
TUNBbHYIO M XpoHMYecKyto. VHdaHTubHaA dopma pasBmBaeTcsa y LETei
B BO3pacTe 0Ko0J10 6 MecaueB. OBHapyXMBaeTCcs reraTocruieHoMer aivis,
334 epXKKa NCUXomn3NYEecKoro pasBuTUs, pasHoobpasHas HeBposiornye-
CKasi CMMMTOMATUKA: MOBbILLEHNE TOHYCA MbILLL, MPUBOASLLEE B MO3AHMX
CcTagusix 60/1e3HN K OMUCTOTOHYCY, KJTOHMKO-TOHUYECKME CYy/0poru,
TpU3M. YacTo 0TMeuatoTcs remopparuyeckue SiB/IeHVS: HOCOBble U KU-
LeYHble KPOBOTEYEHUS, FeMopparMm Ha KOXe; pa3BMBaeTCH XPOHU
CKas [AbIxaTeflbHas He[oCcTaTouHOCTb. JleTaslbHbIA MCX0n, HacTyrnaeT
cnycTta 1—2 roga oT Hadana 3abosieBaHus. WHgaHTUAbHasA dopma 60-
nesHn lowe Hac/edyeTca Mo ayTOCOMHO-peLeccMBHOMY Tury, XpoHW-
ueckas hopwma OTMEYaeTCA Y JeTelA 60iee cTapLuero Bo3pacTa M B3poCsibIX.
OCHOBHbIMW CUMITOMaMU ABASKOTCA YMEPEHHAs CriJieHOMerasivs, UHoraa
W yBENIMYEHME MeYeHW, KPOBOU3STUAHUA B KOXY U C/MBUCTbIe 060/1BUKS,
napesbl KOHEYHOCTEIA LIEHTPasIbHOI0 XapakTepa, M3MEHeHUs B KOCTSX,
aHemus. Mpy XpoHW4YeckoiA opme 6os1e3HM MoLue obLLee CoCTosIHME 60/1b-
HbIX MOXET CyLLEeCTBEHHO He MeHATbCS. Hepeako HabnopaloTes pemuc-
cUK, TeyeHve Mef/ieHHoe. BonesHb MpoAo/PKaeTcs MHOM0 ST, fleTaslb-
HbIA 1UCX0A, 00YC/I0B/INBAETCA UHTEPKYPPEHTHBIMU 3a60/1eBaHUAMN, Ty-
6epkyne3om. HacnenyeTcs XpoHMYecKas opma rno ayTocoMBO—-A0MUHaHT—
HoMy Tuny. [ononHUTeNbHbIE 1Ucc/efoBaHWA Npu 60/1e3HN [owe ycTa-
HaBMBAIOT rMMOXPOMHYIO aHEMUIO, YBETMUNBALOLLLYHOCA MO Mepe TeyeHUs
60/1€3HN, JIEAKOMNEHVIO N TPOMOOLHTOMNEHWIO. PYHKLMOHa/IbHble Mpobbl
rneyeHn M3MEHEHNIA He 06HapY>XMBatoT. TUMNYHBIM NPU3HAKOM 60/1E3HN
AB/IAETCA HA/IMUME KIETOK MoLle B KOCTHOM Me3re 1 cesieseHke. b niasve
KpPOBU Yy psfa 60/bHbIX YA3eTCA Onpeas/MThb MOBbILLEHHOE KOSIMYECTBO
Llepebpo3naoB. PeHTreHoSIorMyeckn B TPY6UaTbIX KOCTSAK BbISBIAKOTCA
0CTEeOonopo3, aTpomsa KOPpTUKa/IbHOrO €105, Ha/mune KuCT. 1laero no-
pPaXKaTCA HWKHASA YestocTb, (haslaHrm pyK U HOT; HepeaKM M3MeHeHWs
B 6edpeHHbIX cycTaBax (SB/leHVs apTpuTa).

nmhdpepeHUMarbHbIA AUarHO 3NPOBOAAT C 60/1E3HBIO
Humana — Muka, eiikosamn, Ty6epKysie3HbIM KOKCUTOM, OCTpbIiA
M XPOHUYECKMM 0CTEOMUESTUTOM. [MpaBW/IbHBLILA AMarHo3 BO3MOXEH not-+He
BCECTOPOHHEro 06c/efoBaHNs 60/1bHOr0, U3YYeHUs OUHAMUKWU 60/1e3HU
1 06Hapy>XXeHus KIeToK [olue.

Nl edyeHne NPUMEHSIOT MepesiMBaHVE KPOBMW, MpenapaTbl ke-
nesa, (ofmMeBOIA KUCMOTbI, CUMMTOMAaTUYECKME CpeacTBa. B HEKoTopbIX
cNny4asx nokasaHa peHTreHoTepanus. ViMetoTes daHHble 06 yyulleHun
COCTOAHUA 60/1bHBLIX MOC/1E Cr/IEHIKTOMMK. MporHo3 HebaronpUATHLILA,
0COGEHHO MpUY MHPaHTWILHOMA (hopme. B ceMbsix, rag umMeroTost mua ¢ 6o-
ne3Hbo Mowe, LenecoobpasHo BO3AepXKMBaTLCA OT [eTopokaeHWs

FPAHY NOUNTOB AOEPHAA ACBIrMEHTALIA (AHOMANNA
LUTOOAMEWNCTEPA). OnuncaHa B 1936 r. Stodmeister npu nenbrepoB-
CKO aHOMa/IN JIEIKOLIMTOB, HO MOXKET BCTPEYHaThbCA M CAMOCTOATESIbHO.
AHOMaINA BCTPEYaeTcs pefko W CBf3aHa CO CB0eobpasHbIM Hapylue-
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ftftek rpAHynoumuTOb, KOTOpble MpeAcTaB/ieHbl UCKIUUTENBHO KpyriAa-
AAepHbIMK (hopMamMun. Aapa B KeTkax LLToameriAcTepa XapaKTepusyoTces
MeHee BbIPKEHHOA KOHAEHCaLVeiA XpoMaTuHa, OyxToo6pasHOLA BbEM-
KO 1 CBOE06pa3HOIA 6axpoMuaToCTbiO, COCTOSLLEIA U3 HEXHbIX XpoMa-—
TUHOBbIX HATEA, BbICTYMAOLLMX U3 OCHOBHOIO SEPHOro Maccmsa B LIMTO-
nnasmy. OnucaHHble M3MEHEHVSI KacaloTcA KakK HelATpowioB, Tak W
BO3NHO(W/I0B. CO CTOPOHbI 3PUTPOMAHOINO WM  MerakapmoLMTapHOro
POCTKOB KPOBETBOPEHUS OTK/IOHEHUIA OT HOPMbI HET.

Jl edyeHUA He TpebyeTca. MporHo3 6/1aronpuATHLIA.

PE®E — CbEMPEHA CMHOPOM. 3a6oneBaHue onwucaHo Gru-
efe n bjogren B 1950 r. HacneayeTcs Mo ayTOCOMHO—PELLECCMBHOMY TUMY.

KNnnHunyeckun xapaKTepmsyeTcs 3aflepkKKOiA  (N3MYECKOro
pasBuUTUSA, 0NIMropeHEA, LWM30peHoNoA00HbIM CUHAPOMOM. BosbHbIE,
KakK rpasw/io, MasleHbKOro pocTa ¢ MUKpoLedasibHbIM Yeperiom, CTombl
OedopMmpoBaHbl, 0TMEYaOTCA WUCKPUB/IEHMS MO3BOHOYHWKA. HeBposio-
rmyeckas CUMMTOMAaTUKa BK/IOHAET MOIKEUKOBYIO aTakCuio, FyxoTy
WM TyroyxocTb, HMCTarm. lNpu ohTasibMosIorMyeckoM 1ccriefoBaHm —
MANVEHTHBLIA PETUHUT, OC/IOKHEHHBLIIA KaTapaKToIA.

AnddepeHumanbHbIA AMarHOoO3 cregyeT NpoBOAUTb
C cuHgpomamn Bepa, MapuHecko — CberpeHa, CberpeHa — JlapcoHa,
6051e3HLI0 Mbepa Mapy 1 rpynrnoiA Hac/IeACTBEHHbIX aTakCUiA.

N1 >4yeHune cUMNTOMATUYECKOE.

PYBEPA CWHOPOM. 3a6oneBaHue onucaHo Gruber B 1933T.
HacnenyeTcs Mo ayTOCOMHO—peLLeCCMBHOMY Turny. OTHOCUTCA K rpynrne
MOPOKOB pa3BUTUA Yepena, Mg U YesIocTU.

KAvHMYyecKN cuHOPOM MpOSBASETCS  FMNepTesiopusMoMm,
YIJIOLLEHVEM OpPOUT, 3K30(TasIbMOM, MOPOKaMU  pasBUTUS  JINLIEBOIO
CKeneTa, MYKPO—_ W aHaHUedasvelA, pe3Hoo6pasHbIMU MopoKamMn pas3Bu-
TWS MOYErosIoBOIA c1cTeMbl (pacLLernsieHne MOYeBoro Mny3bIps, MHOXKeCT-
BeHHble KUCTbI Mo4YeK, SANYHWKOB, 3nuUcnaams, runocnaams). YacTto
HabNAAI0TCA paclLensieHUs MO3BOHOYHMKA W CMIMHHOMO3I0BbIE PbDKN.

AvdpdhepeHyunanbHbIMA AuMarHO3 cfedyeT NpoBoauTb
C cMHApoMOM AnepTa M ApYrvMM CUMITOMaMM YeperiHo-/IMUEBOLA Auc-
naasun.

NleyeHVe cUMNTOMATUYECKOE.

ATPYMMbl KPOBW (reHetuka). pynnbl KPoBU OTKPbITbI B Havasie
XX Beka Landsteiner (1900, 1901) u Jansky (1907). Vx o603HayeHMe:
0, A, B n AB 6bu10 BBegeHo B 1910 r. Dungern u Hirzfeld. CornacHo
npeacTaBrieHVaM Bernstein (1924), rpynna KpoBW onpeaenseTcs napoia
MoNNasIIeSIbHbIX FEHOB, KaXKObIA U3 KOTOPbIX MOXET 6bMb B Tpex dop-
Max: A, B n 0. OTcyTcTBME OOHOMO U3 @HTUreHoB — A wim B — wim
OTCYTCTBME 060X COMPOBOXAAETCHA MOSB/IEHVEM B CbIBOPOTKE aHTUTE
K 3TuM aHTUreHam (a ufi). PebeHok HacreflyeT OT poauTenieid oavH r3
3 reHoB — A, B 1 0, KoTopble KOMOMHUPYHOTCA B 6 reHoTMMNoB (Tabn. 1).

Ta6bnuuya 1
FEHOTWUMbI, HACI'IE[J,YEMI:IE PEBEHKOM OT
POONTENEN
[OMO3UTOTHbIE [eTepo3nroTHble
eHoTUN 00, AA, BB BO, BO, AB
Fpynna kpoBu 0, A, B A, B, AB
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Mpwn 06cnenoBaHUM 0AHOIO YrleHa CeMbW TOYHOE onpefesieHne reHo—
TUMa HEBO3MOXXHO, TaK KaK FeHoTUN MOXeT Obimb AA, AO, bb, bu.
AHTUreH A HEOAHOpPoAEH W pa3desiseTcs Ha Ape Moarpynnbl A, v a 2.
TouHoe onpeaeneHe aHTUNEHHOMA CTPYKTYpbl (reHoTumna) o6crieayemoro
BO3MOXHO TOJIbKO MpU MUCCMIEA0BaHUM METOAOM TUTPOBaHWSA KPOBWU pog-—
CTBESIHVIKOB®

B pa3nnuHbIX cTpaHax pacrpegesnieHve rpynmn KpoBM HEOAMHaKOBO:
CCCP — rpynnbl kpoBun 0L — 33,7%, All — 37,5*, B — 20,9,%,
OB  79% (A. WN. PosaHoBa); CLUA: A — 91,39/6, -~ T?/0
B — 0,88, AB — 00 (Snyder, 1926); ®paHuua: 01—39—48%, All—
40—49% Bill—6—11%, AB...2—4%; YexocnoBakus: 01—21,»2%,
All — 48,25%, B—21,58%, AB — 8—35%.

HepaBHOMepHOe pacnpeesieHvie rpynn KpoBW Y pas3/iMyHbIX Hapo-
[0B WMCMOMb3yeTcs MNpu pa3paboTKe BOMPOCOB MOMYJSIALMOHHON NEbE-

" VBLischena onpefesieHHas Koppensauus mexay rpynnamMm Kposu
MU oTAeNbHbIMM 3abosieBaHMSAMU. Roberts (1957) nokasasi, 4YTO pakom
Xenyaka yalle 6071el0T SH0aW, UMEKOLLYIO Fpyrny KpoBu A; 3Ba XXesyaKa
vallle BCTpeYaeTcs cpefyn JrQOetA, OTHOCALLMXCA K Fpynne KpoBW Ui.

3pUTPOLIUT YesioBeKa XapaKTepusyeTcsl 3HaUUTesIbHbIM aHTUMEHHbIM
nonnmopduamMom, Tak, rMomMmmo aHTUreHos A 1 B, B 1927 r. Landstemer
n Levine 6bUM OTKPbITbl aHrUreHbl M, v 1 P. B 1939—1940 rr. 6bi1
OTKpPbIT aHTUreH pesyc — Rh (Landsteiner nWiener); B 1946 r.  aHTu-
reH Kesb (Kell) (K) (Coombs, Mourant, Race); B 1950 r. Jaddwn Duffy)
(Fy) (Cutbuch, Mollison, Parkin); B 1446 r. lbtonc (Lewis) (Le) (Mou-
rant) n T. o, B HacTosLee BpeMa HacunTbIiBaeTcA 60s1ee 100 pas3/INYHbIX
aHTUreHOB KPOBU 4esioBeKa, KOTopble pacripefesieHbl no 9 O0CHOBHbIM
cucTeMam rpynnoBbIX PakTopos (Tabn. 2).

Tabnuua 2
PA3NIVUYHBIE CUCTEMbI TPYMNMN KPOBW
C UX TEHETUYECKOW XAPAKTEPUCTUKON

O60o3HauveHue
reHoB

X, OgHa napa annesnbHbIX lenoB

ﬁgﬁ)ﬂm_ KennaHo Fx T

NioTepaH Lua Lub
P P
Kuag Nea X
., Tb
[xein Wa
PaiAT Wrb
Il. OgHa napa MoAvannenbHbIX ichob ABO ABH
I11. [lBe napbl annenbHbIX reHoB, K koTopbim | M f
Yy NAL, YepHOPA pacbl npucoeauHsalTcs ase NS
o He ( he
IV. Tpu (Mnn  4eTblpe) napbl MNoAVaNnesnbHbIX Hu t h
reHoB pesyc u u

PacnpepgeneHve pa3fiMuHbIX aHTUIEHOB [0BO/IbHO pa3HOO06pa3Hoe.
Y eBporieilgsB okoso 30% codepxaT aHTureH M, 20/0 N 1 ocTa/lbHble
MN, B To BpemMs Kak y MnanyacoB HoBOLA 'BUHEWN auTuren M UMEETCS
5 1,1%, 6 aHTUreH N coAepX1Tcs B KpoBu Gonee 83/ HaceneHus.



B CCCP aHTUreHbl M u N BCTpeyaroTca B C/1eAyHOLLMX COOTHOLLEHUSX:
M — 36%, N — 16%, MN — 48%.

CucTemMa pe3yc HacUMTbIBaeT G0JIbLLOE KO/IMYECTBO aHTUIEHOB, KO-
Topble B NnTepaType 0603Haval0TCA Mo ABYM cucTemMam — Mo BuHepy
n no duwepy — PelAcy.

O603HaueHVe pasHOBUOHOCTEIA pe3yc-(akTopa:

Mo BuHepy Mo duwepy — Peiicy
Rhn cbhe rh ede
Rfa: CDe rh' Cde
Rh" cDE rh" cdE
Rh* CDE rh'rh" CdE

OTMeYeHo pas/iMune B pacripefenieHnun pesyc-thakTopa B pas/ivu-
HbIX cTpaHax (Tabn. 3).

Tabnvua 3
PACMPEAENEHNE PE3YC-®AKTOPA B PA3J/INYHbIX
CTPAHAX
. Pesycnosio-  PesycoTpuua-

XUTesbHble, % TenbHble, %

CCCP 84 16
YexocnoBakusa 80,5-84,5 15,5-19,5
Monebwa 81 ;5—83 17-18,5
Apabbl (Mapokko) 73,33 26,67
SCKMMOChI 89-100 0-1
ViHaeriue! (B cpegHem) 90-98 2-10
KuTaiaubl, Koperiubl 99-100 0-1
SANOHUbI 98,5—100 0,05
ABcTpanuiiubl (abopureHbl) 100,0 0.00

AHTUreH K (Kell) BcTpevaeTca npuenvsnTenbHo y 10%. Mo paH-
HbiM M. A. ¥YmHoBOIA, B MockBe thakTop Kell 6611 06HapykeH y 7,8%,
a ero orcyTcTBUEe — Yy 92,2%. AHTUreH Jlbtonc (Lua) 6bu1 06Hapy>keH
y 13,6% un ero otcytcreBne — y 86,4% (CCCP), B CLLUA — cooTBeTCT-
BEHHO Yy 22,8 n 77,2%. Cuctema Adadum (Fy) pacnpefenseTrca cneayto-
WM 06pa3omM: y pycCcKmx aHTureH Odaddun o6HapyxeH y 74,53%, ero
OTC CTfye — vy 2547%; y UTaIbSHLEB — COOTBETCTBEHHO Yy 66,46

0.

YKasaHHble aHTUreHbI MepealoTcst Mo orpeaesieHHbIM 3aKOHOMEPHO-
CTAM HacrieoBaHUS M He 3aBUCAT OT BO3pacTa YesioBeka M rosa.

Kpome aTux aHTUreHoB, 6bUM OnuvcaHbl Apyrue, pacnpocTpaHeHue
KOTOPbIX VM3y4eHO elle HEeA0CTaToqHO. 310 — Batty (By); Becker
(Becker); Berrues (Be); Cavaliere (Ca); Chr; Goodfj. Levay; Vel
Ven; .ft, Dilgo (Di).

MpencTaBrseT vHTepec cucTema Xg, OTHocsLascs K MepBoiA cu-
CcTeme rpynnbl KPOBW, Hac/iefoBaHME KOTOPOLA CBSI3aHO C MOJSIOM; FeH,
Q6yc. 1)BMBaOWLM A aHTUreH Xg, J10Kasin3oBaH B X—XpPOMOCOME.

OTmeuyeHa CBSi3b HEKOTOPbIX Hac/ieACTBEHHbIX 3abosieBaHUEA C On-
pefenieHHbIMM rpynnamMu KpoBu. Tak, avnroumTo3 (0BaslouMTo3) 3pu-
TPOLMTOB MepeaeTcs Kak AOMUHAHTHBIA MpU3HaK, Npyv 3TOM OTMEYEHO,



YTO S/IMNTOAMNTO3 CBA3aH C JI0KYCOM FeHoB cucTeMbl ABO. YcTaHoB/eHa
CBSI3b MeXay rpynnamy Kposu cuctembl ABO 1 AeeKTUBHOCTLIO pebeH-
Ka KOTOpas COYETAETCHA C MOPaKEHMEM HOMTeiA U HaaKoNeHHuKa. OTive-
YyeHa BbICOKas CTereHb BeposTHOCTWU CBA3W Hac/ieACTBEHHOI0 HeOCs10XK-
HEHHOro MTo3a C JZIOKYCOM IeHOB CUCTEMbI rpyrn kKpoBu ABO. V3yyeHune
rpynn KpoBW BbISIBUI0 HA/IMUME Y YesioBeKa SIB/IEHUS XUMepu3Ma, T. e.
coepXxaHve Yy OAHOro 4esioBeka 3pUTPOLIMTOB pasHbIX FPynmn KpoBu
(Hanpumep, ogHn 3puTpoumTbl rpynnbl 01; gpyrne — AH), npyyem atm
SPUTPOLUTBLI MOFYT OT/IMYATBLCA U MO COAEPKaHWIO aHTUIEHOB OpYrunX
CUCTEM.

['pynnbl KPoBU UMEKOT 60/1bLLIOE 3HAYeHVe /19 LMTOreHeTUKM npuv
pELLEHNN HEKOTOPbIX MpobsieM XPOMOCOMHbIX abbepaumia, 0cobeHHO
npn cuHapome KnaAHpenbTepa. B aToM crlydae Hago yyecTb rpynny
KpoBU (XQ), reH KOTOPOLA JI0Ka/IM30BaH B X-XpOMOCOMe,

OTKpbITWE FPYrMn KPOBM MMeso 60/1bLLoe 3HaYeHVe 4518 MeayLVvHbI,
TaKk KaK SIBUI0Cb OCHOBOMA /171 060CHOBaHWSA CNyX6bl nepennBaHuA
KpoBW. Kpome Toro, BbISICHEHVE HaC/1Ie[iICTBEHHOI0 XapaKTepa rnepeaayn
aHTUreHOB MOTOMCTBY HaxoAUT MpUMEHEHVE B CyAe6HOMA MeauLyHe
npy 3KCrepTu3e CropHOro MaTepuHCTBa, OTLIOBCTBA W 3aMeHbl [ETeiA
Tak, npuMeHeHVe JaHHbIX 4J15 onpefesieHns CropHOro 0TLOBCTBA MOXKET
6bITb MPoBefEeHO crieayowym o6pasoM. 1. My>XKUmMHa UCKITHOYaeTCA Kak
OTel, eC/iMy Hero Uy maTepu OTCYTCTBYET aHTUIeH, KOTOPbIA UMeeTCs
y pebeHKa, Tak KakK pe6eHOK He MOXKET MMETb aHTUMEH, OTCYTCTBYIOLLMIA Y
06onx poauTenieii. 2. MyxumHa Takoke MOXET ObIMb MCK/I0UEH Kak OTeLl,
ec/m y pebGeHKa HeT aHTUreHa, KOTOpbliA A0/DkeH ObMb emy nepefaH.
Tak, Hanpumep, My>XYMHa, VMEIOWMIA rpynny KpoBu AB, He MOXeT
UMeTb pebeHKa ¢ KpoBbto rpynnbl Ol (Tabn. 4).

Ta6nuua 4

NMPUNHAONEXHOCTb PEBEHKA HA OCHOBAHWUWN
OMPEAENEHWA TPYNMN KPOBWU

PebeHok
OTey, MaTb MOXKET UMETb HEe MOXeT UMETb
rpynny Kposwu rpynny Kposu
0 0 0 A, B, AB
0 A 0, A B, AB
0 B 0, B A, AB
0 AB A, B P, AB
A A 0, A B, AB
A B 0, A, B, AB —_
B B 0, B A, AB
A AB A, B, AB 0
A AB A, B, AB 0
B AB A, B, AB 0
AB AB a; 8. AB 0

OpfHaKo 3KcrepTr3a CHopHOro OTLOBCTBA Ha OCHOBE MCC/ief0BaHUs
To/bKO cUCTEMbI ABO MMEET OrpaHUYEHHbIA XapaKTep. 3HauuTe bHble
MepcrneKTVIBbl OTKPbIBAOTCS B 9TOM OTHOLLEHVW B CBSI3W C OTKPbITMEM
1 BO3MOXXKHOCTbIO OMpeaesieHnst U ApYrX CUCTEM KpPoBUY YesioBeKa. Pac-
KpbITVE 3aKOHOMEPHOCTEIA B Hac/iefoBaHUWM Tpyrnbl KPOBM MO3BOSIAT
60/1ee TOUHO MPOBOAWTL IKCMEPTU3Y .CMOPHOI0 OTLOBCTBA, MaTepuHCTBa
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N YCTaHOBNEHWUA NpUHaAnexHocTn pebeHka. HecoBMECTUMOCTb KpOBB
maTepy 1 pebeHka Mo ToOMy UM MHOMY (PaKTOPY KPOBM MOXeT 6bITb Npu-
AWBON TeMONNTUYECKOM 60NE3HU HOBOPOXAEHHBIX (CM.).

PbI>XKN MO3IrOBbIE BPOXAEHHbIE — goBosibHO peakuia no-
POK pasBUTUA, NMPU KOTOPOM Yepe3 AedeKTbl B KOCTSAX Yepera nposiabu-
pytoT 060/104KM FOSIOBHOMO MO3ra, a MHOrAa 1 ero BellecTBo. PasBuTue
MO3roBbIX FPbDK CBA3bIBAIOT C HapyLLeHVEM 3mbpuoreHesa. Pasnuaiot
nepegHve 1 3a0HVEe MO3roBble rpbDKN. JlIoKamM3aumsa 1Ux xapakTepHa —
Y KOPHS HOca, Y BHYTPEHHEro Kpas r/asHuubl (Mecta aMOp1oHasIbHbIX
werneid). 3a4Hve MOo3roBble MPbDKM pacnosiaraloTcs B 06/1aCTV 3aTblUIoY-
HOF0 OTBEpPCTUS.

Mo aHaTOMMYEeCKOMY CTPOEHMIO MO3roBble FpbDKM MoApasaensoT
ea MeHWHrougese, WHUeasolene 1 umctouene. JHUedanolese — Han-
6onee TsKenas (opma, KOrJa COAEPKMMbIM SB/SETCA MO3roBoe Be-
LIECTBO C YacTbO pPacLUMPEHHOr0 Xenyaouka mosra. Mpu oTwWHYypoBaB—
LUIMXCA TrpbbKax COO6LLUEHNS C MOSIOCThIO 4epena HeT. B TskesbIx
cny4asx MO3roBble MPbDKM COMPOBOXAAKTCA MUKPO- U ruapouedanvei.
Mpu ocmoTpe pebeHka onpedensieTcs OryxosieBUAHOE 06pa3oBaHue,
pacnonaratwoleecs B 00/1aCTU  MepeHocuUbl, Yy yrfia rfiasa, pexe B
3aTbVI04HOMA 06nacTn. Koxa Hag, HUMM He M3MeHeHa, Nasibnauus 6es-
60/1€3HeHHa. KOHCUCTEHUMS MAMKO—3/1acTUYeCKas, MHOrda onpeaenseT-
ca duuokTyauus. MNpu nepegHUX rpbbkax obpalaloT Ha cebs BHU-
MaHVe LUMPOKO pacCcTaBfieHHble rasa. [pu 6ecriokotAcTBe pebeHka
«MpUNYX/10CTb» CTaHOBUTCA 60siee  HanpsbkeHHOIA, wHorga ypaaetcs
onpeaeninTb My ibCaLmio, YTO FOBOPAT O COOBLLEHUN C MOSIOCTLIO Yepena.
Mpn nepegHUX rpbbkax OTMevaoTcs AedopmMauyn SIMLEBOro CKeseTa.
3aaHVe MO3roBble rPpbDKM, MPU KOTOPbIX FOSIOBHOA MO3r CTpajaeT 3Ha-
UMTESIbHO CW/IbHEE, YacTO COMPOBOXAAKTCA MUKpoLeda/mein 1 ywvcT-
BEHHOA OTCTas10CThHO.

AndhdbepeHyunanbHY0O ANAFrHOCTUKY npoBoaaT
r/laBHbIM 06pa3oM € AepMOMAHBIMU KUCTaMW, KOTOpble Takoke 4acTo pac-
rnonaralTc Yy BHYTPEHHero yrna rnasa. JepmMovaHble KUCTbl 06bIMHO
He3HAYNTE/TbHOA Be/IMUMHDI, TVIOTHOLA KOHCUCTEHLIMM, HUKOFAa He orpe-
Aensietca  qiroKTyaums. MpUUMHOA  AMarHOCTUYECKOA OLUIMOKM  MOryT
ObIMb Y3ypBLWM, KOTOpble MPUHMMAKOT.3a AepeKT KOCTW Mpy MO3roBOIA
rpbbke. B cnyvasx OTWLLYpOBaBMLLKCA MO3FOBbIX FPbDK MHOrAa TOSIbKO
orepaTVBHOE BMeLLATENIbCTBO WM MoC/IefytoLlee rmcToformyeckoe ucese-
[0BaHWe Mo3BOSISIOT MOCTaBUTb AnarHo3. Mo3roBas rpbbxa MOXeT oc-
JIOKHUTBCA NPOPbIBOM 060/104EK N JINKBOPEELA. 3TO OC/IOKHEHWE OMacHo
BO3MOXHOCTbIO PasBUTUA WH(EKUMN  (MEHUHIAT).

NleyeHWe MO3roBbIX MPbbK XMpypruyeckoe. O6bI4HO onepaums
npeanpyHMMaeTca B Bo3pacTe 3—5 sieT. lMpu 6bICTPo yBeMuMBato-
LMXCA MO3roBbIX IpbbKax W yrpo3e MNpopbliBa 060/104eK OrepaTuBHOE
BMELLATENILCTBO MOXKET ObIMb Mpou3BedeHo B Ji1060M BO3pacTe, B TOM
umcsie Uy HOBOPOXAEHHbIX. Pe3kme HapylleHWs MCUXMKU pebeHka
ABMAOTCA MPOTUBOMOKa3aHNWEM K OMepaTVBHOMY BMeLLaTesNibCTBy (YM-
CTBEHHas OTCTa/10CTb pa3BumBaeTca y 20%). Xupyprudeckoe JiedeHvie
MO3rOBbIX FPbDK 3aK/104aeTCs B YAASIEHUN TPbDKEBOr0 MOLUKA M MNJia-
CTUYECKOM 3aKPbITUM KOCTHOro fAeekra 4yepena (Y HOBOPOXAEHHbLIX
3a CYET MSAMKUX TKaHeM, Y CTaplumX MpUMEHSIeTCa FoMo— U reTeponsia-
CcTukKa). [locneonepaumoHHas JeTa/IbHOCTb MpU MO3MOBbIX FpbiKax
gocturaet 11—16%. [MpUUMHOIA NeTa/IbHOCTU  SIBAISIETCA  pa3BUBatO-
LWasAca WH(EKUMS — MeHUHIUT. Tnapouedanuvio, B psae criydaeB cor-

OXAAlOLLY0 MO3rOBble TPbIXW, /leyaT TakXXe OMnepaTUBHbIM MyTeM.
53;‘ [ANArHoCTUKM rugpouedanny NPUMEHSAIOT cheuuanbHble Ucchne-
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[o6aBun;  Kpalavorpaguio, niAeBMOosHLe(as1orpadnto,  MiAeBVOBEH PLA-
Kynorpauio, M3MepeHVe OaBfieHUs1 B Xeslyaodkax mo3sra. Onepauums,
3aK/THYAOLLASACA B APEHMPOBaHUM >XeslyJ0MKOB M0o3ra, rokasaHa y g
TelAcTaplue 3 fieT. Y geteiAmnaaiuero BospacTa npy rugpouedanim npu
MeHSieTCs1 KOHcepBaTMBHas Tepanus ervapaTalHoHHasi Tepanusi,
noMba/IbHbIE M BEHT] I/IKEJ'IHBHI:IE MYHKLAN).

FPBDKW MAXO OXAEHHbBIE — oaoHO N3 cambIX 4acTbIX
XVPYpPruyeckmnx 3abosieBaHUIA AeTCKOro BospacTa. BcTpeuatoTcs npe-
VMYLLIECTBEHHO Y [ETeiA 0 3 JIeT, 0C06EHHO B FpyZHOM BO3pacTe, YTo
noATBepKAAlA BpOXOEHHbIMA XapaKTep 3Toro 3abosieBaHus. [MaxoBas
rpbbka MOXET ObITb CUMMITOMOM CUCTEMHbIX 3a60/1€BaHNIA — Faprowims—-
Ma (Mykononvcaxapnaosbl) 1 ap. OAHOCTOPOHHSAA MaxoBas Ipbhka
BCTpeYaeTcs vallle ABYCTOPOHHEIA, cripaBa B 2—3 pa3a uaule. lNMaxoBble
rPbbKM  BCTPEYaoTCA MPeVMYLLECTBEHHO Y MaslbuMKOB, 4YTO CBS3aHO
C*MpOLLECCOM OMYCKaHUA sindKa. B Hopme K poxkaeHuo pebeHKa Briara-
JWILLHBIA OTPOCTOK GPIOLIMHBLI 6bIBAET 06/IMTEPUPOBAH Ha BCEM MPOTH-
YXEHUW BrU/10Tb A0 AVCTa/IbHOMO OTZAesia, KOTopbliA 06pa3yeT co6CTBEHHO
060/104KUN ANYKA; 06/IMTepaLmsa K POXAEHMIO pebeHKa 3aBepLuaeTcsl Aa-
Neko He Bcerga. Heo6/MTeprpoBaHHbLILA BarvHaslbHbILA O0TPOCTOK 6pro-
LWMHbI SIBSISIETCS MpeApacrosiaratolLiyiM MOMEHTOM /151 pa3BUTUS MaxoBoiA
rpbbkn. CriegoBaTesibHO, BCE MPbDKY, BO3HUKLUME Y [ETEIA paHHEro Bo3-
pacTa, SIBNAAKTCA BpOXKAEHHbIMW. CylUecTBYET [Ba BWUAA BPOXAEHHbIX
rpbbK — MaxoBasi M MaxoBO—-MOLUOHOYHasA. Cpeay Moc/iefHUX pas/sn-
YaloT B CBOK oYepeflb KaHaTUKOBYIO N ANYKOBYIO TPbDKW.

KnmHunuyeckas KapTuWHa BPOKAEHHOIA MaxoBOIA Mpbhkn
TUNMyHa. OBbIYHO Y MasiIeHbKOro peGeHKa, MHorga yXke B repuoge Ho-
BOpPOXAEHHOE™, B MaxoBoiA 06/1aCTV MOSIBMSIETCA BbINsAYMBaHWe, YBe-
SIMuMBatOLLIEECs MPU KPUKe 1 BECMOKOIACTBE pebeHKa 1 yMeHbLuatoLLeecs
WM 1cyesatoLLiee B CMOKOMAHOM COCTOSHUMW. BbinsuvBaHue 6e360/1e3HeH-
HOe, MMEET OKPYT/1yto (MpY MaxoBoiA rpbbke) Wi 0BaslbHYHO (MpU naxo-
BO-MOLLIOHOYHOA  rpbbke) hopmy. B nocriefHeM crlydae  BbiNsuMBaHVe
OMycKaeTcsl B MOLLOHKY, BbI3biBasi PaCTSHKEHWE OHOLA MOSI0BUHbI U
npuBoas K acuMmeTpum ee. KoHCcUCTeHUMs 06pa3oBaHUst 3riacTuYec-
Kas. B nonoxeHun niexa 06bIMHO NIEerko yAaeTcsi BrpaBUTb COAEPXKU-
MOe FpbDKEBOI0 MeELLKa B OPHOLLHYI0 MOSIOCTb. Y [AeBOYeK BbIMNsuMBaHVe
NMpy MNaxoBOMA IpbbKe WMEET OKpYr/iylo hopMy W oripefiensieTcss y Ha-
PY>KHOF0 MaxoBoro Kosbua. Mpu 60nbLUMX pasMepax FpbDKM BbINATS
BaHMe O0nyckaeTcsa B 60/blUy0 MosioByt0 ry6y. OCO6eHHO 60/1bLUMX
pa3mMepoB MaxoBble rpbbKA AOCTUTAOT Y [OETRIA C APYTUMU TSHKeSIbIMA
rnopoKamMmn pasBUTMUS, CONPOBOXAAIOLWMMUNCA HeAopasBUTUEM MepeaHeil
OPIOLLHOLA CTEHKU WM PE3KUM MOBbILLIEHVNEM BHYIPUGPIOLLHOIO AaB/ie-
HUSA (3KCTPOMA MOYEBOro My3bIps, MOC/ie orepauuvn Mo nosody 60/1b-
LWNX pasMepoB 3MOPUMOHa/TbHOMA IpbbkKM U Ap.). Y CcTapwmx peteil
MPYIMEHSIOT Te Xe MPUEMbI, YTO 1Y B3POC/bIX: HATY>KMB!; fe. NoKawuin-
BaHWe, OCMOTP rocsie (U3NYECKUX YMPOKHEHWIA.  YTOsLEHWe arle-
MEHTOB CeMEHHOIro KaHaTuKa, paclLuMpeHne MaxoBoro KosbLia, MOSIoKM-
TeSTbHOIA «CUMMTOM TO/TYKa» B COHETaHUWN C aHAMHECTUYECKMMU JaHHBIMA
[enaloT AMarHo3 HEeCOMHEHHbIM.

AnpdepeHummanbHbIA AunarHos. [MaxoBy rpbbxy
cnegyeT ovdpepeHLMpoBaThb 0T BOAAHKW 060/104EK ANYKa, MpU KOTOPOIA
obpallaeT Ha cebsi BHUMaHME TYro—3/laCTUYeCKast KOHCUCTEHLMSI o6pa-
30BaHUS, KMCTO3HbLIMA XapaKTep ero 1 mnpocBeuvMBaHue Ha CBeT. B cny-
yasx KOMOMHALMM KpUMTOPXM3Ma C BPOXAEHHOLA Ipbbkeld crnelmTb
C oriepauveli He criefyeT, TaK KaK Ha/mume rpbbKn Croco6CTBYET omny-
CKaHWUIO SiINYKa.



NeuveHwne. OCHOBHOMA METOA, JleHeHUss — OMepaTUBHOE BMeLLa-
TenbCTBO. Mpy NPUMEHEHNM COBPEMEHHBLIX METOA0B 06e360/11MBaHNA one-
paums MoXeT ObMb BbIMNO/IHEHA B J/1060M BO3pacTe, HO OMNepupoBaTb
LETEA N0 MOoBOAY MaxoBOMA IpbDKW criedyeT ¢ 6 mecsaueB. B oCnoXHeH-
HbIX Cny4asx (YLemleHvie) ornepaumsa MOXeT ObIMb NponsBefeHa B J0-
60M BO3pacTe, HauMHas C Nepnoda HOBOPOXKAEHHOCTW.

FPbDKA MYMNOYHAA BPOXAOEHHAA — petekT pa3BuTus
nepeaHein GpioLLIHOA cTeHKU. ynoyHas rpbiXa BCTpeYaeTcsa y OeTeia no-
BOJIbHO YacTo, 0COBEHHO Y AEeBOYEK. YC/0BMAMM, Croco6CTBYHOLLMMM 06-
pasoBaHUIO MyrOYHOA TIPbDKY, C/IYXAT aHaTOMXryeckue 0CO6eHHOCTU
3TOM OG/TIPACTU. Y HOBOPOXKAEHHbIX M0C/e 0TMNafAeHNs NyrnoBUHBbI MyMNoYHoe
KO/1bLI0 3aKpbIBaETCA, OAHAKO OHO MJI0THO 3aMbIKAETCS TOSIbKO B HUK-
HelA YacTwn, rae npoxo4dT o6e MyroyHble apTepun M urachus, KoTopble
BMECTE C OKPY>KAOLLEIA X 3MOPMOSIOrMHeckoiA TKaHbO 06pa3yroT MuioT-
HYH COEAVHUTEsIbHYIO, a 3aTeM (PMOPO3HYH TKaHb. 3TO MPUAAET HUXK-
HelA YyacTu pyobLIOBOMA TKaHW 6osibLUyl0 T/I0THOCTb. BepxHuUA  otaen
MyroYHOro KosibLa, Yepes3 KOTOpbIiA MPoXoauT TOSIbKO MyMoYHas BeHa,
HEe VMeloLWan MbILLEYHOLA 060/104KN, ObIBAET 3HAUUTESIbHO Crlabee HUXK-
Hero. Kpome Toro, B psige criyd4aeB He[opa3BUTas GpHOLLIMHHAA dacums
3aKpblBaeT €ero Tosibko YacTU4HO. [py Takmx aHaTOMUYecKuX YCrio-
BUAX MNYMOK SB/SeTCA c/labbM MECTOM MepeaHeil OpHOLLIHOLA CTEeHKW,
npeapacronaralolyM K 06pasoBaHUIO  FpbbkW. Bonbluoe  3HayeHve
npy 3TOM MMEKOT pa3/IyHble MOMEHTbI, MOBbILLAKOLLIME BHYTPUOPIOLLIHOE
nasneHve. [avrenbHble 3a60/1€BaHUSA, Bbi3blBalOLLMe HapylleHue To-
HyCa MbILLL, U Typropa TKaHelA, Takke co3fatoT 6naronpusTHbIe YCrio-
BUSA A1 06pa3oBaHNA MYMOYHOM FPbbkU. [yrnovHas rpbbka MoXeT ObMb
CaMOCTOATE/IbHOA MaTosiorvieid, a Takke COnyTCTBOBaTb psAAy Hacnen-
CTBEHHbIX 60/1e3HEA — MyKOMoncaxapuaosam m ap.

KnunHunuyecku nynoyHas rpbbxa NposiB/seTcs B BUOE BbIns-
UMBaHNS OKPYT/I0A WM 0Ba/TbHOLA (POPMbI pa3HbIX pa3MepoB. B criokoia-
HOM COCTOSIHUN W MOJSIOKEHUN pebeHKa Jiexka rpbhKeBoe BbInsuvBaHue
J1ETKO BMNpaBsieTcs B GPIOLLIHYIO MO/10CTb, M TOMAa XOPOLLO MPOLLYNbIBaeT-
CA Myno4yHoe Kosbuo. Mpu 60MbLIMX Fpbbkax KoXa Hag, BbiNsvvBsa-
HVeM pacTAHYTa M MCTOHYeHa. BpauebHasn n Xxupypruyeckas TakTuka npm
MyMOYHOLA Mpbbke 3aBMCUT OT (JOpMbl ee 1 Bo3pacTa pebeHka. B 3Haum-
Te/IbHOM uuCsie C/lyYaeB Y MasieHbKMX OETeld B nepuog, pocta Habnio-
[AeTcs camoussieyeHre. 3TO CBSA3AHO C pasBMTMEM OPIOLLIHOIMO rpecca.
OO6bI4HO camoMzfiedeHe HacTyrnaeT K 2—3 rogam, uHorga K 5—6.
B 6osiee Mo3gHMe CPOKM MyroyHOe KOJbLO, Kak MpaBwslo, camocTos-
Te/lbHO He 3aKpblBaeTCs, pacCuMTbiBaTb Ha CaMov3fiedeHne  He
crieflyeT 1 Heo6X0AMMO OrepaTUBHOE BMELLATE/IbCTBO. 3aKpbITUIO pacLUm-
PEHHOro MyMOYHOro0 KOJbLia CMOCOGCTBYIOT MacCaXX M FMMHAcTUKa,
HanpaB/ieHHble Ha pasBUTME U YKperlieHne 6plolHOro npecca. Onepa-
TVIBHOE JIeYeHVie M0 MOBOAY MyMOYHOIA FPbDKM MOKa3aHo B BO3pacTe 2—
3 reT. Mpn 60naX, KOrfda Hesb3a VCKMIoUMTE YLeM/IeHVe, onepaums
MOXeT ObITb MpoBeJeHa B /11060M BO3pacTe.

pbhka GE/OIA NUHUKN SBNSIETCA pe3y/ibTaToM AeekTa pasBuTus
6e/oiA SIMHUM XMBOTa. [PbDKEBLIMM BOPOTaMU SBASKOTCA HebosbLuve
[edeKTbl  aroHeBpo3a, 00bIMHO pacrosiaralowpecss BOM3KM  cpeaHein
JIHUW, MeXay MynKoM U MeYeBUAHbIM OTPOCTKOM. YacTo BCTpevaroTcs
rpbbku, pacrionaratomecs ToTyac Mog MyrnKomM,— napayMovvkasib—
Hble TpbDKW. [lymnoyHoe Ko/bLO 6bIBaET MOSHOCTBI 3aMKHYTO. [lpu
BHELLHEM OCMOTpe pebeHka napayMOW/IMKasibHY0 FpbbKy TPYOHO OT-
JMYUTBL OT MYMOYHOLA, HO Nasibnauuvs rPbbKeBOr0 KosibLia /1Ierko Mo3Bo-
N19eT onpedennTb, YTO-OHa HaxoauTes Haf, nynkom. B oTsvuve ot ny-
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HOYHOIA TPbDKN 6eOiA NIMHUM BCTPeYatoTCA M1aBHbIM 06pa3oM y [eTeil
CTapLuero Bo3pacTa. 3a4yacTylo y [eTeiq B AebeKT arnoHeBposa Bbinsum-
BaeTCA TO/bKO MpeAdpollMHHAN KreTyaTka. pbbkeBble BbINsYMBa-
HUSA 6bIBAlOT pasHbIX pPasMepoB, B psfe C/lyvaeB MOMYT BbisbiBaTb 60/1|
YTO CBSi3aHO C BOB/IEYEHMEM B AeeKT arnoHeBpo3a MapueTasibHOIA 6pto-
LUMHbI, 06pa3yHLLEI/ MPbDKEBOIA MELLIOK. YLEeM/IeEHE TPbbK1 Gerota n-
HUM XMBOTa Y [OETeiA — upesBblualAHO pefikoe siBrfieHne. B atom cryyae
HEeo6X04MMO CPOYHO OrepaTUBHOE siedeHvie. Mpbkn 6e/0iA SIMHUW, B TOM
ymcse 1 OKOs10MyroYHbIE, He UMEOT HAK/TIOHHOCTU K CaMOrpom3BOSIbHOMY
3aKpbITUIO.

NeuyeHwne onepaTnBHoe. Onepauys NPOBOANTCA cpasy Mo ycTa-
HOB/IEHMM AnarHosa.

TPbDKIM CMIMIHHOMOS3IOBbIE BPOXXAEHHbBIE (spma bifida)—
BPOXXAEHHOe Hes3apalleHne MO03BOHOYHMKA C  OAHOBPEMEHHbIM Mopo-
KOM pa3BMTUA CMWHHOMO MO3ra M ero 060s104eK. BcTpeuvaeTca spina
bifida y 1 n3 3000 HOBOPOXAEHHbIX. B 0CHOBE BO3HWMKHOBEHWUSA CMWH-
HOMO3IOBbIX FPbDK JIEXUT TDKESbIEA MOPOK pa3BUTUA CMIMHHOIO MO3ra
KaK pe3y/ibTaT HapylleHus 3ak/1aku WM 3aMblKaHUS  MeaysUIspHOIA
M1acTUHKN B MO3roBYI0 TpYyOKy. HapyllaeTcsa Takke pasBuTue U 3a-
MbIKaHVEe Ay>XeK MO3BOHKOB, KOTOpble B HOpMe BMeCTe C 06pa3oBaB-
WNMUCA U3 IKTOAEPMbl MAMKUMW  TKaHAMW U 060/104KaMM  MO3ra,
MosTy4YMBLLMMN HAYas10 13 Me304epMbl, 3aKpbIBalOT CMIMHHOMO3IOBOMA Ka-
Han. Spina bifida Hepeako conpoBoXxAaeTcs ApyrMMY MOpoKamMn pas-
BUTKA (KocoslanocTb, MATOYHas cToma mM Aap.). Havbosee 4yacto 3ta
aHOMasIMA BCTpeYaeTcs B NOSACHUYHOM oTaerie (60%), pexxe — B KpecT-
LO0BOM (22,5%). 3HaUnNTesIbHO pexxe MOXHO OTMETUTL MPbDKM B FPyAHOM
(10%) n weiaHom (7,5%) otgene. B 3aBUcMMOCTW OT cTeneHW Heaopas-
BUTUS U Y4acTUS OTAEbHbIX 3/IEMEHTOB CIIMHHOIMO MO3ra M MO3BOHOY-
HVKa pa3nyaloT creayrolye GopMbl: MEHVUHIOLEse, MUESIOMEHNHIOLE—
ne, mMuenoumcTouesnie. MuenoumcToLesie — Havboree Tskesnas opma,
rMpy KOTOPOLA CMWHHOLA MO3r CTpafaeT O0COGEHHO CWU/bHO, BbIMSYU-
BasiCb BMeCTe C 060/104KaMM1 Yepe3 AedeKT N03BOHOYHMKA. Paxuwmnamne —
nosiHoe pacLiensieHne MAarkmx TkaHei/ No3BoHOUYHMKa, 060/104eK N CIINH-
HOro mMosra. 3aHuIA PaxULLIN3MC MOXKET CoveTaTbCs C nepegHuM (Korga
pacliernsieHbl He TOMIbKO AYXXKW, HO M Tesia MO3BOHKOB) U THKesbIMn
YpOACTBaMM FOJI0BHOFO MO3ra 1 Apyrux opraHos. [eTu ¢ 3Toi4 dopmoii
rnopokKa pasBUTUS HEXU3HECTIOCOOHbI.

Spina bifida occulta—ckpbiTaa Wenb OyXeK, Korga rpbbkeBoe
BbINAYMBaHME OTCYTCTBYET. JIOKa/IN3yeTCA B MOSCHUYHOM WM KPecT-
LIOBOM OTAg/le MO3BOHOYHMKA. Ha ypoBHe He3apalleHWs Ay>KeK BCTpe-
YaloTCs  pa3/iMyHble MaToslornyecke obpasosaHus (hnbposHble, Xpsi-
LEBbIE N XXUPOBble TSXKW, JMMOMbI,  (MOPOMbI), KOTOpble MOryT He
TO/bKO CpacTaTbCA C 000/7104KaMU CAMHHOIMO MO3ra, HO U MPOHUKaTb
B cybapaxHomAasibHoe NpocTpaHCTBO. Mpy peHTreHorpapun BbISB/ISET-
CA HesapalleHne OyXeK, a WHOrAa W Tes Mo3BOHKOB.

KnunHnuecknm npn spina bifida onpegenseTcs onyxosnb
pas/INYHbIX Pa3MepoB, MOKPbITasA KOKEIA, HaCTO WMCTOHYEHHOMA 1 py6LIo—
S0 M3MEHEHHOIA. Y ee OCHOBaHMS OTMeYaeTcs yBesSIMdeHne 0BOJ10CEHUSA
Wn cocyamcToe MATHO. ManbnupyrtoTcs HecpocLUMECs AYXXKW MO3BOH-
KOB. B TsxenbIx crydaax spina bifida conposoxkgaeTe;: HKHUM napa-
rnape3omM M HapyLleHnem (QyHKUMW Tas30BbIX OpPraHoB. Y 60/1bLUMHCTBA
LETEIA C MEPBLIX AHEA XN3HW pa3BUBaeTCs ruapouedanms.

AvarHo3s. TpygHOCTM B AMArHOCTMKE BCTpevaloTcs npu spina
bifida complecata. AdudxbepeHuyvianbHbIFA AMarHo3 NpoBoAAT C Teparto-
MamMM KPecTLIOBO—KOMYMKOBOIA 06/1acTU, [A/19 KOTOPbIX XapaKTepHbl J0/b—
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gatoetb c®Ppoeiinsa, #HamUve MIOTABLIX BKIIOHEHUEA U aciAMMETPNYHOO
pacrioniokeHve onyxonn. [AvarHoCTUKe MOMOraeT PeHTTeHOs10rMyeckoe
vccneaoBaHne, BbISIBSIAIOLLEE paclUesiMHy Mo3BoHOYHMKA. Spida bifida
occulta Heobxoanmo AudipepeHUMpoBaTL OT BO3PacTHOrO0 BapuaHTa
CTPOEHMA MO3BOHOYHUKA (M3BECTHO, YTO Y pada OeTeid 3aKkpbliTve Aylliek
3ana3gblBaeT 1 HabnogaeTes nocne 11—12 net). CneposatesibHO, Mve—
sopycriasveii cumTaroTea Te clydam spina bifida occulta, koTopble co-
MPoOBOXAAKTCA C/IEAYIOLMIM CUMIMTTOMOKOMIIEKCOM:  Aedopmaums cTon
(pes equino-exavatus), HapyLUeHWe 4YyBCTBUTE/IbHOCTM B 30HE WHHEp-
BaLMM MOSICHNYHO—KPECTLIOBbIX KOPELLKOB, TPOPUYECKME PacCTPOIACTBa,
aTpoma MbIL, HuxHUX KOHEYHOCTEIA, runepTpuxo3, NUrMeHTaums
KOXW WM YCUSIEHHOe pa3pacTaHne KOXHbIX COCY/[0B.

NeuveHwne. PauMoHasIbHbIM METOAOM JleYeHUs ABMISeTCS one-
paTVBHOE BMeLLIATEe IbCTBO, 3ak/ilovalolleecs B YAa/IeHUM TPbDKEBOro
MeLLKa U MnacTuke aeekra MArKUMN TKaHaMU. [poTyBonokKasaHuemM K
onepaumn  ABNAIOTCA Tpybble HEBPOSIOrMYeCKME PacCTPOIACTBA (DYHK-
LMA CrIMHHOrO MO3ra, BOCMasIeHVe TPbDKeBOro Mellka W rugpouieda-
N8, COMPOBOXKAAIOLLLAACA YMCTBEHHOIA OTCTa/10CTbiO. Bo BCcex ocTaslb-
HbIX C/ly4yasix BOMpoc 06 orepaumm peluaeTcs MHAMBUAYa/IbHO C Yy4e-
TOM 06LUEro COCTOSIHWUA W CTEMeHN VMEIOLLVIXCA HapylueHWIA. [lokasa-
HVeM K onepauuu npu spina bifida complicata sBnstoTca croiauia 6one-
BOA CMHOPOM WM HapylleHve (YHKUMM TasoBbIX opraHoB. [MporHo3 npu
spina bifida TsxenbiA BBUOY pPe3Koro HeaopasBUTUSA CAMHHOIO Mo3ra
1 COMPOBOXAAIOLLMX €ro TsHKesbIX HapyLLUeHWIA.

M’PbDKA SMBPVOHAJIBHAA (NynoBMHHAA rpbhka, WL Fpbbhka
MyrnoyHOro KaHaTMKa) — MOPOK pasBUTWUA, Korda npu poXaeHun pe-
6eHKa 4YaCTb OpraHoB OpHOLLIHOIA MOJIOCTW pacrosiaraeTcs BHEOPHOLWMH-
HO — B MYMOBVHHbIX 000/104KaX, COCTOALUMX M3 aMHWOHA, BapTOHOBa
CTYAHS N MEPBUYHOMA MPUMUTUBHOIA OptolMHbL. OT BepxHero nostoca
rPbDKEBOr0 BbINAYMBaHMA OTX0AUT MynoBuHa. B psge cnyyaeB K 060-
7104KaM MPUMaMBaeTCsl He MOJSTHOCTLIO 06/IHTEPUPOBAHHBLIA XE/TTOYHBIA
NpoToK. Pa3Mepbl rPbPKEBOr0 BbINAYMBaAHUSA Pas/IMYHbl U AOCTUraOT
B AvamveTpe 10 cm 1 60nee. B 3aBMCUMMOCTY OT BpeMeHN BO3HUKHOBEHWS
rnopokKa pasBUTUSA Be/IMUMHA FPbDKN, XapakTep ee Co4epKMMOro, a Tak-
e pasMepbl AedeKTa nepeaHeii OproLLIHOA CTEHKN —ObBaloT Pas/INyHbI.
B nepBble AHW BHYTPUYTPOOHOIA XU3HW MaslieHbKast Heaopa3BuTas 6proLL-
Has MoJIoCTb He MOXET BMECTUTb B Cebs ObICTPO yBesiMuvBatoLLmecs
B 06beme opraHbl GproluHOMA nosocTw. [MocnedHwe, pacrosiarasicb BHe—
OPIOLUMHHO—B MYTMOBMHHbLIX 060/104KaX, MPOXOAAT BPEMEHHYIO CTaavito
«(M3MOMOrNYECKOA SMOPUOHa/TBHOA Fpbbk». 3aTeMm, Korga 6proliHas
MnosIoCTb YBESIMUMBAETCHA B pa3mepax, MeveHb U KuLevHble MeT/n B pe—
By/IbTaTe «MpoLiecca BpalleHWs» BO3BpaLLaloTCA B OPHOLUHYK MO/10CTb.
Ecnn B pesysbTaTe HapyLleHWs MpoLecca BpaleHWs KULLeYHWKa Win
Hefopa3BUTUA OPIOLLHOIA MOSI0CTU YaCTb OpPraHoB OCTaeTcs B MYMOBUH-
HbIX 000/104Kax, PeGEHOK POXAAETCA C 3MOPUOHa/IbHOMA IpbbketA. Cox-
paHMBLUVECH HEO6/IMTEepPMPOBaHHbLIMM Ypaxyc, COeAUHSBLUMIA MOYEBOIA
ny3blpb C a&//1aHTONCOM, WM >KE/TTOYHBLILA NPOTOK, MOCPeACTBOM KOTO-
pPOro KULLEYHWK COOBLLAICA C >KeSTTOUHbIM MELLKOM, MpUBOAAT K o6pa-
30BaHUIO BPOXAEHHbLIX CBULLEIA Nynka. Ecnv ocTaHOBKa B pa3BuTUm
MpovCXoa4uT paHo, TO BHe OPIOLLIHOLA MOJI0CTU HaxoAuTes 3HaunTeslIbHas
YacTb MeveHN 1 60siblaA YacTb KMLLOK, MHOr4a u ceneseHka. B cny-
Yasax 6osiee rno3oHe 3aePKKN pasBUTUSA BHEOPHOLLMHHO 0CTaeTecs To/b-
KO YacTb KULLEYHbIX MeTesb. MpakTUYeCKn COAEPKUMbIM 3MOPUOHASTb-
HOA FPbPKU MOryT ObITb BCE OpraHbl, KpoMe npsMolA KMLWKW. Mpy aedek-
Te AgnadparMbl B 000/104KaxX 3MOPUOHA/IbHOMA FPbDKM MOXHO 06Hapy-



XUTb Cepp,u,e n newwve. B cny4daax paHHEro BO3HWUKHOBEHUSA 3M6pl/10-
Ha/bHOIA rPbPKMN NpMMNTUBHAaA 060/104Ka M/I0THO CpacTaeTCsa C rnoeepx
HOCTbIO Me4YeBLl, 4YTO CBA3aHO C HeaopasBUTUEM TJIMCCOHOBOU KarcCy/ibl

neqeﬂ MarHo3 He NpeACTaB/iseT 3aTpyaHeHWd U cTaBmTCcs cpasy
nocne poxgquvm pe6eHKa. L

€HMe HauMHaloT N0 YCTaHOB/IEHUW AMarHosa, BbIGop
MeTo,qa nequvm 3aBUCUT He CTO/IbKO OT PasMEPOB IPbDKEBOI0 MELLIKa,
CKOJIbKO OT Be/MYMHbI GPIOLLHOLA MOJSIOCTW, TaK «akK O0AHOMOMEHTHOe
BMpaBsieHMe BHYTPEHHUX OpraHoB B HEAOpPa3BUTYHO,, HebosibLUyto Mo
06beMY OPIOLLHYH MOSI0CTh MPUBOAUT K PE3KOMY MOBbILLEHWNIO BHYTpU—
GPIOLLIHOM0 [aB/IEHWS, OFpaHNYEHMIO MOABWDKHOCTY ApadparMbl 1 pa3Bu-
TUIO Pe3KOIA AbIXaTeslbHOMA HefoCTaTOYHOCTW, KOTopasi MOXEeT Mocsly-
XWUTb MPUUMHOIA NeTaslbHOro ucxoda. Mpy HeGoMbLLMX FpbbKax Mpous-
BOAAT pagViKasibHyH0 OnepaLimio — BrpaB/ieHVe BHYTPEHHOCTEIA U Mia-
CTUKY nepefHeiid OpHOWHOA CcTeHKW. [pu o4eHb 6GonbINU®; pasmepax
M-gn, a Takke B Tex C/y4vasax, Korga OproLlHas moancTb Heaopas-
BUTa, pagmvKasibHas onepauuvs HeuesnecoobpasHa, Tak Kak B pesysibTare
Pe3KOoro MoBbILLEHNS BHYTPUOPIOLLHONO AaB/IeHNA U 3aTPYAHEHUS OblXa-
HUS OETN O4YeHb ObICTPO MormbalT. B aTuX cnyvasx onepauusi MpoBo-
OnTcs No mMetoauke Mpocca. MbileyHo-aroHeBpoTUYECKas MJ1acTUKa Mo
rnoBoAy BEHTPa/IbHOIA FpbbKM MPOM3BOAUTCSA 3TVM AETSM BTOpbIM 3Ta-
rnom B 6oriee cTaplieM Bo3spacTe. JIeTa/lbHOCTb MpY OrepaTUBHOM Jie-
YeHUN 3MOPUOHASIbHBIX IPbDK [0 MOC/eHero BpeMeHW ocTaBaslacb
BbICOKOIA. Pa3BuTuve chneunasiv3vpoBaHHOIA MOMOLLUM HOBOPOXAEHHbLIM
M npaBU/IbHasi XUPYpruyeckas TaKTuKa Mo3BO/IMIA B MOC/ieqHVe roabl
3HAUUTESIbHO  Y/yULUMTh  pe3ysibTaTbl OMepaTUBHOIO JIeYEHUs1 3TOro
TSHKE0ro Mopoka pasBuTUA. B rpynne OeTeld He UMEILMX TsKesbIX
CoYeTaHHbIX TMOPOKOB pPa3BUTKSA, JIeTa/IbHOCTbL 3a MocsieaHee Bpemsi
3HaUUTEsIbHO CHM3WNacb. CoyeTaHHble MOPOKM  pa3BUTUS  (aTpesun
NMULLEBoAa, KULLIEYHMKA, MOPOK cepAla) pe3ko yXyAlwawT pesysbTaT
ornepaTMBHONO BMeLLaTes/lbCTBA U YBE/IMUMBAOT  M0C/1e0MepaLioHHYHO
neTasibHoCTb. OfHaK0, HECMOTPS Ha TSHKECTb MopokKa pasBUTUSA, Mpo-
ruos npu MPaBWIbHO W CBOEBPEMEHHO MPOBEAEHHOM OrepaTVBHOM
BMeELLATENbCTBE C/lIedyeT CuuTaTb BriosiHe 6GnaronpusitHbIM.  KoHcep-
BATVBHLIA METOZ, JIeHeHUs] MPUMEHSIETCH Mpy 6oNbLUMX pa3mepax rpbl
YKEBOF0 BbIMNAYMBaHUS U BaK/IlOYAETCs B MPUMEHEHUM Ma3eBbIX MOBS-
30K C aHTUBMOTUKamMKW. Bo Bcex OCTaslbHbIX Crlyvasix rMoKasaHo ore-
paTVBHOE BMELLATE/ILCTBO, KOTOPOE [A0/DKHO ObMb BO3MOXHO 00/1ee

PaHHTYBbl BEPXHEW HE3APALLEHWE. HesapaweHune rybbl, wim
pacwienviHa rybbl ,,3a84bs ry6a‘“, BcTpedaercs y 1 pebeHka vz 1000 Ho-
BOPOXAEHHbIX, Yalle Y MaslbuMKoB. PacliennHa rybbl 4acTo KOMOUHW-
pyeTcs ¢ HesapalleHvem Heba. Mo soKamsaumm 1 CTerneHn pacluensie-
HUA pa3fIMyaloT 0AHO- W ABYCTOPOHHEE He3apalleHue BepxHeiA ry6bl.
Kpome Toro, oHO MOXeT ObIMb YacTU4HbIM (KpaeBoe) 1 nosHbIM. K He-
Mo/HBbIM  pacLlesiMHaM OTHOCAT HesapallieHre TOoSIbKO MSAFKUX TkaHelA
BepxHelA rybbl. [py MOMHVMM HesapalleHUW CTpajaeT CKesfleT BepxHeli
yesmocTu. py ABYCTOPOHHEM HesapalleHUN Fybbl KOCMETUHECKUIA He-
[OCTaTOK YCyrybnseTcsi BbICTyMaHMeM Briepes, MeX4esiocTHOro (asib-
BEOJIAPHOr0) OTPOCTKA, PacriofIOKEHHOro Ha 60SIbLLOM COLUHMKE U nok-
peiToro JINLLb HEGOMbLLMM WN30/IMPOBaHHBIM YYaCTKOM KOXW U KpPacHOM
KaAVOIA BepxHelA rybbl. Hambonee vacto (y 48% 60/bHbIX/  Habsio-
[aeTcs MosiHoe OAHOCTOPOHHee HesapalleHue BepxHetA rybbl. [Mommmo
KOCMETMYECKOro AeeKTa, 0CO6eHHO B TSKeslbIX Clyyasix, BO3HUKAIOT
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60/1bLLIME TPYAHOCTW BO BCKapM/IMBaHUM pebeHKa. [eTn Mnsoxo cocyT,
rnonepxmBaloTCs, 3a4acTyl0 rpyaHoe BCKpam/iMBaHWe ObIBaeT HEBO3-
MOXXHbBIM.

NeyveHune xupypruyeckoe. Ornepaunss rMokasaHa B rMepsBble
3 CYTOK XM3HW. [MpoTMBOMoKasaHeM /19 OrnepaTUBHOLA KOpPeKLN He—
3apalleHns rybbl B MepBble AHW MOC/E POXKAEHUS SABASIOTCA THKeslble
coyeTaHHble MOPOKN Pa3BUTUSA, pPoAoBas YepernHas TpaBMa, NMHEBMOHUS.
Ecnn onepauns He npousBefieHa B repBble 3 CYyTOK, €8 HY>XXHO OT/10-
XUTb [0 KOHLA MepBoro — Hadasia BTOPOro Mecsua >Xu3HW. Llenbio
orepauun nMpu HesapalleHUN BepxHelA rybbl SB/ISETCA BO3MOXHO 60-
5iee  npaBW/IbHOE BOCCTaHOB/IEHWE B3aVIMOOTHOLLEHWIA BepXHEMA ryobl.
IMporHo3 npu cBoeBPeMEHHO MPOBEAEHHOM OrnepaTUBHOM BMeLLIATE TbCTBE
61aronpUsS THBIA.

B page criydaeB HesapallleHWe BepxXHEA Tybbl MOXET KOMOMHMPO-
BaTbCA C APYrMMM MOPOKaMU pasBUTUSA, YTO 3HAUMTESIbHO yXyALlaeT
MPOrHO3: aHOMa/IMM ayToCcoM, CUHAPOM [poba 1 Op. BeposTHOCTb PoX-
[eHns BTOpOro pebeHKa C ,,3aa4beil ryooia“ B cembe — 4 : 100. Ecrim
,»3a894bs ry6a" MMmeeTcsy 04HOro U3 poauTenieii U ux pebeHka, BeposT-
HOCTb POXAEHWUS BTOPOro 60/IbHOr0 HaMHOIO FMOBbLILLAETCS.

ryoA CUHAPOM (Tumoma c arammarsiodys/mMHEMMEIN) — pa3HOo-
BWOHOCTb Hac/ieicTBEHHOr0 MMMYyHoMNapes3a, BO3MOXHO, FeHETUYECKOIA
npvpoabl. OnmncaH Good 1 Zak B 1956 r. XapakTepusyeTcs yBesmde-
HVEM BWIOYKOBOIA >Kenesbl, B KOTOPOLA OTMeYaeTcs paspacTaHue Be-
peTeHoo6pasHbIX K/IETOK. KONMYecTBO MN/1asmMaTuMyeckux W mvcona-
HbIX K/IETOK CHWKEHO, CofepkaHue BCeX KJ1acCoB MMMYHOr/106y/IMHOB
TaKkKe 3HaUYUTESIbHO YMeHbLLIEHO. yMopasibHble U KMIETOYHbIE peakLmm
KO BCEM aHTUreHam BbIpaXeHbl €1abo.

KnnHunuyeckasa KapTuHa onpeaenserca HU3KOA cor-
POTUBNSAEMOCTBIO OpraHu3mMa Mo OTHOLEHMIO K WH(eKuusm  (peumaun-
BMpPYIOLLIME MHEBMOHUW, OTUTBI, cerncuc). B nepnepnyeckoti Kposu SN
honeHms, CHKeHWe coaepXaHWs 303MHOPUIIOB, B HEKOTOPbIX ClIyvasx—
aHeMus.

NNeyeHMe 3aK/IO4aETCA B MPUMEHEHUN aHTUBMOTMKOB LUMPOKOI 0O
CreKTpa U WOSTYCUHTETUYECKMX MPenapaToB MNEeHUUWIMHA, BBEAEHUM
ramMvia—rsi06y/inHa, siasmbl, MpPoOBEAEHUN remMoTpaHchy3niA. MporHos,
KakK 1 npy gpyrux gopmax MmMmMyHonapesa, HebnarornpusTHbIA.

OAKPNOLUIMCTUT HOBOPOXXAOEHHbBLIX. BcTpevaetca y 1% Ho-
BOPOXAEHHbIX. [laHHas MaTosiorma cBsi3aHa B OCHOBHOM C Ha/lMuvem
HepaccocaBLUEACA 3MOPUOHASTbHOA MJIEHKM B C/IE3HO—HOCOBOM  KaHasle,
KOTOpas MOXeT BCTpevaTbCA K MOMEHTY POXAEHWUS Y HWKHEro KoHLa
C/1Ie3HO-HOCOBOI0 KaHana y 5% HOBOpPOXAEHHbIX. [MpunyxaHue crimsuc-
TOIA 060/104KN HOCA TaKKE MOXKET 3aKpbITb HWDKHEE O0TBEPCTUE C/1e3HO-
HOCOBOI0 KaHas1a. 3ab0/1eBaHUIO C/1e300TBOAALLMX MyTeld HOBOPOXAEH-
HbIX MOryT Croco6CTBOBaTb BPOXAEHHbIE aHATOMUYECKNE BapuaHTbl UX
CTPOEHUS: CY)KEeHWs, AMBEPTUIKY/bl, CKIaAKW, KanaHbl. OpHolA 13
MPUYVH JakpuoumcTuTa Y OeTelAB nepeble 10—20 AHelA XXM3HU ABAseTCs
OTCYTCTBME C/ie3bl, YTO CrOCOGCTBYET COXPaHEHUO U OrpybeHuio npe-
MNATCTBMA B C/1IE3HO—HOCOBOM KaHase. JakproumcTUT HOBOPOXKAEHHbIX —
camasi yacTas NaTosiorms C/1e3HbIX OPraHoB B 3TOT MEPUO, XKM3HU. Yale
BCTpeYaeTcs Yy [JeBoYeK.

KnunHunyeckune nposBieHVs AaKproLMCTUTa TUMNYHBL Y MHO-
rmx OETeiA B Mnepsble OHW MNOCe POXAEHUA MOSBISETCA C/MBMCTO-THOMA-
HOe OTAesIiemMoe N3 KOHBbIOHKTUBASIbHOIA Mos10CTW. YacTo yXe B poawib—
,HOM [IoMe M3 C/ie3HbIX MELLKOB BblAaB/IMBaeTCA CHadasia C/mM3ucToe, a
3aTeM M rHobAHoe otgensemoe. OcTpas ¢opma  AakpuyoumcTuTa npoTe-



KaeT Mo Tuny "Aeworbl: KpacHOTa W NpuAyxsocTb B o6nactn CIEA*
HOr0 mewka W BHYTPEHHEro yrna BeK, pe3kas 60/1e3HeHHOCTb. 3Tu
ABJIEHUSA COMPOBOXAAalTCA 6GecroKoACTBOM pebeHKa, y Hero rosbl
waeTca TemnepaTypa, HepeAKo 06pasyloTcs CBULLM CMe3HOro>
KapAuHanbHbIM  MPU3HAKOM [AaKpuouucTuTa AB/sSeTCA  ««AesleHune
CAN3NCTO-THOMHOM COLEPXUMOro l4epe3 C/ie3Hble TOYKM Npu Haga.™,.,
BaHUK Ha 06/1aCTb C/E3HOro0 MeLl

AvnarHos [nA ,CI,I/laFHOCTI/IKI/I MPUMEHSIOT  BMOMIMbPOCKOMMIO
C Le/Ibi0 YCTaHOB/IEHUNS Cfie3bl Y HOBOPOXKAEHHbIX, PEeHTreHorpapuio
C/Ie3HO-HOCOBOI0 KaHasla, KOoTopas KpalAHe 3aTpydHeHa y » j,B
KUX [OETeld N TpebyeT Hapko3a; MNpoby Ha MpoXoAMMOCTb KpacsLuero
BelLlecTBa yepe3 Crie3Hble NyTW; Mpoby € NPOMbIBaHVEM Cre3="*
aHTacenTUYECKOI XUAKOCTbIO. Heobxoammo TulaTesibHoe obcrieaoBaHve
TakuX LETeiA 0TO/TapPUHIO/I0rOM, KOra NpensaTCcTBUA /18 NPOXOKAEHUS
cnesbl MOryT ObiTb BblSB/IEHbI U3-3a M3MEHEHUM B KOCTSX W C/IN3UCTO

"TeueHMWNe CPOYHOE, CPaA3Y nocne YCTAHOBJIEHUA [AuarHosa.
MneH4YaTbIlA AaKpuUOLMCTUT (MepBble HeAenn >XXU3Hu pebeHKa) [0J1K
6bITb M3/1eveH B TeueHVe He 6onee 5—7 AHEA NyTeM Macca)ka C/ie3Horo
MellKa, MnpomMbiBaHUA C/ie3HbIX I'IyTeI‘/JI aHTUCENTUYECKON XUNAOKOCTbHO U
npyu UX HeaPHeKTUBHOCTMN 30HANPOBaAHMEM C/IE3HO-HOCOBbIX NyTet. KocT-
HbIA faKpuoLMCTUT (OTCYTCTBUE, pe3Koe CyXXeHue, [ucriokalms KocT-
HOro oTAesia C/1Ie3HO-HOCOBOr0 KaHasa) TpebyeT pPeKOHCTPYKTUBHOUA one
paumun. MewoyHbItAd (BCNeacTBMe BPOXAEHHbIX aHOMaslMu pa3BUTUS U
pacrnosioXKeHUs C/Ie3HOr0 MELIKA) W puwuorennw v AKPUOLMUCTUCT TaKX
TpebyloT ornepaTMBHOrO BMelLaTesIbCTBa B TOM c/ly4dae, ecnv nposege
HOe 30HAMpOoBaHMe He [asno MosIoKNTEeNIbHbIX pe3ysibTaTtoB. [pu”Hanun-
UUN CYXXEHUSA CrIe3HbIX MyTelA 1 OTCYTCTBUSA 3ddeKTa OT 30HANPOBaHMSA
C/1Ie3HO-HOCOBOro KaHasia Les1ecoo6pasHo [0 pelleHUs Bomnpoca ofak-
PUOLMCTOPUHOCTOMUMN MPUMEHATb GYyXMpoBaHHEe KaHasa MnosmaTune-
HOBOIA TPYOKOM. MPorHo3 06bIYHO XOPOLUUIA,

AAYHA BO}'I[IJESHb B 1886 r, L. Down onucan oco6yto dopmy
MOMOTUN CO CBOE0OpasHbIMU YepTamn JIMUa: KOCOIA paspe3 rnas, nay-
LLyl|7'|CHapy>+<V| cBepxy BHYTPb 1 BHU3, 3MUKaHTYC, KOPOTKMIA HOC C ra —
MOKOIA NJI0CKOIA MepeHOCULIEIA, MasleHbKUue AeopMupoBaHHbIE YN, no
JTYOTKPbITBIA POT C BbICTYMNAIOLLEIA HDKHEN YestocTbio. B SiX. waar
denberg npeanosioXkns, YTO NPUYNHOLA STO0 CUHAPOMA MOXKET ObITb Xpo—
.. COMHas i He«anuns. B 1953 r. Lejeune, Turpin, Gautier o6Hapy>xnan
npn 6onesHn fayHa Tpucommio 21-1 Xpomocombl, B 1960 r. Folam n
Fraccaro BnepBble onucasin pebeHkKa ¢ 60/1e3Hb0 JayHa U XpPOMOCOMH
TpaHCc/Io0KaLVEe. B HacTosLee BpeMsl yCTaHOB/1eHO, YTO NpuynHon”3abo-
NeBaHUs SABMSAIOTCA pas3/iMyHble XPOMOCOMHbIe abeppauun  (TPUCOMMK
214AXpOMOCOMbI, MO3aUYHbIE TPUCOMUN, XPOMOCOMHbIE TpaHC/10KaLmmn
13—15/21; 21/22; 22/21; 2/21; 4—5/21; 20/21). B 6onee pegkux cny-
yasax HaxoOsaT KOMOUHauuMio Tpucomuun 21 ¢ TpaHC/oKaumen m MHoxe-
CTBeHHble aHeyLylonamn. Yactora 6one3nn JayHal5 3,4 Hal000l HoB
poXKAeHHbIX. 94% 3TuX OETeAMMEST Tpucommio 21, 3-5% - TpaHcs1o
Karnn L4aCT0Ta TPaHC/I0KALMOHHbIX C/lyyaeB 60/1e3HM [JayHa cocTaBseT
B nonysisaumm 1 : 37 000-1 : 48 000. C noBbllLieH/EM BO3 aCTa marepu
Bo3pacTaeT uacToTa POKAEHUA pebeHKa ¢ 60/1e3HbI0 [ayHa, Y XeHLIVH
monoxe 20 net oHa coctaBnsfeT 1 : 700 HOBOPOXAEHHbIX, a cTaple
45 net — 1 :20—1 : 45 HOBOPOXAEHHbIX. TpaHC/0KaLMOHHbIe (HOopMbl
Hanbonee yacTbl y AeTeld OT MaTepeld B Bo3pacTe 15—29 net - 8/00T
obuiero ymcna 6o/bHbIX, a B Bo3pacTe cBbiwe 45 net — 1,8%. YBenu-
YeHMe 4YacToTbl 3abosieBaeMoOCTVM C BO3pacTOM MaTepu MPOMCXOAUT 3a



64et yBenmyeHns ¢opm ¢ TpreoMneiAa 2 i, CUuTaloT, YTO MepalAXosKaeHL e
XPOMOCOM  00YC/I0B/IEHO MPOLLECCOM CTapeHWs MosiI0BOro arnaparta wu
SHOOKPUHHOMA cucTeMbl. B criydasx cemeldHbiX qopm 60/1€3HM  JayHa
HET YETKOIA 3aBMCMMOCTI MeX/y BO3pacTOM MaTepy U YacTOTOA poxae-
HUA GO/bHbIX OeTeid 25% BceX ceMeliHbIX CrlyvaeB SIBASKOTCA TpaHCc—
aoKaUMOHHbIMM; 10% LETEIA MMEOT Mo3amK-Tpucommio 21. B aTumx
cny4vasx 4acTto (heHOTUMNMYECKM 340p0Bas MaTb SBASETCA HOCUTEslemM
3TKX abeppaumia. Mpun 3aBUCALLEIA OT BO3pacTa TPUCOMUM CEMELHbE
C/ly4Yan oYeHb peaku. B nuTepaType onvcaHbl OTAEMbHbEE C/y4van, Korga
MaTepy ¢ 6os1e3HbI0 JayHa prkann JeTeid, NosioBMHa U3 KOKpPbIS 0Ka-
3bIB/IMCb 60/1bHBIMM. OnMcaHbl C/yYan 3a6os1eBaHNS Y OOHOAALIEBbLIX
6/IM3HELIOB.

KnnHunyeckasa KapTuHa Y HOBOPOXKAEHHbIX XapaKTep-
Ha: MbIWEYHAss FUMOTOHWUA MU COXPaHHOCTU CYXOXMWJIbHbLIX peduiek-
COB, MepepasrmbaHve cycTasoB, MJ/I0OCKOe JIMLO, KOCO MOCTaB/ieHHbIe
rnasa, 3WWaHT, NAaTHa bylwuabaa Ha poroBotA 060/104Ke, LLUMPOKas
rnepeHocuLa, ANcrjacTUYeckue yiunm, cpefHas anaHra V nanbua ge-
(hOpMMPOBaHbI, XapaKTePHbIA KOKHBILA PUCYHOK C F/Ty60KoiA mnonepey-
HOUA 60po3a0iA N TpUPaaMycoM B LIEHTPe JIafIoHHOA noBepxHocTU. 30—
40% peTeiic 60M1e3HbI0 [layHa MVEOT BpOXKAEHHbIE MOPoKK cepaua. Jetun
CroKOAHbI, €nabo KpnyaT. [JuHamMmKa MNCUXMYECKOro pasBuTusS MNpu
60n1e3HM JayHa WUMVeEET psf, 0C06eHHOCTEIA. B paHHEM OOLLIKO/IbHOM BO3-
pacTe 60/1bLLUNHCTBO AETEIA OT/INYAOTCH BA/IOCTbIO, MEUOLA aKTUBHOCTbIO,
¢ 6onblUMM TPYAOM YCBavBalOT HaBblKM camoobenyxmsaHus. C 4 ao
7—8 reT 0TMeYaeTcs OXMBJ/IEHME TMCUXMYECKOIA OeATesIbHOCTW, MOBbl-
LLeHWe aKTUBHOCTW, KOTOpas MepexoauT B ABUraTesibHyH pacTOPMOXeH—
HOCTb, pPa3gpaXmMTesIbHOCTb, YNPSAMCTBO. B nybepTtaTHOM nepuoge Mo-
ryT MosiBMIATLCA PacCTPOIACTBA MOBEAEHWS], He CBOMACTBEHHbIe*paHee pe-
6eHKy ¢ 6os1e3Hbl0 JayHa. YMCTBEHHas OTCTa/10CTb AocTuraeT B 75%
C/y4YaeB cTeneHn umbeumsbHocTy, B 20% — uanotun, B 5% cnydaes
oTMeYaeTes AebuibHOCTb. OTHET/IMBO BbICTYMNAIOT OCHOBHbIE CUMMTOMbI
onuropeHnn: HeaopasBUTUE abCTPaAKTHOMO MbILUIEHUS Hapsay C He-
[0pa3BUTUM JIMYHOCTU B Le/ioM. KpaiiHe 3aTpyaHeHbl CYETHble onepa-
umn. KnnMHNYeCKNX pasimmunin y 60/bHbIX TPYCOMUEIA U TpaHC/IoKaumeii
HeT. [larosioroaHaTOMMYeCKU Haxo4AaT BPOXKAEHHbIe TMOPOKW  cepaua
M KPYMHbIX COCYA0B, aTpe3nuy 1 CTEHO3bl >KeslyJ04YHO—-KMLLEYHOIo Tpak-
Ta, AvadparMasibHble U Apyrve rpbbky, 60/1e3Hb MmpinpyHra. VsveHe-
HUS B HEPBHOIA CCTEME CBOAATCA K HEMOSTHOLEHHOCTU K/IETOK CMIMHHOMO
M rosI0BHOFO M03ra, aTpomn Mozxeuka (CpedHVIA BeC MO3XKeuka MeHb-
e, Yem B Hopme). Hepeako 60s1e3Hb [ayHa coveTaeTcs C el ikeM/ein,
mno-wm nwepTtupeo3om. 30% geteia ymmpatoT go 1 mecsauya, 53% —
no 1 roga, 60% —B nepsble 10 fieT.

NeyeHwne: BUTaMUHOTepanus, 06LLEYKPeNIaOLWLAaa U TKaHeBas
Tepanus, NpenapaTbl, y/ydllauye MCUXUYECKYI0 aKTUBHOCTb W YIly4-
LatoLLpe MOTOPUKY, CUCTEMAaTUYeCKMe 3aHATUA C Jlorornefom WM nepa-
rorom. NMporHo3 NoToMcTBa MeHee 6/1aronpusTeEH Y MaTepeld, UMEeRLLMX
TpaHcnoKaumio. B oCTas/lbHbIX CrlyyasX PUCK POXAEHWs BTOpPOro pe-
6eHKa He 60/ibLUe, YeM Y >KEHLUMH 3TOro Bo3pacTa B MomysiALmvn.

AEBCTBEHHOW MNEBbLI ATPE3UA. Mpu gaHHOA aHOMasium pas*
BUTWA AEBCTBEHHaA r/ieBa He MIMEET 0TBEPCTUS W MOSIHOCTLIO 3aKpbIBaeT
BXO/, BO Bnaravwe. Bo Bnaranvile, ake Y HOBOPOXKAEHHbIX, MOXET
CKan/iMBaTbCA XUAKas Wi MOSIOMHOBMAHas Cnn3b, KOTopas pacTs-
rMBaeT Bflara/vlle, AeBCTBEHHas MJ/1eBa BbINSAYMBAETCA MeXAy M0s10-
BbIMM ry6amun B BUZAE OMyX0s/IM CEPOBATO-)XKE/ITOBATONO LBETa BE/IMYNHOIA
6 ronlybuHoe ALY WM BULLHIO. CKOMJIEHME XXMAKOI0 COAEPXKMMOro BO
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BNaraMe HOCUT Has3BaHWe ruApoKOsbroca, MYKOKO/bMOoCca, almTe-
JIOKOJIbHOCA.  3HAUUTESIbHOE CKOM/IEHME XMAKOCTU BO B/lara/vllg Mo-
XXEeT BbBbIBaTb 3aTpyAHEHVE MOYenCcnyCcKaHWs, 6051 B X1BOTe. B nepmop,
Fonosoro CO3PEBaHUSA, C Ha4a/loM MEHCTpyaLun, KpoBb, W3/IMBLUASCA
M3 MaTKN CKarn/nmBaeTcs BO B/arasmile (remaTokoAblioc), 3aTeM B MaTKe
(remaToméTpa) U B Tpy6ax (remMaTokosIbnHKC). CKorsieHre KpoBW BO B/la-
ranuvwe*, MaTke, Tpybax BbBbIBaeT Mepuoanyeckme 60/ BHU3Y XXUBOTA,
3aTIOyaHEHHOe ModencrycKaHme. [py ocMoTpe Mexay MosioBbIMU ry6a—
M/ 0GHapY>XMBaeTCH BbIMNAYMBaHME CUMHIOLLHOMO LBeTa M3-3a CKOLWB-—
wpiirs wxposw BO BMAranuwe. MNpu 3HAYNTENIBHOM CKOMJIEHUM KPOBU
pacTaHyTOe Brara/ivilie, MaTka MoAHMMAOTCA Bbille Jfi0Ha B BuOe a/ia—
“T e " *e6" A ™ " pna, He, ,,APOMYKOT/LMOC», ONep,-
nuio crieflyeT AenaTb B Meprog, rnosioBoro co3peBaHuns, Tak Kak He Bcer/a
ACHa MPOTSHKEHHOCTb aTpe3n M MMEETCH OMacHOCTb MOBPEXAEHUS Co-
cefHNX opraHoB (MOYeBOr0 MNY3bIPS, npawon  KALLKN). )

AE BPUN CUHAOPOM. OnucaH B 1951 r. De_Vnes. HocuT cevelA
HbIA XapakTep. BeayuyM s « » v v MUEC KONM KapTUHe sB-
NFETCA remMopparnyecknii CUHAPOM, COYeTalOLLMIACA C aHOMa/IUsSMK pas-
swras J1IAA0W W CUHOAKTWIVE MeXAOY v - w  Nasibuem. Mpu mccreno-
BaHWM KoarysiorpaMMbl — OTCYTCTBME WM He[oCTaTouHas aKTUBHOCTb
d)aKTOPe V. TeuyeHne 3abosieBaHMsI 61aronpuUsiTHoE.

Jl eyeHune npoBognTCA APOGHBIMM MEpPesIMBaHUSMU KPOBU.

TNe TOHW — OEBPE - ®AHKOHW CUHAOPOM. 3ab6oneBaHuve
onucaHo B 1936 r. De Toni, Debre, Fanconi. HacnegyeTcsa no ayTocom-
HO—peLecCMBHOMY Tuny. B oCHOBE ero /IeKUT HeA0CTaTOYHOCTh
raxcncreMToueuHbIX KaHa/bLEeB: MOMMMO SBMEHUEA docthaT-avabeTa,
XapakTepu3yeTcs MacCVBHOLA aMMHOoALMAypuen U MOHeYHOIA [AHOKOBY-—
pviei. Mpy 3TOM CUHAPOME C HapyLLIEHMEM PeaocopoLmm (hoetaTr’B UVEST—
CA pacCTPOLACTBO 00paTHOr0 BCAaCbIBaHMA aMWHOKMC/IOT WU /1IOKO3bl U3

K5k 'n'I'Ba K /1'3a6onieBaHne MposiBNASeTCA B KOHLE MEpBOro A Ha
BTOPOM FOAY >XXM3HW M COMNPOBOXAaeTCA 3HAUMUTE IbHbIM HapyLLleHnemM 06-
wero COCTOAHMSA pebeHka. JeTn TepslT MHTEPeC K OKpY>XKaroLlemy,
~ HWX OTCYTCTBYET arreTuT, MOoAB/IAITCA pBOTa, MOAUNYpUsa, sBrie-
wua 00€3BOXMBaHUA U AUCTPOUKN. Mo3aHee NPUCOEANHAIOTCH NPU3HAET
paxuTa ¢ AeopmMaumsaMn CKeseTa N CroHTaHHbIMM NepesioMaMn KOCTEIA.
Mpn BUOXMMUYECKOM MCC/ef0BaHUM MOYX 00HapYXXMBAaKTCH MaccMBHas
amMuHoaumAaypus, rKosypus, dochaTypus.

raxasf a a3oTa aMWHOKMCAOT B KPOBMW CHWXXEHO. [MOMUMO 3TOrO, suse

NATCA TMNOXNOPEMUA W aunaos, B psafe CnyyaeB eHUXMUIO cofiepxKa-
HUS Kanuns B CbIBOPOTKE KPOBW. AKTUBHOCTb LLEOYHON hocaTasbl pes-

K “aTd'Fe peHUManbHbIA AMarHO3 CcnegyeT NpoBOAUTb
C cuHapomoM AbfepxanbfeHa - ®PaHKOHW, cuHApomOM Jloy, ranak-
* [ e'deHMuWe 3aKN0YaeTcsd B NPUMEHEHWN BUTammHa D (maccus-
Hble gosen Kak npu qocdar-anadete). PekomeHayeTcs BBeAeHMe LUTparta
™Tpulr 4-6 r B CyTKM, aHaboNM4eCKUX TOPMOHOB TuMa [AuaHa-

20/EAEPEKT MEXIMPEACEPAHOM MEPEMOPOAKMN (AMIMM) BeTpe-
yaeTcsa vacTo cpeam Beex (hopM BPOXAEHHbIX MOPOKOB cepaua (7 ).
OM6prOHanbHOEe 0CO6EHHOCTU Pa3BUTUA MeXNpeacepLHOUNeperoposKu
CO34al0T pa3fiMyHble aHaTOMUYeckue BapuaHTbl JAedekTa. BoblgensioT
OBe Tpynnbl fedeKkToB: (OpMUPYIOLLMECH B Hava/bHOM Mepuoje pas-



BUTUS MEXTPEeACEPAHOMA Meperopoakm — co6CTBEHHO AeheKTbI nepero-
poaKu 1 6osiee NMo3gHe B BUE OTKPbITOro OBa/1bHOro okHa. AMI LU
4acTo co4YeTaeTcs C ApYriMU BPOXKAEHHbIMW aHOMaUIMAMW cepaua, Ko-
HEYHOCTEA, M3MEHEHWEM AepMaTormMuKM 1 ap. HekoTopble M3 3TuX
COYETAHMIA BblaerieHbI B OTAEMbHbIE CUHAPOMBbI. CrHApom XonTa—Opama
3aK/ilovaeTes B codeTaHuu AMIM ¢ aHomasmeid 60MblUMX NasibLEeB
pyK. CuHapom JleBuca, BEPOSITHO, MEHETUHECKU WOEHTUHHBIA CUHAPOMY
XonTta — Opama, nposiBisieTca codeTaHvem AMIMM n pedopmMauyeii
paaviasibHOA CTOpPOHbI pyK. [lo HegaBHero BpeMeHn MMM noyTtn Beer-
[a cunTasica crnopaguvveckmm. B nvTepaType vMenMcb OnucaHus oT-
[enbHbIX Ceveid, B KOTOpbIX MPOCAEXMBA/ICA AOMVMHAHTHBIA TV re-
pepaun AMIMM. B HacTosiwee Bpemsi pabotamn Williamson ycTaHoOB-
JIeHO 3HauMTesIbHoe KO/IMYECTBO ceMeldHbX opm AMIM  (BTOpUUHLIEA
TVn), rge y 3,7% cubeo, 3,8% MOTOMKOB, MopaKeHHbIX AMIM, 6br
7N HAAOEHbI BpOXKAEHHbIe MOpoKK cepaua, y 6,3% poacTBEHHMKOB Bbi
Tarkke OMI, BOMbLUMHCTBO aBTOPOB CUHUTAOT, YTO Hac/eACTBEeHHas
nepegaya AMIIIN coBepLiaeTca Mo  ayTOCOMHO-AOMWHAHTHOMY TUry,
B HacToslLLee BpeMs MU3y4aeTcs rmnoTesa rnosMreHHo nepegayun. CunHa-
pombl XonTa — Opama 1 JleBuca Takke MnepesatoTcs Mo ayToCOMHO—
JOMUWHAHTHOMY TUMy.

OJEPOPMUPYHOWAA MbILLEYHAA ANCTOHUSA (60ne3Hb Lie-
Ha — OwneHreiama). CuHApom onucaH Zihen u Oppenheim B 1911 r.
XapakTepmsyeTcs TMNEPKNHE30M MbIlLL, TY/I0BULLA U KOHEYHOCTEIA €O
CB0e06pa3HbIM BpaLLaTe IbHbIM KOMMOHEHTOM BC/IEACTBUE HepaBHOMEp-
HOIo pacrnpefesnieHns MbIeYHOro ToHyca. 3abosieBaHMe 00bIMHO Hacse-
AyeTcs No ayTOCOMHO-AOMUHAHTHOMY TUMY. My>KUMHBI U XeHLWHbI 60-
JIEl0T 0AAMHAKOBO 4acTo. [1aTo/10roaHaToOMMYecKn ornpeaensioT Mopdosio-
rMYeckne U3MeHeHNs B 06/1aCTV NOAKOPKOBbIX Y3/10B, flaBHbIM 06pa3om
B YeYEBWYHOM sSpe, KpacHOM siape, JIbIOVUCOBOM Terle.

KnvHunka. T[lepBble CUMIMTOMbI OTMEYalOTCA B [OETCKOM BO3-
pacTe, 06bIMHO A0 10—13 51eT,— rmnepkmMHesbl He6o/bLUMX MbILEYHBIX
rpynn. B nokoe MblLevHbIX cNasMoB He 6bIBaeT. BoBrieyeHvie B npoLiecc
[/MHHBIX MbILLL, CAYHBI 1 TYJI0BULLA NPUBOAUT K MNepepasrnéaHunio ero
1 MOBOPOTY BOKPYI MPOAOSIbHOIA OCU, C/IeACTBMEM Yero SBAOTCA KOCT-
Hble aetopmaun (1opao3, «ocaHKa OAHOrop6oro Bepboaa», CKOIMO3
MO3BOHOYHMKA, aCUMMETPUYHOE CTOSIHME J10MaToK, MN/IAWYLAa Moxoa-
Ka). BcTpeyaloTcs JlOKa/lbHble (OPMbl TOPCLIOHHOIA AMCTOHUM — cha-
CTUYeCKass KpuBoOLLes M mucumiA cnasm. VHorga 3abonesaHuie corpo-
BOXJaeTca cyaoporamu. CHUDKEHWE VHTeSUIeKTa He XapakTepHo. [por-
peccupoBaHMe 3a60/1eBaHNS MOXET NPUBOAUTL K MHBa/IaM3aumm 60osib-
HbIX.

AundpepeHupanbHbIiA aparHo3 criedyeT NpoBoOAUTb C 3NMAEMUYECKUM
3HUeGaMTOM 1 renaTtoLepebpasibHOLA OCTPOdmMElA, OOHUM U3 BeayLLUmnX
CUMMTOMOB KOTOPbIX MOXET SIBUTbCH TOPCMOHHLIA chasMm. [JuarHocTu-
Ke MOMOraeT Ha/imuvMe B K/IMHUYECKOLA KapTUHE ApYrnX XapaKTepHbIX
MpU3HaKoB 3TKX 3a60/1eBaHNIA.

JledyeHMe: Ha3Ha4yalOT apTaH, TPOHaUWH, AernapkuH v ap., ce-
[aTVIBHYIO Tepanuio, BUTaMUHbI Fpynnbl B. B 0TAeNbHbIX cay4vasx npu-
MEHSIIOT HEPOXMPYPruyeckoe JiedeHne — cTepeoTakcmyeckme ornepa-
LM Ha MOAKOPKOBBLIX Y3/iax. _ . .

AVABET HECAXAPHbINN HEVPOTMMO®U3APHbLIV — 3a6o-
NeBaHMe, CXOAHO0E N0 K/IMHUYECKVM MPOSIB/IEHUAM C MOYeYHbIM Hecaxap-
HbIM OVabeToM, HO OT/IMYatoLLeecs 0T Hero B NaToreHeTUYECKOM acreKkTe.
YyBCTBUTESBLHOCTL MOYEYHbIX KaHasibLueB K AN He n3mMeHeHa, naTtore-
He3 3ab0/1eBaHMA CBA3bLIBAETCA C PacCTPOIACTBOM HelApocekpeLmmn. Hac—
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neflyeTcs Mo ayTOCOMHO—AOMUHAHTHOMY TUMY, XOTS M3BECTHbI C/lydyam

HaClIn TmNee T aggaypekpnHa n NUTYUTPUHA Npy 3TOA OnabeTa
B OT/IN4YME OT MOYEYHOro AvabeTa OKasbIBaeT sieHebHbINA adhheKT. Aqny
PEKPUH B BUAE MOPOLLKa BBOAAT MyTeM BAbIXaHUA 4vepe3 woc. JeTam
[0 2 YeT npenapaT He Ha3Ha4yaloT, B 60/1ee cTapLliemM Bo3pacTe ero np.
MeHskkl B age 0,01—0,03 r 2-3 pa3a B AeHb. [MUTyUTpuH BBOOAT
BHYTPUMbILLIEYHO 13 pacveTa 0,5 Mr Ha 1 M* noBepxHoCcTw Tena.l1porHo3
He' coBceM 61aronpuATHbIEA — 60/IbHbIE YKU3HECMNOCOOHbI, 0HAKO

°BOMABET HECAXAPHBIA MOYEYHbIW. Mpn aTom 3a6or1eBaHN
MOYKN He B COCTOSAHMN 06pa3oBbIBaTb M°Uy € 6°/IM BbICOKM 0L OM O
HOCTbIO 4YeM yrbTpadunbTpaT miadmbl (300—310 Mocm/n), B cBA3U
C OTCYTCTBMEM O€aKUMW MOYEYHbIX KaHa/IbLEB Ha aHTUAWYpeTUYecKUn
rowoHHeMporunodusa. B natoreHese 60/1€3HU «rpaloT 60IbLLYIO POSib
3HauUTe bHbIE NOTEPU BOAbI, BeAyLUME K PasBUTUIO M1a3m= noru-
NepPTOHUN . MCTOMOMMYECKNX U3MEHEHUN B KaHasibLiax y Mormnélumx ae
™ ??'?1'”””3 Jl-‘ ?( géxo'%%-lébnesame nposiBNsieTca Ha S—{>M Mecsuge
YKU3HN 06WIbHLIM AMYpPe30M, CK/IOHHOCTbIO K 3aropam, pBOTOA U Mo-
BbllLEHVIEM TemMnepaTypbl Tesla. UyBCTBO »XaxkAbl, C/1abo’ Pa3»™°® Y

Tei4 paHHero Bo3pacTa, MOXeT OTCyTCTBOBaTb Mpu 3abosieBaHUN He
caxapHbIM AabeToM. OBBLEM cyrouwoi MOUM Y FPYAHOIO peGeHKa MOXET
[ocTUraTb 2 /1, Hepe4Ko Hab/ioAaloTCs «cosieBast SIMXopanKay», CyO0poX-
Hble COCTOAHUIA CTOViKVe HapyLleHUs BOAHO—COMeBOro HasiaHca rocre—
MEHHO MNPUBOAAT K pasBUTUIO FUMOTPOUM, 3aepKKe (U3NYECKO W
YMCTBEHHOI0 pasBuTas pebeHka, A < Mpyv [0CTaTOMHOM BBEAEHUN
YXMAKOCTU 3TOro He HabntopaeTcsa. OnuvcaHbl 6oniee NBrraB p"Mbl He-
napHoro AuabeTa, yalle y OeBoYeK, MpU KOTOpbIX peakums Ha A

b cHwkeTa OH AObH bl Anar Ho 3 npuxoguTtca npo-

BOOUTb C MOYeHHbIM KaHasIbLIEBbIM aLma030M, He(POHO(hTN30M PaHKOHN,
HecaxapHbIM AMabeToM LIeHTPasIbHOM0 MPOUCXOXKAEHUS.

Nl ey eHne 6onbHble A0/DKHBI NOSyYaTb AVETY C OrpaHUYeHueM
cosim n 6enkoB, HO 6GoraTyl yrseBogamn K >Xvpamu. EOMHCTBEHHOA
BO3MOXKHOCTbIO COXPaHUTb >XU3Hb PebeHKy SBMSeTCA BBeAeHVe [0CTa—
TOYHbIX KO/IMYECTB XXUAKOCTWU, YTO MpeAcTaBnseT Hepeako 3HauuTeslb-
Hble 3aTpyaHEHUS. [py KIMHUYECKUX NPOABAEHUAX Aernapataumm rno-
™ z3aw N°peHTepasibHOe BBEAEHME >XWAKOCTW, KAYECTBEHHbIMA COCTaB
KOTOPOLA YCTaHaB/IMBAETCA Ha OCHOBaHUM MOHOrpaMMbl M/1a3Mbl KPOBU
(copepkaHne Kanus, HaTpus, XJsiopa, obuero 6esika, 6ukapboHaTa).
C NoMOLLBIO ANYpeTUYECKMX NpenapaToB (LWNoTuasua) yaaetca A0oUTb-
CA 3HAUUTEsIbHOTO CHWDKEHWS Auypesa; YAOBMETBOPUTESIbHOIO 06bAC-
HeHVA 3ToMy (haKTy Moka HeT. MporHo3 HeAoCTaTOYHO W3YYeH.

MMNABET CAXAPHbIV. B 60/blUMHCTBE C/lyvaeB SABNSETCA £BHe—
Tuuecku O0OYC/I0BSIEHHBLIM 3a6osieBaHMEM. MyTaHTHBIEA 'eH pacrpocTpa-—
HEH MLLPOKO. UMeeTcs 0Koslo 4-5% romo3nroT (C MeHeTPaHTHOCTLIO
B TeYeHME XXU3HW /15 XKEHLMH 0K0s10 90% 1 A1 MYy>KUNH .0/>). Mo
JaHHbIM MeuLLyHapoaHOMA heaepaLin no avabeTy, B MUpe HaCHUTbIBAETCA
6051ee 20 MHY 60SIbHbIX CaxapHbIM AVAabeToM, cpean KOTOopbIX OETU
cocTaBnAT okosio 10%. lMeH avabeta (O) vveetca Y~ -25 J1 qoeii
S nonynaumn, o6Las YacToTa NpeapacnosioXkeHHbIX K caxapHomy Jpa"®
?y okono 5%: Tak, 20% swqoeia B CLUA aBnsoTca reteposurotamMMin)
no nuAroTMyeckom, reav, 5% — romosurotamn (gg), 75/0 — 340po
BbiM/ (4 4). Cpean romo3unroT (og) 0,9% 6oneloT MaHUECTHBLIM  Anabe-
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ToM, 0,8% — CyOK/IMHMYECKNN, WM JIAaTEHTHBLIM, AMabeTom, y 3,3% ava-

6eTryecKoe COCTOSIHWE He MoAAAeTCs COBPEMEHHOMA AMIHOCTUKe. Yauie
[OnabeT BCTPeYaeTCs B CEMbSX C OKVPEHWEM, FJIMKOreHo3amr, royey-
HbIM AvabeToM, MYKOBUCLUMAO30M. 3TU COCTOSHUSA paccMaTpuBatoTCcs
Kak npeavabeTnyeckre. HacneaoBaHve caxapHoro riabeta MOXeT 6bImb
ayTOCOMHO—PELIECCUBHBLIM,  MOSIMFEHHbIM, MOXET Hab/ioaaTbca MnceBao-
JOMUHMpOBaHMe Npu3Haka. MeHeTuyeckue AetheKTbl Npy caxapHoM Auva-
6eTe MHOroobpasHbl: HapyLLEHUS CUHTE3a N BblAe/eHVs MHCynHa  (My-
Tauma CTPYKTYPHOr0 reHa, MpyBOASLLErO K rUrorniasnun 6eTa-KIeTok;
MyTaums reHa—-perynsaTopa, Beayllas K CHUXKEHHOMY CUHTE3Y UHCY/INHA;
reHHbRA ebekT,  00YC/IOB/IMBAOLLMEA  CUHTE3 aHOMasIbHOM0  WHCY/IMHA;
[eteKTbl, 00yC/0B/IMBaIOLLME HEHOPMasIbHOEe CTpoeHue MembpaH OeTa—
K/IETOK WM UX 3HEPreTUKyY); reHHble AetheKTbl, NPUBOASLLME K HEYYBCT-
BUTEIbHOCTU MEPUREPUYECKNX TKaHEA K WHCYSIMHY;  HEeLATpasv3aums
VHCY/IMHA B XMUOKUX cpefax BCMeAcTBME MyTaumnm FeHa-perysnisTopa,
06YyC/I0B/IMBAIOLLIENO BbICOKOE COAEMKaHME WHCY/IMHOBbIX aHTaroOHUCTOB
Ha ryMopa/lbHOM YPOBHE; MOBbILLEHHOE pa3pyLUeHWe WHCYSIMHA [/ioTa—
TUOH-UNHCYIMH-TpaHCrUaporeHasoA. HacneAcTBeHHas nepegada nepe-
UNCMEHHBIX FEHHbIX AeMeKTOB MPOUCXOANT Pas/INYHLIMK Ay TAMMU.

OcHoBHOA NpobrieMoi/ NpeaviabeTa sABMseTcs pa3paboTka MeToaoB
YCTaHOB/IEHUS  FOMO3WUIOTHOCTW MO0 MyTaHTHOMY reHy. [lpeaviabet
3BOSIHOLMOHNPYET B MaHUECTHBIA AMabeT Yepes CTaanm CyOKIMHNYECKOTO
M NaTeHTHOro AviabeTa, AMarHoCTMKa KOTOPbIX B HacToslLLee BpeMs TpyA-
Ha. Vicnonb3yloTcs MeToabl orpeaesieHust WHCY/IMHOBOIA aKTUBHOCTYU
KPOBW MNpWY MpoBeAeHUW CTaHAaPTHOrO r/10K030-TOSIEPaHTHOr0 TecTa,
ONHAMUKN  HEACTEPURPULIMPOBAHHBIX XXMPHbIX KWC/OT, BbiSB/eHVE OpY-
rmx MapKepoB [AyabeTUYeCKOIA MpeapacnosiOKeHHOCTU (CUHaTLOYMUH,
nasMeHHbIE UHIMBUTOPbI MHCYIVHA).

MaHunecTaupmm CKpbITbIX (HOpM AmabeTa Croco6CTBYHOT KOHTPUH—
CYNISpHble rOpMOHasIbHbIE BAIVAHUS, WH(EKUMOHHbIE 3a60/1eBaHMA, nepe-
eflaHve, TpaBMbl U Apyrue ¢aKTopbl.

B sBo/oumm  MaHU(ECTHOro AuabeTa BbIAENAOTCA Crieaylolie
CTaaun: VHUUMaNbHas, HOCTUHMUMAbHas, anokpuTU4deckas, cTaaus
MOSIMFOPMOHa/TBHOA  ANCKOPPeNaLUnn 1 cTaama aereHepaTyBHbIX Mopa-
HEeHIA-

KnvnHnuyeckue CcUMMNTOMBbI MaHUpecTHoro Aauaberta
Yy [ETEA IpKO BbIpaKeHbl; NoxyAaHue, nonvauncus, noavypus, HovHoe
HeAepkaHe Mouun, Nonvgarus, rernaTtoMerasivs, CyxocTb KOXHbIX MOK-
POBOB W C/M3UCTbIX 060s104eK. OCIOKHEHUSI caxapHoro aviabeta B OC-
HOBHOM KacaloTCs CcepAeHHO—-COCYAMCTOM CUCTEMbI N OENATCA Ha paHHue
(nmnogucTpodmn, HedponaTvv, aHrMonaTumn, XXMpoBas UHPUIbTPaLMA
rneyeHW, KaTapakTa) M no3gHue (mvnogueTpoduy, cuHapoMm  Kumven-
CTWIa — YWICOHa, HELAPOPETUHUT, MOSIMHEBPUT, CUHAPOM Mopuraka,
XXMpoBas AUCTpouA nedeHn). Be3 CBOeBPEMEHHOro sleveHnss 06Hapy-
XMBAKOTCA MNPU3HAKN  [eKoMreHcaumn npotiecca.

JekomMneHcaums | cTeneHW XxapaKTepusyeTcs HeyCTOAYMBOCTLIO
rVKeMUM U FAKosypun  (Neprognyeckoe MoBbILLEHVE /IMKEMUN Ha-
Towak 6osiee 200 Mr%, cyTodHas ravkolypus 30—50 r), nosiBfieHVEM
B YTPEHHUX MOPLMAX MOYWN C/Ief0B aueToHa, YMEPEHHbIM YBeSMieHnem
HOYHOIro Auypesa, HeboNbLLoA Xaxaoi. [ekomMneHcaums |l cTeneHu:
CTOMKasa rmneprsivikemus oo 400 mr%, raokKo3ypust 6onee 50 1 B CyTKM,
aueToHypus, runepkeToHemms (20 Mr%). noanypus, NOSMANNCUS, CUHA-
pPOM HapacTatoLLEero aKCMKo3a. LLe/o4HOA pesepB KpoBU CHWDKAeTCHa [0
30 06% CO02 HapacTaeT TpaHCMMHepa/IU3aumsi; pH KpoBu elle He Me-
HaeTcd, MNpu gekomneHcaums |1 cTeneHy nNpofosmkaro; HapacTaTb -
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néprmidemna (LI —  urty, n Pioree), rnokosypust (§80—100 1),
rEnepkeToHeMua (20—25 Mr%), CHVKaeTCsa LIE/IOHHOA pe3epB KpoBa
0o 25 06.% CO02 cagvr pH kpoBu 1o 7,38. BblpaXkeHbl CUMMTOMbI 06€3B0-
XnBaHUA, renatomerava. [exkomneHcaums Il cTeneHn nerko nepe-
XOOUT B KeToaumaoTudeckyto Komy. KeToaumaotmueckas koma | cTe-
MeHW: CO3HaHWe BpeMEeHaMW 3aTeMHEHO, ruropeduiekcns, LLYMHOe bk
XaHve, Taxmkapaus, peskuiA 3anax aueToHa M30 pTa, BbIpaKeHHbLIMA 3K-
cnkKo3. [uneprivkemma — 6onee 500 Mr%, runepkeToHeMmMs — 00
36 MIr%, CHVDKEHVE LLIesiouHoro pesepBa KpoBu Ao 20 06.% COa n Huxke,
pH po 7,20, ctaHgapTHoro 6mkap6oHaTa Ao 10 maks/n. Mpu kowme |l
CTereHn rosiHas noTeps CO3HaHWA, aperieKcHs, yrrybreHne ornCaH-
HbIX Bbllle K/IMHUYECKMX CUMIMTOMOB W MeTabosIMyYecKnX HapyLLeHUIA.

AnarHo3 caxapHoro avabeTta M pas/INYHbIX CTereHein OeKoM-
neHcaLmm npoLecca OCHOBLIBAETCA Ha K/IMHUYECKUX CUMMATOMax M 06s-
3aTe/IbHOM MCC/1e0BaHUN caxapa KpoBW, MO4M, MoKasaTesieid nwmnna-
HOro obmeHa (XKMpHbIEe KUC/OTbI, mnnabl). JudhepeHuparnibHbIA ayarHo3
[0JKEeH NPoBOAUTBLCA CO BCEMU MESUTUTYPUAMM (CM.  COOTBETCTBYHOLLME
pasgesbl).

NeueHwne. HasHavaloT (MU3NOI'OMMYECKYIO BO3PaCTHYIO AMETY

C OrpaHVUYeHWEM >XMPOB, JIErKO YCBaBaeMbIX YrsieBoAoB. VIHCY/MHO-
Tepanua B cpedHeM 13 pacdeTta 0,75 eamHuubl Ha 1 Kr Beca Tesa. C yBe-
JINHEHVIEM [aBHOCTU 3a60s1eBaHMs MOTPEGHOCTb B MHCY/IMHE MOBbILLAETCS,
[03bl MHCY/INHA YCTaHaB/IMBAIOTCA MO CYTOYHOMY [J1HOKO3YPUYECKOMY
nponIl0 1 MokasaTesiAM /IMKEMUN N JMnnugHoro obmeHa. Komnew-
calpeii HeobXoAMMO CUMTaTb Takoe COCTOsHME 60SIbHOro, Korda ypo-
BeHb caxapa KpoBW HaTOLaK He npeBbiaeT 200 Mr%, CyTOUYHasA r/IKOo-
3ypusa B npegeniax 10—20 r (5% OT caxapHOLA LIEHHOCTU MNULM), HET
aLleToHa, MokasaTenn NMNUOHONo obMeHa YAoBMeTBOpUTe bHble. O65-
3aTesIbHas JINMOKaMHO—- N METUOHMHOTepanvH. JledeHne 60/bHbIX Mpuv
[eKoMMeHcaumm npoLiecca 1 AviabeTUHECKOA KOME MPoBOAAT € CO6/I0AeHM-
eM Crefyowmx MPUHLUMMOB: BBEAEHVE KPUCTa/I/IMYECKOro KHCy/mna
6—7 pa3 B CyTKV 13 pacyeTa 1eanHuua Ha 1 Kr Beca Tesia, CTPYHHOE BHY-
TPUBEHHOE BBEAEHME XUAKOCTU A0 21 B CyTKU (PaBHbI3 YacTu (r310s10-
rMYecKoro pacTeopa, pacTBopa PuHrepa, 5% pacTBapa r/itoo3bl),, K-
Kapbokcunasa, AT®, BBeaeHVe aHTUOMOTUKOB B MEPBYIO H3AEMIO, cep-
JeyHble cpeacTBa. Tepanus WHCYJ/IMHOM W pacTBopaMu O0S/IKHa MpoBo-
OUTBCA MpU 0653aTEe/IbHOM KOHTPO/1E F/IMKEMUW, TJIHOKO3YpUW, BOOHO-
conesoro GanaHca. Mo Mepe NMMKBMOALMN CUMMITOMOB AeKOMIeHcaumm
60/IbHble  MepeBOAATCA Ha KOMOMHMpOBaHHOE JleyeHve mnpenapaTamMn
KPUCT/UINYECKOTO M MPOSIOHIMPOBAHHOINO WHCY/MHa. [MpoduniakTrka
OC/IOKHEHWIA CaxapHOro AvabeTa CTPOMTCA Ha OCHOBE CUCTEMATUYECKOrO
1 NPaBW/IbHOIO AMCMaHCEPHOro BeAeHWs 60/bHbIX. MpotrnakTuka ava-
6eTa B LE/OM [0/DKHA WUCXOAUTb M3 AUCMAHCEPHOro Hab/ioaeHUs U
KOHTPO/IA 32 JMLaMKM, KOTOPbIM YrpoXXaeT AnabeT, 0COGEHHO SNLAMA MO-
710400 1 AETCKOro Bo3pacTa (OeTv ¢ npeamabeTom 1 NpeamadbeTnyecKMmn
COCTOSAHUSIMMW).
» T [porHo3 B OTHOLUEHWM XW3HU 61aronpusTHbIMA. OfHako 60/1b-
Hble [0/DKHbI HaxoAUTbCA MOA, K/MHUYECKMM U BUOXMMUNYECKMM  KOHT-
poniem. MeaviKo-reHETUHECKMIA MPOrHO3: Lies1ecoobpasHo Bo3aepXKaTbCs
0T BCTYr/1eHUs B 6pak 60/1bHbIX CaxapHbIM AMabeToM € finuamm, MMero-
UMM Hac/IeACTBEHHYIO OTArOWEeHHOCTb M0 AuabeTy.

AVNABET CONTEBOWN MOYEYHbIN (nceBporvnoasibaoCTEPOHN3M)
—noyeyHas KaHaslbLieBas 3SH3MMOMaTus, MNpU  KOTOPOLA OTCYTCTBYET
YyBCTBUTE/IBHOCTb 3NUTE NS K anibaoeTepoHy. OnuvcaH B 1958 r. Cheek,
Perry. Tun HacnenoBaHWs — ayTOCOMHO-PELIECCUBHBIA. MoMMMO Hac—
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AIBCTBEHHOI0, M3BECTHbI pas3/INYHbIe MPOSIB/IEHUA MpUoGpeTeBIAOIO
rvnoasibA0CTEPOHN3Ma, MpPY KOTOPOM MOTepss YyBCTBUTE/IbHOCTU MO-
YeuHbIX KaHaslbLEB K a/ib[I0CTEPOHY CBSA3aHa C XPOHWYECKUM BocMasiv-
TeSTbHbIM MpoLeccoM  (MUEsIoHEdPUT).

KnuvHuuyeckn npossseTca B rpygHoOM BO3pacTe, Kak U uUc-
TVHHLIEA MMM/ IbAOCTEPOHU3M, KpM3aMn Aermapataumm 1 noTepy conu,
HO OT/IMYaeTCs TeM, YTO IKCKpeLms anibAoCTepoHa C MOYOMA A0CTUraeT
KosoccasibHbIX Be/MunH (800 MKr/24 yaca nNpu Hopme He 6onee 10 MKr/24
yaca).

%eq eHMe 3aK/oyaeTca BO BBEAEHUM xslopuaa Hatpms o 5 1
B CYTKM BHYTpb 1 MapeHTepasibHO, Mpu pasBUTUN 06e3BOXXNBAHUNS Has-
HayaloT nasMy WM F/10K030—-CoMeBbIe pacTBOPbI BHYTPMBEHHO. MporHo3
He6TaronpUSATHLILA.

AN TEOPIrA CWHAOPOM (annasvs BWIOYKOBOIA xenesbl B CO-
YeTaHUN C arviasviein NapawmToBUAHBIX >Xesle3) — ofHa U3 pasHOBUA-
HOCTELA Hac/1ieACTBEHHOro MMMyHonapesa. OnucaH B 1965 r. Di George.
MaToreHe3 3abosieBaHUSA CBA3bLIBAETCA C HEOOCTATOYHbIM Pa3BUTMEM
anutesva 111 n IV ¢apyHreaibHoA CyMKU, C OTCYTCTBMEM BWIOYKOBOIA
Xenesbl U MapalmToBUAHbIX Xeses. VmeoTcs TeHAeHUMM OTHOCUTL
[JAHHBILA CUHAPOM K KaTeropun reHoTUMNNYeCcKUX 60s1esHelA.

KnuHnuyeckasa KapTuHa  XapaKTepusyeTcs HU3KOA
COMpOTUB/IAEMOCTBIO OpraHM3Ma Mo OTHOLWEHWIO K MHpeKumn (peum-
OVBYVpyIOLLIME MHEBMOHMW, OTUTbI, AEpMATUTBI, cerncuc). B nepmoge Ho-
BOpOXXAEeHHOe™ 06Hapy>XmBatoTcs [pn3HaKm TeTaHUW, rUMnoKaslbume—
Mmsa.  KonmyecTBo /MMGOLMTOB B NEPUDEPUYHECKOIA KPOBU CHWDKEHO,
O0HaK0 KOHLEHTpaLmsa WMMYHOr/100y/IMHOB B rM/1asmMe B rpedesnax
HopMbI. KreTouHble peakuyun (paroupTos) OTCYTCTBYIOT MO OTHOLLEHMIO
KO BCEM aHTUreHam.

NeyeHMe 3ak/oyaeTcsd B MPUMEHEHUM aHTUOUOTUKOB LLNPO-
KOF0 CMeKTpa AelACTBUA, rFamma-rsioby/mHa, remoTpaHcdysuia. Mpea-
MPUHATBI MNepBble MOMbITKUA MPUMEHUTb TPaHCT/1aHTaLUMIO BW/IOYKOBOLA
Xenesbl N AMMGaTUYECKMX Y3/10B. MporHo3 HebaronpusTHLIIA.

AN30CTO3 BEPXHEYE/NHOCTHO-HOCOBOW (BuHaepa cvHA-
pom). BrepBble onucaH Binder B 1961 r. ABfifeTca CrieAcTBYEM KOMOU-
HMPOBaHHOIA 3a0ePKKM pasBUTUA cpeaHUX oTgenos nvua. Hoc ynso-
LLIeH, OTMeYaeTCs OnyLleHVe KpbUlbeB HOca, BEPXHAS ryba Bbiryksias,
UTO MPUBOAUT K XapaKTepHOMY MOJTySTYHHOMY CY>KEHWIO HOCOBbIX OT-
BEPCTUIA. Y 60/IbHBIX HeMNpaBWIbHBLIA MPUKYC BC/EACTBYE rUMornsiasnm
cpegHUX OTAEMOB HDKHEIA YentocTu. HepedKo aTpogumst CrvsncToiA 060-
JI04KM HOca. PEeHTIreHO/10rMyeckn onpeaenseTcs ansiasus Wwiv rurorsia-
315 HOCOBbIX KOCTElA, JSI06HOro CUHYcCa.

AvdpdhepeHyunanbHbIA AuarHO3 ceayeT nposoanTb
C BepXHeYesItoCTHO—/INLEBBIM CUHAPOMOM.

NNeyeHune: Xupypruyeckas KoppeKuus OTAeSbHbIX aHOMasMIA.

AN30CTO3 YEPEMHO-KMIKUYNYHO-TA3OBbLIN. 3aboneBaHue
onucaHo B 1897 r. Schentauer, Marie n Sainton. MNpeacTaBnsieT cucTeM-
Hoe 3aboneBaHVe ckesnieTa. Tun HacneaoBaHUS — ayTOCOMHO—A0MUHAHT -
HbBA [MaToreHes 3abosieBaHUS He U3Y4YeH.

KnnHnuyeckmn xapakTepusyeTcs 3a0epKKOMA pasBUTUS CKe-
neta. Y [eteiA rpy4Horo Bo3pacta 0TMEYaloTcs 3HauMTe lbHble pasMepbl
60/IbLLIOr0  POAHMYKA, [/IMTENbHO He3aKpbIBaHHUMECH KOCTHbIE LLUBbI,
OTHOCUTE/IbHO YBE/IMYEHHbIe pasMepbl ro/10Bbl, MeSIKMe 4epTbl /nug,
runepTeniopmam  3HaunMTeNIbHO 33EePXMBAIOTCA CPOKU Mpope3biBaHUA
3y60B, Mno3AHee HabMOOAIOTCA UX aHOMa MM WM U3ObITOYHOE KOMU-
YeCTBO. 3HauuTeNlbHOEe HeAopasBUTVE K/IHOYWL, MO3BOMISIET COMM3UTDL
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rneun pebeHka Npu npyBegeHUM pyK. MoryT HabnwogaTbes U yriaA
M3MEHEHMs1 KOCTHOIA CUCTEMbl — KH(OCKOJTHO3, aHOMa/IMn  IpyaHOLA
KIETKWY, MOPOKN PasBUTUS KOHEUHOCTEIA, apaxHodakTuauvs. HepsHO-
MCUXNYECKOE PasBUTUE He OTCTaeT OT HOPMbl. PeHTreHos10rnyeckn ycra—
Ha/IMBalOTCA 3HAYMTE/IbHOE 3aMa3AbiBaHMe OKOCTEHEHWUs1 KOCTHbIX siaep,
a TaKke pas/iNyHble KOCTHbIE aHOMasIMK, He BCeraa BbISB/ISEMble NpU OC-
MOTpe pebeHKa.

JleyeH He B OCHOBHOM HarpaB/leHO Ha YCTpaHeHME KOCTHbIX
[etheKToB 1 aHOMa/MEA 3y60B. MporHo3 61aronpusiteH A1 XXU3HW, 0f-
HaKo 3abos1eBaHMe He M3/1e4nBaeTCs.

[N30CTO3 3HXOHAPANBLHbLIA MHOXECTBEHHbLIA HAC-
NEACTBEHHbIN (Jlepy cvHapom). OnucaH Leri B 1922 r. HacrneayeT-
CA MO ayTOCOMHO-AOMMHAHTHOMY Tuny. My>XUnHbI 60/1EH0T HECKOSTbKO
vauie. -

KnuHunyeckasa KapTuHa. XapaKTepeH BHELHWIA BUL;
60/IbHble MasIeHbKOI0 POCTa; Masiblbl KOPOTKUWE, ToOsiCThble, Kosi6acoro-
[06HbIe. IM1e4o 1 Npearsiedbs B MOSIOKEHUN MPOHaLMK; CyNnHaLMSA U Ha-
pPY>KHas poTaums HEBO3MOXHbl. [BWKEHUS B JIOKTEBbIX CycTaBax W
cycTaBax KUCTU Pe3Ko orpaHu4eHbl. [0/1eHb B MOSIOKEHUW Hapy>XXHOIA
poTaumn, npuBeaeHVe 6eaep HeBO3MOXHO. CTomMbl B BapyCHOM  MOJS10XKe-
HUM C BbICOKMM CBOAOM. [BVKEHUSA MasibLEB CTOMbl OrpaHUYeHbl. PeHT-
reHosI0rMYECKN OMpeaesisieTcs pacluMpeHne U yTosilleHVie Anadun3oB r
MeTam3oB. dnndmsapHoe 06bIBBECTB/IEHNE B MeTaKapnasibHbIX KOCTSX.

OudpdhepeHUummanbHbIA AunarHO3 c/eayeT NMpoBoaUTb
C MyKoMnosincaxapnao3amMmm 1 >KoHApoANCTPOQUAMN.

leyeHMe He pa3paboTaHo.

ANMNMCOMAHWA — 3amoiAHoe MbSAHCTBO, BCTPeYatoLLeecs npy anu-
nencun  (CM.), Npy OTAEMbHLIX Popmax MemxonaTuia (cm.). VmeroTtea
MHOFOYNC/IEHHbIE OMUCAHUSI CeMEMHbIX C/lyYaeB B paMKax YKasaHHbIX
3a60s1eBaHUIA, MOAYUNHSAIOLLMECH FEHETUYECK/M 3aKOHOMEPHOCTSM, Ornu-
CaHHbLIM MPY ANWIerncUM 1 NMCUXonaTisx.

AVNCKEPATO3 BPOXXAOEHHbIV. 3a6onieBaHve onucaHo Zinsser
(1910), Cole, Rauschkoeb, Engelman (1926). Bone3Hb MOXET UMETL
ceVel/HbIA XapakTep. HacrieyeTcs Mo ayTOCOMHO—PELLOCCMBHOMY TUIy.

KnuHuyeckaa KapTWUHAa XapaKTepusyeTcsi pasBUTUEM
CETUATOM NUTMEHTaLWK, JIEAKOM/TaKUM Ha C/IMBUCTOLA 060/104Ke Mos10CTU
pTa ”n gucTpodmein HorTeiA. [AMcKepaTo3 BPOXAEHHbLIA HauMHaeTcs B
Bo3pacTe 0T 510 12 fieT SlelAkorviakv/ein Ha c/iv3ncTolA 060/104Ke MosiocTr
pTa, Cr/Ie30TeUEHNEM, OHUXVELA W CETYATBIMA MUIMEHTALMAMN KOXM.
KapTuHa 3a6osieBaHUSI BK/IOYaET: MOMAKWIOAEPMUIO,  JIELAKOTUTaKMO
C/WIBUCTOA 060/104KM MOSIOCTU pTa C TpeLmHamMK, My3bIpaMn 1 apMUns-
M/  OUCTPOCMIO HOFTELA /M UX OTCYTCTBUE, MMMNeprapo3 U Kepatos sa-
[OHEIA U MOAOLLUB, Ba30MOTOPHbIE PacCTPOLACTBA, 3aKYMOPKY CrIe3HbIX
KaHas10B, C/1e30TOMMBOCTb, KOHBIOHKTMBHT, WCTOHYeHWe 6GapabaHHOLA
MepenoHKY, AUCTPOpMIO 3y60B, TUMOreHUTA/IN3M, TPeLWHbI U felao-
KepaTo3 B 06J1acTV 334HEro npoxoAa, aTpoumio rosIoBKM MoJsI0BOro YieHa.
B KpoBM TpPOMOOMEHUSI M HELATPOMEHVS.

N1 e ye H ue. MNokasaHO JiedeHVie KOPTUKOCTEPOMAAMU, TECTOCTEPO—
HOM "

ANCKEPATO3 oONNMNKYNAPHbIN (6one3Hb Japbe). 3abose-
BaHVe onucaHo B 1889 r. Darier. HacnenyeTca no A0.LULISLLMOMY TUMY.
Hepeﬂkm ceMel/HbEe Crlydan.

AMHMYecKas KapTuHa. HaunHaeTca 06blMHO B OET-
CKOM Bo3pacTe. [MosBMsOTCA Mesikue WITTHbI3, M/I0CKUe, LijBara KOXMW,
poroBble 3yAsilive Nastysibl pa3MepoM ¢ 6y/1aBOYHHYH F0/10BKY, JI0Ka/ M-
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IHIBNCH T/iBAbM 06pa3oM fi yCTbAX BOMIOCAHLIX (0/1INMKYSI0B, jid—
BOB/IEKAOLLIME M OKPY>XXaloLLLY0 KOXY. [Mamnynbl MocTeneHHo yBenn4u-
BalOTCA, MPUOGPETalOT IPA3MO-CCPbIA LBET, MOKPbLIBAKOTCA KUPHBLIMU
vewyikavn. CnmBasicb, OHW 006pa3yloT rpybble 6opo3auvaTble rmuaep-
KenaToTuuecke 671WKA. B MogMbILLEUHBbIX, MaxoBbIX, FEeHUTa/TbHbIX U
3ayllHbIX CK/IaAKax — KOHAW/IOMOMOoAO6HbIe pa3pacTaHus, u3garoLime
HeNMpUATHbIA 3anax. BbicbINaHWA 00bIMHO pacrosiaraloTcss B MecTax
JI0KanM3aummn cebopelAHoIA 3K3eMbl: Ha JMLe, BOJIOCUCTOM YacTy Fo/10Bbl,
rpyau, MOSOBbIX OpraHax. YacTo BOB/eKaloTca B MPOLECC S1aA0HN 1 MNo-
[JOWBbI, rae VMeKTCA MeslKvie TunepkepaToTuyeckua yseskn. Ha cnu-
3UCTOIA 060/104Ke PTa, KOHBIOHKTVMBbI, FEeHUTa/MIA 0TMedvatoTes 6esieco-
BaTble TOYEYHblE WM YIJIOTHEHHbIE Marysie3Hble 06pa3oBaHusa. Horrte-
Bbl M/IaCTUHKN AediopMUPOBaHbI, XPYMKUe, MOKPbITbl TpeLyHaMy, oT-
MeyaeTcs HapylleHWe pocTa HOrTeld, MogHorTeBoM runepkepatos. Con-
HeuHble Jly4n 00bIMHO MPOBOLMPYIOT 060CTpeHVe 3a6oseBaHusA. ucTo-
nornyeckn 6oniesHb [lapbe XxapakTepusyeTcs 06pasoBaHMEM Kpyr/ibiX
TESEr; W 3epeH, Ha/IMuMeM SlaKyH M akaHT030M, 0TMeYatoTcsl rmrepkepa—
Toa ManwioMaTo3. B JepMe MMeeTcs XPOHUYECKUIA BoCMa/MTesbHbILA
VHDUNBLTPaT. Kpyr/ble Tenblia SIOKa/IN3YHTCA NPeVMYLLECTBEHHO B Ma/Tb—
HPrYEBOM U 3ePHMCTOM CJ105IX, UMEIOT 60JIbLLUOE FOMOFEHHOE SIAP0 Kpyr-
J0IA (hopMbl C OTHET/IBOIA 6a30(pW/1bHOIA OKpalIMBaeMOCTbHO, MpoTomnsias-
Ma WX TakKe romoreHHa (rvasivHM3MpoBaHa), OKpalUMBaeTCsi pe3Ko
303UH>(MNJIbHO, OTTpaHNYeHa OTYET/IMBOLA MembpaHoiA. OHM 06pasytoTcs
B pesysibTare Mpe)kaeBpeMEHHOA YaCTUYHOIA KepaTUHLLALMN KIETOK 40
LOCTVXKEHMS] MM POFOBOrO C/1051. 3TOT MPOLLECC HOCUT Ha3BaHue [06po-
KayeCTBEHHOI 0 INCKepaTo3a. 3epHa — MaJieHbKUe, LUEMenoaobHble, BHyT-
TUBNMAEPMa/IbHbEE MY3bIPbKX, PAaCToSIOKEHHbIe Yallle HerocpeAcTBEHHO
noa, 6asasibHbIM C/I0eM, CoAEepXKaT OTTOPrHyTble aKaHTO/IUTUYECKME 3Mn-
[epMasibHbIe KIETKU, KOTOpbIe JSIMLLEHBI MEXK/IETOUHBLIX MOCTUKOB BC/ef-
CTBME [IereHepaTVBHbIX VBMEHEHUIA WM YaCTUYHOIO OpOroBeHWsi. Ha-
JM4ve NManw/yioMaTosa B COMETaHMM C FUMepKepaTo3oM MpuBoAUT K pas-
BUTUIO TUMEPKepaTOTUYECKMX FPO6OK, KOTOpble 4YacTo 3arosiHSIT
Ca/IbHO-BOJ10CSHbIE  (PO/UTMKY/IbI, MOTYT ObMb 06Hapy>keHbl N BHE UX.
| AndpdhepeHymanbHbIA AMarHo3 MpoBogAaT c 6opo-
[ABYATO anmaepMoaycri/iasvieiA, BeppyLIMthopMHbIM aKpOKepaTo30M, Mur-
MEHTHOA M COCOYKOBOMA AMCTPOMEIA KOXWM, WUXTMO30M.

N1 e yeHwune HasHayatloT MorpaHWYHbIE Slyun Bykkn, o6y4veHve
TopreM X. KpymnHble pa3pacTaHWs YOasstoT METNelA, KpuoTeparnueu.
MNokasaHbl BUTaMWH A, npenapaTbl LW/TOBUAHOLA Xerne3bl. MeeTHo—Kepa-
TONMMTUYECKIE U aHTUCENTUYECKUE CPEACTBA, parHble BaHHbI.

ANCNNA3NA ANMNOUN3APHAA MHOXXECTBEHHAA — pego-
K/IA CVCTEMHBIMA MOPOK PasBUTUSA aNUGN30B KPYMHbIX KOCcTelA. BrnepBble
onucaHa Jansen B 1934 r. B 1935 r. Fairbank Bbimermn aty 6onesHb
B camocToaTenbHyi (HOpMYy. [0 HacTOALEro BpeMeHW B JiTepaType
onncano 0K0/10 100 HabsoaeHMA. Aucniasnsa UVeeT CceMelaHo-HacieacT-
BeHHbIA XapakTep. CyLLHOCTb ee COCTOMT B TOM, YTO UMEETCA HapyLLBHUE
3HXOTWaNnbWHO OKOCTEHEHUSI C BbIPOKEHHOLA 3a[lepKKOIA pa3BUTUSA
A0ep OKOCTEHEHMS KpPYMHbIX CycTaBoB: Ta306e4peHHOro, KOJIEHHOrO,
r/1eYEBOr0, J1y4e3arnsiCTHOro.

KnunHwvka, 3abosnieBaHVe Ha4uMHAeTCA MOCTENEHHO W MposiB-
N5eTCA  Hu3kopocnocTei, JAeopMaLmeil KpymnHbIX CycTaBoB, 6015MU
B HUX W TYTrOMOABWKHOCTbIO. VI3MeHeHMs1 B cycTaBaxX MpuBOAAT K Ha-
PYLUEHWUIO MOXOAKU. B TskenbIx criydasix 6ofbHble CTaHOBSITCA WHBa-
nvpamn. B Goniee nerkuix — 3abosieBaHve MPOSB/ISETCS YI/I0BOIA [fe-
thopMaLpeii cycTaBoB M OrpaHUYeHVeM ABWkeHUM B Hux. Ooa nona
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MopaXkarTcss 0A4MHAKOBO. SHAOKPUHHBLIX U 0O6MEHHbIX HapylLeHUIA He
onpefenseTcs. JIMLEBOMA CKeNeT He M3MeHeH. VIHTesUieKT coxpaHseTcs.
BaXXHbIM AMarHOCTUYECKUM METOAOM WCCMEAOBaHUSI SIBMISIETCS peHTre-
Horpagusi. PEHTreHos10rnyeckie N3MeHeHVs1 OnpeaensitoTcsl B KPYMHbIX
cycTaBax. [na AMCT/Ia3vum XapaKTepPHO ro3Hee MOsIB/IEHVE SiAep OKO-
CTEHeHWs; Aapa MaslbIX pa3MepoB, (parMeHTUPOBaHbI; Y 60/IbHbIX CTap-
Lero BospacTa anuim3bl AedopMmMpoBaHbl, YMsoLeHbl. BnaauHa Taso-
6epeHHOro cycTaBa MJ/10cKasl; MMeEKTCA BUPYCHble —WM  Ba/lblryCHble
JedopmaLiu; 30Hbl POCTKOBOIO XpsiLlia CyXEHbI, HerNpaBWIbHOLA (hOpMBbl.

AndpdepeHyummanbHbIMA AuMarHO3 NpoBoguTca ¢ Apy-
MM BUOAMW 3HX0BApasnibHbIX AM30CTO30B.

NeyeHne cMMNTOMATUYECKOE; BUTAMUHOTEpanusi, Maccax, Jie-
yebHas (M3KYNbTYpa, TervioBble Npoueaypbl. [py BbIpaKEHHbIX YI/10-
BbIX AedopMaLpsiX KOHEYHOCTEIA BO3MOXHbI KOPPUTMpYHOLLMe OCTeoTo-
MUK, [porHo3 Ana yHKLMN CYCTaBOB CEepbe3HbLILA.

ANCNNA3NA A3bIYHO-TUMLLEBAA (IMpoba cuHapom). OnwucaH
B 1932 r. Grob. BpoxaeHHoe 3abosieBaHMe, KOTOpOe MPosiB/sieTcsa orpa-
HUYEHHbIM  AeheKTaMn: 0BOJSI0CEHWNST FOSI0BbI, LUMPOKUM CIUIHOLLEHHBIM
HOCOM C Ma/1EHBKVMMW HOCOBBIMM 0TBEPCTUAMMW. YacTo Hab/tofatoTes Hesa—
paieHme BEPXHEI IyObl U HeGa, MHOXXECTBEHHbIE PYOLibl BEPXHELA N HUXK-
HelA ry6, pyOeMeHTbI 53blKa, MOPOKM Pa3BUTUA KOHEUHOCTELA (bpaxmpak-—
TWNA, KIMHOOAKTUANA). BbISBNSETCA YMCTBEHHOE HeaopasBUTHE.

B oTgenbHbIX Crlydasix OoTMeYaeTcs aMenns. BorbHble poXkaaroTces,
KaK MpaBWJio, B CPOK, HO C HU3KMM BECOM; FMMOTPO(PUSt HEYKIIOHHO Mpo-
rpeccvpyeT. [JeTW HyXpaloTcs B MpebbiBaHM B cTaumoHape. [lpu
KapyosIorMyeccKoM McC/1eioBaHUN  VBMEHEHUEA XPOMOCOMHOI0 Habopa He
06Hapy>X1BaeTCs.

JleueHMe Xupypruyeckoe, KomriiekcHoe. Onepaupm Harpasrie-
Hbl Ha BOCCTaHOB/IEHME BPOXKAEHHbLIX [OeeKTOoB; TexHWKa orepaumia
CTPOro uHAVBMAyasibHa. MoxeT 6bMb peKoMeHAOBaHO MCrosib30BaHMe
M/1acTUYecKMX MaTepuasioB Mpu pemapaumm  si3bika (cM.  Hesapatie-
HVe BepxHelA rybbl U Heb6a). MpOorHo3 B OTHOLLUEHWUM XW3HU 6Gnaronpu-

STHLIA

OUNCNNA3UNA XOHOPOSKTOAEPMA/IBHAA (3nmca BaH Kpe-
Be/lbda CUHAPOM) — 3ab0siIeBaHME KOCTHOMA U COEAMHUTESTIbHOTKaHHOA
CUCTEMbI, Hac/ieyemoe Mo ay TOCOMHO—peLLeccMBHOMY Tuny. MposisrisieTcs
B MpeHaTa/IbHOM nepuoge. XapaKTepHbl HEMPOMOpLIMOHa IbHO KOpPOTKMe
KOHEYHOCTU, MOMOAKTWANSA, TUMOoNsIa3nsl HOreiA, BpOXKAEHHbIE MOPOKU
cepAla, KOpOTKas rpyaHas KeTka, aHoOMaMnM pasBuTUA 3y6oB, 3a-
[lepXXKa HEepPBHO-TICUXMYECKOr0 pa3BUTUSI.

JleyueHUe He paspaboTaHo. MNpPorHo3 Heb6MAroNpPUSTHBLILA: 60s1b-
Hble MOrMGaloT B paHHeEM AETCTBe BC/IeACTBME CEpAEHHOIA WM AbIXaTeslb-
HOLA HefoCTaTOYHOCTU.

KENTONO NATHA AErEHEPALUMA XXENTOYHOPOPMHAMA.
Tun HacnefoBaHUS — ayTOCOMHO-AOMUHaHTHBIA. [UCTOMOrMYeckn Bbr
ABMIAOTCA M3MEHEHNS B MUMMEHTHOM SMUTEN TN 1 HEKOTOPOIA YacTu MeMb-
paHbl Bpyxa. OnpeAensitoTcs MporpeccupyioLLiee CHUDKEHWE LIEHTpasib-
HOI0 3peHus N MOSOKUTENIbHAA LeHTpasibHasi CKOToMa.

KnnHuka. 3aboneBaHne HauvHaeTcsa B paHHEM AETCKOM BO3-
pacTe, HO Yalle BcTpedaeTca Mexay 5—15 rogamu. Ha rnasHom aHe
B MaKy/15pHOIA 06/1aCTN BUAEH PE3KO0 OTIPaHUYEHHbIA, 0B/TbHbIIA, SSPKO—
OpaHXeBbILA WM Xe/TTbIA oyar pasmepom 1—2 OJ]. 3TOT o4ar ¢ Teue-
HMEM BpEMEHM MOXeT MpeBpalaTbCA B CEPOBATO-MUMMEHTUPOBaHHbIE
04YaXKKW B BUAE MpaHy/ 1™ CXOAHbIE C KapTVHOIA XOpMopenLlLmTa Ll  Madky™
NISPBOLA AereHepaLn.
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AndhdpepeHyunanbHbIA AMAarHO3 MNpPoBOAAT C aTu-
MNYHLIM  CEPO3HBIM LIEHTPa/IbHbIM XOPMOPETUHNTOM, MaKy/ISpHOIA  Hac-
NeOCTBEHHOA [ereHepaliein becTa, KUCTOMOHOIA MaKyisipHOIA [OereHe-
pauyein.

NleyeHMne: BUTAMVHbI, SIMMOTPOMHbIE, paccacbliBatoLme 1 obLe-
prennﬂrou_l,me CpeacTBa, aHTHKOArynsHTbl, Y/bTpa3ByKoBas (u3smo-
Tepanusi. O0rHO3 He61aronNpUATHBLIIA.

)KEI'IT o N9THA CEMEVHAA TAMNETOPETUHANBbHAA OE-
FEHEPALMA BEPA. Onucan Behr B 1920 r. Tnn nepegaun — ayTo-
COMHO-OMMHAHTHBLIA U ayTOCOMHO-peLieCcCUBHBLINA.  pn  rucTosornye—
CK >MWUCCeoBaHNM YCTaHOB/IEHO, YTO U3MEHEHUS JIOK/TN3YHOTCH B LIEHT-
pasibHoA siMKe. CroiA MasloveK U KoM6BoYeK B MaKyJsIsipHOMA 06/1acTu OT-
CYTCTBYET, Ha rpaHuLEe MaKy/IpHOLA 06/1aCTU 1cUe3aeT Hapy>KHbIA Saep—
HbIA 104, Hapy)kKHasa cTek/oBuaHas njacTUHKa UCTOHYaeTCs.

KnunHnka. 3aboneBaHue BCTpeyaeTcs B ABYX hopmax: 3pesioil —
pasBMBatOLLIEIACA Mocsie Meproaa, MosioBOro Co3peBaHus, O0Koo 20—
30 feT, N NpeacTapyeckoii, BO3HMKaOWEeiA B Bo3pacTe 40—50 reT,
4acTO HOCUT CeVelHbEA XapakTep. BospacT, B KOTOPOM MNposiBASKOTCA
nepeBble MpU3HaKM 3a60s1eBaHNS, BapbUPyeT B Pas/INYHbIX CEMbSX.
Mpouecc ABYCTOPOHHWUIA. B psge cnyyaeB Ha4aslo 3abosieBaHWA oripe-
Jenvitb TpyaHo. OCHOBHbIM CUMMATOMOM SIBASIETCA CHVKEHWE OCTPOTbI
3peHnss B 060mx rasax. OTmevaeTcs OTHOCUTeSlbHas WM abcosoTHas
LieHTpa/ibHas CKOTOMa, BeSidMHa KOTOpOLA 3aBUCUT OT CTereHW MoB-
peXXaeHus MakysisipHoA 061acTn. OhTaslbMOCKOMNMYECKM B MaKy/IspHOIA
06r1acTn (No3gHee M Ha Nepudeprun CeTHaTKU) 0BHapPY>XMBAKOTCA o4all
KPYI/I0IA TV 0Ba/IbHOIA (hopMbl XKes1TOBaTO—-Ppo30BOro LiBeTa. 3abosieBa-
HVe B GOSIbLUMHCTBE C/lydaeB MporpeccmpyeT, HO HabniodaroTes U CTa-
LIMOHapHble (hopMbl.

NeuveHne mano ycnewHo. MNMokasaHa BUTaMUHOTepanusi, TKa-
HeBas Tepanus, MoQyCTbE MNpenapaTbl, CocyAopacluvpstoLme cpeacTsa,
yanpassyK OKCUreHoTepanus, aHTUKoarynsHTbl. [porHo3 Hebnaro-
MpVSTTHb
P )KEI'ITYXA XPOHMYECKAA WAOVNOMATUYECKASA (cuHAapom
Jy6uHa — [koHcoHa). 3aboneBaHme onmcaHo Dubin v Jonson B 1954 r.
XapaKTepmsyeTCs Xe/TTYX0A U Ha/IYMEM B NEeYEHOYHbIX KIeTKax Jino-
XPOMHOro nurmeHTa. HapyuieHve obmeHa 6unuvpy6buHa npyv cyHOpome
Jy6brHa — JI>XOHCOHa 00YC/10B/IEHO HEAOCTAaTOMHOCTBLIO 3KC peuan 6u-
Mpy6rHa NpU CoXpaHEHNN KOHBIOMaLIMOHHOA (PYyHKLUMN nedeHn. Onu-
CaHbl ayTOCOMHO—PELIECCMBHBLILA W OOMVMHaHTHBLIA Tunbl  Hac/ieoBa-
HUA.

KnnHunuyeckun 3abonesaHvie NposBseTcs XenTyXoiA. XKanobbl
Ha 60/ B XMBOTE, KOTOpPble MOrYT COMPOBOXAAaTbCA TOran'TobA U pBo-
TOIA, 06YC/I0B/IEHHOMA MOBbILLEHVEM B KPOBW HEMNpAMOro W npsiMoro
(KOHBIOrMpoBaHHOro”  6unMpybrHa. KosmyecTBo Moc/ieqHero CcocTas-
nseT okoso 50% oT obwero 6mnvpybrHa cbiBopoTKU. Hel eako oTive-
yaeTcsa yBe/MYeHVe MeYeHn; cerie3eHKa He yBesivyeHa. (4yn y 60sib-
LUIMHCTBA JeTeiA 00bMHOA OKpacKu, MHOrAa CBeT/I0BaTbliA. Moya TeMHOro
uBeTa. PeHTreHo/I0rMyeckn Me/uHblA MNy3bipb MJI0X0  BbISBISETCA.
Mpn 6roncnn NeyeHN 0TMEYEHO Ha/IUMe JIMMOXPOMHBIX FpaHys1 B Kyr-
(hepoBCKMX K/ETKaX, CKOrMJieHVe NUrMeHTa B LeHTpe Jonek. [Mpupoaa
3TOr0 MUIMEHTa el He YycTaHoB/leHa. TeueHue 3aboneBaHws 6s1aro-
npusaTHoe.

AndhdpepeHyunanbHbIUA AMarHoOB c/eayeT NpoBOAUTb
C ApyryMun opMamMn MAMONaTUYEEKNX XXENMTYX, C 60/1e3HbI0 BOTKMHA,
TOKCUYECKMM TenaTUTOM.
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NNedyeHne. B neproa mMakcMMasibHOA XENTYXW Ha3HayaloT cpef-
CTBa, MOBbLILLANOLLME XENTUEBLIAL/IUTENbHYIO (YHKUMIO MeYeHH,— a/uio—
X0/, Xosiocac u Aap.

XENTYXA XPOHUUECKAS CEMEMHASA HEFEMOJIMTUYE-
CKASA (cuHgpom PoTopa). 3abosnieBaHve B 1948 r. onucann Rotor v gp.
XapaKTepnsyeTcsi MOCTOAHHOIA YENTYX0A YMEPEHHOA WHTEHCMBHOCTW.
Ao 1965 r. B nmTepaType onucaHo 25 criyyaeB 3abosieBaHus. [Mpeano-
naraeTcs ayTOCOMHO-PELIECCMBHBLILA TUM  Hac/1e40BaHUS.

KnnHunueckasa kKapTuHa. O6Lee cocTossHNE 6OSIbHbIX
CYLLECTBEHHO He CTpajaeT. OTMevaeTcs YMepeHHas e nTyliHas okKpa-
CKa KOXMW, C/IM3UCTbIX 060/104eK N cKklep. lMeyeHb 5 cesle3eHka He yBe-
SYeHbl. B KpoBM 0TMeuYaeTcs MoBbliLLeHVE 6unpy6uHa (0T 4 o 7 Mr%)
3a CcYeT NpAMoro (KOHbIOMMpoBaHHOI0). B oT/muve oT cnHapoma [Jdy6u-
Ha — [PKOHCOHa npyv 61ocnN MNeYeHU VIBMEHEHWEA He OTMeyeHo. [Mpu
cuHApoMe PoTopa WMMEEeTCs 3aZepXKa BblAesieHNs KOHBIOTMPOBaHHOIMO
6UNNpy6bUHa B XXen4yHble MyTN U MOBbILLEHVE €ro B CBA3WN C 3TVM B Cbh
BOPOTKe KpoBW. OTMeYeHO 3amez/leHHoe BbladerieHve 6pomcysibdodiTa—
JIeHHa, YTO CBSA3aHO C HapyLUeHWeM 3KCKPETOPHOIA (yHKUMN MeYveHn.
Apyrve neyeHouHble Mpobbl 6e3 V3MeHeHUIA. PeHTreHorpajuyecku
YKE/MUHBIMA Ny3bIpb N XeN4yHble NyTu 6e3 natosiorun. TedeHne 60Me3HU
[06poKaYvecTBeHHoe.

NNeueHne. B nepuog yxyAdlleHUs MoOKasaHbl MNpenapaTbl, Mo-
BblILLIAIOLLIME IKCKPETOPHY (YHKLMIO reyeHn. MpodunakTuyeckn Heob-
X0AUMO YCTpaHeHMe PU3NYECKNX MEPEHANPSHKEHNIA U HapyLLieHWEA B ave-
Te. MporHo3 6/1aronpUsTHLILA.

XXENYOAOUYHO-KNWEYHOIO TPAKTA MNOTOKW PA3BUTUA.
BO3HMKHOBEHME MOPOKOB PasBUTUA  >KesTy[0HHO-KULLIEYHONO TpakTa
ABMISETCA pe3y/IbTaTOM OAHOBPEMEHHOIO BSIMSHUS FEHETUYECKMX N 3K-
30reHHbIX ()aKTOpPOB, AEMACTBYIOLLMX BO BHYTPUYTPOOGHOM nepuoae (BHYT-
puyTpo6bHan WHMEKUMs, MOHU3MPYIOLWas pagvaupys n T. n.). Msyde-
HVE FEeHETUKM BPOXKAEHHbIX MOPOKOB HA4aTO CpaBHUTESIbHO HeOaBHO,
B CBA3M C Yem MIMEOLLIMECH MO 3TOMY BOMpocy JaHHble criedyeT paccmaT-
pvBaTb Kak npeasapuTesibHble. B HEKOTOpbIX Cry4asix Mpy muccreaosa-
HAM KapuoTnna 60/1bHbIX C MOPOKaMM pasBUTUS XesTyA0HHO-KMLLEYHOIO
TpakTa 06Hapy)XXMBaKTCA XPOMOCOMHbIE aHOMasIMK (Hampumep, Tpu-
comua 18 npy aTpesvn NULLEBOAA), 0OHAKO 3TU M3MEHEHUS He 3aKo-
HOMEPHbI.  3HauYUTeNbHO 6osiblle  (PaKTOB, MOATBEPKOAOLMX  POSib
reHeTUYeCKNX (HaKTOpoB, MO KET ObMb MNOSIyHEHO MpPU  TLLATESTbHOM
aHasiM3e poaocsioBHbIX 60/1;HbIX . ,,3a84bsA ryba™ cpeoy poACTBEHHUKOB
npob6aHaa BcTpedvaeTcd B 30—40 pa3 udalle, Yem B monynsumn. Puck
poXaeHus pebeHKa C ,,3aa4bein ryOobA”, ec/im OHa MMeeTcs cpeay poacT-
BEHHWMKOB, cocTaBnseT 1 ; 12, pebeHka C ,,B0/MbelA NacTbio" NpyY TOM ke
ycnoeun — 1:6. TMwunopocTeHos, no faHHbIM McConnel, BCcTpedaeTcs
B AHr/m c Yactotoia 3: 1000, B LBeuym — 4 : 1000, npyyemM npuean-
3UTeNIbHO B 5 pas valle y MasilbuMKOB, YeM Y [IEBOYEK.

OTHocmeanblﬁ PUCK MOSBEHUSA MMJI0pOCTEHO3a Cpean  poacT-
BEHHMKOB: CbH"' NpobaH/1ia My>XCKoro nosia — 1 : 20; 6paT npobaHaa
MY>XXCKOro mnona — 1:25; poyb npobaHda My>KCkoro mosia — 1 : 40;
cccTpa npobaHAa Myckoro nosna — 1 :40; cbiH npobaHaa >EeHCKOro
nosla — 1:5; 6paT npobaHaa >keHcKoro nosna — 1 : 10; siodb npobanga
KEHCKoro nona — 1:15; cecTpa npobaHOa >XEHCKOro nosia —
1:25.

BeposATHOCTb MpOSBAEHNS MUIOPOCTEH03a OTHOCUTESIbHO YbICOKa
Y CbHOBEIA 60/1bHbIX, YTO MO3BOSISIET FOBOPUTL O YaCTUHHOIA 3aBUCUMO™
CTW Hac/iefjoBaHMA MOpoKa OT Mosia.
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leHeTnueckme (akTopbl CO34AKT MPeAnocbUIKA O/ BO3HUKHOBE-
HUS N OPYTUX MOPOKOB — AMBEPTUKY/10B NULLEBOAR, axasiasnu, 6os1esHn
MpwnpyHra, ogHako 3HadeHVe 3TUX (haKTopoB, WX B3aUMOAEMACTBYE
CdakTopamu BHELLHeIACpeabl, BO3MOXHOCTU MpeayrnpexaeHns aHoMaimm
nognexar bHELALLE U3YYEHMUIO. .

XKENYHBIX XO40B ATPE3UA. lNonHoe win YacTudHoe OTCyT-

CTBME >KE/TUHbIX X0A0B (aTpe3ns) — TsHKeSbIA NOopoK pasBUTUSA, BCTpe-
Yaromiiacs y i n3 20 000—30 000 HOBOPOXAEHHBIIA, ATPE3NS XefTUHbIX
nyTeiA 06ycnoB/ieHa HapylleHnemM WX pasBUTUS B 3MOPUOHaSTIbHOM fe-
pvoge. OOHOIA U3 MPUYMH CUMTAETCA BPOKAEHHbIA renaTuT.
" KnuvHunuyeckwne nposBreHUs aTpe3vn >KefYHbIX X0[40B Tw-
MNYHBLI: PeBEHOK POXAAeTCA C XKe/TTYXOM WM KeNTyXe pa3BuBaeTCs
1 nepBble 3—4 AHA Nocne poxaeHus. MocTeneHHo XXenTyxa HapacTaeT,
CTY/1T axO/IM4YHbIA, Moda TemHas. C KOHUa 2—3HA Hele/ 0TMeYaeTcs
yBe/IMUeHne rneveHn n cesie3eHKN. MocTeneHHo pasBUBaeTCs yBesiyeHve
XXMBOTA, pacLumpeHmne BEHO3HO CeTU nepeaHein OprolLHOIA CTEHKW. J1o3)ke
MNpUCOEANHSAIOTCA acLUMT M remMopparuyeckue nposiBfieHus. bes onepa-
TMBHOIO JIeYeHVst AETU MornbatoT oT 6U/IMapHOIo LMppo3a neyveHn yepes
6—9 MecaueB nocsie poXAeHUsA.

AndbhepeHynaribHbl A AUarHoO3 MNpoBoAAT ¢ O/w-
TeSbHOMA  (PU3MOSIOMMUECKOIA XKESTTYX0IA HOBOPOXKAEHHOr0, reMosiTude-
CKUMMW XXenTyxaMn (r/1aBHbIM 06pa3oM pe3yc—KOH/IMKT WK FpyrnroBoiA
KOH(/INKT), FeHepasIn30BaHHOM LMTOMEra/IVelAd, TOKCOM/1a3Mo30M, BPOXX-
JEHHbIM renaTuToM, a Takoke 3aKyTOpPKOIA XeTYHbIX NPOTOKOB CM3UCTbI-
MU 1 XeNYHbIMA Npobkamun. Mpu 3aTHKHOIA (N3MOI0OrMYECKON XeTyxe
HOBOPOXAEHHOIO CTY/1 U36bITOYHO OKPALLEH 3a CHET BbiesieHns 60/1bLUI0I0
KO/IMYeCTBa rycToiAenun. Mova TemHas. Bunvpy6uH noBbleH yme-
PeHHo, /1aBHbIM 06pa3oM 3a CHET HerpsaMoiA CBOGOAHOMA thpakuuun, npu
aTpe3nn Xen4vHbIX X040B MpeobsiadaeT npsmas, cBasaHHas (pakums n
XenTyxa HeyK/T0HHO HapacTaeT. [pu reMosIMTUYECKUX XKeTyxax B Kpo-
BW Mpeobs1afaeT HerpsiMOIA CBOGOAHLIA GUNMPYOVH, >XenTyxa peskas,
CoCTOsIHMEe 60/bHOr0 ObICTPO yXyAlwlaeTcs. Ecnv He npowsBeneHo 06-
MEHHOe MepesMBaHVe KpoBW, pa3BMBaeTCA sfepHas xentyxa. [unarHos
TOKCOM/1a3mMo3a, LMTOMErasium rnogTBemKaaeTcs ¢ MOMOLLbIO Cepos1oru-
UECKMX peakUMiA, creumasibHbIX Npo6. Hambonbluve TpyaHOCTWU npes-
CTaBMIAOT AudepeHUMaIbHaA OMArHOCTUKA C  3aKYMOPKOMA Ke/YHbIX
X0[0B C/M3UCTBIMA W XKeTHHbIMM MPo6KamMm, NpU KOTOPOEA  XOpOLLIMY» O
apekTa YA3ETCA aocr vy s MPUMEHEHNEM CEPHOKUC/IOA MarHesum per os
WM 4vepe3 30HA, BBEOeHHbIA B [ABEHaAUAaTUMEPCTHYIO KULLKY, M0 0—
10 M1 25% pacTBOpa. ¢ uen o AURHEPEHLMASIBHOA OUArHOCTUKU C BPOXK-
[EeHHbIM FTUFAaHTOK/IETOUHBIM  FenaTUTOM MPUMEHSKOT /1anapocKonumio 1
MYHKUMOHHYIO GUOMCUNI0 MEYEHM,

T ey e Hune EOMHCTBEHHBIA CNOCO6 J1IeYeHUss aTpesnn XesTYHbIX
X0[0B — OMNepaTUBHOE BMeLLAaTeNbCTBO. [pu  OTCYTCTBUM  Hapy>XHbIX
XKESTYHBIX XO0A0B U Ha/IMYMM BHYTPEHHUX MPUMEHSIETCS OTBEAEHVe XXesl-
U/ B KeSTYA0HHO-KULLEYHbIA TPaKT MyTeM Ha/IOKeHUs1 ABOLAHOIO reraro—
nyofeHoaHacTomo3a Mo BaupoBy. B psge ciydaes”npuberaoT K co3fa-
HUIO HapY>XHOI0 >XeN4Horo cevwa. py TOTa/IbHOA aTpesnn XesYHbIX
X0[0B C LefIb0 YaCTUYHOIO OTBEAEHWVS XeNun B KULLIEYHUK MPOn3BOAAT
nepecagky rpyaHoro NMMQaTmvyeckoro npoToka B nuvwesod v ap. MNpu
YaCTUYHOIA aTpe3nn HapyXXHbIX XeYHbIX X0A0B 6/1aronpuUATHBIX pesysib-
TaToB YAaeTcs AoCTUHL* MyTeM 06pa3oBaHWs aHacTomosa C ABeHaaLiaTu-
MEPCTHOM KULLKOWA. [py KMCTe 0OLLEro >Kes14HOro MpoToKa MPUMEHSIIOT
xonepoxo- AyoAeHoaHaCTOMO03. [py  YaCTUYHOIA aTpesnn Hapy>KHbIX
XKEMYHbIX X040B MPOTHO3 6/1aronpusATHBIA. Mpy aTpe3un BHerneyeHoU—



TN» X0A0B W TOTa/IbHOMA aTpo3un >Ke/UHbIX X0A0B pe3ysibTaTbl ore-
paumn {nepecagKa rpyaHOro /MMGaTUYECKoro MpoToka B MULLEBOA,
noAlMBaHVe ABEHAALATUMNEPCTHOA KULWIKM K JIMMGATUYECKUM  Y3/1aMm
BOPOT MeYeHu, renaTofyoAeHOCTOMMS) HaxoAsaTcs B MPsIMOLA 3aBUCUMO-
CTV OT (hopMbl aTPe3nn N CPOKOB MPOM3BOACTBA onepauun. Hawyu-
e pe3ysbTaTbl YAAeTca Mo/lyunMTb B MepBble 2 MecsLa XU3HU pe—

HKS.

3PAUKOBAA MEPEMOHKA HabnogaeTcs MOMTU Y  KaXaoro
TpeTbero HOBOPOXAEHHOI0, MO3TOMY ee TPYAHO CHUTaTb aHOMasIMelA pas-
BUTMKA. 3payukoBas MeperioHKa ABMSETCA ocTaTkaMu ABYX 36pUOHas1b—
HbIX COCYAMCTbIX MepenoHoK. BcTpeyvaeTcs B BUAE cocyoB] Hanpassisito-
LMXCA OT Masloro Kpyra pafy>kHOLA 060/104KU K MepeaHell N 33aHeiA
MOBEPXHOCTU XPYCTa/IMKa, B BUAE TKEA OT pady>kKHOLA 060/104KM
K XpYyCTa/INKy WM OT Karcy/ibl ero B NepegHIol0 Kamepy, a Takke B BUae
amMopthHbIX OT/IOKEHNIA Ha NepeaHelA MOBEPXHOCTU XpyCTasIMKa Wim CETKU
B 06/1acTV 3payka. -

epeHUMpPOBAaTb OCTaTKM 3paykoBOIA MEPENOHKU
HEo6X0AMMO OT CUHEXMIA, PacroniokeHve HUTELA MpaBusibHas gopma w
pacnosiokeHue, a Takke XopoLlas peakums 3padka Ha CBET OT/IM4YaioT
ee 0T cvHexuiiA. Ecnv 3paykoBasi nmepernoHKa UMEET BMA MeMbpaHbl Win
rYCTOMA CETKW, BO3MOXKHO MOHVDKEHME 3pPEHUS.

NeuveHune. OnepaTVBHOE JieYeHVE AaXKe B C/lyyae MOHVDKEHUSA
3pEHNS He MOKa3aHO M3-3a OMacHOCTU MOBPEXAEHUS XpycTaslnKa.

3PUTE/IbHOIO HEPBA ATPO®VA JNIEBEPA. BnepBble onu-
caHa Leber B 1871 r. HacnenyeTcsa 06bIMHO MO PeLIECCUBHOMY, CLIEMJIEH-
HoMy ¢ nosioM Tuny. Cpegy Hac/ieACTBEHHbIX aTpoMEA 3pUTesIbHOro
HepBa 3Ta opma fB/seTCA Hanbosiee pacrpocTpaHeHHoIA. [Mpenmy-
LeCTBEHHO 60/1el0T  MY)XX4YMHbI.  [1aTo/10roaBaToOMNYeCKNe  U3MEHEHMA
3aK/104AKTCA B PE3K0 BbIPKEHHOIA aTpomn HEpBHBLIX BOJSIOKOH C pac-
nagomM MSKOTHBDK B/larasivil, paspacTaHVeM MMM Ha BCEM MPOTSHKEHUN
3pUTESIbHOI0 HepBa. B ceTuaTKe 0 raHr/IMo3HbIX KIETOK Pesko ar—
pothmyeH. JereHepaTUBHbIE M3MEHEHUS BbIPKEHbl B KO/IeHYaTbIX Te-
nax, nyyke paumonie. Kopa 3aTbUIO4HOM A0/ He M3MEHeHa.

KnunHnka. 3abonesaHne 3puTeSibHbIX HEPBOB pa3BMBaeTCA
B M0/1040M Bo3pacTe (13—28 reT) y 4ieHoB 0a4HOA cembW. [MpoTekaeT
KaK peTpobysibbapHbIIA  ABYCTOPOHHUEA HeBpUT. Cpeay MOSIHOro 340-
poBbSi B Te4eHVe HECKOSIbKUX JHEA WM Hefeslb MOHWKaeTcs 3peHue
B 060MX rriasax. 3aTemM MaaeHVe 3peHUs MpeKpaLlaeTcs, 1 OHO OCTaeTca
Ha 3TOM YPOBHE, He M3MEHSAACb B Ada/bHelweM. OyeHb peako Habsio-
[3aeTcs YaCTMYHOe BOCCTaHOB/IEHME 3peHNS. [TOHWKEHNE 3peHns 6orblLet
YaCTblO pe3Koe, HO criernoTa pasBMBaeTCs peako. Mpu odTasibMOCKONUN
Ha 1a3HOM [He MOXET ObMMb Jlerkas rurepemMms OUCKOB 3pUTESTIbHOro
HepBa C JIErKOIA CTYLUEBAHHOCTLIO rpaHuL,. [losie 3peHns MOXET 6bMb
HOPMa/IbHbIM WM HE3HAUNTESTbHO CYXXEHHbBIM, 0TMEeYaloTcs OTHOCUTESb-
Has M abCosioTHasA CKOTOMbI Ha BCe LBeTa. Yepes HecKosibKo MecsueB
pasBmMBaeTCA MpocTas aTpodms 3puUTeNbHOro Hepsa. BrieaHeeT Becb
pI/ICK a VHOr4a /b ero BUCOYHas YacCTb.

AnddhepeHumnmanbHbIA AMarHoO3 cfegyeT NpoBoaUTb
C MOPaKEHMEM 3pUTENIbHOMO0 HepBa Mpu pacCesHHOM CKJ/iepo3e, ama-
BPOTUMYECKOA  UAMOTUN, WHEKUMOHHbLIX 6G0/1E3HAX  HEPBHOA  CUC-
Tembl.

NleyeHMe: BATaMUHOTEPaNUs, TKaHEBas 1 COCYA0pacLLMpAoLLasn
Tepanus, TOHM3UPYIOLLME CpeacTBa, JIMMNOTPOrHbIa npenapatbl.  [pu-
MEHSIeTCA XMPYPruyecKoe siedeHne, HarnpaB/iIEHHOE Ha pacceyeHre craes,
py6L0BbIX MEMOpPaH M KACT B 06/1aCTWU 3pUTeSIbHbIX HEPBOB.
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MporHo3: noiHas cnernota paftfmsaetta kpaliHe pegko. LieHTpanb*

Hoe K mK  ronT peJ/l uncka annaswnsa, Noanas ansasus
3pUTE/ILHOrO HepBa Hab/lofaeTes O4YeHb Pefiko, CPaBHUTENIbHO ualle
BcTpeuaeTes runonnasns. 3Ta M3MEHEHUS COYeTaloTCA Hepeako « Apy-
MV aHOM/TMAMW  Pa3BUTUA [/1a3a W FOS10BHOMO Mo3ra (MMbpothTasibM,
aHaHUedhanvs, winonvs). HabnogaeTca npy Tpyucomun 1o 15,11 1».
gl_zééycnosnmsaenﬂ annasusa npeXxaeBpeMeHHbIM  3aKpbITUEM  3apo-
ObLLEBOA LLENM U HapyLLeHVEeM MpoLLeccoB BpacTaHus akc®™® rekr'
JIMO3HbIX KIETOK B HOXKY [Jla3Ho 6okana. | MeTasiormyecku npu
Mo/HOA ansiasum B CeTyaTKe OTCYTCTBYHOT FaHr/IMo3Hble b/ETbA U
HepBHble BOJIOKHa. [py MOMHOA ansiasn avekspuTensHoro Mepsa
MU peTVHa/ibHble COoCyAbl MOSIHOCTLIO OTCYTCTBYIOT, a 06/1acTb AMcKa
9KpaHupoBaHa. [py YaCTUYHOMA arnsiasun OUCK 3pUTENibHOro  Hepsa
BE3KO YMeHblleH B AuameTpe, 6e/ioro LBeTa, rpaHvubl YeTkve, X°[,
pasBeTB/IeHNe PeTUHa/IbHBIX COCY0B HOpPMasibHbl, HO MHOr4a OTMeYaeT-
CA aHOMa/ ISt MX BbIXOOA.

3PNTE/IbHOITO6HEPBA ATPO®NA BPOXXKAEHHAA NN NH-
OPAHTUNBHAA. VHpaHTUIbHYIO BPOXAEHHYKO aTpoduio 3pUTESIbHbIX
HEPBOB C AOMWHAHTHLIM TUMOM Hac/efoBaHWs onvcaan B 195» r. jHa -
Chester 1 Colhpur. B03MOXeH Takke ayTOCOMHO-AOMMHAHTHbIM TUM
HacneaoBaHus. [NopaxaroTcs 0AMHAKOBO 4YacTo oba nosa. PeueccmB-
Has opma MpoTeKaeT 6osiee TAXKes10, YeM OOMUHaHTHasA. [LCTONOMUYB—
CK HabnioageTcs AeCTPYKUMS HEPBHbIX BOTOKOH U 3aMeLLieHNe X o3
HOA U COEOVHUTESIbHOLA TKaHbHO. o

KnunHunka. PeueccMBHasa gopma aTpouin 3pnTesibHOro Hepsa
HauMHaeTCca B MepBble rodbl, WHOrAA MposIB/ISETCSA C Camoro PoKApKLL-
3BeHHe OTCYTCTBYET /MO0 3HAUMTESIbHO CHYDKEHO. JJoMUHaHTHasA (opma
MposiIBNSETCA CO LUKOSIbHOIO BO3pacTa B BWAe MOCTEMNEHHOr0 MOHWKEHUS
3peHus. ATpodMiA 3pUTesibHbIX HEPBOB B 3TOM C/lydae He NpvBOavT
K C/lenoTe, Tak Kak Mnepudepuyeckoe 3peHMe B 3HauMTesIbHOIA Mepe
coxpaHseTcsa. OTMeYaeTCa Ha/iMume CUHE-XKe/TToM  ArCXpoMaToncum.
Vi3MeHeHV MoNs 3pEeHUS 3aK/IoHaloTCA A XapaKTepHbIX LEeHTpasibHbIX
M HapaueHTpa/ibHbIX CKOTOMax. Ha rsiasHoM [He uMeeTcs npocTas
aTpous 3pUTe/IbHbIX HEPBOB C MPEVMMYLLECTBEHHO BMCOYHBbIM N2 Mo6-
neoHeHveM. B 06/1acTu MaKyribl MHOrAa HabnoaaeTes crierka BblpakeH-
Has NUFMeHTaUMa M CTyLUeBaH MaKysispHbIA pedriekc.

JledeHwne: BUTaMUHbI, TKaHeBas, cocyopacLumpsalowas m To-
HM3MPYIOLLIAA Tepanus, [/ITaMnMoHass KucioTa, JinnouepebpuH, npe-
napaTbl e MNporHo3 Mnpy peueccMBHOMA (hopMe TsDKesIbILA, Mpu AOMU—
“"AT b T WW FTHEAMAT 'X ud CEMEWHO-HACNEACT*
BEHHAA BEPA. OnucaHa B 1909 r. Behr Kak o0C/oXHeHHas OeT
CKas aTpodms 3puTesibHbIX HepBOB. 3abosieBaHve MnepeaeTcs Mo ayTo—
COMHO—PELIECCMBHOMY, peXxe — ayTOCOMHO-AOMMHaHTHOMY Tuny. B jm-
TepaTyp OnmucaHo okosio 40 cny4yaeB. [MpegnonaraeTcs, 4To aTpodus
3pUTESbHBLIX HEPBOB CBSi3aHa C BOCMa/MTESBbHBLIR.? MPOLIECCOM Ha MouyBe
Hac/eACTBEHHO 06YC/10B/IEHHbIX PacCTPOIACTB 06MeHa BELLECTB.

KnnHnka. BonesHb 00HapyXXMBaeTcs Crly4qaiAHO, 0ObIMHO He
naHee 3 JIET, a CBA3N C TVIOXOM OpUEHTAUMEIA pebeHKa B OKPY>KaloLLe A
06CTaHOBKE W MOSB/IEHVEM LIEHTPa/IbHbIX Mapa/iMyeld, MO3XKEUKOBbIX
PaccTPOMACTB M YMCTBEHHOIA OTCTa/10CcTU. Mpy 0TasIbMOSIOrMYeCKOM UC-
crefoBaHUN 06HapYXXMBAETCH CHKEHME LIEHTPa/IbHOIO N CY)>KEHWME Me-
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prepnyeckoro 3peHus. MoXeT BbISBMATLCA LEHTpasibHas CKOTOMA.
Ha rnasHom gHe HabnwopaeTcs mnobseaHeHWe OUCKOB 3pUTENIbHOro Hep-
Ba, 60Nblue B BWICOYHOMA MOSI0BMHE. VHOrpa OblBaeT HUCTarMm, napes
BEPXHEI MPAMOIA MbllLLpl, KaTapakTa.

AndpdbepeHyunmpytoT 60ne3Hb 0T /1e6ePOBCKOM  aTpothnun
3pUTE/IbHbIX HEPBOB AAOMUHAHTHOA UHPAHTWILHOLA aTpoun 3pUTeslb-
HbIX HepBOB. Npn Noc/1IeaHNX HET HEBPOSIOMNYECKOT0 CUMMTTOMOKOMI/IEK—
ca- NleueHwne: cocygopacLUMpsitOLLMe CPeACTBa, OCMOTepanus, TKa-
HeBas Tepanus, BUTaMMHOTEpanus, aHTUKoary/IiHTbI, npernapaTbl tAoaa,
METWUOHWH, JINMOKauH. [II0TaMUHOBas KUC/0Ta.

MporHo3: abconoTHan crienoTa pasBUBaeTCA PefKko, HO HacTyraeT
pe3Koe CHWDKEHWE LIEHTPa/IbHOro N Mepuiepuyeckoro 3peHus.

3PNTE/IBHOIO HEPBA AONCKA, TJIASHOIro AgH APY3bl.
BriepBble 6bU onvcaHbl ructosioroM Muller B 1858 1. 1 A. B. ViBaHOBbIM
B 1868 r. Liebrecht onucasi mx oMTa/IbMOCKOMUYECKYHO KapTUHY B
1868 r. Ha HacrieacTBeHHbIA XapakTep aToro 3abosieBaHVA BriepBble
yKasan Lauber B 1907 r. 3aboneBaHve peakoe, 4acToTa COCTaB/IsSET
npnennsnTenbHo 0,35 Ha 1000 60/1bHbLIX €  [/1a3HOA  MATOSONVELA.
OnucbIBalOTCA CeMelHbe clydan. [MpegnonaraeTcs, YTO TWM Hacneao-
BaHMsA HeperyspHbIiA AOMUHaHTHBIA. [poucxoxXaeHve Apy3 He BblIsc-
HeHo. CUUTalOT, YTO MX MOSIB/IEHME CBA3AHO C AereHepaTVBHbIM MpoLec-
coM. [uMCToMornyeckn Apysbl COCTOAT U3 ruasivHa.

NVWUHUWKa. BCTpeyaeTca KaK camocTossTeslbHOe 3abosieBaHue
M B COYETAHMM C AereHepalyieii ceTyaTky N aTtpodmein 3puTesIbHOro Hep-
Ba. Mpn odTasibMocKONUU BUAHLI HEGOSbLUME MHOXECTBEHHbIE OKpPYT-
/ble 006pa30BaHUsA, BbICTyralolMe Haf AUCKOM 3pUTESIbHOr0 HepBa, OHWU
MOryT 3axBaTbiBaTb 6O/IbLUME YYaCTKM €ro U MpoAo/DKaThCA Ha CeT-
yaTKy. MNpn ryy6oKoM pacrionioeHUM B TKaHAX AUCKA OHW CO34at0T Kap-
TUHY 3acTOMHO!0 cocka. Mpu r/ly6oKoM pacrosiokeHUn Opy3 B 06/1acTu
cknr| OXOj MoMaanl'Bolo KaHasa 3pUTENIbHOK BepBa B pe3ysibTaTe [as-
J1IeHNA NPOUCXOAUNT aTpotns HEpPBHbIX BOSIOKOH, YTO MPUBOAUT K U3-
MEHEHWMIO M0MA 3peHUs M NosB/IEHMIO CKoToM. Kak npaBusio, Apy3bl Hab-
nofaioTes Ha 060Mx  rnasax. C TedeHveM BpeMeHW KOIMYECTBO ApY3
YBE/INUYMBAETCA.

an epeHUMpOBAaTb [Apy3bl AfCKA 3pUTENIBHOIO Hep-
Ba He06X0AMMO OT OMyxosieBUAHbIX 06pa3oBaHUIA Mpu 6ore3Hn BypHe*
BWIA. 3TU ONyX0NW B OT/MHME OT ApY3 COCTOAT U3 3/1EMEHTOB HelApo-
VN, HEpeaKo B HUX HaxoOsTcsl KACTO3HbIe MPOCTPaHCTBa, HarosiHeH-
Hble KPOBbIO WM T/1a3MoiA. Takxke Heobxoammo audpepeHumpoBaThb OT
3aCTOMHOIO COCKa 3pUTEsIbHOMO0 HepBa W MeTacTaTUyecKuX OryxXo-
rein AndpepeHuUmasibHOMA - AMarHOCTUKE MOMOraloT  pas/ivuHble obLime
K/IMHUYECKNE MPOSIB/IEHUSA 3acTOMAHOI0 Ccocka, 60n1e3HM BypHeBuins

/ ,u,p}._l eyeHMe He NpoBoanUTCA. MNporHo3 G/aronpUATHLINA.

3PUTEJIbBHOIO HEPBA ONCKA N CETYATKWM MVNETNMHOBBIE
BOJIOKHA. MvenvHoBble BOJIOKHa ceTyaTKu BcTpedatoTea y 0,3% fe-
TelA 4TO CBSA3AHO C MaTO/IOMMYECKMM PacrpocTpaHEHNEM MUEAVHM3aLNN
Ha HepBHble BOJIOKHA AMCKa 3pUTESIbHOr0 HepBa M ceTyaTku. MpumepHo
B 20% crlyyaeB 3Ta aHOMa/ M ABYCTOPOHHSA 3pUTesibHble (yHKUUN
rnasa o06bIMHO He CTPadatoT, HO Mpy 6OSbLUOM pacrnpocTpaHeEHUN Mue-
SMHa LW, [/1a3HOM [JHe O0TMeYaeTcs MOHWIKEHWE 3peHUS N OTHOCUTESlb-
Has ckoToma. [py ohTaslbMOCKONUM BUAHLI CBOEO6pasHble, B BUOE
A3bIKOB M/1aMeHW, C PaamvasIbHOA MCYEpYeHHOCTLIO GesoBaTble 06pa3o-
BaHWA, MPUKpPbIBaKLLME 4aCTUYHO PEeTUHa/IbHbIE COCYAbl,

*05



JleyeHne He paspaboTaHo. MpPOrHo3 6/1aronpUSTHBIA.

3PUTE/IbHOIO HEPBA ANCKA AMKA. AHOManus BCTpeyaeT-
cay 1:11 OO0 HaceneHws. lNMpeanosiaraeTcs, YTO pasBUTUE AMOK Ou-
CKa 3puUTeNIbHOro HepBa CBA3aHO C BHeApeHVeM CKIa[0K pyavMeHTap-
HOM TKaHW CETYaTKN B MEXB/lara/IMIHOe MPOCTPaHCTBO 3pUTESIbHOI0
HepBa. OTMe4aloTCH M3MEHEHUsI Kpasi AMCKa ¢ 0bpa3oBaHWEM KapMaHa,
MHOr4a 3aro/IHEHHOrO asibHOIA TKaHblo. MexXay Makysiotd U AUCKOM
B ceTuaTKe YMEHbLUEHO KO/IMYECTBO HEPBHbIX BOJSIOKOH, HelApoanuTe-
A N Hapy>XHOr0 3epHUCTOro CJ10S.

KnuvuHnka. B 60MbWMHCTBE C/ly4aeB 3puUTesibHble (yHKLUNN
He cTpagaloT. OfHaKo MOryT ObiMb M3MEHEHUs B rpaHuuax noss’3pe-
HUAA. OTasIbMOCKOMNYECKN Ha AUCKE 3pUTESIbHOMO HepBa, 6Gorblleid Ya-
CTbIO B €ro BYCOYHOIA NOSOBUHE, HEAAIeKo 0T Kpasi, onpeaenseTcs cepo-
BaToOe OrpaHuYeHHoe yrsybrneHve oT 13 go X/8 nonepevHmka AuCKa.
ViHorga Ha aHe SMOK, UMEKLMX Pas3/INyHyio ryouHy, BUaHbI COCYabl.
[AaHHaa aHOMan A HOCUT CTabWIbHbIEA XapakTep. fAMKa Aucka 3pu-
Te/IbHOr0 HepBa MOXET COYeTaTbCA C JereHepauveiid MakyssipHoiA 06-
71acTn, KosoboMoiA xopuonaen, MUTPasibHbIM MOPOKOM U T. A.

NedvyeHnio wuB nogexuT. MPOrHO3 XOpOLLNIAL.

3PUTEJIbLHOIO HEPBA KOJIOBOMA. Bnepsble onvcan' De We-
cker B 1886 r. Cevel/HbEA C/lydai/l YaCTUYHOIA  KO/1060MbI 3pUTETbHOMO
HepBa onvcant Weyert (1890). BcTpevaeTcs pegko. Tvn HacnieaoBaHWS —
ayTOCOMHO-PELIECCUBHBIA. BO3HMKHOBEHME KO/1060M 3pUTENIbHOIO HepBsa
CBSI3aHO C He3aKpbITVEM [/Ia3HOM LUe/M 1 00YC/I0B/IEHO Hac/leCTBEH-
HbIM HapyLLEHNeM KPOBEHOCHOA CUCTEMbI, B/IMSIOLLELA Ha MOPG0/10r o
3auaTka. CoxXpaHMBLUAACA YacTb 3pUTESIbHOIO0 HepBa He W3MeHeHa.
Konoboma 3pnTenibHOro HepBa MOXKET BCTpeYaTbCs B COMETaHUN C MUK-
podiTasIbMOM, KOs1060MOLA CETHATKW M COCYAUCTOLA 060/104KN U ap. ucTo-
JI0TMYECKN NpU KosloboMax 3pUTesIbHOMO0 HepBa OTMeYaeTcs pacluuvpe-
HUue CK/1epasibHOMO KaHasla, ero CMeLleHe, BHeApeHVe CeTHaTKX B CTBO/]
3pUTESIbHON0 HepBa, B 06/1aCTN AMCKa 06HapyXX1BaeTcs pyavMeHTapHas
TKaHb ceTyaTKW. [pn Kosobome 3pUTeNbHOro Hepsa OCTpoTa WM rose
3peHus MOMyT OblMb HOPMa/IbHLIMU WX M3MEHEHHbIMU B  Pa3/IMYHOIA
CTteneHu.

KnnHnka. OdTasibMOCKONMYECKM B 06/1acTV Aucka onpeae-
nseTca yrrybrieHvie, OBasilbHOE WM OKpYr/loe, AOCTUraioLlee riyouHbl
[0 3 MM, C pe3Ko pedIeKTVpYIOWMMM CTeHKaMW. PacnipeaeneHve v xof,
KPOBEHOCHbIX COCY0B B 06/1aCTW KO/1060Mbl HerpaswibHbIe, WMHOr4a
OHW BbIXOOAT U3 HKHEro Kpasi Kos1060Mbl, MHOFAA MO BCEIA OKPYXKHO-
CTU Kpas. B o0b6nactu camoi1 Ko/1060Mbl COCYyZ0B HeT. V3meHeHus He
MnporpeccupytoT.

NNeyeHMe He paspaboTaHo.

3PUTEJIBHOIO HEPBA MNMCEBAOHEBPUT — BpoXaeHHas~aHo—
Ma/MA  AMCKa  3pUTESIbHOr0 HepBa. BcTpedaeTcs  NpubAvsMTesibHO
B 0,2% cny4yaeB. OnucaHbl ceMelaHbE Cry4aun. [ceBAOHEBPUT Y MCUXU-
yecKU 60/IbHbIX BCTpeYaeTcs B 2 pasa uvalle, yYeM y 340poBbix. [Npeano-
naraeTcs, 4YTO MCEBOOHEBPUT SABMISETCA C/IeACTBYEM  HEAOCTaTOYHOro
06paTHOro pasBUTUSA AUCKA 3pUTENIbHOMO HepBa B HEKOTOPbIX 3MOpMo-
Ha/lbHbIX Nepuogax. [py nceBOOHEBPNTE HabMIOARETCH runeprsiasus
AN N COBONHUTENIBHOMA TKaHW Ha [UCKe 3pUTesSIbHOro HepBsa.

KnunHnka. O@TasibMO/IONNYECKN MCEBAOHEBPUT  HAMoMWHaeT
HEBPUT [MUCKA 3pUTesIbHOro Hepsa. [py 3TOM TKaHb AMCKa NpeacTas-
NAeTCA MMNEPEMMPOBAHHOLA, paHWLbI CTYLLEBaHbI, BOKPYT AWMCKa WHOT-
[a B/OHa pafiHapBas MUCcYepHEeHHOCTb. APTEPUN HE U3MEHEHbI, BeHbl MOIYT
6bIMb pacLUMPEHHBLIMN U M3BUTBIMW. HepeaKo Kak nposiB/ieHve aHoMasium



pa3BMTas aa AMCKe BMECTO OCHOBHbIX COCY/I0B MOXHO BUAETL 60/ibLLoe
KO/IMYECTBO COCY/I0B BETBALLMXCH, 06pasytolmx netsm. Mpouecc 06bIy-
HO [ABYCTOPOHHWMIA. [py NceBAOHEBPUTE MOXET ObMb U HEGO/IbLLOE Bbh-
CTOsHAE [AMCKA 3PUTESIbHOr0 HepBa B CTek/oBUAHoe Tesio. KapTuHa
rnceBAOHEBPUTA Hab/ioAaeTCA MPU BbICOKOA runepMeTponuun. pu nces-
[0oHeBpUTe (iyHKLMWN rnas3a coxpaHeHbl, oTaslbMOCKOMNMYecKass KapTuHa
He MeHseTcA.

OndpdpepeHumanbHasa AguMmarHocTUKa MpoBoauTCa
C HEBPUTOM W 3aCTOAHBbIM COCKOM 3pUTEsIbHOMO0 HepBa MepBoiA CTaauu.
[MpOrHo3 XopoLUniA. .

30BA N TNYXOTbl HACNEACTBEHHbLIA CUHAPOM (MeHa-
pega cumHapom). OnmcaH Pendred B 1896 r. BcTpeudaeTca Ha BputaHc-
KMUX OCTpoBax C 4actotoia 75 : 1 000 O00. HabrogaeTcsa ncesao-aoMi—
HaHTHoe HacnegosaHve. B ocHoBe 3abofieBaHVA NIEXUT HapyLLeHue
npoLeccoB  A0AMPOBaHNA TUPO3MHA.

KnnmHnueckun 3abonesBaHne XapaKTepusyeTcs yBe/IMYeHUEM
LUMTOBUOHOIA Xenesbl, Kak npasusio, 3yTUpeouaHbIM. [yxoTa win Tyro-
YXOCTb CO CHWKEHMEM BOCMPUATUA BbICOKMX TOHOB HEPeaKO coveTa-
eTca C paccTpolAcTBaMn BeCcTUBYNSApHOMA yHKuun. OT 1 go 10% Ha-
CIeACTBEHHOM T/lyX0Tbl CBA3aHO C cuHapomom [MeHapena. Mpwu wvccne-
[0BaHMN KPOBW O0OHapY)>KMBAalOT CHWKEHWE COAepXaHWs CBSA3aHHOIo
¢ 6enkavn ogp.

AnddepeHyran bHbBIA AUMarHO3 cfiegyeT MpoBo-
OUTb C ONYX0NAMU LLUMTOBUAHOLA YKee3bl, 3HAEMMYECKUM 3060M, nprobpe-
TeHHOIA MMKCcedeMOLA € paccTpolAcTBamMy crlyxa. B avdipepeHUmanibHoA
[MarHocTMKe 3Toro CUMHAPOMA MMEET 3HadeHue YCTaHOBSieHVE ObICTPOro
BbIBEJEHNS MEUYeHOro Moda N3 LWMTOBUAHOIA »Xerlesbl.

NeyeHMe ycnewHo B C/lyyae paHHEA OMarHOCTUKW 3ab0sieBa-
HUS WU COCTOUT B HasHaYeHUN rOPMOHOB LLMTOBUOHOMA >kesiesbl.

MN3OBANNEPNAHOBAA ALIMOEMWNA — HacnefcTseHHo — 06yc-
J10BJIEHHOE 3a60/1eBaHMe, CBA3aHHOE C 6/I0KOM B 06MeHe 13oBasiepnaHo—
BO KMC/I0Tbl U MPOSBASIOLLEECA pasBUTUEM TSDKESIOMA MHTOKCUKALMN.
OnwucaHo Tanaka v coTp. B 1966 r. JJaHHbIX 0 4acTOTe B MOMy/1ALMM NoKa
He nmveeTcs. XapaKTep 3H3MMAaTWUYecKoro 6s10Ka TOYHO He YCTaHOBJ/IeH,
HO [A0Ka3aHo, 4YTO0 Y 60/IbHbIX HapyLlleH MpoLecc NpeBpalleHns n3oBa-
nepnn-CoA B 6eTa—MeTWIKPOTOHW1-COoA.

KnunHuka. [posBnserca y [eTeiA paHHero Bo3pacTa 3rmso-
Jamn pBOTbl, pa3BUTUEM METabosINYEeCcKoro aumaosa, KoMbl, 0CO6EHHO
npy MNpUCOeSUHEHNN NHTEPKYPPEHTHbIX 3a00/1eBaHNIA WM HapyLLeHWIA
aveTbl. OTMeYeHo, YTO MoYa M MOT 60/1bHBIX UMEKT Creumtnyecknia 3a-
nax «MoTHbIX HOr». CoepxaHe aMUHOKMC/IOT B MJ/iasMe KpoBU U MoYe
HOPMasibHO, OALAKO MpU CrieumasibHbIX XpoMaTorpauyecknx uccrie-
[0BaHUAX 0OHapY>KMBaeTCs BbICOKOE COAEpKaHWe 130Bas1IepraHoBoIA
KUC/0TbL.

NeyeHwne He paspaboTaHo. [NporHo3 3abosleBaHUA He SACEH.

MHTEPCEKCYA/IN3M >XEHCKUW NOXHbI. AHomanua xa-
pakTepusyeTcs TeMm, YTO pasBUTME TFEHETUYECKOro W roHagHoro rosia
WOET MO >KEHCKOMY TWMy, BO BHYTPUYTPOGHOM WM B MOCTHaTa/IbHOM
rnepvoae UMeeT MeCTO MacKy/IMHuU3auus. 3TO COCTOSHWE BbI3BaHO afpe-
HOreHeTas/lbHbIM CUHAPOMOM, MNepedaolMes Mo ay TOCOMHO—peLIeccnB—
HOMYy Tuny. Yalle BCTpeyaeTcs Y [AeBoYeK, Y KOTOpbIX AMarHo3 ycTa-
HaB/IMBaeTCA cpa3y Mnocsie poXxaeHUs. Y 60/1bHbIX UMEeTCs rnepriasms
KOpbl  HaAMOYEeYHUKOB, BblOesseTcs 60/1blLOe  KOSIMYECTBO aHApo-
reHoB, B pe3y/ibTaTe Yero rosioBble >kesie3bl 0CTalTe B MHPaHTU/IbHOM
COCTOSHUMN.
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B KAMHMYECKOM KapTuHe npeobnagaloT CYMMTOMbI
MOBbLILLEHHOIO BblAESIEHVS aHAPOreHoB. 3apobilleBas BUPUM3aLma Ha-
UnHaeTcs nocsie 1244 HeoeM BHYTPUYTPOOHOIA XXM3HU U pacrno3HaeTcs
cpasy rocse poxaeHns fesodek. Hanbosiee sierkoid (opmoia sSBseTes
Yy BUX YBe/M4YeHVe KNnTopa. B Tskenbix ciydvasx — HeaopasBuTuve Wwin
OTCYTCTBUE YPETPO-BarvBa/IbHOMA MEPEropoaKkn. YpeTpa B HEKOTOPbIX
cryyasx npoxoauT 4epe3 KAMTop. [1onoBble opraHbl Yy AeBOYEK rocsie
POXAEHUS HAYMHAIOT PasBMBATBLCA MO MYXXCKOMY TUMy: KANTOP A0CTU-
raeT 5—7 cM B [J/IMHY, YCWIEHHO pacTyT 6osibluve rosioBble rybbl,
KOTOpble Y [IeBOYEeK CTapluero Bo3pacTa HaroMMHa.0T MOLLOHKY. MaTka
He60/1bLLIas; anuHnku HEO0pasBUTbI; MOSIOYHbIE YKerlie3bl He pa3BUBAOTCS.
Y [eBodeK CTapule 6 fieT CTAaHOBATCA 3aMETHbIMUA M3MEHEHUS KOXM.
CaslbHble Xeriesbl BbIAEMAOT 60/bLUoe KO/MYECTBO cekpeTa. O6pasyroT-
CA MHOXECTBEHHble yrpun. Ha onpeferieHHbIX yyacTKax KOoxu (OKos1o-
COCKOBbIE KPY>XXKW, MoAMbILEYHbIE BMaaVHbI, aHa/lbHO-reHUTasIbHas 006-
71aCTb) MOSB/ISETCA MUIMEHTaLMsA Cepo—-KOPUYHEBOro LiBeTa. BosiocsHoA
MOKpPoB Ha J106Ke MosABMseTCA Ha 2—5-M rogdy xwusuu. OBoOslOCEHUE
pacnpocTpaHsaeTca Mo My>XCKoMy Tury. Yepe3 2 3 roga BbipacTaloT
BO/1I0Cbl B MOAMbILLEYHOA 06n1acTy, 8—11 sieT — 60poda, a Jdanee -
nepTpmxo3 ycunmeaeTcs. J1a aapeHO-reHUTa/IbHOro CUHAPOMAa Xapak-
TEPeH YCWIEHHBIA POCT KOCTeIA B [/IMHY, Haubosiee VMHTEHCVBHbIA B 3
8 seT. lMocne 8 fieT pocT 3amMea/ifaeTca U He npesbillaeT 141—150 cm.
B pesynbTaTe paHHEro OKOCTEHEHWS 3NU(M3apHbIX 30H KOHEYHOCTU
OCTalOTCA CpPaBHUTESIbHO KOPOTKUMU. CUSIbHO pPa3sBUBAOTCA CKeSlETHbIE
MbILLLIbI, BO3HUKAET MY>KCKOe TeslocsiokeHue. MenxocekeyasibHas opueH-
Taumsa y OeBOYEK U XKEHLUMH OCTaETCH YKEHCKOLA.

MHTEPCEKCYAJ/INSM WNCTUHHbIN. T[py WUCTUHHOM WHTep-
ceKkcyasiuamMe B MasioM Tasy MOXET HaxoauTbCs C OOHOA CTOPOHbI AnY-
HVK, a C ApyroiA — TecTuky/n. Ho MOoXeT 6bIMb Apyrobd BapuaHT, Ko*aa
rOHaOA coco w v us 0BAPUASIBHOIA U TECTUKY/ISIPHOIA TKaHW 04HOBPEMEHHO.

B KAMHMKe 3ab6oneBaHVA MOryT ObMb OTMeYeHbl pa3Hoo6pas-
Hble CUMMTOMbL Yalle WMeeTcs HapylleHWe B CTPOEHUN Hapy>KHbIX
MosIoBbIX OpPraHoB, YTO SIBSISETCH OCHOBHOEA Xas/iI000M poauTesieti 3Tun
HapyLLeHna MOryT 6bITb B BAZE ,,ABYMNOSI0CTU", roHaaoCcraiAnm, pe3koii -
nepTpoun KINTOPa, B M3MEHEHUMN CTPOEHUS 6OMbLUMX U MaslbIX M0S10-
BbIX y6, MOWOHKM U T. A Kak uepBnYHble MosioBble MPU3HAKN (au -
wuwu, SUYKM), TaKk U BTOPUYHble (AMALEBOObl, MaTKa, Brarasme, ce-
MeHHble KaHa/ibLpbl), a Takke N TpeTUUHbIE MOSI0Bble NMPU3HAKU (Xapak-
Tep Tes10C/IoKeHWs, Tonorpatus XXMUPOBOMA K/IETHATKW, Temop rosioca,
0BOJSI0CEHME JIMLIA W TOSI0Bbl, PasBUTME MOJIOYHBLIX >Kesie3) MOoryT 6bImb
B CaMbIX C/IOKHbIX COYETaHUAX.

AnarHo 3 WUCTUHHOIO MWHTEpCeKCcyaim3ma criokeH. Heobxo-
OVMO MpeXxxae BCero onpeae/MTb HapyLeHWs B CTPOEHUW HapyXHbIX
MosI0BbIX OPraHOB, OMpeaesMTb MCUXOCeKCYaslbHY0 OpueHTauumio (ecnm
[VarHo3 cTaBuTCA Yy JETElA B Bo3pacTe rnocsne 2 3 sier), uccriegoBaTb
KapnoTun W MoIoBOA XpomMaTwuH. Heobxoauma ruHekorpagusi, onpe-
[erfieHne CyTOYHOMA 3KeKpeuun 17-keto- 1 17-0KCUCTepouaoB, MX OCHOB-
HbIX YPUHapHbIX (Ppakumia, CyMMapHOro KOSiMYecTBa 3CTPOreHOB U KX
(hpakumiA. JlapapotomMmsa M 6uoncua roHad, Mo3BONSAIOT MoATBEPOUTb
[marHos.

JleueHne nNpM WHTEPCEKCYa/IM3ME CBOAUTCA Mpexae' BCero
K ornpedesieHVio TOSIoBOA  MPUHAA/IEXHOCTW, MOC/ie Yero nepexoasaT
K BTOpOMY 3Tany JleyeHus, a WMEHHO — KOppeKuun uvosia Hepeako
C MpPUMEHEHMEM XMPYPrUYECcKUX METOLOB JleHeHWs, MncuxoTepanuu, rop-
MOHa/IbHOA Tepanuu. Borpoc onpegeneHns, a BepHee Bbloopa Mosia
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UPIA IHTEepCceKCYas/IN3Me, O4YEHb CJIOKHBLIFA U He pellaeTcs TO/IbKo P&
YOM-3HAOKPMNHOMOroM.  Heobxoavma  KOHCYy/bTaumsi W FMHEKOsIora,
B yposiora, M MCUXOHEBPOJsIOra, Mocs/ie 4Yero BO3MOXHO MpoBeAeHVe
HE06X0ANMOIA  XMPYPrUYECKOA  KOppeKUUN U NPUMEHEHVE TOPMOHas1b-
HOLA Tepanun ¢ y4eToM BO03pacTa, COCTOSHWMS 30H pocTa, BO3MOXHOCTEMA
MosiB/IEHNA 3pOTU3aLMN. N N

MHTEPCEKCYANN3M MY>XCKOWN JIOXXHbI C XXEHCKW-
M MONOBbIMA OPIFAHAMMW. XpomocOMHbLIIA Mo/ 60/IbHOro —
MY)XXCKOM. Hapy>XHble MosioBble opraHbl pasBUTbl M0 YKEHCKOMY TuUrly.
Y [ETeid pa3BMBaOTCA MOJIOUHbIE Xese3bl. AHOMa/IMA 00bIMHO pacros-
HaeTca B Mepuoj, NosioBOro Co3peBaHUs: BbISB/SETCA B CBA3M C OTCYT-
CTBMEM MeHCTpyaLmKn. [eHeTUUECKUIA MO0/ MYXKCKOEA, CO3HaHue nosla—
YKEHCKOe. "

VHOPAHTUNNIN3M TMCUXUNYECKUW. TepMuH, Mpef/ioKeHHbIIA
B 1864 r. Laseque g1 0603HavYeHUsT Crieuynyeckoro Heaopa3BUTUS
MCUXMKK, B HacTosLlee BpemMs NCUXUNYECKMM WUH(DaHTWIN3MOM HasblBaloT
COOPHYI0 rpyrnny MorpaHUYHbIX PacCTPOLACTB, BCTPEYAlOLLYOCA B OTHO-
CUTESIbHO CaMOCTOSITE/TbHOM BUAE TOSIbKO B JAETCKOM W MOAPOCTKOBOM
nepvogde. [eHeTudeckas nMpupoda HEKOTOPbIX BWUAOB MCUXUYECKOIO
WHaHTUAM3Ma 6e3ycrioBHa, O[HaKO MeXaHu3Mbl Mepefayn HeaocTa-
TOYHO $SCHbI. CWMHAPOM  MCUXMYECKOr0 WH(aHTWIM3Ma MoYTU BCerja
coyeTaeTcs € (M3NYECKUM WHPaHTWIM3MOM U WUMEET MECTo Yy vy,
ABNSAOLWNXCA  POACTBEHHNKAMM  60STbHBIX O/TMFOPEHVEIA, McuXonaTvieii
M nprobpeTeHHbIM cnaboymviem. Mo gaHHbM M. UI. BysiHoBa, He MeHee
80% /ML, C BbIpaXXEHHBbIMW (IOpMamMm MCUXUYECKOr0 UHaHTUAM3Ma poau-
JCb OT POAUTESIEA C HEPBHO-TCUXNYECKOA MaTosiorveiA.

KAnnHnuyeckn 60MbHblE MACUXNYECKUM WHPAHTWIMBMOM 3a-
HUAMAIOT MPOMEXXYTOYHOE MECTO MeXy MCUXUYECKOIA HOPMOIA, O/INro-
(hpeHviel 1 nevixonaTvield. B 3aBUCMMOCTW OT 3TOM0 BbIASAKOT FapMOHU-
YECKUNIA, OUCTapMOHUYECKMIA N opraHnyeckniA BapnaHTbl (. E. Cyxa-
peBa). Cpeon rocnNUTa/IM3VPYEMbIX B TMCUXMATPUYECKME CTauMoHapbl
60/1bHbIX CUHAPOM MCUXUYECKOT0 UHPaHTWIM3MA BCTPEYaeTCs B YMCTOM
BUOE KpaliHe pefKo: ualle 60/bHble FoCAMTAIN3MPYIOTCA MO MOBOAY
TeX. pacCTPOLACTB, KOTOpble BO3HUKAT Ha (HOHE MCUXMYECKOro MHGaH-
TWm3Ma. [OuHaMMKa MCUXMYECKOT0 WH(aHTWIM3Ma B MocTrybepTar—
HOM Mepvode W3y4yeHa Masio.

BONbLIMHCTBO 60/1bHbIX C FapMOHNYECKUM UHPaHTWIN3MOM B [a/1b-
HelALLEM COXPaHSAIOT 3TU 4YepThbl, YacTb U3 HUX OKa3bIBalOTCA acTeHude-
CKAMW ACUXomnaTammn; 60/1bLUMHCTBO JINL, C AUCTapMOHMYECKUM  MH(aH-
TWwmsMoM K 30-/ieTHEMy BO3pacTy SBASIOTCA  MCUXONaTUYECKMMM
JIYHOCTAMM BO36YAMMOI0 W MHOr4a UCTEPUYECKOro TuMna. YepTbl WHMaH-
TWIN3Ma COXPAHAITCA Y HUX B TOMA WIN MHOMA CTEMEHN Ha BCHO XXM3Hb,
0HaK0 [OUCKYCCUMOHHBbIM OCTaeTcA BOMPOC — OTHOCUTb JIM MauMeHToB
C MCUXMYECKUM WHPAHTWIM3MOM K MCUXOMaTUAM WM BbiOE/SiTb B ca-
MOCTOATESIbHYIO (HOPMY MOrPaHNYHOIA HEPBHO-TICUXWUYECKOIA  MATO/10M N,
eHeTVKa MCUXMYECKOro MH(PaHTWIM3Ma B CBA3W C 3TUM OrpeaensieTcs
TEMX >KE 3aKOHOMEPHOCTAMM, KOTOpble WMET MeCcTOo MNpu rcuxona-

X,

NCTEPUA (ponb HacneACTBEHHOCTV) — MpeXHee Ha3BaHve rpyn-
Mbl UCTEPUYECKNX PacCTPOIACTB, KOTOpble B COBPEMEHHOM MOHWMaHUN
rnoapasfenifAloTca Ha UCTEPUYECKME TCUX03bl, WCTEPUYECKUIA HEBPO3 U
WUCTEPUYECKYIO MCUXOMaTUIO. BO3HWMKHOBEHME WCTEPUYECKUX TCMX030B
M UCTEPMYECKOr0 HeBpo3a BO3MOXKHO Yallle BCEro Ha (osie UCTEPUHECKOIA
McUXonaTum WM OTAEMbHBbIX UCTEPUYECKUX YepT XapakTepa. Vmetotcs
ceMelHbEe CrlyYan UCTEPUMYECKOr0 MCUX03a M UCTEPUYECKOIO0 HEBPO3a,
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fehjttaftiaoinfceCk reHeTUUeCKM 3aKOHOMEPHOCTSAM, CBOLACTBEHHBLIM UCTE-
pUYECKOLA McmxonaTum  (Cm.). -

MXTNO3 BPOXOEHHbBIN (ponb HacneacTBEHHOCTN). PopMbl UX-
TNO33, MPOSBAAIOLLMECS C POXAEHUS, B GOMbLUMHCTBE C/Ty4aeB SIBSISHOT-
€A Hac/eACTBEHHbIMW.  VI3MEHEHMs KOXW  XapaKTepusyloTcs  rurepe-
M/EIA LLIeSTyLLIEHVEM, PE3KO BbIpaXXEHHbIM KepaTo30M, TPELLMHAMU KOXXWU,
MaLepaLieir. B oT/mudne oT nproGpeTeHHbIX (hopM HacTo MopaxatoTcs
6o/bLUVe CKMafKW. 3aboneBaHWe peakoe. OnuvcaHbl CEMEMAHbE Crlydau.
MpocTolA 1 3NUAEPMATUHECKUEA BPOKAEHHBILA MXTNO3 Hac/iedyeTcsi Mo
ayTOCOMHO-A0MUHAHTHOMY Tuny. [10  ayTOCOMHO-PELLECCUBHOMY TUMy
HacneayeTcsl «HepHbIA» UXTUO03, MVIACTUHYATBIMA UXTUO3 N FUMNepKepaTos
HOBOPOXXAEHHbIX 3/10KAYECTBEHHbIA. VIXTNO3 — TshKesioe 3abosieBaHue,
npoTeKaloLLiee C HapylleHMeM BCeX BMIOB 06MeHa. Pe3ko HapyluaeTcs
KOXXHOe AbIXxaHve. BbICTpo pa3BMBalOTCA SBIEHMS 0OLLEIA MHTOKCUKA-
LMK, MOYEYHOA HeoCTaTOMHOCTY, HapyLUeHWe LLEe04HO-KUC/I0THOMO paB-
HoBecusl. BOSIbLUMHCTBO ayTOCOMHO-PELIECCUBHBIX (DOPM SIBMISIOTCS Jle-
Ta/IbHbIMU.

JledeHwMne MecTHoe fiedeHVe MPOBOAUNTCS KepaTosIMTUHECKMU
BUTaAMNHU3MPOBaHHLIMU MassiMK, PbIObMM XMPOM, BHYTPb  BUTaMUHbI
A, rpynnbl B, cepaeyHble cpeacTBa;—BMMBaHUSA [J/IHOKO3bI, M/1a3Mbl, CO-

MeBblX"acTBOpOB *AUTOPpEHMUN N CMNACTUKWN HACNEAOCTBEH-
HblM CUMHAPOM (CberpeHa — JlapcoHa cuHgpom). B 1957 r. Sjogren
1 Larsson onuvcasiv coveTaHve BPOXAEHHOr0 MXTKO03a C ONUropeHnen
M cnacTUYecCKUMM napasimyamu. 3abosieBaHue pegkoe. HacnegyeTca no
8y TOCOMHO—PeLLeCCUBHOMY Twry. BOSIbLUMHCTBO C/ly4YaeB OnmcaHo a Ce-
BepHOIA LWeeuun, 1,5% HaceneHVs KOTOPOLA ABNSAIOTCA reTepo3vroT-
HbIMV HOCUTENSAMU MYTaHTHOIMO reHa.

KnuHnyeckKkasa KapTwuHa. Beaywym B KIMHMKe 3a60-
NeBaHNS SBMISETCA UXTMO3 BCEro Tesia, 3a VCK/IYeHWeM SiALR, MoaMbh
LeYHbIX BraavH, BOSIOCUCTOLA YacTW rO/10Bbl, JIQA0HEIA, CTON M NPOMeX-
HocTu. OnurodpeHns passByBaeTCA B paHHeM Bo3pacTe. B Hesposioru-
UYECKOM CTaTyce — HapyLUeHWe MOX0AKW, BbIOKNIA MbLLEYHBIA TOHYC,
BbICOKME CYXOXKW/IbHbIE pedyiekCbl, MaTosIorMYeckme CUMIMTOMbI, Onm—
CaHbl TaKkKe MaKy/iApHaa AereHepaups C" pe3ko BbIPaKEHHbLIM CHUKe-
HVEM 3PEHUS, Kap/IMKOBbIA W TUFAHTCKUEA POCT GOSIbHbIX.

AnddbepeHUuManbHB A AnarHo3 Yy rpygHbix Oeren
criegyeT MpoBoAUTb C UXTUO30(POPMHBIM AepMaTo30M bpokKa 1 Apyrumn

BUOAUXTUO3A°BIMUNENCUN, UHOAHTUAUZMA BPOXIAEH-
HOro wmAaunoTUM cuHAarPom (Pypa cvHapom). CuHOPOM Briepsble
onucaH Rood B 1938 r. XapakTepusyeTcsl cy[oporamu, UOMOTUEN, WH-
(haHTWIM3MOM U BPOXAEHHbBIM MXTMO30M. Stewart oTMETWI Takke Mbk
LeYHble aTpopun, MUMVEHTHBILA PETUHUT U apaxHoA4aKTUAMK. [aTosioro-
AHATOMUYECKU: wepopassutue HEPBHBIX K/IETOK FO/IOBHOMO MO3ra, YMeHb-
LLEHVe MX YMCIa, XPOMAaTo/IM3NC KIETOK Beua B MOTOPHOLA 30HE Kopbl,
3aMeTHOe pacrnpocTpaHeHWe ONMIoAeHAPOr/ MM BO (DPOHTa/IbHbIE 06/1a-
CTU KOpbl, MHOXECTBO ABYXbSAEPHbIX HEPBHbIX, K/IETOK 06Hapy»eHo
B YepHOIA CybCcTaHUMW, BeLleCcTBe MPOAO0/IrOBaTOr0 MO3ra, Heperynsp-
Hoe pacnosfiokeHWe KIeToK MMypKuHbe Habnganiocb 6e3 yMeHbLUeHWs
ux umcna. lMpegnonaraeTcs, YTO CMHAPOM TECHO CBSI3aH C BPOXAEHHOIA
HELAPO3KTOAEPMA/IbHOA  OMCITa3VelAd, TakoA, KakK TybeposHbIA CKJiepo3

n HelpT®“6 P "ar chAT CWHTETA3bl HACNEACTBEHHAA HE-
LOCTATOYHOCTb — 3a6onieBaHWe, CBA3aHHOE C HapyLleHnemM npo-
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LIeccCoB CMHTE3a MOoYeBUHbI B UMKe Kpebca — lMeHseneita. OuicaHo
B 1964 r. Freeman ncoTp., YacToTa B NONyIALMN MOKa He YCTaHOB/IeHa.
KapbamundgocthaT-cMHTETasa SABSETCA  K/IOYEBLIM  3H3MMOM, 0becne-
UMBalOLLMM TMEPBLIA 3Tan CUHTe3a MoYeBMBbl B npucyTcTeun ATO.
MpL, OTCYTCTBUM 3TOrO (hepMeHTa 06pa3oBaHMe MOYEBUHbLI 3HAYUTESTbHO
HapyLleHO 4TO BeAET K pasBUTUIO MUMepaMMOHMEMUN N MHTOKCUKALA,
HepocTaTouHoe uMC/0 Hab/lOOEHWIA [aHHOIA aHOMasiMn MNoKa He Mo3Bo-
NSeT OnpeaeMTb TUH ee Hac/eaoBaHus.

KAnHn4yeckune nposiBIeHN O06Hapy>XMBalOTcA B MepBble
HeOE/ M XKU3HU U XapaKTepu3yloTCcs YMOpPHOIA pPBOTOMA, AervapataLiyeta,
MbILLEYHOIA MMNOTOHWELA, YTHETEHVEM PeakUmMiA Ha BHELLHME pasapaxuTte-
JM BUI0Tb A0 KOMbl. COCTOSIHME Y/lydLlaeTcsa mocsie nepopasibHoM Wn
BHYTPVBEHHOW pernapaTakumn, Ho yXYAUIAeTCs sHess. €C/IM PEOEHOK Mo—
Ny4YaeT HernepeHocUMble KonndecTBa 6enka (6oniee 1 r/kr Beca). Ha gHe
Te ¢ orpaHuvyeHnemM 6esika Mcuxomnsnyeckoe pasBUTUE LETEA NPOUCXO-
VT BrosiHe YAOBMETBOPUTE/IbHO. B Mmepnoge MHTOKCUMKauMK B KpoBa
U NNKBOpe O0OHAapY>XMBaeTCs MOBbILEHWE KOHLEHTpauum amMmMumaka,
YPOBEHb MOYEBUHLI B KPOBU WM MoYe 00bIMHO HaxoauTcs B npedesal,
HOpPMbI. AMMHOKMC/I0TbI B M/1a3Me KPOBW COAEPXaTCs Takke B HOpMaslb-
HbIX KOSIMYEeCTBax, KpOMe I/IMLMHa, CoAepKaHe KOTOpPoro MoxeT Obimb
MOBbILLEHO. —o_

,q marHOS3 yCTaHaB/inBaeTCA Ha OCHOBaHUWN K/ZIMHUNYECKLU KapTwu-
Hbl onpejesieHNa amMmMumaka B KpoBu. HepocTtaTouyHOCTb kapbamwundgoc-
«baT-CMHTETAa3bl onpepgendeTca npu OMOXUMUYECKOM WUMN TUCTOXUMUYE-
CKOM wuccsiegoBaHMM MNyHKTaTa rMeyvyeHn. Bblpa)KEHHaﬂ rmnepaMmmMmoHune—
MUA BblAB/IAETCA MOoC/1e Harpyskum XaopunaomMm amMmmMOHUA.

leyeHwHne 3aK/sirovHaeTCca B OrpaHM4yeHun 6enka B anete (He 00—
nee 1 F/Kr), B npoBegeHuUu pervn,qpaTau,MOHHoﬁ Tepannun B nepuope
Kpu3a. NMporHo3 ocrtaeTcss He M3YYeHHbIM.

KAPTAITEHEPA CUHAOPOM (Om3oHTOreHeTUYecKMe 6GpOBX03KTa-
3Un  AeKCTpoKapams, 6poBxoaKTaTuyeckas 60/1€3Hb, CUHYMTbI). [MosiHoe
onucaHve npuHagexut Kartagener (1833), X0THA OTAe/bHbE Hab-
JHOALMIA Bb M M3BECTHbI B paHee. B 1968 r. B siTepaType 6by10 onm-
caHo okosio 350 cnyyaeB cmHapoma KapTareHepa. Y [AeBOYEK STOT CUHA-
poOM BCTpeYaeTcs ualle, Yem Y MaslbYMKOB.

Kn mHmnyec KW xapakrepmsyeTcsa MoSHbIM WM YaCTUYHBLIM 06-
paTHbLIM pacrosiIoKeHNEM BHYTPEHHOCTEIA, 4alle BCero cepaua, XpoHW —
J'eCKHM  AedhiOpMUPYIOLLIMM - BPOHXMTOM M BPOHX03KTaBaMu, a TakKb
CUHYyUTamn. BHe 060CTpeHVs 0TMeYatoTCs CyXOiA Kallesib, MOT/IMBOCTb,
6bICTpas YTOM/ISEMOCTb, UHDAHTWAM3M, ObIXaTeslbHasd acCMMETPUS Tpya-
HOA KNeTKW. [Meproabl 060CTPEHMIA BO3HUKAKOT Mocsie MpocTyAHbIX 3a-
60MieBaHNIA UNa 6ea BUOUMbIX MPUYUMH. XapaKTepHO pe3Koe yxyalleHue
COCTOAHMSA, NMXopalKa PeMUTTUPYIOLLEro XapakTepa, WHTOKCUKaums
naxe B Mepuof, peMUcCUiA (aHemus, JIeAKOUMTO3, YCKopeHHaa Vvia,
6e/0K, MMa/IMHOBbIE LWIMHAPLI 3pUTPOLIMTOB B MOYe, U3MEHEHVE KO-
vndectBa Gesika B KpoBu), MoKpoTa BSAi3Kas, Xe/nToBaTo-3esieHas, 6e3
3anaxa. >Kanobbl Ha MOCTOSHHBIA Kalleslb, THOMAHYI0 MOKpPOTY, B re-
pviofie 060CTPEHUA — FHWIOCTHYIO, HOYHbIE MOTbl, UI0XOM COH. V Bcex
60/IbHbIX 3HAYNTESIbHO CHWDKEHA COMPOTUB/ISEMOCTbL MO  OTHOLUEHME
K WHpekumn. Ha peHTreHorpamme — KMUCTO06pPa3HbLU MPOCBET/IEHMA
«5pOBX0B, 0CO6EHHO B HWKHUX A0SISX, 3aTEMHEHVe MPUAATOYHbIX Masyx
Hoca. -

AvnddpepeHUManbHBIIA AunarHO3 npoBoAAT ¢ 6GpoH*
XO03KTaTLUBCKOIA 60/1€3HbI0, MOPOKaMW  PasBUTUA OPraHoB  [bIXaHus.
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JleyeHMe B OCHOBHOM CUMITOMATUYECKOE U HaMpaBsieHO NPOTUB
BTOPUYHOIA  UHEKUMW  (raMMa-r/106y/iMH, aHTUoMoTVKK).  porHo3
Heb/1aronNpUATHBLIA.

KEPATOOAEPMUN BPOXXAOEHHbLIE (dera cuHapom). 3aboneBa-
Hve onncaBo Degas B 1956 r. BpoxXaeHHan KepatogepMust xXapakTepu-
3yeTcA MOosB/IEHWEM JI0Ka/IbHbIX OKPYT/IbIX 3pUTEMATO3HbIX O/ISLLEK,
MHOrAa [0BOJSIbHO 60/bLUMX pasMepoB. B LEHTpe a/ieMeHToB 0TMeYaeTces
[ecKBamMaupsi M0  KPYMHOM/1aCTMHYaTOMYy Turly, CKOrsieHve 60/1bLumnx
YelllyeK HaromMmHaeT KokKapay. B TeueHue 2*/a—3 mecaueB npouecc pas-
peluaeTcs. YacTbl peumavBbl 3a60/1€BAHUS.

leyeHune cMm. Kepatosbl. .

KEPATO3 HACNEACTBEHHbLIN TAOOHHO-MOAOLWBEHHbIN.
KepaTo3 npeacTasriseT cob0iA aHOMasINIO OPOrOBEHUS, BblpaXKatoLLytocs
YCWIEHHOMA Mpondiepalein  poroBoro €108 KoXu. KepaTtoTuyeckue
YYaCTKM pacnosiaraloTcs CUMMETPUYHO Ha J130HAX W MOAOLLBaXx, >Kes-
TOBaTOr0 WM KOPUYHEBOIO LIBETA, MOBEPXHOCTb UX r/1aKas Wi NOKpbI-
Ta TpewmHaMn. B OKpY>XXHOCTW MOPaXXEHHOr0 y4acTKa MMeroTcs CUHe-
6arpoBas WM 3pUTeMaTo3Has KalaMa. [MCTO/0rMyeckn obHapy>xmBaeTcs
3HaUUTE IbHOE YTO/ILLEHVE POrOBOr0 MPO3PayvyHOro W 3epHUCTOrO C/10eB.
LLnoBnaHbIA ¢oba cocTouT 13 20—30 psgoB KEToK. [0TOBbIE »erlesbl
MHOrda aTpodmpoBaHbl.  J1aA0HHO-MOAOLLBEHHbIA  KepaTo3 sB/seTCH
Hac/1eCTBEHHbIM  3a60/1€BaHVEM, POAUTENN 60/IbHOr0 MHOrAa KPOBHbIEe
poacTBeHHUKN. OporoseHve figapHeiAa u cton, onucaHHoe Unna Thost,
NpeAcTaB/sieT coboiA CcevelHbIA AepMATO3, Hac/ledyeMbIEA MO AOMUHAHT-
HOMY TUMy.

KnunHunk a. 3aboneBaHne HauMHAETCA Ha NEPBOM rody >KU3HW.
XapakTepusyeTcs TUI0THO MPUMIEralolWyMM K KOXe JiafioHeiA 1 cTon
pOroBbIMWN  HAC/I0EHUSMM  XKeTTOBATOr0 LBETa, OTAE/IEHHbIMMA OT 3/0-
POBOIA KOHELA KPacHOBAaTOMA KAVDIA [opaXKEHHbIE YyYacTKU KOXW YTOST-
LeHbI, MOKPbIThbI TpeLmHaMu. VIHorda mnpouecc nepexoauT Ha Tbil Ku-
CTeiA, CTOM W Aa@Xe Ha MOBEPXHOCTU MPpedrvievynia U rofieHeiA. Y 4Yactu
60/IbHbIX O0TMeYaeTcs rUMnepKepaTo3 C/MBUCTOMA 060/104KM fA3blKa U Ae-
ceH. Hortn Hepeako OethopmMupoBaHbl, WCKPUB/IEHbI, YTOLWEHbL [1o-
TOOTAE/IEHNEe COXPaHEHO W [aXe HEeCKOSIbKO MOoBbIWeHo. J1af0HHO-
MOAOLLIBEHHBIIA KepaTo3, COYETAIOLMIACA C paHHUM BbIMaeHVEM 3y60B,
6rvcaH Papillon Lefevre. B 1903 r. Mantoux onucasi CBOE06pa3HyHo
HacneACTBEHHYHO KepaToAepMuio,  OT/IMUMTESIbHOLA  YepToiA - KOTOPOIA
ABMASIOCL Ha/IM4YME TUI0THbIX Y4YacTKOB OpOroBEHWS C  BAAB/IEHWEM
B LeHTpe. [Mocne oTnafeHWs OporoBeBLUMX 06pa30BaHWMIA OCTaloTCA Yr-
Ny6reHVs ¢ M/I0THbIMM OpPOrOBEBLUMMUM CTeHKamn. CodeTaHue J1iai0HHO-
MOAOLLBEHHOI0 KepaTo3a C runeprugposoM, OHUXOrpudo3omM M Mosa-
HYM OHMXOMM3McoM onucaHo Fischer B 1921 r. 3aboneBaHve Hacne-
AyeTcs AOMUHaHTHO. KMHMYecKas KapTuHa MOXET 4acTo CoYeTaTbes
C paHHMM BbIM3AEHVEM BOJ10C, PECHUL, U 6poBeia, OUCHYHKUMEIA LMTO-
BWOHOIA enesbl. Siemens B 1922 r. onucan ¢opMy Hac/1eACTBEHHOIO
N13A0HHO-MOAOLLBEHHOIO KepaTo3a, CoYeTatoLLIErocs C 04aroBoiA asoneLy-
el1 XapakTepHO OporoBeHve siafoHeiA U cTon B ¢opMe OCTPOBKOB, OT
KOTOPbIX JTlyd4aMn PacxoAsaTcs MosiocoBUAHbIe 06pa3oBaHUA TUMa OMO30—
neroctetd. CMHOPOM HepeaKo coYeTaeTCs C MaTosorvieiA rnas v BKIoYaeT
3aBOPOT BeK, MW3MEHEHVS poroBuLibl, CBETOG0SA3Hb, Crie30TeuveHue.
OnmCaHbl cevelHbe C/lydan 3a6os1ieBaHUsA, My>KHMHbI 60/1el0T  valle
>XeHWKMH. B 1929 r. Vohwinkel onucan gommHaHTHO Hac/iegyemyto gop-
My J1a00HHO-MOAOLLBEHHOIO FMMNepKepaTosa, KOTOPbILA HEYK/TOHHO Mpor-
peccupyeT, BeOET K pasBUTUIO JIEFKUX KOHTPaKTyp U «LUHYPOBbIX» 60-
po34, Ha MasbLax, NPUBOSALLMX K MX amryTauumu.
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Pa3HOBMAHOCTb Hac/ileACTBEHHbIX KepaTo30B JapHEIA U CToM, W3-
BeCTHas B JsiMTepaType Kak 6osie3Hb ocTpoBa Meneapl, BriepBble Onu-
caHa B 1826 r Stulli. XapakTepm3yeTcs BOCKOBUOHBLIMUW, >XE/TTOBaTOro
LUBeTa runepkepaToTUYECKUMN YTOSILLEHVSMU. BepxHune cnon anuaep-
MUCa  B/IKHBIE® XMpPHbIe, BbAEAIOT HEMPUATHBILA 3aMnax, MNoKPbIThl Yep-
HbIM/A TOYKaMWM COOTBETCTBEHHO BbIBOAHBbIM MPOTOKaM MOTOBbIX Xesies.
3abonieBaHMe HacnenyeTcs ayTOCOMHO—peLLeccUBHO. Poaumenn 60/1bHbIX
4YaCTO KPOBHble POACTBEHHUKW. dopma J13A0HHO-MOAOLLIBEHHOIO FUMep—
KepaTo3a 6e3 rvnepruaposa B COMETAHUN C MHOXKECTBEHHBIMU MMOMaMW,
MopadkeHNSAMWN MOAKOKHO-XXMPOBOLA TKaHW N CK/MaayaTbIM A3bIKOM, O/M-
rogpeHneir onmcaHa Hanhart B 1947 r. OnucaHo M AOMMHaHTHOE, U
peLieccuBHoe HacnenosaHve. Greiter B 1952 r. onvcasn AOMUHAHTHO-HaCc—
[mayeMyto iopMy KepaTto3a Tblla «/CTEA U CTOM, JSiafoHeiA 1 NoaoLB
B COMETaHUM C JIEMAKOKEpPaTo30M Iy6, MOMAKMSIOAEPMIMERA /LA U KOHEY-

HOCTelA. -

ﬁ'md)d)epeHumaanblm ANarHo3 Hac/1eACTBEHHbIX
JN1300HHO-MOAOLLBEHHbIX KepaTo30B CrleflyeT MpoBoAuTb C FPyrrnotA npo-
(heccMoHasIbHbIX, VHMEKLMOHHBIX, KIMMaKTEPUYECKMX J1aA0HHO—MOAOLL-
BEHHbIX KepaTo30B.

NleueBuUe KOMIJIEKCHOE, MPOBOAMTCA Kypcamu, HasHa4daloT
60blMe Ao3bl BUTaMnHa A—200 OO0 EJ] exxedHEBHO B TeyeHve 2 He-
Oenb, BuTammnH C. MeCTHO peKoMeHAYHOTCA Tervibie BaHHbI ¢ J06aB/1IeHEM
3e/1eHoro mMbuia, 10% canmumnoBas Masb, M/1acTbipb U3 arTe4Horo AoH-
HuKa. lMNepBble Kypcbl Tepanun O0/DkHbI ObITb Hamnpas/ieHbl Ha ycTpaHe-
HVe poroBbIX Hac/I0eHNIA — KepaTo/mMTudeckme Masn. 3aTemM MoryT Obimb
pekomMeHAoBaHbl peayumpytoe Masm (5% MHPOrasvioBLL*  Masb).
B Tawenbix criydasx MOXeT OblMb pekoMeHAoBaHa peHTreHoTepa—

KEPATO3 PACCESHHbIN AOACCOHA — JIEBAHOOBCKOITO.
3aboneBaHne onucaHo Jadasson n Lewandowsky B 1906 r. B natoreHe-
3e 3aboneBaHVA BeayLas posib MPUHALJIEXUT paccTpolACTBaM BUTaMUH-
Horo obmeHa. 3abosieBaHMe 4acTo Hac/leflyeTcsi AOMUHAHTHO.

KNWHMWYeCcKWU nposiBASETCA pa3BUTVEM KepaToaepMUM KU-
CTeiA U CTOM W OHUXOrpuUgo30nof06HOMA aHOoMasMeln HorTeld. Hapagy
C 3TMM Yy 60/IbHbIX OTMEYaoTCsl JIEAKOIUIaKUSA C/IMBUCTbIX 060J104EK,
rvnepruapo3 WM AHeruapos, AMCTpodust  BOJIoc,  MpeXxaeBpeMeHHoe
pasBuTHE 3y60B M MX ObICTPOEe BbIMafeHMe, YCWIEHHbIMA pPocT Tpy6ua-
TbIX KOCTEMA B OJINHY. VIHTE/UIEKT CHUDKEH.

B kpyr 3aboneBaHviA gna gudpdhepeHUMasibHOM guar-
HOCTUKMW paccessHHOro Keparosa HgaccoHa — JleBaHAOBCKOIO Crie-
OYeT OTHECTU £CopMas, MbILbSAKOBbIA KepaTo3, HeKoTopble (opMbl
MXTNO03a, POroBYH 3K3eMy, MapakepaTo3 Mubes/umm n Opyrve KoxHble
CUHAPOMbI CO CHWDKEHVEM WHTESVIEKTa.

N edyeHune TepaneBTUYECKME MEPOMPUSATUSA CBOASATCA K /-
Te/IbHOMY Ha3Ha4eHUo BUTaMUHOB A, Bj2 B 60/bLUMX [03aX, a Takke

i1 ByKKW, Tel/biX MbUIbHbIX BaHH, OTLLE/TYLUMBAIOLLMX Maseld
(5—10% canuumiIoBas KWUC/0Ta), Ca/IMUMIIOBBLIX M/1aCTbIPELA, OSALLPSAO—

LX KEPATOS3 SONNUNKYNAPHbIN CEPI'IVIFI/IHVIPYFOIJ.I,I/IVI
JNMIOTUA. 3aboneBaHme onucaHo B 1957 r. Liitz. OTHocuTcs K rpynne
BPOXXAEHHbIX TUMEpPKepaTOTHYECKNX HeBYycoB. HacneamyeTcsa Mo ayTo-
€'0oMHO-PELLECCMBHOMY TUMy. XapaKTepusyeTcs pasBuTuem (osimkynsap-
HbIX 60pofaBYaTbIX Y3€/1KOB, OKpalleHHbIX B TEVHbEA LIBET M CK/IOHHbIX
K Me[/IEHHOMY POCTY. 3J/leMEHTbI pacrosiaralTcsl KOoSibLEBUAHO, OTMe-
YaeTca CKJIOHHOCTb K CEPHUMMHU3ALIMH.
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KnBHunuyeti KE HanoMuHaeT (O/UMKYISpHBLIMA U napadosi—
ANKYNSPHBLILA MPOHMKAIOWMEA TunepkepaToB Kupsie v BHYTPMCOCOYKO—
BYI0 60poAaByaTy0 MPOHMKAOLLY0 3nactomy Mwuwopa. vctonornde-
CKM OTMEYaeTCs aKaBTOKepaTOTU4YecKas runepriasus, 3akyrnopka
(hONIIKYNOB, [OereHepaums KosulareHa M runeprsiasus  a1acTuYeckux
BOJ1OKOH.

AnddhepeHumanbHBb WA AvarHo3 nposoaat C Apy-
rmvmn Bugamm KepaTo30B.

leyeHune cm. KepaTosbl. .

KETOAUMAYPUA YMCTBEHHOW OTCTAJIOCTbIO (cvHAa-
pom Puuapaa—PaHgna). OnucaHa cembsi, B KOTOpoiA 5 B 13 feTeid oT
«POBHOr0 6paka CTpaja/IN YMCTBEHHOLA OTCTa/I0CTbiO, [JTyXOTOMA, He-
[0pasBUTMEM BTOPUYHBIX MOSIOBbIX MPU3HAKOB, arakcueil u aTpodumetit
MYCKY/1aTypbl. B Moye 06Hapy>XMBasioCb 3HaUUTESIbHOE KOSINYECTBO
KETOKUC/IOT. 3abosieBaHVe HEYK/I0HHO MporpeccupyeT B AETCTBe, KO
3aTeM OCTaHaB/IMBAeTCA B CBOeM pa3BuTMW. [MaToreHe3 3a6osieBaHWA
He SICEH.

NeuyeHune He paspaboTaHo.

KNAVNHOENBTEPA CUHAOPOM. OnucaH B 1942 r. Kleinfelter,
Reifenstein n Albright kak nepByYHbLIA Ny6epTaTHLIA TUMOroHaaM3M.
B knaccuyeckom BapuaHTe OH BK/IOYaET MATb OCHOBHbBIX CUMMTOMOB:
1) oTcyTcTBME crniepMaToreHesa, 2) HOpMasibHOE pas3BUTUE BTOPUUHBIX
MosioBbIX MPU3HAKOB, 3) WUCTUHHYK TMHEKOMacTuio, 4) NOoBbILLeHHoe
BblaesieHvie (oS IMKYIOCTUMYIMPYIOLLIEN0  FOPMOHAa C MOYOEA, 5) XKeH-
CKMIA reHeTVYECKUIA M0/T — Ha/iume Mos10BOr0 XpoMaTuHa B COMAaTU-
YeCKUX KNeTKax (u3pefKa ObIBaeT UM MYXCKOMA FeHETUHECKUEA on).
Mpn cuHgpome KnasjerbTepa HepeaKo OTMeYaeTcs eBHyXouaHoe Te-
710C/10KeBNe, y3Kaa rpyaHas KIeTKa, CKyaHas pacTUTeSIbHOCTb Ha
Ve, OTCYTCTBME OBOJIOCEHUSI Ha TPYOHOLA KIETKe, MMHEKOMacTusi, eB—
HYXOVAHOE OXXMPeHWe, HIDKHUE KOeeuBOCTY HemnpomnopLyoHasibHO  A/INH-
Hble. BcTpeuvaeTca ¢ uactotoii 1:300—31:400 y HOBOPOXKAEHHbIX.
Cpean yMCTBEHHO AeteKkTvBHbIX peteia— 1: 100, a cpegu My»>XYnH
CO CTepunbBoCcTbIO — 3 : 100. BbloenaloT fABa BapyaHTa CUHApoMa
KnaieenbTepa: 3HOOMOPPHLILA U 3K30MOPhHBLIMA. [lpn  aHAOMOpdhBOM
BapvaHTe MMeeTCA BHeLIHe HOpMasibHOe pasBUTWE MOJI0BbIX OpPraHoB a
BTOPUYHbIX MO/SI0BbIX MPU3HAKOB, MMHEKOMACTUS W HEKOTopoe BCTaBa-
Hve B pocTe. [py 3K30MOp(hHOM Ture 0TMeYaeTcs HeaopasBUTME  Mos10-
BbIX OPraHoB, BbICOKUIA POCT, €BHyXOUAHble nporopunn Tema. Mpn nep-
BOM M MpW BTOPOM TUME OTMEYaeTCs a30crepMmsa Win 3Ha4mMTe S IbHas o
rocriepmus. Mos0BOMA WieH MasibIX pa3MepoB, OpsioribIbA, ANYKU HEGOsb-
Ve, N/I0THbIe, 6e360/1e3HeHHbIE. BblaenseTcs Takke BapuaHT cuHOpoMa
Knaiistenbtepa 6e3 ruHekomactum (Nelson, Heller, 1945). Mpu 6uon-
CUM ANYKA OTMEYaloT TPU OCHOBHBIX MATOMUCTOSIOMMYECKMX MpU3HaKa:
1) xopowio pa3BuUTble, 3pesble, MHOrAa runeprnsiasvupoBaHHbIe NHTep-
cTyUVanbHble KeTkn JlelAgmra, 2) annasus KaHaslbLEBOro (repMyHasib-
HOI0) 3NUTENMA C MOCTOSAHHBIM HasMuvem KreTok Ceptonn (MHorga oHv
He3pesble), 3) HEGO/bLLOE YTO/LLEHHEIA raiMnmn3aums Co6CTBEHHORA 060-
JI04KM N OCHOBHOMA MeMOpaHbl KaHasibLy( B. B HEKOTOPbIX Ciy4asx KieT-
Kn JlelAgyra nveniv Mophos1or nueckme Npru3Hakmy MOHVDKEHHOA aHaporeH-
HOMA aKTMBHOCTU. Y Takmx 60/bHbIX Cflabo pa3BuTa MYCKy/laTypa,
CKy/[iHoe oBosioceHue. MNpu BapuaHTe, onvcaHHoM Heller n Nelson (1945),
CKJ/1epo3 KaHasbLieB €1abo BbIPaXKEB: VMeNUCb OTAe/bHbE KIETKU Tep-
MUHa/TbHOIO 3NUTENNS, CTEHKN KaHaslbLIEB MOKPbIThI KeTKamm CepTonn.

[Mo/10BOA XPOMaTUH 00bIMHO MOSIOKATESbHBLIEA  (MKEHCKUIA). Y po-
BeHb (OSIIMKYIOCTUMYIMPYIOLLIEN0 rOpMOHa MoBbILLEH. Mpy cruHapome
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KnalAHensTepa MOSI0BOIA XPOMaTUH OTpULATENbHBIMA (MyXKCEAOM), Mpur
NOXHOM cnHAapome KralAHgerbsTepa rMroroHaansm pasBmBaeTcs B pe-
3y/bTaTe MnepeHeceHHoro B AeTcTee opxuTa (Toter).

Mpn cuHapome KnalbiHpesbTepa BbISB/EHa aHOMasIA XPOMOCOM-
HOro annapaTa: oOLliee KOSIMYECTBO XPOMOCOM paBHO 47, [AO0MNOSHU-
TeSbHOIA XPOMOCOMOIA sB/isieTcsl X. XPOMOCOMHbIA Habop, Takum 06-
pasom, wumveeT dopmysy 47 XXV. B HacTosllee Bpema onucaH psg
XPOMOCOMHbIX BapMaHTOB cuHApoMa KraiaHpensTepa: XXXV, XXXXV,.
XXW, aHeyrn/iouasm M pas/iMyHble BUdbl MO3auLM3Ma, Hanpumep
XV/XXV.

3TV BapuaHTbI, 06beAMHEHHbIE Mo, 06LUMM Ha3BaHWeM CUHOPOMA
KnatiHpensTepa, WMEOT W OTAe/bHble (PEHOTUMNMYECKME  OTKJIOHe-
HWA, M0-BUOVIMOMY, CBSi3aHHble C Ha/iMdveM [06aBOYHbIX X-Xpo—
MOCOM.

JleueHWe HanpaBfieHO Ha obecriedyeHVe HopManv3auun (u3Bs -
UECKOro pasBUTUSA C MOSIB/IEHNEM MYXKCKUX BTOPUYHBLIX MOSIOBbIX MpU*
3HaKoB, o0b6ecrieveHns B Ja/IbHEALLEM BO3MOXHOCTWU MO/I0BOMA XKU3HW.
JleyeHre ugenecoobpa3Ho HauMHaTb He no3gHee 10—11 rner. Heobxo-
OMa 3aMecTUTesIbHaa Tepanusa /19 pasBUTUS MY>KCKUX MO10BbIX Mpu-
3HaKoB. Ha3HaudaeTcs METWITECTOCTEPOH BHayasle Mo 5 Mr B JeHb, 3a-
Tem no 10—25 mr B AeHb. PekomeHaytoTca BuTaMvH E no 100 mr —
200 Mr B AeHb, aHAporeHbl NPOsIOHIMPOBaHHOIO JEACTBUA. B BospacTe
14—15 net Toter pekomeHAyeT 6osbluve A03bl TecTocTepoHe {op 500—
1000 Mr B AeHb); MpoBOAMTL Takoe JsiedeHuwe cregyeT A0 20-5eTHero
BO3pacTa.

KNMEHOBOIO CUPOMA 3AMAX MOYWM (MeHkeca 60/1€3Hb) —
3a60/1eBaHVe aMVHOKMC/IOTHOI0 06MeHa, XapaKTepu3ytoLLieecs nporpeccu-
PYHOLLMM NOPaXKEHNEM LIEHTPasTbHOIA HEPBHOIA CUCTEMbI U CNeLMtNYecKUM
3anaxom moun. OnucaHo B 1954 r. Menkes n coTp. YacToTa B monyss-
uyn, No pas/MyHbIM AaHHbIM, 1@ 100 000 wmwm 3:100 000. Hacnenyet-
€A M0 ayTOCOMHO-PELLeCCMBHOMY TuUry. Pa3BuTue 3abosieBaHUSA CBS3aHO
C Ha/MuMeM 3SH3UMATMYecKoro 6710ka a npoueccax AekapboKcUampo—
BaHWSA aMWHOKUC/IOT C PasBETB/IEHHOM LIENbIO — JieAUVHa, 13o/etaumHa
1 BaMHa. Mpn 3TOM daHHblE aMUHOKUC/I0TbI MOABEPratloTca Ae3aMUHU-
poBaHWIO, MNpeBpaliascb B afbda—KETOKMC/I0TbI (KETOM30KarnpoaoByto,,
KeTON30Ba/1epUaHOBYI0), YTO MpW OMpefesieHHbIX KOHLEHTpaumsax 3TuX
KUC/IOT BeAET K HapyLUeHMIO ApYruX 06MeHHbIX MpoLieccoB (ruror/imke-
MUS, HapyLLEeHWS CUHTe3a Liepebpo3uaoB v T. 4.).

KnunHuka. [lepBble KIMHNYECKME MPU3HAKU 00bIMHO a0SB/IAOT-
s Ha 3—544 AeHb XM3HW. Y pebeHKa BO3HMKAKOT PBOTA, GECMOKOMACT-
BO, FUMEPTOHUS MbillL, BbITAMMBaHWE N CKPELLMBAHUE HuxHuXx KOHEY-
HOCTElA, OMUCTOTOHYC, 00LipMe Ccyaoporu, pacCcTporACTBa AblXaHna W
umaHo3. ObpallaeT Ha cebs BHMMaHVe 3amax MouM (K/IeHOBOro cupona
W 0TBapa OBOLEA). B fanbHelilleM KMHWYECKas KapTuHa BapbupyeT
HO TSDKECTW, HabIIoAaeTea 3aepKKa NCUXMYECKOro pasBUTUSA, HepeaKo
B COMETaHUN C TSDKEI0A HEBPOSIOMMHECKOIA CUMITTOMATUKOLA: Cy0poramu,
OMUCTOTOHYCOM, aTakcuel.

AdunarHOo3 0CHOBbIBAETCA Ha O6LLEK/IMHMYECKUX OaHHbIX, 06Ha-
PY>XEHUW CMIeLMdMYEecKoro 3anaxa Moyn, MnosiokUTeNbHoIA npobe ¢ 2,4-
OVHUTpotheHMNrnapasnHom. [Mpoba dennmHra nNpy aTom 3a60s1eBaHUA
MOXeT ObTb MOSIOKATENLHOMA. B CbIBOPOTKE KPOBWU W Mode B 60/1bLLIOM
KO/INYEeCTBE 06HAPY>XMBaKOTCA TPW MEPeUnC/IeHHbIE Bbllle aMMHOKNC/I0TbI
U UX MNpom3BOAHble (3-KETOKUC/IOTbI U 3-aba-oKCUKMC0TbI), OHa
npUAalnT Mode O0cobbIA 33Aax, OT KOTOPOro Mpov3oLsio Has3BaHue 6o~
[e3HW. VHorga B 60/1bLLIOM KOSIMYECTBE BbIAENSETCA MHAO/IMOSIOHHAA
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KucnoTa. AnddepeHupasibHbINA AnarHo3 npoogAaT 6 (eTT/IKETOHypuen
VU OPYrYMMU  Hac/ieACTBEHHbIMA aHOMa/IMsSIMM  0OMeHa aMWUHOKWUC/IOT, a
Takke C Moc/ieACTBUAMN POAOBOLA TpaBMbl.

NeuveHwne. lNpeonpyHATbI ycnellHble MOMbITKA JSledeHnss 6esko-
BbM/ rMaposmMsaTamMy, JIMLLEHHbIMW SetAupHa, u3oneliupmHa, BasivHa.
MporHo3 npu OTCYTCTBUM AMeToTepanun He6MaronpusiTHbIA.  3abosie-
BaHVe OT/IMYaeTca TshkesbIM TedeHneM. KOH4YaeTCs CMepTbio B paHHEM

B°3PKJ/INMMNENA — ®EVNA CUHAPOM. Onucan B 1912 r. Klippel
n Fell. 3aboneBaHne HacreayeTcs 4alle Mo AOMUHAHTHOMY Tury. 3Ta
Aehopmauyia cBsizaHa C aHOM/WEIA Pa3BUTUSA LLEMHBLIX M BepxHel Py
HbDK ' MO3BOHKOB, KOTOpble MpeACTaB/ieHbl MasioanddepeHLL>.poBaHHOM
KOCTHOIA MaccolA. PasnuyaoT asa Tuna gegopmauumun. Mpu nepsom  Ture
| MO3BOHOK C/IUT C OCT&/IbHOA MacCOA LEeMHbIX MO3BOHKOB. ObLuee
KO/IMYECTBO LLEMHbIX MO3BOHKOB B [aHHOM C/lyvae He MpeBbiliaeT 4.
Mpn BTOpOM Ture 1 NO3BOHOK CMHOCTO3UPOBAaH C 3aTbUIOYHOA KOCTbO,
a 0CTaBLUMECS LLEVHbE MO3BOHKM 06pa3yloT ofHy 06LLyl0 Maccy, npu-
YeM BbICOTa MO3BOHKOB CHWeHa. [eTn ¢ cuHapomom Knuvnnens —
delAna. Kak npaswusio, OTCTalOT B (IU3NYECKOM U YMCTBEHHOM PasBUTUN
0T CBEPCTHUKOB.

Knunawnuec kKn 3ta gedopMaums MNPosSBASETCA XapaKTepHOIA
TPYaOOA CUMMTOMOB: YKOPOYEHME LLen, HU3Kas rpaHvua pocTa Bosioc,
orpaHM4YeHve ABWKEHWS rOSi0Bbl. YKOPOYeHWe Lien npuaaeT 6osibHbIM
0COObIA BU, «4esioBeK 6e3 LUen», «YesIoBEK—/IAryLlKa». B Tskesibix
cny4anx noabopoAoK ynupaeTcs B FPyAvHY, a MOYKM YULEIA KacaloTcs
ried. OrpaHuYeHVe OBVDKEHWIA T0/10Bbl 0O BSICHSETCA B MEPBYHO  o4epeb
HeaopasBUTMEM LLEMHbIX MO3BOHKOB. OTMeYaloTcs HeBposiornmyveckme
paccTpoLACTBa, KOTOpble BO3HUKAOT BC/EACTBME HELOopasBUTUA LLELAHOMO
oTAera CrMHHOI0 MO3ra W NPosB/IATCA Nape3amu, Napasiyamu, n3meHe-
HVEM YyBCTBUTESIbBHOCTU BEPXHUX KOHEYHOCTelA. C pocToM pebeHKa npu-
COeIMHAIOTCA BTOPUYHbIE AedopMaumn CKesleTa, CHUXaeTCAa BeHTWIS-
uma ferkux, 3aTpygHseTcs r/ioTaHve. Bo3MOXHO coyeTaHue 3Toro
CUHApOMa C paclleruieHnemM TBepaoro Heba, HesapallleHVEM 0BaslbHOro
O0TBEPCTUS, MEXOKE/TYJ0HKOBOLA MEePeropogky, [[06aBoYHbLIMU - [0SMU

nerKﬁro. . N A
e4yeHMue KoHcepBaTUBHOe: JsledebHas™ 13Ky nbTypa, MnpumMe-—
HeHVe BOPOTHMKA Mqulq. MporHo3 cepbesHbIA. V.
KOXW U CNN3NCTbIX OBO/TIOYEK TUATNHO3 YPBAXA —
BWTA. 3abonesaHne onucaHo Urbach n Wieth B 1929 r. HaunHaeTcA
B OETCTKOM wnu MOSIOAOM BO3pacTe KaK CeveVHbIA AepMaTo3 U SBis-
eTcA pe3y/IbTaToM HapyLleHUs 0bmMeHa SIMMonpoTenaoB C MoBbILEHVEM
coAepXaHua SmMnouaoB B KPOBM WM MPU HOPMasibHOM MX  YPOBHe.
MMcTonornyeckas KapTuHa XapaKTepusyeTcs YTOSILEHVEM AepMbl, OT-
JIOKEHVEM B HeA MMa/IMHOMOLOOHOIO BELIeCTBa, OKpallMBaloLerocs
reMaToKCWIMH-303MHOM B 6/1e4H0-po30BbIiA (UBET rrasiomMab  lviannmHo-
rnoao6Hoe BELUECTBO OKPYXaeT KPOBEHOCHblE cocylbl B BUAE My(dTbl
B HWXKHUX CI0AX COGCTBEHHO KOXW M3MEHeHMs MeHbLue. [py okpacke
Ha nunounasl (LUAPSIAXPOTOM U AP.) 06HAPY>XMBaKOTCA GOsbLUME KOSINYe-
CTBa JIMMOWAHOI0 BELLECTBa, OKPaLUMBAOLLLErocs B PXKaBO KOpPUYHEBA-
TbIA UBET, B BUOE MESIKMX Kareslb, pacriofioKEHHbIX BHe KeToK. [pu
MOSIAPOCKOMNNYECKOM  UCC/1IeA0BaHNA  YCTaHOB/IEHO, YTO 3TO BELUECTBO
He ABosikorpesiomnstoweecs (MoHoaMmHodochaTapbl).
KAnnHnyeckn npu 3ToM 3a60/1EBAHUN OTMEYaOTCH Yy3esIKo-
Bble BbICbIMaHNA XeSTTOBAaTOr0 LBETa, MYCTO pacrosioKeHHble Ha KOXe
n6a, MuUa N Ha CAn3UCTbIX 0060/104Kax MOSOCTU PTa, FOPTaHU U FI0TKN,
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A3bIK YTOMLIAEeTcs. VlopaeHne rI0TKV BeAET K OXPUMIOCTU. 6 peaKvia
CAyYasixX Y3efiKoBble BbICbINaHUA M HeGosIbLUMe aTpouyecKme m3MeHe-
HUS MOryT 3aHMMaTb O6LUMPHbIE KOXHble y4yacTKW. [Mpu  paspelueHun
Y3€e/IKOB Ha KOXXEe OCTaloTCA MesiKue, TodeuHble, aTpomyeckmne, BTAHY-
TbE PYyGUMKN.

MarHoO3 nMpM HaIMYMU OBLUMPHBLIX MOPXKEHUU KOXW U C/U-
3UCTbIX 060/104eK He MpeAcTaB/seT 3aTpyaHeHIA. OudhepeHUMaibHbIA
OMarHo3 rMpoBoAAT C KO/UIOMO-MWIMYMOM, 3/1aCTUHECKOIA TCEBAOKCaH—
TOMOIA, MOVKWIOAEPMUEIA, HOPPMPUEIA, aMNIIONO030M KOXKM, MPECeHW Tb—
HbIM 3/1aCTOM W ApYTUMA  AUCTPOPUHECKMMI  NpOLLECCaMM.

NNevueHwMe: Kypcbl BUTamMMHOTepanun B2, B6, B15 kepartornia-
CTUYECKME Ma3N, KpeMbl.

KOKEVHA CYHOPOM — HaHM3M B COYETaHUM C MHKpoLedLInen
N Kaxekcrel. 3abonesaHve C ayTOCOMHO-PELLECCMBHBIM TUMOM Hacsie-
[0BaHVA, NPosBAAOLLEECH 33[EKKOLA NCUXNYECKOr0 pasBUTKSA, Ci ke-
HVEM C/yXa W 3peHUsl, HeyCTOMUMBOIA MOXOAKO. BriepBble onmc< HO B
1936 r. Cockayne. MMaToreHes 3abosieBaHWA He W3BECTEH; Mpes rosia-
raeTcs, YTO B €ro OCHOBE JIeXaT Hac/ieACTBeHHble HapylleHUs obMeHa.
Y 60/1bHbIX 06HaPYXXMBaKOTCA HEMPOMOPLIMOHa/IbHO KOPOTKOE TYJIOBUILLE,
TOHKME YepTbl NNLA, MASIEHbKUEA Yeper, OrpaHWYeHHas MoABYIKHOCTb
B CycTaBax, MOBbILLEHHasA CBETOYYBCTBUTE/IbHOCTb M CTapyeckas apso-
J1I0CTb KOXW, paHHee roceeHVe BOSI0C. XapakKTepHO Takke He3Hauu-
TeslbHOe pasBUTME MYCKYJ/1aTypbl, OTCYTCTBUE U cflabas BbIPaXXEHHOCTb
MOAKOXHOXKMPOBOI0 €/105. MoryT Hab/toAaThCs CKIepoaepMaTosHbIe Win
aTpodmyeckme M3MeHeHUs KOXMW. VIHorga HabmopaeTcs renatocrvie-
Homeranus. [Mpy cneuvasibHOM UCC/IefoBaHUN  BbISBMAIOTCA AereHe! a-
UM CETHATOA 060/104KU a3, aTpouia 3puTeSibHbIX HEpBOB, KaTa-
paKTa, MOryT 06Hapy>MBaTbCHA Ka/lbLM(MKaTbl B MO3re, OCTEOrNopoB.

Nl eye HWe He pa3paboTaHo. [1pOrHO3 He U3yYeH.

KONEHHOW AMKUN KOXXHbIV KPblIJTOBUAHbI! CUHOPOM,
3aboneBaHne onmcaHo Languepin B 1961—1962 rr. M3BecTHO Kak
ayTOCOMHO-PeLieccMBHOe, TaK U [JO0MWHaHTHoe HacrefosaHue. OCHO-
BHbMA KJ/IMHMWYECKUMMU  YepTaMn 3abosieBaHUSA  ABNSKOTCA
KpPbUI0BMAHAA KOXa B 00/1aCTU  KOJIEHHOMA SIMKW U MPOMEXHOCTW,
HapyLUeHWs MOX04KW, BTOpUYHas Aeopmaums cTorn. KokHble aHo-
Ma/IMM  MOTYT COYETaTbCA C PacLUEri/IeHVEM BepxXHelA ryobl U TBepaoro
Heba, CHOAKTWIVELA, pacLLer/ieHeM MOLLOHKW, TUnorviasvieihi wm an-
riasvieid HapyXXHbIX MOSI0BbIX OpraHoB. Ha KoXe MoryT 06Hapy>kKuBaTb-
CS HeBYCbl M MUIMEHTHbIE MSTHA UBeTa Koje C MOJIOKOM.

AnddbepeHumnmanbHbIUA gunarHO3 c/edyeT NpoBoAUTb
C XPOMOCOMHbIMW abeppaLmsamu.

NeuveHune. TloKasaHO XMPYpPryyeckoe siedeHrie KOXKHbIX Aetek-
TOB, M/1acTMKa TBepaoro Heba.

KONNATEHOBBIE 3ABOJIEBAHUA, TEHETWYECKUWE AC-
MEKTbI. B aty rpynny BK/OYeHbI CUCTEMHaA KpacHasA Bos14aHKa, WH-
(hEKLIMOHHBIEA  HecreUMIUUECKUEA NONMapTPUT, AepMaToOMMO3UT, CK/I1epo-
AepMUsi B Y3e/IKOBbIA MepuapTepumr. 3t 3abosieBaHMs GbUn 06bean-
HeHbl B ogHy rpynny Klemperer, Pollack, Bachr (1942) Ha ocHo-
BaHUM 06LLMX MOPMOSIOrNYECKUX M3MEHEHUIA  OCHOBHOIO  BeLLEeCTBa
COEOVHUTENIBHOMA TKaHW. Jl0CTOBEPHbIX [aHHbIX O pacnpocTpaHeHUU
Kos11areHo3oB HeT. Mo gaHHbIM psaa asTopos, B CLUA Ha 1966 r. nive-
nocb 0Kos10 700 OO0 60/1bHbIX CUCTEMHOIA KPacHOIA BO/THAHKOIA C eXeroa-
HoA 3abosieBaemMocTbio A0 5000; 2,7% HaceneHma CLUA cTpagaloT as
(PeKLAOHHBIM  Hecneuugmyeckum novapTpyToMm. B McmaHum Ha 1000
ayTorncuMiA 6bU10 BbISIB/IEHO 22 C/ly4as KO/1areHoBbIX 3a60s1eBaHNIA:
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HPeKTapTpATbl — 10 crlyyaeB, CUCTEMHasl KpacHas BoslYaHka — 8
CNy4aeB s AepMaTOMUO3UT U Y3e/IKOBbIA nepuapTepumT — no 1—2 cny-
yan. B HacTosiee Bpems KosuiareHoBble 3a60/1eBaHUA XapaKTepusyoT-
CS MPEeVMYLLECTBEHHO ayTOMMMYHHbIM MEXaHVN3MOM MOBPEXAEHUS coe-
OVHUTESNBHOA TKaHW Pas3/iNyHbIX OpraHoB W cuUCTeM, 4YTO 06yC/10BN-
BaeT Pa3/MYHbIIA XapaKTep K/VHNYECKUX MPOSIB/IEHNIA, 0COBGEHHOCTU
TeyeHVs 3a60/1eBaHUA U B KOHEYHOM UTOre ero Ho30/10rMYecKyto ¢op-
My. C 3TUX Mo3VLMIA Hanbosiee SIPKO BbIPaKEeHHbIA NpeaCTaBuTe b Fpyn-
Mbl KOJSIMareHoBbIX 3a60/1eBaHNIA — CUCTEMHAA KpacHas BOJl4aHKa —
MOXET paccMaTpmBaTbCa Kak ayTOUMMYHHbIA NpoLiecc, Npu KOTOpPOM re-
HETUYECKVE HapyLleHUs 00YC/I0B/IMBAOT aKTuBaumio 60/1bLIOr0  KO/n-
YecTBa «3arnpeTHbIX» K/IOHOB C BbIGPOCOM B KPOBSIHOE PYC/I0 MHOXECTBa
ayToaHTUTEeN. BoMeloT yvalle YXeHLUMHbI, b NPy Y3e/IKOBOM nepuap-—
TepumnTeB | ¥*—2 pa3a valle 3a60/1eBal0T My>XHMHbI. OTMeuYaeTcs yBesv-
UeHve C/lydaeB Kos1areHo3oB 3a nocnegHve 20—30 feT, 4TO CBSA3aHO
C LUMPOKNM BBEAEHMEM BaKLMHALMIA, LUMPOKUM MPUMEHEHNEM aHTUOMO-
TUKOB U T. A

M3 06LLUMX KIIMHUYECKUX MPOSIB/IEHWIA 3300/1eBaHMNEA MOXHO OTMe-
TUTL: OJIMTesIbHoe NPOorpeccupytoLliee TeydeHVe C peuraviBaMu; CTOAKYHO
HenpaBW/LHOIO TuMa JINXOpPaaKy; pa3BuTMe 3abosieBaHWA Mocse psaa
HeCreLH(PMYECKMX  «pa3peLLatoLLmMx» (PAKTopoB (MHCONALUMS, McMxmde-
CKas TpaBMa M [Ap.); BbIp@KEHHble HELAPOTPOPUYECKME HapyLLUEeHUS;
CUCTEMHOCTb MOPaXKEHWS; TepareBTUYECKUIA 3eKT 0T KOPTUKOCTepou-
[0B U UMTOCTaTMKOB. ONMCbLIBAKOTCA Hac/ieACTBEHHO—CEMEMIHbIE (HOPMbI
KOJU1areHoBbIX 3a60/1eBaHNIA. Y KPOBHbIX POACTBEHHUKOB U G/IM3HELIOB
0TMEYaeTCs KOHKOPAAHTHOCTb TeveHUs 3abosieBaHuA M ero  KMHuYe-
CKMX MposiBfieHNIA.  MccnenoBaHne XpPOMOCOMHOI0 Habopa He BbISBU/I0
OTK/IOHEHWIA OT HOPMbl HU B CTPYKTYpPE, HW B KO/INYECTBE XPOMOCOM.
MpegnonaraeTcs, YTO MNpU KoJI/1areHo3ax pevb MOXEeT WUAOTU 0 FeHeTu-
UECKNX HapyLUeHUsX B UMMYHHOIA CUCTEME, KOTopas HauMHaeT Heaaek-
BaTHO pearnpoBaTb Ha COGCTBEHHbIE aHTUIEHbI, a Takke Ha pasHoobpas-
Hble areHTbl 6aKTepNasIbHOro 1 HecneungmUeckoro xapakTepa.

NNeyeHwne. B HacToslllee BpeMs LUMPOKO MPUMEHSAIOTCA KOpTU-
KocTeponabl (NpegHW30s0H, MPEAHN30H U Ap.) U LUMTOCTaTUKL (MMypaH,
6-mepkanTonypuH). [MpounakTnka: HabraeHVEe 3a 4YieHamm CevelA,
B KOTOPbIX MMEKTCA 60/1bHble KOS/1areHoBbIMM 3a6osieBaHusMN. Heob-
X0AMMO m3beraTb GECKOHTPOSIBHOIO MPUMEHEHUSS aHTUOMOTUKOB, CTPOro
cneoTb 3a NOKasaHUSAMW K NPOBEeAEHMIO MPOPnIaKTUYECKMX MPUBUBOK

Mun T 4

KOHEHH%CTEVI MOPOK PA3BUTWUA HACI'IE,EI,CTBEHHbII7I
(Hetagepresita cnHgpom). Onmcad Nievergult B 1944 r. HacnepyeTtcs
MO0 ayTOCOMHO-AOMWHAHTHOMY TWMY C BbICOKOIA MEHETPaHTHOCTLI0 My-
TaHTHOIo reHa. YacTo KpoBHOe PoACTBO poauTesiein. XapaKTepusyeTcs
[UCTIIa3UERA JIOKTEBOr0 CYCTaBa, Jlyde—/I0KTEBbIM CMHOCTO30M, BbIBYXOM
W MOABbIBVMXOM JTyHEBOIA N JIOKTEBOA KOCTU, AMCTI/IA3VEA KOCTEIA MosieHn
C OTHOCUTESbHBLIM  Y/IMHEHVEM Masl06epLIOBOA KOCTU, WCKPUB/IEHNEM
CToMbl, AetopMauyeii 60obLUMX NasibLUEB CTOMbl.

leyeHMe — XMpypruyeckas Koppekuus.

KOCOINA3ME COAPY>XECTBEHHOE. BcTpeyaeTca B 1,5—2,5%
cny4daeB. O Hac/ieACTBEHHOM XapaKTepe Kocorsiasuvs M3BECTHO C BpeMeH
M'mnnokpaTta. Mo gaHHBLIM pa3HbIX aBTOpPOB, Yy 22—51% 60/bHbIX, CTpa-
[JaloLLMX COAPYXXeCTBEHHbIM KOCOr/iasviemM, 3abosieBaHue HOCUT Hacnen-
CTBEHHO-CEMEVHBIIA XapakTep. Twun HacnefoBaHUS KOCOria3us — OOMU-
HaHTHbIA U peleccrBHbIA. CyLLECTBYIOT ABa reHa, CrocobCTBYHOLLMX pas-
BUTUIO Kocornasmsa. OAuH BbIBbIBAET AeheKT 3KTOAEpMbl — MopaXkeHue
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HEPBHOIA TKaHW, Apyroid — fedekT Me30[epMbl — MopakeHue CBS30K,
MbILL, MpeadacUmanibHbIX  YKperyieHuiA. MepefaHHas Mo HacneacTBy
«paHUMOCTb» arnmnapaTa GUHOKY/ISPHOI0 3pEHUs, eLle CTO/lb Hecosep-
LeHHas B CBOEM aHAaTOMMYECKOM W (hYHKLMOHa/IbHOM pasBUTUM K MO-
MEHTY POXOEHWUSA, JIErKO MPOABSIAETCA 04, B/MAHMEM KaK BHELLUHMX,
TakK N BHYTPEHHUX (haKTopoB. B KauecTBe MPUUMHHBLIX (PAKTOPOB KOCO-
rnasvs BbICTYMNalOT BbinageHve WM 0CN1abMEHVE 3pUTENBLHOA peLienumn,
3HauUTeNIbHaA pasHMLA B BE/IMYMHE U YETKOCTU peTUHasIbHbIX 1306pa-
XeHWIA 060MX rias, YCUeHHast akKKoMoZauusa 1 KOHBEPreHUmMs npu -
nepmeTponun, MopakeHwe rriasoaBuraTesibHOro arnnapaTa, BpoXaeHHas
CeHcopHas 6MHOKYapHan AuccoLmaums.

MNpeobnapalollee 3HadeHVe B pPasBUTUN COAPYXKECTBEHHOIO KO-
corsasvs MMelT aHoMaInn pedpakumn. pu cxogawemcs Kocorna-
3UM TUYNepMeTPonuYeckas pedpakumsa BCTpedaeTcs B 95,7%, a npu
pacxosulemMmcs — Muonuyeckass — B 70% cnydaeB. pu HepoctaTou-
HOA (hy3MOHHOLA CMOCOGHOCTU F/1a3 MOXKET OTK/IOHATBCA B pesysibTaTe
YCWIEHHOLA WX 0C/ab/ieHHOIA aKKOMOAALMN U CBA3aHHOLA C HEKO KOHBEp-
reHuyn. MoaToMy MpU rUNEPMETPONMM Yallle BO3HMKaeT cxofslleecs,
a npu mmonun — pacxogsiieecs Kocorsasve. Kocornasve 6biBaeT Mo-
CTOSSHHOE WM Nepuoguyeckoe, MOHOSaTepasibHOe, Korja KocUT OavH
rnas, Win nornepeMeHHoe, aslbTepHUpYIOLLIEe; CXOoAsLLeecs KOHBEepPru-
pytoLLee, WM pacxofsileecs, AMBEPrUpYyloLLee; cyrnpaBeprupytoLLee,
KOrja ofjHa 3puTesibHas 0Cb OTK/I0HEHa KBepXy, U MH(paBeprupyoLLee,
Korga ofHa 3puTesibHas 0Cb OTK/I0HeHa KHu3y. Kocorsasmve 6bisas?
aKKOMOJALMOHHbBIM, T. €. UCMpaBAseTcs Mof, BAVSHUEM MeOVKaMEHTO3-
HOro napasiya akkKoMoZauuun, Ha3HaYyeHWs1 COOTBETCTBYHOLLEIA KOppek-
UMM 0YKaMK; HEeaKKOMOZALIMOHHbLIM, KOrga yrosli OTK/I0HEHWUS OCTaeTcs
MOCTOSAHHBIM  MOC/Ie  aTPOMUHU3ALIMM U Ha3HAYEeHUS OMTUYECKOMA KOop-
peKLMN; YaCTUYHO aKKOMOAALIMOHHBIM, €C/IM Yrosl KOcorsiasvs ymeHb-
LaeTcsa, HO He umcyesaeT. Kpome ToOro, coapy>XecTBEHHoe Kocorsasve
6biBaeT ¢ aMbrmonveli (MOHWKEHWE 3peHns) U 6e3 Hee, C HOpPMaslbHOMA
WM aHOMasIbHOIA  KOPPECTOHAEHLMEIA CETUATOK.

KnnHunka. Cxofgsileeca Kocorfiasue pasBMBaeTCcs B paHHEM
getctee. Moutn y 90% [eTeiA Kocornasne passuBaeTcs [0 7 JET, a K
nepBoMy oAy >KWU3HW BCTpedaeTcs y 10—30% peteid MNpu ocmoTpe y
Takux [eTeid 0TMeYaeTcs OTK/IOHEHME O4HOI0 riasa npu ukcaumm npes-
MeTa OpyrMm rnasoM. O6a rnasa, KOCAWMIA U (UMKCHPYHOLUMIA, coBep-
LIatOT OBVDKEHUSI B OAMHAKOBOM 06bemMe. BUHOKYIISIpHOLA 3peHne oTcyT-
cTByeT. [1BoeHMs He ObiBaeT. Y 60—65% KocAwmMX OETeid ocTpoTa 3pe-
HUSA MOCTOSIHHO KOCALLEro rsasa 6osiee wiv MeHee CHUDKeHa, T. e. Uve-
eTCs pas/IMYHOMA cTereHn ambnmonus. C pocToM pebeHka 3akpernnsioTces
aHOMasIbHble  BUHOKY/ISpPHbIE CBSA3W. CamMOnpoun3BOSIbHOE KMCrpaB/ieHve
Kocorsiasuvs HabnogaeTca odeHb pefako,. Pacxogslieecs Kocorsasve
nosiBNseTcA B Gosiee cTapliem Bo3pacTe.

AndbdepeHumanbHbIA AMAarHO3 MNpoBogAT C napa-
JTUHECKMM Kocorsiasuem. [Mpu nocrieaHeM HabiofaeTces ria3HoA Top—
TUKO/UIUC, OBOEHVE, FOSI0BOKPY)KEHWE, OTCYTCTBME paBEHCTBA MepBUY-
HOr0 M BTOPUYHOIO yr/a AeBvaupn, orpaHuyYeHne MoABVKHOCTM rasa
B CT(]){)OHy MOpPaXXEHHOIA MbILLLbI.

evyeHMe COAPY>KeCTBEHHOr0 KOCOrslasus A0/DKHO ObiMb Han-
paB/iIeHO He TOSIbKO Ha YCTpaHeHMe KOCMETUNYECKOro AeeKTa, HO » r/iaB-
HbIM 06pa3oM Ha BOCCTaHOB/IEHWE OUMHOKYSPHOIO 3peHus, a 3aTeM U
CTepeocKonuyeckoro. Coapy»XecTBeHHOe KOCorsasve HeobXoauMo Hauu-
HaTb JIleUTb KaK MOXHO paHblue. HasHayaloT 0UKM, KOppUrmpyloLLme
ameTponvito. Tpyn Hasmuum am6/MoNmMM- NPOBOAAT MPSAMYIO WM MHOT Aa
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06paTHYIO OKKJ/IO3MIO [/1a3a, JIoKa/TbHbIA 3acBeT rno Metody Kionnepca
A ap. (Nn1eonTuka). AHOMasIbHble BUHOKY/ISIPHbIE CBA3W JIMKBUAMPYHOTCSA
C MOMOLLBI0 CUHOTUMHBLIX arnapaTtos (opTonTuka). Mpu oTcyTcTBUM -
theKTa OT MJIEONTO-OPTONTHHECKOIO SIeHeBUS MOKa3aHa orepaums: Te-
HOMMOMN1aCTUKA, peLeccus, YacTUYHas MMOTOMUSA, YO/MHEHVEe, TeHoppa-—
tus, npoppadus n ap. B nocneonepauyoHHOM Mepuode HeobXoaVMbl
BHOBb OPTONTMYECKME MEPOMPUATUS, B TOM YMC/IE Ha XELApocKone, 3ep-
Ka/IbHOM CTepeocKore, pasgesvresie Nnosieia 3peHns 1 ap. PyHKUMOoHa b-
HbIA MPOrHO3 B C/lyyae aKKOMOAALMOHHOMO KOCOr/1a3nsi  XOPOLLWIA.
Mpu gpyrux opmax Kocornasvs OGUHOKYSAPHOE 3peHWe BocCTaHaB /-
BaeTcs n;lj/lmmepHo B 40% cry4aes.

«KPUKA KOWKW» CTUHAOPOM (JlexxbeHa cuHapom). OnucaH
Lejeune B 1966 r. XpomMOCOMHas aHOMasiMsA, XapakTepusyroLascs
YaCTUYHOMA [ereleld KOpoTKOro ruieda Xxpomocombl 4 wwmm 5. Yawe
60/1e0T AEBOYKN. XapaKTepHbIIA KPUK JeTelA — «Kolaybe MAYyKaHbe» —
npovIcXoauT BC/EACTBYE aHOM/MIA PasBUTUSA TOPTaHU W HIDKHEIA ude-
e, [leT pogsTes B CPOK, MJI0X0 MNpyvbaBNnsioT B Bece, MMMoTpo—
(hnuBbl. TUNWYHBLI MUKpoLetanns, FUNepTesiopusM, 3MUKaHT, MUKPO—
rHaTHS, KOpPOTKas LUes, YeTbIpeXnasiocTb, MbilLeYHas FMMOTOHWUA B CO-
YeTaHUM C COXPaHHbIMU CyXOXWU/IbHbIMU  peduiekcamn. CUHOPOM  COo-
MNpoBOXAaeTCA MOPOKaMU  pasBUTUA  XesTyA0HHO-KULLIEYHOr0 TpakTa
MU CcepaeyHoO-CoCYyaMCTOA CUCTEMBI. _

mnbbeperHuyumanbub I AnarHoa cnegyer nNposoanThb
C ApYyrmMmMn aHomMmasinammu.

eyeHMe CUMNTOMATMYECKOE: MPUMEHSIOTCA CepaeyHble npe-
napatbl, BUTAMWHOTEparnus. MNepesiMBaHnNe KpPoBU U J/1a3Mbl.

KPUMNTO®TA/IbM. CKPbITbI/I TJ1A3. Bnepsble onucaB Le-
hender n Manz B 1872 r. KpynmodTa/ibM SBJSISETCA PeKUM MOPOKOM
pasBuTUa. OnmcaHo 0koso 50 cnyyaeB 3ToiA aHOMaMW. v Hacneao-
BaHWS — ayTOCOMHO-PEAECCHBHBIA. MaToreHe3 KpUNTodTaslbM., He SICEH.
XapakTepusyeTca TeM, UYTO KoXa /16a, He rpepbiBasicb, MNepexoauT Hapg,
Mo/I0CTBIO I/1a3HULbI U €e COOAEPKUMBbIM B KOXY LUEK. B TUMW4YHbIX cry-
Yasax OTMeyaeTcs MOosIHoe, Yallle [ABYCTOPOHHee, OTCYTCTBME [J/1a3HOM
e/ N CTPYKTYPHbIX 3/IEMEHTOB BEK, 3a UCK/TIOUYEHMEM PacrosIokeHHOIA
rnoA, KOXei1 KpyroBoA MbllLibl U JiIeBaTopa, KOTOpble pa3BMBalOTCA M03-
XXe, YeM [pyrve cocTaBHble 4acTu BeK. [1a3Hoe 516/10K0 06bIYHO He pas-
BUTO, KaK rMpaBwWs10, COXpaHAeTCs Croco6HOCTb BOCMPUHUMATL CBET,
MHOr4a BUOHbI CMOHTaHHbIE ABWKEHWS rasHoro s6,10Kka. B psage cny-
YaeB C/1e0B I/1a3HOro 16/10Ka 06HapY>XMTb He yAaeTcs, Torda rosopsT
0 KpunTodTasibMe ¢ aHohTasibMoM, fi HacTosilee Bpemsi yCTaHOBJIEHO,
YTO poroBuL@ MNpyY  KpuNTOoPTasibMe OTCYTCTBYET, Oyayyn 3ameHeHa
CK/1EPOMoAobHOLA (PMOPO3HOIA TKaHb, HEMoCpeACTBEHHO Mepexodsaeii
B MOKPbIBAOLLYH a3 KoxXy. KpunTophTasibM MOXET ObMMb YaCTUHHBLIM,
npy 3TOM Hab/AAOTCA pa3/INyHbIe CTEMeHW nepexofa OT MoSHOA ab-
negapnn K MUKpobiedapmi.

NleyeHwne He pa3paboTaHo,

KPVBOLWEA MbIWWEYHAA BPOXAEHHASA. BpoxaeHHoe 3a-
60/1eBaHVe, N3BECTHOE C ApeBHOCTU. [etopmaums BcTpedaeTes B 0,5
2% c/ly4aeB Mo OTHOLLEHWIO K HOBOPOXKAEHHbIM. CyLLHOCTb €ro cocTas-
NAET BPOXKAEHHas rUMornsiasna  rpyanHO-KIOHUYHO—COCKOBOA MblLLLIbI,
paspbIiBatoLLeACa Mpy TskenbiX pofdax. C Bo3pacTom B 06/1acTW paspbisa
MbILLEYHbIX BOJIOKOH 06pasyeTcs pybLoBas TKaHb, OTCTaloLas B pocTe
0T MbiLLLIpl HA 300p0BOIA CTOpOHe. OrnucaHHble M3MEHeHVs B p$3H M
Bo3pacTe pebeHka K/ITMHUYEeCKWN MNPosBASOTCA pasfiNniHO, Y Ho-
BOPOXAEHHbIX B 06/1aCTU  MPyAHHO—K/IHOHMYHO—CPCKOBOA MbUMLI onpe-



BIAAEHA olylcoselAOHOB  00pa30oBaHNIA,  £aCrOA0KEHH0E 14 cpeaHel
WM HWKHELA TpeTu ee. Obpa3oBaHMe OKPYI/I0iA (iopMbl C YETKUMA rpa-
Huuamn. Manbnauys ero MOXeT BbBbIBaTb 60/IEBYIO peakumio pebeHka
€ orpaHnuMBaTb MOBOPOT r0/0Bbl B 6G0O/IbHYHO CTOPOHY. MeCTHbIX B
06w mnx BOCMASIUTESIbHBIX SBMEHUIA MPU A3aHHOM 3a60/1eBaHUN He OTMe-
yaeTcs, C pocToM pebeHKa MOBpeXAeHHas MblILLA MocTeneHHO npuageT
rosfioBe Hak/I0HHOe MOJSIKEHME: Hak/I0H B 60/IbHYIO CTOPOHY W MOBOPOT
B 340poBYyt0. pM 3TOM MbILLLA HYETKO KOHTYPUPYeTCA Mog, KOKelA. Bbl-
HY>KAEHHOe MO/I0KEHNe ro/10Bbl MPUBOAUT K BTOPUYHBLIM Aedopmaumsm
ckeneTa. Pa3BuBaeTcs acMMMETpUs 4Yepena. Ha 60/1bHOA cTOpoHe aTpo-
hupyeTcsi NuUUEBOIA ckeneT. KommneHcaTopHO pa3BuBaeTcsa S-o06pasHbiv
CKOJIMO03 LLEAHOIO U rpyaHoro otAesia Mo3BOHOYHMKA.

AvudpdhepeHyumnanbHbl AMarHO3 nMpeacTasBnseT on-
pefenieHHble TpyAHOCTU. [118 MCK/IHOHEHUst KOCTHOA (hopMbl KpyBOLLIEN
(cm.  Knvnnens — ®elAnis cMHApoOM)  HeobXoAVMO PeHTIeHOs1I0rnYecKoe
vcecrieaoBaHne LWeAHOro M BepXHErpysiHOro OTAe/ia MO3BOHOYHWKA, | 0-
[0Bas BHyTpuYepernHas TpaBMa CO CMacTUYECKUMW Mapasitdyamu  npu-
Cylla CracTUYeCKOIA KpmBoLlee. Hayano 3a6oneBaHns Yy OETeiA CTapLuero
BO3pacTa MO3BOMSET UCK/IOUUTL BTOPUYHbIE (HOPMbl KPUBOLLIEW, MOSIB-
NAOLWLMECS MpY BOCMa/IUTESbHBLIX 3a60/1eBaHNAX B 06/1aCTU LUEN. TaKKX,
KakK Hecreumpnyeckne M1UosnTbl, TyBepKy/ie3Hoe MopaXeHue LIeLAHoro
OT/Aesa NMo3BOHOYHMKA, peBMaTu3M. Heobxoaym B psfe crlydaeB OCMOTP
OKY/INCTa /19 VCK/IOYEHMS acTUrMaTu3Ma, KOTOpbIA MOXET BbI3BaTb
KOMIMEHCATOPHYHO KPUBOLLIEIO.

NleyeHe [eTeih NEPBOro roda XX1U3HW KOHCEPBATUBHOE U O0SDK-
HO HauMHaTbLCA cpasy Mo YCTaHOB/IeHUM AmarHo3a. OHO BK/IOYaeT'Mac-
CaXk MbILLILY LLEWN N NNLR, NeHebHYH0 GN3KYNbTYpY U dursmoTepanmio (YBY,
anekTpoopes ¢ MOACTbM KasiveMm, MnapaduHOBbIE anmnvkaumm). Bak-
HOe 3HayeHVie UMEET JleueHrie MosiokeHeM. 3TOMY Takke CriocoocTBYIA*
BaTHO-Map/ieBble MOBA3KWM — MO TUMY «BOPOTHMKa», MELUOUYKW ¢ recd
KOM, MoAK/iaabiBaeMble ¢ 60/ IbHOMA CTOPOHBbI. [py 6e3ycrneLHOCT KOH-
CepBaTUBHOIA Tepanun, a Takke Mpu Mno3aHeM 06paLleHnn peKoMeHayeT-
cA onepaTuBHoe JsiedeHue. OMTUMA/IbHBIEA CPOK onepauun 2 « ropga.
Hanbonee pacnpocTpaHEHHbIMW METOAaMM OfepaLmn  SBASIOTCA orle-
pauna Mukynunda n NaredHa — TopHa. B nocrieonepauyioHHOM nepuoae
rosioBa PUIKCMPYeTCs B MOSIOKEHUN TUMNEPKOPPEKUMN, T. €. Hak/I0HeHa
B 3[0pOBYI0 CTOPOHY M MOBEpHYyTa B 60/IbHYK. 3Ta (mkcaums BmecTe
C MacCaKeM U1 s1e4ebHOIA (IM3KY/IbTYPOLA MPOA0/HKAeTCa A0 MOSHOA Me-
PECTPOAKN TKaHelA B 06/1acTu onepauyu. MporHo3 npy ycrewHoM sede-
HUX  BIAaroNpPUSTHLIA.

KPUMTOPXU3M (oT criptos — ckpbMbliA U orchis — snyko) —
[BYCTOPOHHEE WM OAHOCTOPOHHee OTCYTCTBME ANYEK B MOLLIOHKE.
YacToTa pacrpocTpaHeHUs KpuUnTopxu3ma KosebrieTes: B npedenax
0 18—0,3%, ogHaKo y OETEIA KPpUMTOPXM3M BCTPEYaeTCsl yalle: Yy HOBO-
pOXAEeHHbIX — B 30%, MNpuMYeM Y HeAOHOLEHHbIX B 7 pa3 udalle, uyem
y pAoHoweHHbIX (Meyer), a B Bo3pacTe A0 14 net — B 3%_ C/ly4aes.
KpnnTopxmsm MoXXeT Hab/toaaTbCs Y HECKOSTbKNX YIEHOB QOHO U TOLAKE
CeMbW, YTO MO3BOSISET MPeAnosIoKUTL Hac/leACTBEHHOE Mpeapacrosioke-
HVe. B 3aBMCMMOCTM OT MecTa 33[ePKKM fMYKa Ha MyTU OMyCKaHusA
pasfinyaloT BHYTPMOPIOLLMHHBLIEA N Max0BOA KpUNTopxusm. CrieayeT THK-
e pas/inyaTh JIOKHbIA KPUNTOPXU3M (MCEBAOKPMUTOPXN3M) — HEYCTOLA-
UMBOE MOJIOKEHME SAMYKA, Ha KOTOPOE MoxHOo BO3AELACTBOBATHL W3Meve—
HVEM MOMOXKEHVS Teria Wi TEMMEPaTypPoiA. JIOKHBLILA KPUMTOPXU3M  MO»
XeT 6bITb CBA3aH C MOBbILLEHHBbIM KPEMAaCcTOpHbIM pediekcom. Kpunrop*
XW3M crieflyeT OT/IMYaTb 0T MOHOPXM3M$ N aHOpXM3Ma  UCTUHHOIO OT-
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eVKY"BUA 0OHOIM0 enn ABYX MAMHEK, 6osiee peakoii hopMbl 3a60s1eBaHUS.
OfHO ANYKO HaxoauTCcs B CTOPOHE OT 06bIMHO COBEpLUAEMOro MM MyTun
(Mog, KokeiA B MaxoBOKA 06/1aCTW, Y OCHOBaHMWSI MOJI0BOr0 YsieHa, B Mpo-
MEXHOCTN). AHOMaSIMA XapakTepusyeTcs [ApyrMMnv 0COBGEHHOCTAMU 1
Ha3blBaeTCs 3KTorvelA. B natoreHese KpMNToOpxu3mMa MNpuaaeTcs 3Hade-
HVE MEeXaHWYEeCKUM U FOpMOHasIbHbIM (hakTopaM. OnyckaHve fndka 3a-
BVCUT OT MpaBWIbHOMA 3ak/1aaKM MyTeiA onycKaHus, Hanuusa MaTepuH-
CKOr0 FOHafAOTPOrNMHa M HOPMasIbHOIA TKaHM Ainudka. B akcnepmmeHTax
Ha Heros10Bo3pesibIx 06e3bsHax 6bUI0 YCTaHOB/IEHO, YTO BBeAEHWe Fo-
HaZ0TPOMHOr0 ropMoHa repeaHeiA AonmM runodusa 6bICTPO  MPUBOOUT
K OMYCKaHUIO ANYeK B MOLLOHKY. B KpOBW >XEHLWWHbI C 7-A Hefenm Ao
IX Mecsaua 6epeMeHHOCTW, MMEHHO B TOT MNepuog, Korga npomcxoasT
onycKaHue siMdyka nsaoga, CoaepXXnUTces 60/bLIoe KONIMYECTBO FOHaA0TPOM-
HbIX FOPMOHOB. KpunTopxs3m HepeaKo SABASeTCA MpUYMHOLA Gecnsioams.
CnepmaToreHHast (PyHKLUMSA HEoNnyCcTUBLUMXCS, AereHepaTUBHO W3MEeHeH-
HbIX iNYeK, 6e3yCc/ioBHO, HapyLleHa, HO B MOTEHUMa/IbHOM CMbIC/IE OHa
COXpaHAETCA CPaBHUTENIbHO MPOAo/DKUTENbHOe Bpems. [locsie onepa-
TMBHOIO OMYyCKaHUA fM4Ka criepmatoreHHas (yHKUMA He Bcerja BoC-
CTaHaB/IMBaeTCsl, OCTalOTCA O/Mro—- U a300CnepMums.

KnunHuka KpMNTOpXmM3Ma [0BOSIbHO SAICHO BblpadkeHa. JvLleH-
Has AMYKa MOLLOHKA UMEET YMEHbLLIEHHbIE pasMepbl, AenrMEHTMPOBaHa,
npmxara K MPOMEXHOCTU. OTCYTCTBYHOLLEE B MOLLUOHKE SIMYKO MOXET
ObMb HAlAEHO Y Hapy>KHOI0 0TBEPCTUS MaxoBOro KaHasna Wwin B Apyrom
ero y4acTke.

NeueHne. ONa neveHNs KpUNToOpXmM3Ma Npea/ioKeHb! onepaTus-
Hble N KOHCepBaTVMBHble MeTodbl OnepaTMBHOE JiedeHVe 3ak/iro4vaeTcs
B BblaesieHn 1 Mobumsaumn nykKa ¢ cocyaamm 1 ceMeHHbIM NPOoTOKOM
M MoC/IeytoWetl ero mkcaumm B MOLLIOHKE pa3/IMYHbIMU Crioco6amu.
[Na KOHCEpPBAaTUBHOIO JleYeHVss B HacTosilLee BpeMs NMPUMEHSETCH XO-
PUOHMYECKUIA TOHAAOTPOMMH. [py  COMyTCTBYHOLMX HapyLUEHUSX Co
CTOPOHbI APYTrNX 3HAOKPUHHbLIX >Kesle3 Ha3HadaeTcs COOTBETCTBYHOLLEE
KoppurupytoLlee nedeHvie. Jns Bblbopa MeToAa JieUeHNs NPaKTUYECKULA
VMHTepec MpeacTaBseT AMarHoCTUKa MeXaHWUYeCKUX MpensTcTBUIA, Tak
KaK 00bMHbLIM MasibrnaTopHbIM METOAOM [asieko He Bcerga yaaercs 06-
Hapy>X1Tb Oaxe rpybble aHaTOMUYECKME WU3MEHEHMWS, B YaCTHOCTU (UG-
PO3HYIO MeperopogKy Yy HapyXHOro MaxoBoro KosibLia.

KCAHTUHYPUA — peakoe 3abosieBaHWE MYpPUHOBOIO 0OMEH3,
npy KOTOPOM B Mo4e 60sIbHbIX 06HapYy>KMBaloTCA 60/bLUME KO/INYECTBA
KcaHTUHa. M3BecTHO ¢ 1817 r. (Marcet), korga BrepBble 6buUla AoKasaHa
BO3MOXHOCTb 00pa3oBaHMSA KCaHTUHOBbIX KamHelA. [lo 1963 r. B /m-
Tepatype 6bu10 onmcaHo 30 criydaeB 3abonesBaHus. CooTHOLLEHWe 60/lb—
HbIX MY>XCKOIO U >XXeHCKOro rosa coctasnseT 5 : 1. Bo Bcex OnuMcaHHbIX
HabNoAeHMAX NpobaHabl ABAAMNCL €OMHCTBEHHBIMU Y/leHaMM Cceveia —
HOCUTENAMWN [AHHOLA aHOMasiMK, MO3TOMY TUM Hac/efoBaHWS TOYHO He
yCTaHoB/eH. Pa3BuTue 3a60/1eBaHNS CBA3LIBAETCA C HEOOCTATOYHOIA aK-
TVBHOCTbLIO (hepMeHTa KCaHTUHOKCUAA3bI, Moj, B/VSHUEM KOTOPOLA B HOp-
Me KCaHTWH MNpeBpaLlaeTcs B MOSIOYHYIO KMC/IOTY.

KnnHnyeckasa KapTWHa  onpegenserca pasBUTMEM
rnoYeYHoOKaMeHHOM 60/1e3HK (peunamBupytolias remaTypusi, 6o/ B no-
ACHWUYHOIA 06/1aCTK).,B HEKOTOPbLIX C/lyYasx MposiB/ieHNeM 60/1e3HU Y ae-
TeiA CNY)XXWUN0 HOYHOEe HeaepkaHue moun. pu f1abopaTopHOM uMcc/1eno-
BaHWM o6pallaeT Ha cebs BHMMaHMe O0TCYTCTBME MOYEBOIA KUC/IOTbI B Cbl-
BOPOTKE KPOBU W KpaliHe HU3Kas ee 3KCKpeLus ¢ Mo4oiA. CreupasibHbIMU
METOAMWN  YCTaHaB/IMBAETCA MOBbILLEH/E KOHLIEHTpaUMM KcaHTUHa W
rMMOKCaHTUHA B NJ/ia3Me KpoBW.
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NeyeHNe cocTOUT BO BBEAEHUN GO/IbLUMX KOSTUTACTB XUAKOCTU
U LLESI0YHbIX PacTBOPOB, a Takke B OrpaHNYeHNM MACHOM NULLM B AVeTe.
MporHo3 ornpeaensieTcs TSHKECTLIO NMOPAKEHMUS MOYEK B CBS3M C MoueY-
HOKaMEHHOIA 60J1e3HLI0 N BO3MOXHbIM Pa3BUTUEM MUESIOHepUTa.

KCAATOMATO3 KPAHWANbHbBIN (Xanpga - LWonnepa—
KpucTtunaHa 6onesHb) Hand B 1893 r., Schuller B 1915 r., Christian
B 1919 r. onucasin peaiKoe 3ab0s1eBaHUeE, XapaKTepu3ytoLLeecst rnopaxe—
HV/eM MJIOCKUX KOCTEL» 3K30(PTaUIbMOM, HecaxapHbIM AmabeTom. Onwmca’
Hbl cemveiHbe C/lydan 3abosieBaHuA. TUM HacrefoBaHUS  ayTOCOMHO-
PeLeccUBHBIA. 3abosieBaHe HauMHaeTcsa 06bIMHO B BospacTe a0 1U e,
pexke B MOsI00M 1 Gosiee Mo3aHeM BO3pacTe, My>KUnHbI GoieloT B i pasa
yalle >XeHLUMH. B ocHoBe 3aboneBaHusA NIEXUT HapyLleHne obmMeHa Xore—
cTeposa U NHOUALTPaUMS SIMMPOUAHLIMA 1 M1a3MaTUYECKUMU KITETKaMU
MI0CKNX KOCTELA, TBEPAOIA MO3r0BOLA 060/104KM U KOXW , LAaKOTUTIEHME XO0»
necTepnHa 06HapY>KMBaeTCA B K/IETKaX MapeHXMMaTOo3HbIX OpraHoB.

KnuHuka. BefylwyMn KIMHAYECKUMWA CUMITOMaMU SBISKOTCA
3K30(Ta/1bM, SHOOKPUHHbIE HapyLLIEHWSA, MOJI0BOE HEOPa3BUTUE, B KOLLE
MesiKve >kenToBaTble y3esnikn ((honmnKynspHble 1 cebopponbl), 0Tek
[eceH, paclwaTbiBaHMe 3y60B, 4acTO MepesioMbl TPyOuaTbIX KOCTEeLA-
B HeBpoOsIOrMyecKoM CTaTyce — MOpakeHWe JIMLEBOr0 HEepBa, CHWKe-
HWe crlyxa, HUCTarM, MO3XEUKOBble PacCTPOMACTBA, MMpaMUAHass CUM-
nToMaTuka. pu ucc/eaoBaHUN KPOBU 0OHaPY>KMBAOT MOBbILLEHVE X0—
necteposnia W ' SIMMOMNPOTENHOB W Pa3/IMYHOMA CTEMeHU TUMOXPOMHYBL,
aHeMUMio. Ha peHTreHOBCKUX CHUMKaX 4epena W Apyrmx KocTeil odvaru
0CTeoropo3a ‘HeoAVHAKOBOA MHTEHCVMBHOCTU C HEPOBHBIMM KOHTYpamu
(«yepen TvNa reorpagMyeckoii KapTbl»). TypeLKoe cefyio paclumpeHo.
B KOCTHOM MO3re 3HauMTeslbHOe KO/IMYECTBO PETUKY/APHbLIX  K/IETOK
C OT/IOKEeHVeM XoslecTepuHa. TeyeHve 3a60/1eBaHNA MPOrpeccupytoLLee.

AnarHo3 CTaBAT Ha OCHOBaHUN K/IMHUYECKUX CUMMTOMOB,
6MOrCUN Y3/10B KOXM U PEHTTEHO/IOMMUYECKUX faHHbIX. JuddepeHumars-
HbPA OMarHo3 crieflyeT MpoBOAWTH C 303MHOMWILHOLA TpaHysiemoiA, 6o-
ne3Hblo HumaHa — lMuKa, BPOXAEHHbIM  CUPUINCOM.

NNeyeHNe — NoKaszaHO NpPUMeEHeHVe AMeTbI C OrpaHUYeHvemM Ju*
NUOoB, B HEKOTOPbIX C/ly4asx MoKasaHa peHTreHoTepanus.

«KYPYABbIX BOJIOC» BOJIE3Hb. Menkes n coaBT. B 1962 T.
onucasin 5 MY>KUMH ABYX FOKO/IEHUIA OOHOMA CeMbW, VIMEBLLMX Kypya-
BbE BO/10CbI, J/MLLEHHbIE NUrMeHTa. OTMeyas1ocb 04aroBoe BbINaaeH e Bo-
noc, TSHKenas YMCTBEHHas OTCTasloCTb, 3Nuiencus M MuKpoueda
nnsa. TMaToreHe3 0CTaeTCA HEACHbIM. Y 60/1bHbIX 06HapyXXMBaeTCA He—
3HauMTeNbHas 06Las amMuHoaumaypusi, B KpPOBU MOBbILLEH YPOBEHb
rIIOTaMUHOBOIA KMC/I0TbIL. B MO3re BbISB/AIOTCA MproLLaku AereHepatian
Ceporo BeLLECTBa U BTOPUYHbIE M3MEHeHUS 6e/10ro  BeLlecTBa, Audidys-
Has LepebpasibHas anodpvm

NeuyeHne dnaspa60T

NAKTAT-ALNAO03 HAC}'IE,CI,CTBEHHI:II/I 3abosieBaHME CBSI3aHO
C HapyLleHvem obMeHa MUPOBUHOIPaAHOMA U MOJSIOUYKOH KWUC/0T WU Mpo-
AB/IIETCA B paHHEM [JETCKOM BO3pacTe TsHKESbIM aupo30M C BbIpakeH-
HbIM/ AbIXaTesIbHbIMU HapyLleHUsaMW. BriepBble onmncaHo B 19 r, —art-
mann u coTp. B siMTepaType npoBefeHbl eAMHUYHbIE HaGMIIOAEHNS 00—
Ne3HN, HO WUMEloTCA OCHOBaHUA Mpearosararb, YTO OHO He sBseTcA
peakum. MaToreHes flakTaT-aupaosa HesiceH. Hambosiee BeposTHa ToUKa
3pEHUs, COrs1acHO KOTOPOIA JlakTaT-aumao3 obycr/ioBfieH OOOKOM B 00-
MeHe MUPOBUHOMPaAHOIA KUC/I0Tbl B CBSI3W C BO3MOXHbLIMU (hepMeHTa-
TUBHbIMM febekTamy B UmKrie Kpebca. OcTaeTcsi OTKPbITbls BOMpPOC,
npeacTaBnseT M COGOIA NaKTaT-anuao3 UCTUHHYK 3HTaMLWaTuio wim
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CYLLIHOCTb 60/1€3HN CBOANTCH K BaraakoTBaHTTIO C co3peBaHNEM (hepMeHT-
HbIX CUCTEM, TaKXKe reHETUYECKN O06YC/I0B/IEHHOMY.

Ka nBunka. 3abuneBaHHe MNPOSB/SETCA YXe C NepBbiX [HeiA
XXWM3HW pacCcTPOMACTBaMU [AbIXaHWS, MOSMMHO3. AWCMHO3, MHOrAa acTMo—
MoAo6HBIMIT COCTOSAHUAMN. OTMeYaeTCs CK/IOHHOCTb K PecrMpaTopHbIM
VH(eKUMAM, pasHUBLUAACA GPOHXOMHEBMOHUSA MNpoTekaeT Bssio» [Mpyu-
CTyMbl AWCMHO3 MOIYT COYETATbLCA C 06€3BOXKMBAHMEM W KOMOIA. Y MHO-
rmx JeTeiA HabidaloTes Cy40porv, He BCera CBsi3aHHble C AbIXaTeslb-
HbIMM PacCTPOLACTBaMM, OTVEYEHbI MPOSBIEHNS CrasMouiivn. « [OeTei
BbIAB/SETCA 3aepXXKa MCUXOMOTOPHOIO pPasBUTUSA, MbILEYHass runo-
ToHUA. WHorga o6Hapy>KMBaloTCH YBe/IMYeHHble pa3Mepbl MeyeHun, ce-
N1e3eHKU, X0TS 3TN NMPU3HaKM Be TUMUYHbIL. B KPOBU pe3Ko CHWKEHbI CTaH-
[apTHble 6uKapboHaTbl (00 6 MakB/n). pH KpoBWM A0CTUraeT KpalAHMX
3HaYeHnA — 6,78 npy Hopme 7.35—7,45. CoaepkaHue MOSIOHHOMA  Kuc-
0TI MOBbILLEHO A0 10—12 MSKB//1 (90— 180 Mr%) npu Hopme e
2 wMmokBla. CoaepaHue MUPOBMHOIMPaAHOLA KUCMOTbI  Takke ro-
BbILLEHO 10 8— 10 MI% BMECTO HOpMaslbHbIX 1—2 Mr% CooTHOLLEHMEe
YPOBHEIA MOSIOYHOIA U MPOBMHOMPaAHOIA KUC/I0T MOXKET 0KasaTbCA HOop-
MasibHbIM. Caxap KpoBW Yallle MoBblilleH. [MMMoKCcUa Mpy UCMos1b30BaHUN
cneuviasibHbIX MeTOAB (OKCMIreMOMETPUS) MOXET He 06Hapy>XmMBaTbCsl.

J1 py-BHe O0CHOBaHO Ha MOCTOSAHHOM BBEAEHWM pacTBOPOB 6u-
KapboHaTa HaTpusa (12 Make/Kr'24 daca); MpU ABMEHUAX Crasmo-
UMM TIIOKOBAT KaslbLiMA BHYTPUBEHHO. [10KasaHo MpUMEHEHWe Ko-
KapbokcuIasbl, TUaMMHA, MaHTOTEHOBOIA KUC/OTbI. [pOrHo3 3aBUCKT
OT TSKECTU aunaosa, COCTOSAHWSA KOMMEHCATOPHbIX MEXaHM3MOB W OT
CBOEBPEMEHHOCTM pacno3HaBaHMsA. OObIMHO C BO3PacTOM HacTynaeT
y/yuLlleHe 1 ake MosIHoe UCHE3HOBEHME KPW30B, O0AHAKO OMnmcaHbl U

Jleta/IAKTO3bIMHEMNEPEHOCUMOCTb HACJ/IEACTBEHHAA Onu-
caHa B 1959 r. Schwarz, Horler. 3a6oneBaHne Hepeako mnabtogaeTcs
Yy HECKO/IbKUX [ETeiA OOHOA ceMbW. VHorga KIMHWYecKn af, p >Bbe
poAUTENIN COCTOSIT B KPOBHOM POACTBE, Y JETElA 0TMeYaroTcsl Te /1 UHble
MopoKn pa3BuUTUsA. [aHHbIX 0 YacToTe 3Toro 3a6oneBaHuss HeT. Mopdo-
JI0TMYECKME UBMEHEHMS 0TMEYatoTcs B MedeHn (Kuposas aereHepaliys)
M MNoyKax (gereHepaums MoYeuHbIX KaHasibueB). 3a&onieBaHvie 06ycri0B-
NeHO HapylleHueM o6MeHa Yr/IeBOZOB MNPV pacLUEryieHMM JlakTo3bl Ha
I/1I0K03Y U Fa/1aKTo3y BCMIeACTBME HEAOCTAaTOYHOCTU JlaKTasbl B KULLEY—
HUKe. 3TO MNPOAB/IAETCA YMEHbLUEHHLIM UAPOSIN30M JS1aKT03bl B KULLIEY-
HVKe, KOTOpasi BCacbIBaeTCS B 3HAUMTE/IbHbLIX KOIMYECTBaxX B KPOBb
C MoCc/iefytoLLELA NTAKTO3YypUeiA N HapylleHeM (yHKLUMN MoYeK .runep—
amMTLLUoaLMAayprst). HepaclienseHHas B KULLEYHMKe JlakTo3a 06ycrioB/n-
BaeT MOBbILLIEHVE OCMOTUYECKOr0 AAB/IEHVSI B €ro MpocBeTe, YBesSIMUYeHve
coaepxaHusa Boabl. dPepMeHTaTMBHOE pacluersieHVe J1aKkTo3bl CMEeHSEeT-
ca GaKTepuasibHbIM, YTO BeAET K pa3BUTUIO AUapew.
KnuHunyeckmne nposiB/lieHNs pa3BMBalOTCA B MepBble HEOE M
rnocsne poXAeHUs, KakK TO/IbKO pebeHOK HauvHaeT MPUHUMAaTb MaTepuiH-
CKOe TV KOpoBbe MOJI0KO. OCHOBHbIE CUMIMTOMbI: 6ecriokoiiAcTBo, PBO'
Ta, Avapesi, B3OyTVie XMBOTa, 06e3BOXMBaHMEe, TMMNOTPotnSE 1 aTpodus.
[wnapest yropHasi, He MoAAAOLIAsACA Jieyell 0 06bMHbLIMA CpeacTBaMU,
UTO BaXHO Y4nTbIBaTb Mpy AuddepeHUman! HOUA OMarHoCTUKe.
AvnarHos cTaBAT Ha OCHOBaHWM Xp >MaTorpahmyeckon>
06HapYy>KeHUS1 3HaUMTESbHbIX KofnuecTB (5—18 r%” jlakTo3bl B Moue
W1 BpM NpOBEAEHUN Harpy3Ky J1aKTo30iA, MPUBOASLLELA K 3HAUUTE b-
HOIA /1aKTO3YPUH. YMEHbLLEHVE WM UCHE3HOBEHME /1aKTO3ypun U bi-
repaLuLLoaLLLAyprn Nocs1e UCK/TYEHMS N3 MWLM NPoAYKTOB, CoAepKa-
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LLMX JIaKTO3Yy, TakKe CrocobCcTBYET AMarHoCTVKe 3abonesaHus. Juddbe-
pEHLMa/TbHBILA AMarHo3 NpoBOAAT C OCTPbIMU pacCTPOACTBaMM MULLIEBa-
PEeHNST UHPEKLMIOHHOA U HEMH(EKLIMOHHOIA MpupoAabl, BPOXKAEHHLIMN aHO-
Ma/IISIMU XKETYI0HHO—-KULLIEYHOI0  TpaKTa, MYyKOBHCLIMAO030M, a Takke
HernepeHoCUMOCTbLI0 K ZIpYrM caxapam.

eyeHUe. EAMHCTBEHHLIM METOAOM JIeUEHVsI 3TOro 3a60/1eBaHUA
ABNAETCA yAasieHVe 13 ML flaKTo3bl, 3aMeHa MOJSI0Ka T/IHOK0301iA, coe-
BbM MOJIOKOM U np. TMporHo3 cepbeseH Mpu Mo3aHeiA AMarHOCTUKe 3a-
60n1eBaHusA. JeT nornbatoT B pesysibTaTe aTpohum U pa3BUTUS BTOPUY-
HbIX OC/IOKHEHNIA. C yBe/iMuyeHVeM Bo3pacTa [JETeld HabrogaeTcs Mno-
CTerneHHoe Y/yulleHne, 00YC/I0B/IEHHOE BO3pPacTHOLA (epMEHTHOLA adar-
Talweld. Ecnv BpoXKAeHHast HeAOCTaTOYHOCTb JIaKTo3bl He SB/ISETCA
MO/HOA, MOXET HacTynuTb BbI30poB/ieHVe. BonbHbIe Avapeeid HeBbisc-
HEHHOIA 3TUO/IOMMM C O/UTeNbHbIM TeYeHVeM [I0/DKHbI  06C/1eA0BaThCA
C Ue/blo BbISBMIEHNS BO3MOXHOIA HEMEPEeHOCUMOCTU J1aKTo3bl Wi Apy—

rnx caxa

I’pKVIX ®NBEPO3 CEMEVHOW WAWOMATUUYECKUA OANd-
CDY3HI:>II/I B 4acTv ciyyaeB  MAMonaTUyeckoro AngdysHoro guoposa
JIErKUX MpoC/IeXMBaeTCs CeVELHbIA XapaKTep 3ab6o/1eBaHMA ¢ AOMUHaHT-
HbIM TUMOM Hac/el0BaHWS.

KnunHnueckasa KapTuHa. OCHOBHble CUMMTOMbI —
OAbILLKa, LiMaHO03, KOTOpble MOCTENEHHO M HEYK/I0HHO HapacTatoT U npu-
BOAAT K pasBUTUIO JIEFOYHOIO cepAua U npaBoXkeslydo4KOoBOA HeaocTa—
TouHOCTU [Mpy  peHTreHorpanyeckoMm WCC/Ief0BaHUN  06HapPY>XMBAOT
andhysHble U3MEHEHVSI B BUAE MesikoceTvaToro gmbposa. ObbIMHO pas-
BMBAETCA B MNOXWIOM Bo3pacTe. KypeHue crocobCcTBYET pasBUTUIO
60/1e3H. -

MphpepeHUuManbHbIA AMarHO3 MNPOBOAAT C XPOHU-
YeCKOA MHEBMOHVIEIA, MPOTEKAIOLLIEIA MO TUMY MHEBMOCK/1ep03a, C BPOX-
[eHHbIMXA  aHOMa/IUSIMN  Pa3BUTUS  CepAeyHO—COCYAUCTOA CUCTEMbI, MA-
SIMapHbIM Ty6epKy1e30M JIerkux, JierodHoiA qopmoia capkonaosa beka,
cnHapomom  MammaHa — Puya 1A).

edyeHue Ma103pheKTBHO. [lOKa3aHbl CpeAcTBa CUMMTOMA-
TU4ecKoLA Tepanun. MporHo3 HebaronpuATHBLIA. .

NErO4YHO-NMOYEYHbLIN  CMHOPOM  HAC/IEACTBEHHbIN
(C'yanacye cyHOpoM) — coveTaHHOe MOopaXkeHWe SIerkux 1 nodek. Onu-
caHo B 1919 r Goodpasture. B t964 r. B nmTepaType 6buU10 ONUCaHO
53 cny4as, B ToM uncsie y 2 fetein 9 u 12 net. lNatoreHes 3a6osneBaHUSA
He u3BecTeH. lMpy rUCTOMOrMYECKOM KMCClIe0BaHUN JIErKMX 06HapyXu-
BalOTCA BHYTPUas/IbBEOSISPHbIE FEMoppariu, afibBeosispHbIe YTOsILEeHMe,
CKOTEHMNA enaepounToB. [MCTOMOrMYeckas KapTuHa MoYeK CxoaHa
C pas/IMYHbIMX NPOABAEHUAMN ANGKhY3HOIo r/omepysioHedpuTa.

KAuvnHMYecKU MposABASeTCA JIeroYHbIMU  KPOBOTEUEHUSIMU,
KpoBOXapKaHbeM, Andy3HbIM MOpPaXKEeHMEM MOYEK C remMaTtypueid, npo-
TenHypvieiA, pasBUTUEM MOYEYHOMA HeaocTaTouHOCTU. M0 KAMHUYECKUM
nposiB/IeHNsIM cuHApPoM yanacye cXofeH ¢ MAMOMATUYECKUM JIerOYHbIM
remMocnaepo3oM W y3esiKoBbIM MepnapTePUNTOM.

N BYeHVB HeadxpeKTMBHO. porHo3 HebMaronpusTHLIA, 6oslb-
Hble MOryGatoT OT JIErOYHOIA WM MOYEYHOMA HeoCTaTOYHOCTH.

NIEMKOLUMTOB AHOMAJNA AJIbJEPA. Brepsble onucaHa
Alder B 1937 r. BcTpeuyaeTcsl o4eHb peaKo, A0 HaCTOSALErO BpPEMEHMU
onucaHo 0Koso 65 crydaeB. Tun Hac/eAoBaHWA [aHHOMA MaTosiorvm
He ycTaHOoB/IEH. B rocrieaHee BpeMsi BO3HUKHOBEHME 3TOM0 CUMITTOMOKOM—
rnsieKca CBA3bIBAOT C BPOXKAEHHLIMW pacCTPOMACTBaMX MeTabosm3ma Mo-
nuncaxapmnaos. CyLIHOCTb CUMJ/TTOMOKOMIJIEKCA MpeAcTas/ifeT aHoMa-—
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NS 3epHUCTOCTU JIELAKOLWMTOB. B HeLATpotmiax oTMeyaeTcsi HeoObIHMatAHO
KpynHasa vepHas (3epHUCTOCTb, B BO3VMHOPUIK — (MOMeToBas, a B MO-
HOUMTax U NumgoumTa* — asypousibHas. B CBA3M C BbIpaXKeHHOIA
3epHUCTOCTLIO 5i/1pa 3TUX KJIETOK B OKpalleHHbIX Ma3KaxX KpoBWU BbIpU-
COBbIBAOTCA HesiCHO. Pa3mMep K/IeToK yBesindeH CO CTOpOHbI 3pUTpo—
rnoasa M MerakaprioumTonoasa VisMeHeHUIA He HabnogaloTces. 3Ta aHo-
MasiMsa NeAKOLMTOB B BGONbLUMHCTBE C/lyvaeB BCTpedaeTcs npu 6osies-
HSAX HaKoMJ/1eHWs — raprowivsme, Jsinovgosax W ap. BcTpevatoTces
TaK Has3blBaeMble YaCTU4YHblE HOCUTENIW, Y KOTOPbIX MaTosiornyeckue
rpaHyIsaumMn 06HapY>XMBaKOTCA WM B HeLATpotviax (HEMATPOWIbHBLIA
TMN), WM B immMmdounTax (SMMGOUMTHBLILA TUM), WK B MOHoUMTax (Mo—
HOLWITHBLIA TUM).

NeyeHwne He nposognTcs. MPoOrHo3 61aronpUSTHBINA.

NENKOUNTOB AHOMANINA MOPOAHA. OnucaHa B 1953 r.
Jordans. 3T0 BpOXAEHHOE COCTOSHWE, Hacsieflyemoe Mo ayTOCOMHO—
peLecCUBHOMY TUMy. XapakTepHOA 0COGEHHOCTLI0 aHOMasINW SIBMISIETCA
Ha/IMuMe BaKyo/IM3auuv MpoTory/iasmbl FpaHysioLMTOB, MOHOLMTOB U
VHOra /SIMMOLIMTOB B NepUepnHeckoii KpoBU U KOCTHOM Mo3re. B rin-
TepaType UMeeTCcs ormncaHne 2 cevela ¢ JaHHOLA aHOMasvelA: Y 2 bpaTbeB,
KOTOpble CTpada/in MpOrpeccMBHOMA MbILEYHOMA aycTpodueli (Jordans)
My 2 cecTep, MMeloWMX MposirieHns nxtmosa (Rosenszajn). Mpeanona-
raeTcs, 4To aHoManus MopaaHa SBSETCS BTOPUYHOLA U pa3BUBaeTCA
B OTBET Ha TsKesible MeTabosIMyeckrie pacCTpoIACTBa.

NENKOUNTOB AHOMANNA MEA—IEITJINHA. Hacnenct-
BeHHbIA XapaKTep aHoMasMM BriepBble otveTw Hegglin B 1945 r. Mop-
thonlorma ee Gbula M3BECTHA 3HAYUTE/ILHO paHblUe: OHa onucaHa May
B 1909 r. HacnenyeTcs no AOMUHAHTHOMY Tury. B nuTepaTtype onucaHo
26 cny4aeB aToro 3abonesaHns. JaHHas aHOMasiva COCTOMT B TOM, YTO
BCE JIEAKOLYTBLI, B 0COGEHHOCTU HEATPOWIbI U 303MHODUSIbI, CoaepXaT
Tenbua KHs3bkoBa — [lafie — orpaHyMyeHHble 6a30(nsibHbIE YUYaCcTKU,
JWMLLEHHbIE 3EPHUCTOCTU, U COMPOBOXAAETCS 06pa3oBaHNEM MMIaHTCKUX
TpoM6OLMTOB U TpomboneHveir — Ao 4000—30 000. Hepeako apuTpo-
61acTo3.

KnnHunmuyeckun 3abosieBaHNEe MOXET MPOsIBASATLCA Femoppa-
MYECKUM CUHOPOMOM C YAJ/IMHEHWEM BpEMEHW PeTpakuMM KpoBSHOr0
CrycTKa N HOpMasibHbIM BpeMEHEM KpPOBOTEYEHMS U CBEPTbIBAEMOCTU.

AnddepeHumanbHbIA AMarHo3 cregyeT NpoBoAUTb
C OpyrviM1 remopparvyeckyiMmM cuHApoMamun. MporHo3 6/1aronpusTHBLIA.

NEVKOUMNTOB HEUWTPOOUNbHBLIX TUMNEPCErMEHTALNA
AOEP BPOXXAEHHASA. Bnepsble onucaHa Undritz B 1939 r. Hacne-
[yeTca Mo ayTOCOMHO-PeLIecCMBHOMY Tuny. AHOMa/IMSA BCTPeyvaeTcs,
BEPOATHO, [A0BO/IbHO 4YacTo OfHaKo B HacTosillee BpeMs TLATESIbHO
M3yyeHbl TO/IbKO 4 cemMbW. BcTpeyaeTcs reTepo3vroTHass M romMo3uroT-
Has qopma 60/1e3HU. Y L, C 3TOIA aHOMA/IMERA Mpeo6iafatloT rpaHys10—-
uMTbl C 4 1 6orlee cerMeHTHbIMM sapamu, 06pa3ys casur felAkouuTap-
HOA (hopMysibl BMpaBo, BCTpevatoLLieiAcs Mpy aHemmn AaamcoHa — Bup-
Mepa, Merasio6/1acTryecKod aHeMUN TPYAHbIX JETEA U pexke Mpu Opy-
rux 3aboneBaHuaX. COBUI BrpaBO Havbosiee BbIpaKeH Mpyv roMo3UroT—
HOM COCTOSIHUW. B KOCTHOM MO3re S, C 3TOA aHOMasIvein BCTpevaloTcs
MHOXXECTBEHHbIE MMIraHTCKYE METaMUESIOUMTbI, KOTOpbIe SIBMAOTCA NMpes-
LIECTBEHHMKAMM MHOI0A0/Ib4aTbIX FPaHysI0LMTOoB. BpoXaeHHas runep-
cerMeHTauUmsa He OgeT K/IMHUYECKUX CUMMTOMOB.

leveHwne He NpoBOANTCS.

]'IEVIKOLI,I/ITOB MENBbrEPOBCKAA AOLEPHAA AHOMANNA
{KOHCTUTYLIMOHa/IbHaA aHOMarsA TpaHysI0LMTOB,— Hac/lieicTBEHHas aHo—
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M&MA GervetaTalan saep fetakoupToB). B 1928 r. Pelget aatiaa
rnepegaBaemMoe Mo Hac/eACTBY CBOeO6pasHoe M3MeHeHVe saep rpaHys 10—
LHTOB, Y KOTOpbIX 3HauMTesIbHO HapylleHa Croco6HOCTb K CermMeHTa-
umn. MNenbreposckas aHOMa/INA JIEMKOLMTOB He SAB/SETCA peakum de-
HOMEHOM, 4acToTa ee cpefin HacesneHus coctasnseT 1 Ha 1000—1500 ye-
noBekK; onuvcaHa B ®uHNaHamn, epmaHn 1 AnoHun. [lokasaH Hacreq-
CTBeHHbIA XapaKTep MNesibrepoBCKOLA aHOMas UK, MepesatoLLetAcs Mo ayTo-
COMHO-Z0MUHaHTHOMY TuMy. MNMeHeTpaHTHOCTb aHOMaInK 671M3Ka K 100%.
Yaule BCTpeyaeTca reTepo3vroTHas' popma, C/yyvan FOMO3MIOTHOMO HO-
CUTENLCTBA OMKrcaHbl UCK/IYMTESbHO peako. Mpupoada cneumpuruyeckoro
thepmMeHTa, OTBETCTBEHHOIO 3a CermMeHTaumio siaep JIeAKOLMTOB, OCTaeT-
CA HEeW3BeCTHOM. B0O3MOXKHO, YTO MpU MesIbrepoBCKOMA aHoOMas/iun JELA
KOUMTOB MMEETCA He BbiMafeHne QYHKUMW CTPYKTYPHOrO reHa, vHAy-
LIMpYIOLLEro CUHTE3 Crneumimnyeckoro (epmeHTa, OTBETCTBEHHOro 3a
cerMeHTaumio siaep J1elAKOUMTOB, a HapylleHVe perysisTOpHOro reHa.

MenbrepoBckas aHOMasiMs He BbBbIBAET KaKUX-/IM60 NaTonoru-
YECKUX HapyLUeHWIA B opraHmsme. [MesibrepoBcKune HelATpogwibl 061a-
[a0T HOPMasIbHORA CrMOCOGHOCTBIO K (paroumTosy, KOSIMYeCTBO UX B re-
pPUhEPUYECKOIA KPOBW HOpPMasibHO. B nmepudiepryeckoin  KpoBu cpeam
rpaHy/loLUMTOB  MpeobnafaloT MaslovuKosaepHble  KAeTkM — oo 20—
50% c agpamu B BUOe asmnca, 606a, yalle AByXCErMeHTHble POpPMbI.
TprcerMeHTHoOAAEPHbIE HEUATPOWIbI BCTPEYHaOTCS /b  eAVHUYHbIE
(1—3 Ha 100 HelATpothwsIoB). 3TV KIIETKM OT/IMHUAOTCA OT HOPMasibHbIX
KOPOTKMMW MEePEMbIYKaMN MeXAy CermMeHTaMy a KOMKOBaTbIM CTpoe-
HMEM XpomMaTuHa sApa.
> KapTuHa KpoBW MNpeacTaBfiIieT BbIPKEHHbIN JEBbILA cOoBUM («/10XK-
HbIA COBUI BJIEBO», «rCeBAOpereHepaTvBHast 6e1asd KapTuHa KpoBUW»).
Aapa nNesibrepoBCKUX HEMATPOPWIOB BbIMISAAT KOPOTKMMK, OKaTbIMW,
C MUKHOTUMYECKUM, FPYy6ONATHUCTBIM XPOMaTMHOM. TUMWYHO Hanmnuve
Tak Ha3blBaeMbIX MOCTHYK/IEaPHbDK XPOMAaTUHOBbIX 06/I0OMKOB, OKPYXEH-
HbIX 60siee CBET/I0IA 30HOIA. CuUMTaeTcs, YTO 3TO 06/IOKEHHbIE XpoMaTu-
HOM OCTaTKM SAPbILLEK MOSI0ALIX MUEMOUAHBIX KETOK. [Mpy oTcyTcTBUM
nonumopgmnsma s4ep 3epHUCTOCTb B MNesIbMrepoBCKUX JIeAKOUMTaX Mest
Kas, 06bl4Has A/18 3penibiX HelATpowioB. CrieaoBaTesisHO, MpU MeSib—
repoBCKOM BapuvaHTe dopMa sapa OTCTaeT OT ero CTPYKTYPHOro passu-
TVS: CTPYKTYypa sapa cTapas, Ho opma ero oHas. OnmcaHHble 0co6eH-
HOCTW CBOACTBEHHbI TaKxke 303MHOo(MIaM U MOHOLMTaM. He oTpaxaeTcs
nesibrepoBcKas aHOMasINA Ha 3PHTPOMOHOM M MerakapvoLyTapHOM pocT-
Kax KpoBeTBOpeHMs. B KOCTHOMO3roBOM MyHKTaTe 06Hapy>XmBatoTcs
Takke nocseaoBaTesibHble CTaaMM MesibrepoBCKMX NelAkoumToB. Hauu-
Has co CTaaum MVesiouuTa, MHOrda MeTaMuesioumTa, HabnwaaeTes TeH-
JeHUMA K MpeXxaeBpeMeHHOA KOHAEHCALMM SAEPHON0 XpoMaTumHa, KOTo-
pas coBepLUaeTcs 6e3 rapasiesibHoA cermMeHTaumn sapa.

M ondpdpepeHumManbHOM AMAarHO3e C XpoHUYe-
CKUM MWESIONEeIAKO30M Ha MNesibrepoBCKy0 aHOMasInK JIeAKOLUMTOB YKa-
3bIBaET MpeobsiafaHne B KPOBU XapaKTepHbIX BUcerMeHTosAepHbIX 1 3pe-
SbIX  HEMATPOOWIOB C KPYr/lbIM S4POM MPU HOPMaslbHOM  SIEAKOLMTO-
3¢ M HOPMasIbHOM COAEPKaHWW OCTaslbHbIX (HOPMEHHbLIX 3/1IEMEHTOB
KpOBW.

Hapsgy ¢ nenbrepoBCKOLA aHOMasIMelA, HOCALLEIA cemMelAHo-Hacres:-
CTBEHHbILA XapakKTep, OnuCbIBalOTCA MpUoBpeTeHHble (IopMbl FmMocer-
MeHTaLMn s4ep HEMATPOWI0B — «Mesibrepovab» — Mpy OCTPbIX U XPo-
HUYECKMX MUVesioNieiAkosax, apuTpoMuesiose, Mpu XpoHUYECKOM Tybep-
Ky/1e3HOM 6poHxo0afeHuTe. MporHo3 npy AaHHOA aHOMasIMm 6nar onpusT-
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MENNOLNTOB AHOMANMNA UYEANAKA, WTEWHBPUKA LU
XUTALWLWN. BHepBble onucaHa a 1943 r. Ceser, a 3arem Steinbrmck
(1948), Chediak (1952) n Higashi (1954). B nuTepaType co6paHO 0KOS10
20 cnyyaes 3T0IA aHOMa/ UK, KOTOPYH Hab/Ioda I UCK/TIOUUTENBHO Y O8-
TelA HacnepgyeTcs Mo ayTOCOMHO—PELLECCMBHOMY Tuny. Pogutenn 60sib-
HbIX 4acTO KpOBHble POACTBEHHUKWU. Y (PEHOTUMUYECKM 30POBbIX FeTe-
PO3UIOTHBLIX HOCUTENEIA 06HapPY)XKMBa/IN  3€PHUCTOCTb B JINMAOLIMTAX.
MaTonornyeckn oTMeYaeTca MHPUAbTPaLMA FUCTMOLMTaMM, HespesibIMn
JIMOVOHBIMA - K/IETKAMU  MEeYEHW, CeSie3eHKM, NIMM(paTUYeCKUX Y3/10B
KOCTHOI0 MO03ra, MoYeYHbIX KaHa/1bLIEB M HEPBHbIX KJ/IETOK.

CyLUHOCTb aHOMa/IMM 3aK/Il0HaeTCs B KayeCTBEHHbIX WU3MEHEHUSX
BceX (JOpM JIEMAKOLMTOB M COCTOMT W3 3HAUMTESIbHOIO YBE/IMYEHUS
pasmepoB rpaHys1 rpaHy/I0LMTOB, AMMABOLMTOB 1N MOHOLMTOB (0 4  L;e
B HelATpotwiax rpaHysibl cna6o OKpaLLMBaOTCS B G/16AHO—PO30BbILA
LBeT, B APYrnX JIEMKOUMTEX — B UHTEHCUBHbIIA a3ypousibHBbIA; MPUYEM
LeHTpa/lbHas 4acTb WX WMeeT 604Ba TeMHy OKpacKy. OTmevaloTcs
Takke M3MEHEHVS B CTPOEHUN XpOMaTUHa S4ep STUX KeToK. Co CTOPOHbI
KpPacHO/ KpOBW W TPOMOOLMTOB UBMEHEHMIA He 06Hapy>XmBaeTcs. Ha-
paay ¢ 3TUMM U3MEHEHNAMMW Y NLL, C aHOMa/ el Xeamaka, LLTelaH6prka
M Xurawm unmerTca MposiB/ieHns anbbuHmM3Ma, oTodobun, revaTo—
cr/ieHoMeranun, JMMGoaaeHoNaTun; OHU J1IErKo 3ab0/1eBaloT TsKES0A
aHIMMHOIA, THOVHBM &/1EBPUTOM, BOCMA/IEHVMEM JIEFKUX, CErCUCOM.

NleyeHMe aHTUOMOTMKaMWK, Cy/ib(aHWIAMUAAMUA N FOPMOHaMKU
BbBbIBaET /NLLb BpemMeHHoe YriydlleHue. [MporHo3 Heb/1aronpusiTHbLIA.
Kak npaBwno, Aety normbaloT B BospacTe A0 10 fieT B CBA3M C pas-
BUBAIOLLMMCS cerncmcom. TpexxaeBpeMeHHasi CMepTb Y HOCUTeSietA 3ToiA
aHOMa/INN 3aBUCUT, BEPOSITHO, OT MOHWKEHUA 3aLMTHOMA (YHKLUMN TEA
KOLTOB_ N 0COGEHHO HeATPOWIbHBIX FPaHysIo0LMTOB.

NEVKO3bI (reHetnyeckue acnekTbl). O ponn reHeTUHecKux dakx-
TOpPOB B PasBUTUN HEKOTOPbIX C/ly4aeB JIEMAKO30B, OryxosieBas npupoaa
KOTOPbIX B HacTosilee BpeEMs MNpuU3HaeTcs 6OTBLLMHCTEOM aBTOpOoB,
CBUAETENBCTBYET yuallleHve 3a60/1eBaeMOCTU JIELAKO30M Cpean PoacT-
BEHHUKOB 60s1bHbIX (Videbalk, 1941), BO3MOXHOCTb MOPaXKEHUSA He-
CKONbKNX OETeiA B 0aHoiA cemb3 (Anderson, 1951; Jonson, Petere, 1957
Steinberg, 1960, 1 Ap.) 1 ogHosAMLeBbIX 65M3Henos (M. C. Ocumnos,
H. A. bupr, 1965; Guasch, 1964, u ap.). MNpegnonaraeTcs, 4To LW Hac-
NefoBaHVA MpU N1eAKO3aX MOXET ObITb AOMUHAHTHBLIM C HU3KOIA MeHnT—
paHTHocTbo (Heath, 1965; Gunz, 1966), ayTOCOMHO—PELEECUBHbLL C Bbk
cokol1 (Anderson, 1961) rvm Masoia neHeTpaHTHocTbio (M. A. Kaccup-
CKUIA, 1967). OAHaKo CyLLUECTBYET MHEHWE, 4YTO pPOJib FEHETUYECKUX
(haKTOpOB B pasBUTUN JIELAKO30B OMNpedenseTcs Hac/iefoBaHWeM He O0-
MWHaHTHOI0 WA PELLECCUBHOIO «/1EMAKO3HOM0» MeHa, a KOHCTUTYLMOHa 1b-
HbIX MPU3HaKOB, 06sIeryaloLLMX pasBuUTME 3TOro 3abosieBaHUA (MaKpo—
coMUS C MMNepyHKUVEN BUIOHKOBOA XXesesbl, BPOXAEHHass MaTosiorvs
06bMeHa TpunTodaHa C HaKOM/IEHVEM B OpraHuU3Me 3HAOreHHbIX JIeLAKo3—
HbIX areHTOB — HEKOTOPbIX METabo/IMTOB 3TOA aMUHOKMC/IOTbI U T. .).
XpOMOCOMHbIE M3MEHEHUS KaK Mpyv OCTPOM, TaK U MpU XPOHMYECKOM
J1eiAKo3e CBsA3aHbl C MPOSB/IEHVMEM COMAaTUYECKOLA MyTaumn B KpPOBETBOp-
HbIX K/IETKaX, MMEOLEIA MecTo Mnpy 3abosieBaHUAX 3TOMA rpynnbl. OHM
06HapyXMBaloTCA B OCTPOM Mepuofe 60M1e3HN 1 McHesaT upii HacTyr-
NieHn pemmccnn. Tpy 0CTPOM JIeAKo3e OHU XapaKTepusyoTcs aHeyrsio-
WIvei1 N CTPYKTYPHbIMM  HapyLLeHVsIMM  XPOMOCOM. [locrieHve yallle
Bcero o6HapyxmBatoTcsa B rpynne C, D, E, F (B. C. T[lonHMKoMOB,
1969). XapakTep aHayrn/iouamm 3aBUCUT OT LIMTOMOP(OSIONMYECKOro
BapuaHTa 0CTPOro sieiiko3a — Mpu SIMM(o6/1aCTHOM Yalle HabnogaeTcs



n6ybtAonaoHbIM Habop XPOMOCOK, MpY MMEesiob/1acTHOM — OMMVIONOHLIA
WM TUNOaUIVIOUaHBIMA. [1py XPOHNYECKOM MUesIofneiikose 06HapyXXuBa-
I0TCA Ccreunuyeckme XpoOMOCOMHbIE M3MEHEHUS B OAHOLA, U3 ayTOCOM
21-A napbl B BAAE Aerelnn (WM TpaHC/10Kaummn) A/MHHBLIX Uied, Takas
M3MEHEHHas XpoMocoMa Oblia HasBaHa (wiagenbguiickom (Ph) no
VMeHW ropoaa, rae ee Briepsble B 1961 r. o6Hapyunu Tougb C coaBT.

NEVKOANCTPO®NI  (nporpeccupytolime CKIepo3bl MO3ra» —
Hac/ieACTBEHHO—AereHepaTViBHble 3a00/1€BaHMS HEPBHOIA CUCTEMbI, 06YC-
J10B/IEHHbIE MEHETUYECKMM Ae(heKTOM 3H3MMOB, Y4YacTBYOLMX B MeTabo-
S3ME JIINWAOB, MPEVMMYLLECTBEHHO MMENVHA, U XapakKTepusytoLimecs
MporpeccupyoLLMM pacnafoM MUeIMHa U BTOPUYHOIA Tnbesib» HepBHbIX
KUCTOK. Ha3BaHue 60s1e3HM gaHo Bielshowsky m Henneberg B 1928 r.
npy OMucaHUM CeMeliHbIX (HopM MPOrpeccupyonX Anddy3HbIX CKIle-
po30B Mo3ra. B mMupoBotA siTepaType K 1960 r. onncaHo HeMHorum 6o-
nee 120 cny4vaeB SIEIAKOOUCTPOOMIA, nonosuna U3 KOTOPbIX MESa cevelr
HbEA XapakTep. OCHOBHbIM TWUMOM Hacs/ieoBaHUS JIEMAKOOMCTPOGMIA AB-
NAeTCA ayTOCOMHO—PELIECCUBHBIIA, pexxe MOXET VMMETb MeCTO —peLieccuB-
HbEA, CLEM/IEHHBIA C MOsIOM TUM.

[0/10BHOA MO3r nopaxkaeTcs Andhy3HO, CUMMETPUYHO CTpajaloT
oba rmonyLapus, CTBOT FOSIOBHOMO MO3ra, MO3XEYoK. —-3HaunTesbHbe
M3MEHEHNs1 MOCTOSAHHO 06HApYXXMBAaKTCA B NMpaMUAHbLIX NyTAX. He—
peaKo B MpOLLECC BOBJ/IEKAETCHA CMWMHHOLA MO3r. [MCTOMOrnYeckn Jev-
KOOUCTPOhUN XapaKTepusyloTcs pacnafoM MUesIHa U B psae criyyaeB
HaKorslIeHVeM 00pasyloLnxcsa npu pacnage BewlecTs B 1 peHs .aii-
HOIA TKaHW, rvn win makpodgarax. Cepoe BeLLECTBO U3MEHSETCH B MeHb-
LB CTeneHW. B MO3roBoMA TKaHM BbISB/SETCA Ha/Muve ri060MaHbIX
K/IETOK, CMOHIMO3HOE COCTOSIHME MPOMEXYTOUHbIX YYaCTKOB Mexay 6e-
JIbIM U CepbIM BELLECTBOM FOJ/IOBHOMO MO3ra M HeKOTopble Apyrve msme-
HeHws, npucyllime OTAe bHbIM (opMaM SIEMAKOAVICTPOMIA. B ocHoBe re—
He3a JIEMKOAUCTPOMEA NIEXUT TFEHETUYECKM 00YC/IOB/IEHHBIA  AetheKT
9H3UMOB, OTBETCTBEHHbLIX 38 0OMEH nunuaos, BXOOALLMX B COCTaB Mue-
JINHa, YTO NPUBOOUT K ero YCKOPEHHOMY MpeXxaeBpeMeHHOMY pacnagy
(«avcMmenuHmzaLms»). MpoAyKTbl HapyLLeHHOro obMeHa JMMUAoB Mo-
ryT Hakan/vBaTbCad He TO/IbKO B MO3re, HO W B Apyrux opraHax,
KpoBu n nnkeope (E. W. TyceB, A. W. Bepectos, 1970). npu Ksaccu-
hrKaupmn NEAKOOYCTPOPNIA YUMNTBLIBAIOTCS MUCTO/IOMMYECKME 0COGEHHOCTU
OTAE/bHbIX POPM, BUOXUMUYECKME N KITMHUYECKME MPU3HAKU JIEAKOOUCT-
pohmiA. OCcHOBHbIMU (hopMamMU JIEAKOAMCTPOGUEA SBNAKOTCSA: MeTaxpoma—
Tunueckas feiakoamcTpodma Lonbua — FpuHGMIbLAa, rIo6oMaHo-KIeTo -
Has neiakoaucTpotma Kpabbe, netikoanctpodmsa MannesopgeHa — LUnar-
ua, cygaHopmbHas fietakoamcTpotma Mennueyca — MepLibaxepa, CrioH-
rvo3Has gereHepaums 6en0ro BellecTsa Mo3ra —e 60s1e3Hb KaHaBaHa —
BaH Borapta — bepTpaHa; MeMAKogucTpoms ¢ HaimumeM audipysHom
BOJIOKHUCTOA (hopMaumm PoseHTans — 60/1e3Hb  AniekcaHaepa.

PaznuualoT Takke OTAe/bHble peakve M atunuudHbie (opMbl Jen-
KOAUCTPOUIAL. . c,

MeTaxpomaTnyeckass ¢opma Js1lemkoaucTpoum — onmncaHa  *rom
B 1925 r. n Grienfield B 1933 r. 3a6osieBaHVe XapakTepuayeTcsa andidys-
HbIM/ oYaramn AemMuenIMHM3aumn. B rosioBHoM Mo3re, B 6e/1loM BeLLecTBe
Mo3ra 1 nepudepnyecknx HepBax 06HapY>XMBatOTCA MeTaxpoMaTnyeeKme
BeLLeCTBa, NpeAcTasnstoyve cynbdaTuaHbie Mnnabl. AHa/I0rMYHble  Be-
LEeCTBa MOMYT BbISB/IATLCSA B HEPBHbLIX K/IETKaX M0O3ra, CeTyaTKe r/1asa,
BHYTPEHHMX opraHax (KaHasibLax novek un ap.). Mpm meTaxpomMaTUyecKom
NEVIKOAMCTPOPMM YCTaHOB/IEHA MHaKTUBALMA 3H3UMa apuscysibaTasbl
A, 4TO NPUBOAUT K CEPbE3HbIM HapyLleHVsM B 06MeHe CysbghaTuaos.
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ApnnCynbthaTtasa A NpeACcTaBnseT TepmosiabusibHy0 (pakLumio Liepeb—-
po3naHOIA cysibthaTasbl, YMeHbLLUEHVE aKTUBHOCTU KOTOPOMA Mpu MeTa-
XPOMATUYECKOIA  NetAKoauCTpon  06Hapy»keHo Mehl un  Jatzkewitz
B 1965 r.

KnmnHunuyeckun 3aboneBaHVe XapaKTepusyeTcs BO3HUKHOBe-
HVeM nepBbIX CUMMTOMOB B Bo3pacTe 2—3 sieT. O6HapyXmBatloTCcs cna-
CTVHECKUIA Mapanape3 WM TeTparapes, aTaKTUYECKUIA CMHAPOM, Cy/0-
porwn. MporpeccupyeT CHUKEHWE UHTE/VIEKTa, HapyLUIaeTCs pedb; 3peHue
M CcyxX cHwKatoTcs. Mo3aHee BbIABAIOTCSA Oy ibbapHble U nceBaobyib—
GapHble CUMMTOMbI, TeTparuierus, aelepebpalpyoHasibHasi pUrUAHOCTb.
B fivkBope 06bIMHO 6Ge/IKOBO-K/IETOMHAs Auccoupaums. pu AonosnHu-
TeSlbHbIX UCCMeA0BaHNAX 06HapYXXMBaOTCs AUQY3HbIE M3MEHEHUS Ha
33, MeTaxpomaTuyecKme BK/IHOUYEHUS MpU Buorncum nepupepruyeckmnx
HEPBOB. XapaKTepHbIM MPU3HAKOM SBJISETCA CHWKEHME WU OTCyT-
cTBMe cynbdaTasbl A B MoYe, MOSIOKUTESbHBILA TECT MpY OKpaLUMBaHUU
ocafika MoYM  TO/lYMAMHOBBLIM CUHUM (MOSIBIEHME 30/10TUCTO—KOpUYHE-
BbIX Tesiel, BUAMMbIX oA, MUKPOCKOMOM). YKa3zaHHble MpU3HaKu Mof-
TBEPXKOAOT AMarHo3 MeTaxpoMaTuHecKoia (hopMbl NelAKoaUCTPonN.

AndhdpepeHummanbHbIA AMarHoO3 MNpoBogUTcs ¢ OT-
CKMM LiepebpasibHbIM MapasivyoM. Heyk/loHHoe TeueHvie 3abosieBaHUs
C MpUCOEaVHEHVEM HOBbIX CUMITOMOB WM AOMOSIHUTESbHbIE Crieumdimnye-
CKMe MNpU3HaKu MO03BONSIOT pPaHO CTaBUTb MPaBWIbHLIA AMarHo3.

MporHo3 nNpm MeTaxpoMaTUYECKOA NIEAKOANCTPOGMM HEGAronpusaT-
HbA 60/bHble [ormbaloT CrycTsl HEecKosibKo JIET, 4alle B Bo3pacTe
3—7 e, 0T WHTEPKYPPEHTHbIX VHPEKLMIA

"no6o/iamo—KeTodHass opma netAkogucTpodmm onmcaHa B 1908 r.
Beneke n B 1916 r. Krabbe. OcHoBHble M3MeHeHVs1 0GHapy>XnBatoTCs
B 06MeHe Liepebpo3naoB, CrieacTBYEM Yero ABnseTca ayddy3HbIA CK1epos
Mo3ra. B oT/mume oT 60/1e3HM oLle Lepebpo3uabl Npy r/106oMaHO-KIie—
TOYHOIA /IEMAKOANCTPO(MN B Ka4eCTBE OCHOBHOIO YI/1eBOAHOI0 KOMIMOHEH-
Ta cogepkaT ranakTody. CTpadaeT npenMyLLecTBeHHO 6esioe BeLLEeCTBO
F0/10BHOMO U CMIMHHOMO MO3ra. B CBEXWMX yyacTKaxX [AeMyeIMHU3aLN
0TMEeYaeTcsl CKOTJIeHME T/1000MAHBbIX KIIETOK, K/IETKU KpPyMHble, MHOro-
A0epHble, coAemkaT 6o/ibLUoe KO/IMYECTBO Liepebpo3naoB. PaboTamu
Austin, Lenfeldt (1965) n[okasaHO a[BeHTUUMAIbBHO-CTUOLIMTapHOE
MPOVICXOXKAEHNE KIIETOK.

KnuHunuyeckas KapTuHa 3aboneBaHUsl XapaKTepm3yeTcsl Ha-
YasioM B rpyaHOM BospacTe (4—5 mecsiueB 1 no3xe). MposiBisieTcs pas-
[paKNTESbHOCTbLIO, M1aKCUBOCTbIO pebeHKa, NpUcTynamMu Kpuka u cy-
[opor. B HEBpO/1I0OrMYecKoM CTaTyce O0TMEeYaeTCd AUCTOHUS MbILLLLC TeH-
[eHU/EIA K TUNEPTOHNN, MO3AHEE MblevHash pUruaHocTb, Oy/ibbapHbLIA
CUHAOPOM, HapacTaeT [AeMeHUMs, CHVDKeHWe criyxa. Ha rriasHom aHe
06Hapy»XnBaeTCcs aTPohus COCKOB 3puTesIbHbIX HEPBOB. B fIMKBOpe yme-
PEHHO MOBbLILLAETCA KOSIMYECTBO Gerka.

AnarHos rnoboaHo-KIETOUHOA NeiAKoaUCTPOUN OCHOBLIBAETCA
Ha pa3BuTUK 3a60/1EBaHNSI B paHHEM [OETCKOM Bo3pacTe, Co4eTaHUn
YKa3aHHbIX BblLLe 'K/IMHUYECKUX CUMMTOMOB M HEYK/IOHHOM Mporpeccu-
poBaHUM npouecca. TeueHWe 60/1e3HN KpalAHe 3/10KavecTBEHHoe, Obl
CTPO HaCTYMaeT JSIETa/IbHBIA UCXOA.

Netikoguctpodms MannesopaeHa—LLNaTUa onvicaHa B 1922 r. Halle-
vorden n Spattz. ABTopbl HabnogaIn 5 peteii B 0aHoiA cembe. MaTosio-
roaHaTOMMYeCKN 3a60s1eBaHNE XapaKTepn30Bas10Cb MPENMYLLIECTBEHHbBIM
ropakeHVeM CTPUOMa/UTNAAPHOIA ccTeMbl. KrieTku GrieqHoro wapa v
YepHOro BELLECTBA COAEPKA/IN  BGOMbLUOE  KOJINYECTBO YKes1e30CoAepKa-
LWero NUrMeHTa. MeHee BbIpaXXeHHble U3MEHeHWs Hab/io4a/IncL B FaHr-
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JIM03HBIX KNeTKax ApYrux OTAEesI0B MO3ra, BbISB/IS/IMCE ovary Jemve—
MHM3aUMN. [JaHHble SABfIEHNS CBUAETESNbCTBYIOT O 3HauYUTeslbHbIX Ha-
pYLUEHUSAX MUFMEHTHOMO U NNUNUAHONO0 0bmeHa. lMepBble CUMMTOMbI 3a-
60/1eBaHNA 06HAPY>XMBAOTCA B BO3pacTe 7—I12 fieT: BO3HUKAIOT Mo/v-
MOp(HbIE MMMEPKNHESbI MbILLILL /ML, TY/10BMLLA WU KOHeYHocTelA. B no-
creaytowemM 0TMEYaloTC PUrMAHOCTb MbiLlL, 3aMef/ieHVe Temrna U or-
paHMyeHVe o06bemMa [ABWKEHWIA, aTaKTUHECKUIA CUHOPOM, [OeMeHUMs,
MHOrgda cyaoporu, B MO3OHUX CTaamsix — Oy/ibbapHble pacCTPOLACTBaA.
3aboneBaHve Me/ieHHO MporpeccupyeT, A/IMTeNIbHOCTbL ero cocTaB/iseT
oT 10 no 30 fieT.

MepBble cny4an cyaaHohnIbHOMA (hopMbl NTEAKOAUCTPOGMA  onvcasin
B 1885 r. Palizeus u B 1911 r. Merzbacher. Mopos10rnyeckun BbISB/ISIET-
ca amddysHaa geMrenTMHU3auma rosioBHOro M CMIMHHONO Mo3ra npu oT-
HOCUTESTbHOIA  COXPaHHOCTU  OCEBbIX LIAIMHAPOB, 4TO 00YyC/10B/IMBaET
MEeCTPOTY TUCTOSIONMYECKOIA KapTUHBI.

JletikogycTpodmn  diopmbl Menmuegyca — Mepubaxepa 0T/IMYaeTes
Havasiom B Bo3pacTe 5—10 MecaueB U Me/ieHHbIM MPorpeccupoBaHUEM.
Yalle nopaxkatoTcs MaslbuUMKW. XapaKTepHbIMU CUMITTOMaMM SIBASKOTCS
Huctarm (ropy3oHTa/IbHbINA, BEPTUIKA/TbHBLIA U POTATOPHBIMA), ApoXKaHue
rosioBbl, KOOpAMHATOPHble paccTpoiacTBa. Mo Mepe TeyeHWs 3a6osieBa-
HUS MOBbIWAETCA MbLLEYHLIEA TOHYC, CHWKAETCHA WHTEsUIeKT, 06Hapy-
YKMBAKTCA TUMNEPKUHESbI WM NapKUHCOHOMOAO0OHBLIA CUHAPOM, aTpodus
3pUTENbHBLIX HEPBOB. B /IMKBOpE MOXET HECKO/IbKO MOBbILLATLCA KO-
YecTBO Genka M KIeToK. BbonesHb [0BO/IbHO 6bICTPO MporpeccupyeT
B MepBble rofpl, HO B fasibHeldllem MOryT HabnofaTbesa pemuccun, Te-
UYeHWe CTaHOBUTCA MeJleHHbIM, WMHOrAa Hab/iiofaloTcs CTauMoHapHble
thopmbl. BonbHble vHorga goxmsaioT o 30—40 reT.

CrnoHrvo3Hasa naereHepauus 6e1oro BelecTsa mo3sra (60/1e3Hb Ka—
HaBaHa — BaH borapTa — bepTpaHa) OTHeceHa K J1IeMAKOAMCTPOPUSM
BC/IeACTBYE Hac/IeACTBEHHOA NpUpoabl 3a60/1€BaHNS U MPEUMYLLIECTBEH-
HOr0 MopaXXeHWs 6e/10ro BellecTBa Mo3ra. Mo3roBast TKaHb pPe3Ko -
pothnnbHa, HabaaeTes 3HaUNTe TbHas AeMueniHn3aums. B pevmerin-
HU3MPOBaHHOIA TKaHW PE3K0 CHWDKEHbI WM OTCYTCTBYHOT hochomnmabl,
Liepebpo3nabl U CHMHIOMUESTUHBI. BO3MOXKHO HapyLLIEHWE MpoLLeccoB Mve—
NNHV3aUMW ewe Npy BHYTPUYTPOOHOM pa3BuTUKM pebeHka (Blackwood,
Cumings, 1957). Manbuynkn 60/1e0T ualle AeBodeK. B 60NbLUMHCTBE
CflyYyaeB Mpu poxaeHUN pebeHKa 0TMeYaloTCs aAMHaMus U aHOpPEKCUS,
4YaCcTO K/IOHMKO-TOHUYECKME cyA0porn. CrnycTa HECKO/IbKO MECALEB Bbk
AB/IAETCA CHVKEHME TOHYCa MbILLL, LLIEN U MOBbILLEHME ero B KOHEYHO-
CTAX, YTO NpUAAET cBOe0bpasHyto No3y 60/1bHOMY. V3 Apyrux cummiTo-
MOB C/ie[yeT Has3BaTb ruapouedannio, aTpopuio COCKOB 3pUTESIbHbIX
HEPBOB, TUMEPKMHE3bI, [/1a304BUraTesibHble PacCTPOIACTBA, AEMEHLVIO,
Jl0BOSIbHO BbICTPO TepseTcs crlyX, 3peHue. Bo3HMKaeT cocTosHue e
LiepebpaLvioHHOM  pUrMAHOCTY, KapTuHa 6ynbbapHoro cuHgpoma. [pu
JHOMO/IbHOA  MYHKLUMM MOMYT ObMb OTMeYeHbl MOBbILLEHVE [A3B/1eHUA
JINKBOpPa, yBe/myeHvie 6enka. Ha KpaHuorpamme — siBNIeHUS ruapoe-
thanin. JleTa/bHbIA MUCX0A4, HacTyrmaeT [0 2, JieT.

AndpdepeHyumanbHbIA guUarHO3 MpoBoAAaT c 6osies-
Hblo Tes — Cakca (cM.). [marHocTuke crocobcTByeT O06Hapy>KeHune
nepBbIX CMMMTOMOB MPW CMOHIMO3HOIA AereHepaLnn ¢ poXXAEHNS, code-
TaHVe TUMOTOHMM MbILLL, LN C FUMEPTOHYCOM MbILLILL KOHEYHOCTelA, OT-
CYTCTBME BULLHEBO—KPACHOIO WSATHBILLIKA B MaKysIsipHOIA 06/71acTv 1 ap.

NetakogmcTpotmn ¢ Anddy3HOIA BOSIOKHUCTORA (hopMaupein Po3eH-
Tans (6on1e3Hb AnekcaHaepa) — KpaiAHe peakoe 3abosieBaHve. XapakTe-
pusyeTca  AUGAhY3HbIMA CKOMJIEHMAMW TMa/iMHa B MO3MOBOMA TKaHW,
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nNpeAcTaBNAWMMX NPOAYKTbI pacnaja MvennHa. Becbma BO3MOXHO,
UYTO M3MeHeHMs ObMeHa MUesiMHa BTOPUYHBbI U MPOUCXOAAT BC/eACTBUE
HapyLLIEeHVIA (DOPMMUPOBaHNS acTpoLMTaMn FvasibHbIX nbpunn (Ale-
xander, 1949). KnnHuyeckas KapTuHa: 3abosnieBaHMe BO3HUKAET B Ipya-
HOM Bo3pacTe (B cilydyae Alexander — B 7 MecsLEB), OTMevaloTcsl rag-
poueganus, CyAopoKHbIe MpUCTYNbI, crlaboymue, ABuraresibHbe pac-
CTPOMACTBA.

AndpdhepeHyumanbHbIA AOUNAaTHO3 cregyeT npoBo-
O/Tb C BPOXAEHHBIMA OMyXO0/15IMX FO/IOBHOIO MO3ra 1 AetheKTamu™ pas-
BUTUS JIMKBOPHbIX MyTel.

NleyeHMe nNeAKOQMCTPOOMIA OO0 HACTOSILLIErO BpeMeHU He adek-
TVBHO. lMprMeHsIeTca cMMMTOMAaTMYeCKan Tepanusa: AernapatauyioHHble
M MPOTUBOCYAOBOXHbIE CPEACTBa, Ha3Ha4aloTCA MNpenapaTbl, CHUXar-
e MbLLEYHbIA TOHYC, U Ap. [enaloTcs MOMnbITKA MpUMeHeHUs: npe-
napaToB, B/NSIOLLMX HA 0OMEH BeLLEeCTB: ()epMEHTOB, FOPMOHOB U T. A.
Mpy NpoBeAeHUN MEONKO-TEHETUHECKOIA  KOHCY/IbTaumMn  ornpaBAaHbl
peKoMeHJaLMN 0 MpeKpalleHNN JANbHEALLEr0 Ae TOPOKAEHNS B CEMbSIX,
roe VMesiucb crlydau fietAkogucTpodmn. TporHo3  HebaronpusTHbIA,
JETALHBIA UCX0, HEPEAKO HacTyrnaeT B MepBble roAbl XXU3HU.

JNNEHTUKOHYC. [llepBoe onucaHWe 3aAHEro0 JSIEHTUKOHYCa — aHo-
Masimm hopMbl XpycTasinka — aan Meyer B 1888 1. OnucaHbl ceMeliHbe
Cnyyan NeHTUKoHyca. Tyn Hac/eoBaHNA U NaToreHe3 He YCTaHOB/IEHbI.
JIeHTUKOHYC CBSi3bIBAOT C HEHOPMasIbHbIM X0A0M OTMIrHYPOBaHUA Xpy-
CTa/IMKOBOI0 MNy3blpbKa OT Hapy>XHOLA 3KTOAEPMbl WM HeLopa3BUTUEM
30HYIAPHbLIX BOSIOKOH. [MCTOMOrMYecKoe uccrieioBaHVE MOKasbIlBaeT
Ha/IM4YMe roMOreHHOLA MacChl MeXXAy KariCysioiA U HOpMaslbHbIM BELLECTBOM
XpycTasIMKa.

KnnHuka, [N NeHTUKOHyca XapaKTepHO Bbins4yvBaHUE Me-
peaHeiA Wn 330HeiA NOoBEPXHOCTU XpycTasiMka. Ha 3aaHeitd n niepeaHein
MOBEPXHOCTU XpYCTasInKa UMEeEeTCs KOHYyCo06pasHbliA BbicTyn. OcTpoTa
3PEHUS CHWKEHA M3-3a Pas/IMuHOLA CTereHn MNpesioM/1IeHns 30H XpycTa-
nKa. VIHorga aToT BbICTYN ObIBaeT LWApOBUAHBLIM M Ha3bIBaeTCA JIeHTU-
rno6ycom. BHYTPEHHUIA NEHTUKOHYC BbISIB/SIETCA METOAOM GMOMMKPO-
CKONUKX B CaMO TO/ILLE XPYCTa/IMKa, MOXET 6bMb B MepegHux win
33HVX 0TAeNax, MHOraa oAHOBPeMEHHO. JIeHTMKOHYC Yallle 6bIBaeT 04HO-
CTOPOHHUM. B mpoxogsiuem cBeTe BOCMPUHMMAETCA KaK AWCK, Haromu-
HaloLWLWMIA Kar/itio mMacsia B Boge. HacTo 0C/10KHAETCA KaTapaKTol. 3pe-
HVe MocTeneHHo MnafaeT A0 CBETOOLLYLLEHUS.

NleyeHmne: 3KcTpakums XxpycTasimka. [porHo3 OTHOCUTESIbHO
6/1aronNpUsITHLIA.

JNNEMPEYAYHWN3M  (cuHgpom  [oHory — Ywmnpga) — 3abosieBa-
HVe, pa3BMBaroLLEeecs BO BHYTPUYTPOOHOM Mepuoae TOSbKO Y AeBoYeK
N CBSA3aHHOE C aHOMa/IMAMW PasBUTUS 3HOOKPUMHHOIA cucTeMbl. Bnep-
Bbe onucaHo Donahue n Uchida B 1954 r. MpegnonaraeTca HacreacTt-
BEHHast Mpypoda M ayTOCOMHO-PELIECCUBHBIA TUM Hac/ieA0BaHuUs, or-
PaHNYEHHbIA NOSIOM.

KnunHnueckasa KapTuHa. [py poxaeHUN BblpaxeHa
obuan ancTpours, MasieHbKoe AL U KaxXyLumecs 60/bWLnMMN YLLK,
raasa, Hoc. 3K30(TasibM, rfasa paccTassieHbl, 60/1blUME HU3KO CnasLLme
ywn. FupcyTu3M, YBeSIMYeHHbIe MOJIOYHbIE XKesiesbl, X/INTop, Ma/ibie
nosoBble rybbl. XapakTepHa Takke runepniasns U oMKy AspHbie
KUCTbl B SIMHMKAX, TUMEePrsiasva OCTPOBKOBOIO arnmnapata MopKesny-
[O0YHOMA >kese3bl. BO3MOXHO HaKorsieHWe F/IMKOreHa U Xesnesa B re-
yeHN. OTMeYaeTCs runepTpons N KasibLMHO3 MOYeK.

NeuveHune He paspaboTaHo. [MporHo3 HeGNAroNPUATHDBIMA.
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NNTIOTPAHYNEMATO3 ,EI,I/ICCEMI/IHI/IPOBAHHbII/I BPOXX-
OEHHbIN (dapbepa cuHapoMm). BrepBble onuvcaH Farber B 1952 r.
B oCHOBe feXaT BpOXAEHHble HapyLleHWsl IMMoVAHOr0 obMeHa 1 MyKo—
rnonmcaxapuioB C NaTosIorMUeCKUM OT/IOKEHNEM aTUMUYHBIX MYKOMOsn-
caxapuaHO-INMONPOTENAHBIX KOMIMJIEKCOB, MaTo/10roaHaToMMYeckn 06-
Hapy>KMBalOT CBOe0Opa3Hble «MEHUCTble K/IETKU», KOTOpble WHDWILT-
pUPYIOT TKaHW BHYTPEHHWX OPraHoB M HEPBHOIA CUCTEMbI.

KnuHunuyecKmne CUMNTOMbI MOSB/ISAOTCA Moc/ie poxae-
HUS — BPOXAEHHas XpuUnoTa, 3aTpyAHEHMs MpyU  [N0TaHWW, PBOTa,
0AbllIKa, 3aTpyAHEeHHoe AbixaHue. [oAKOKHble W BHYTPUCYCTaBHblE
rpaHy/ieMbl OKpYXXEHbl 30HOMA FUMepeMuK, YacTbl KOHTPaKTypbl. MeyeHb
yBe/inyeHa. PeHTreHO/0rMyecky onpeaesisioTcs MHOXECTBEHHbIe ovaru
[ecTpyKUmM ckesleTa. 3aboneBaHve HeyK/I0HHO mporpeccupyeT. CvmepTb
HacTynaeT Ha 1—2-M rogy >XU3HW.

AnddpepeHumanbHbIA AMarHO3  MpoBOAAT C pas-
JWMYHBLIMA BUZAMU  JTAMOVA030B.

NNeyeHMe He pa3paboTaHo.

nnmnonmaosbl NNASMATUYECKUWE (ryunepvinnaoemin) — rpyn-
na 3ab0/1eBaHNIA, 06LLMIM BUOXMMMYECKIM MPOSIB/IEHMEM KOTOPbIX CITYXXUT
MOBbILLIEHVE KOHLEHTPaLWN >XMPOB W JIMMOMAOB B M/1asMe KpoBU. 3TU
3a60/1eBaHNA  Hac/lefyroTcAa M0 ayTOCOMHO-PELLECCMBHOMY WA - ayTo-
COMHO-ZIOMVHaHTHOMY TUy.

rvrep/mnuaemyivi NEpeoro Tuna (CeMeriHast FUMepXyIoMUKPOHEMUS,
navonaTnyeckass rmnepamnemMus, scceHLUMasibHan cemMetiHas runepvne—
Must). MMaToreHes JaHHOIO TUMa MNEPIMMUAEMUN U3YYeH HeAOCTaTOuHO.
MpeanonaraeTcs, YTO rUMEPXUIOMUKPOHEMUSA U TUNEP/MNINAEMAN CBSI-
3aHbl C HEAOCTATOYHOCTLIO JIMMOMPOTEMHIMMA3bI, & Takke V3MEHEHUEM
CTPYKTYpbI JIMMOMNPOTENHOB UIN HapyLLEHVEM MPOLLECCOB pacnafa Xwio—
MUKPOHOB. OfIHMM U3 XapaKTepHbIX MPU3HAKOB SIB/ISIETCS YBE/IMUEHNE
pa3MepoB MeYeHn 1 cesie3eHKU. HacTo Hab/oaloTes KULLEYHbIE KOSTNKU,
KOTOpble CBSi3aHbl C PaCTSPKEHMEM Karcysibl MeYeHU U Cesie3eHKU U He-
peaKo CONpPOBOXAAKTCA JIMXOPAAKOIA N NIEMAKOUMTO30M. [py NOBbILLIEHUN
KOHLIEHTpaLMM XXMPOB U /IMMONAoB B KpoBU 6osee 1500 Mr% Ha Koxe
crnbaresibHbIX MOBEPXHOCTEIA KOHEUHOCTelA, CMHbI U Aroguvl, nosiB-
NATCA KCaHTOMbI.  KCaHTOMbI MpU  MAMOMATUYECKOA  FUMep/IMneMun
OKPY>XeHbl 30HOMA runepeMun, ofHaKo Npy AJIATENBHOM CYLLECTBOBaHN
KCaHTOM BOCMa/IMTesIbHas peakLmsi MOoCTENeHHo ucye3aeT. Ecnm Ko-
LieHTpauus MNUAoB B KPOBWM MafgeT, KCaHTOMbl MCYe3aloT, 0CTaB/iss
rnocre cebsi MUIrMEHTVPOBaHHOE NATHO. TeueHwe 6o/ne3HN 06po-
KayeCTBEHHOE.

MnepvinuaemMms BTOPOro TUMa Mo KAMHUYECKUM MPOSIBIEHUAM
BO MHOIOM CX0[Ha C MMnep/mMnuaeMreli Nepeoro TUMa, 0AHaKo B 0T/M4ve
0T Hee MpV TUMNEP/MNUOEMAM BTOPOr0 TwuMa He HabnopaeTcs 6Gonetd
B XXMBOTE W BbICbINAHNA KCaHTOM. OCHOBHbIMW MpU3HaKamun 60s1e3HU
CAyXaT renatoMeraina 1 3agepxka pebeHka B (PU3MYECKOM pasBUTUN.

Mnepvnuaemms TpeTbero TUna (cemetiHas rmnepoeTasMmnonpoTeNH—
eMusi, CeMeliHasi TUMepxosiIecTeposieMUst U TUMEPTPUN/INLEPUAEMIH).
BO3MOXKHO CyLLIeCTBOBaHNE HECKOSIbKMX PasHOBUAHOCTELA 3TOro Tura
ryunepmnuaeMin. Mpy ocMoTpe 60/IbHbIX Ha KOXe TyJIoBULLE, v,
KOHEYHOCTE 06HapYXXUBAOTCA M/I0CKME WM GYrpuUcTble KCaHTOMbI —
06pa3oBaHMs >e/Toro, MHorA4a KOpPUYHEeBOro LiBeTa. KcaHTombl pacno-
NaratoTcs Takke Ha CyXOXKU/IUSX, HacTO Ha axXWU/1II0BOM, Ha CYXOXKUIUAX
pasrubateneii pyk. OTNOXKEHUS NUNOOB HaxoOAT Ha Bekax (KcaHTe-
Na3Mbl), Ha poroBuLe rna3. BO3HUKHOBEHWE SIMMOMAHBIX 06pa3oBaHUIA
B cocynax (aTepomaTo3) MOXEeT BECTU K MOSIB/IEHVIO CYMITTOMOB CTEHO-
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Kapoun v faxe K pasBUTUI0 MH(apKTa MUoKapaa. ATepoMaTos3 K/lanaH-
HOro anmnaparta cepAua COMpoBOXAAETCA pasBUTUEM HeAOCTAaTOYHOCTU
KpoBOOOpaLLeHNs, NPy 3TOM OT/IOKEHWE NIMMONAOB B CTEHKAaX COCyA0B
He onpefenseTca UX KOHUEHTpauveli B ruiasMe KpoBU. AKTMBHOCTb
JIINOMPOTEVHIMNASbI He M3MEHEHA. YT/1eBOAbl MUY UHAYUMPYIOT pas-
BATVE TUNEP/NNNAEMUAN.

FnepnMnuaeMns 4eTBepToOro TMna B K/MHUYECKOLA KapTuHE UMEET
MHOI0 CXOAHbIX YePT C rMrnepmMnuaeMnea TpeTobero Tvna. Mpu 6rmoxnmmn-
YECKOM M1CC/Ie0BaHNN YCTaHaB/IMBAETCA NMPENMYLLECTBEHHOE MOBbILLEHVE
KOHLIEHTpaLmMn TpUrmuepmaeB, TorJda Kak ypoBeHb XosiecTeposia /ilb
cferka npeBbiLlaeT HopMy. [UnepANUaeMus NMHAYLMPYETCS Yr/eBo-
JaMn My, AKTUBHOCTb JIMMOMNPOTENHIMMNA3bl — B HOpMeE; Mpu cre-
UManbHbIX  MCCNedoBaHUAX — 06Hapy>KmBaeTcs runepnpebeTasmno-
npoTenHeMUS.

MnepnvnuaeMyst NATOro TunNa (CMeLLaHHLIA TVUN FUNepSIMNAEMIN)
XapaKTepu3yeTCs MOBbILEHVEM COAEPXaHUS XH/IOMUKPOHOB U JIAMO—
MPOTENHOB B KPOBW. KinHMYecKne NposiBfieHns 60s1e3HN Yy YacTu 60/1b-
HbIX OTCYTCTBYIOT, B psfe C/lydaeB OTMEYalOTCA KULLEYHbIE KOJIMKMN
M KCaHTOMbI, HepefKO — BbIp@KEHHbIE MPU3HaKM CcaxapHoro AuabeTta.
MnepmMnuaoemMma MHAYUMPYeTCa MNPUEMOM  caxapa.

NNeyeHne rVNEP/MNUOEMAIA OCHOBLIBAETCA Ha CHVDKEHUM CO-
[epxaHns Xupa W yr/eBogoB B AyeTe, XO0TS NpU MAOMONATUYECKOIA
runepxosiecTeposieMUn orpaHMYeHve CoaepKaHua XosecTepona B nuLle
He yBeHYasnlocb ycriexoM. Bonee obHagexuvBalolwpme pesysbTarbl fasa
3aMeHa >KMBOTHbIX >XWUPOB MUY pacTUTESIbHbIMK, KOTOpble 6orarbl
BbICLLMMU MOSIMHEHACBILLEHHBIMA YXUPHBIMU KUC/I0TaMn.  CHVDKEHME COo-
[epxaHns xonecteposia M 06WMX JMNUO0B B MU1a3Me OTMEYeHo Mnpu
JIeYEHUN JIHETO/I0M, AESUMMHOM, a Takoke 60/1bLUMMU [103aMU HUKOTW-
HOBOIA KMC/OTbI. MepcneKTMBHO MpUMEHEeHWe NOHOOOMEHHbIX CMOs1 Turna
X0M1ecTUpamMnHa, KoTopble MPensaTCTBYIOT — pe3opbumn  XosecTepuHa
B TO/ICTOM KULLEYHMKe. [1posiBNIeHNss CTeHoKapaun TpebyloT CooTBET-
CTBYIOLLIEr0 JIeUYEeHVS: MPUMEHEHVEe CPeACTB, Y/1YULLAloWMX KOpOHapHoe
KpoBoo6paLLieHue.

NIMUA KOJTIOBOMA — Kocas 60kKoBasi Liesb, maywasa ot yria
rnasa K BepxHeid rybe. HabnwopatoTcs pas/iyHble BapuaHTbl — OT He-
60/bLIOLA  pacLUe/IMHbl Y Yria Fa3a A0 MOJSIHOFO pacluernsieHnst Bcex
TKaHelA N MPOHMKHOBEHMA B MOs10CTb Hoca. BcTpevatoTcs 04HOCTOPOH-
HAS U ABYCTOPOHHSASA Koslio6oma. BO3MOXHO coveTaHue Kosi0b0Mbl C He—
3apaljeHmeM rybbl, Heba, MakKpoCTOMUELA.

Xupypruyeckoe] nevyeHune KO/1060Mbl  MpeanpuHUMaeTCs
B BO3pacTe OKos10 1 rofa.

JTOYPEHCA — MYHA — BAPJE — B/ A/A __ CUHAOPOM.
Bnepsble onucasin Laurence v Moon B 1866 r., Biedle B 1920 r. Bardet
B 1923 r. pasiv MosnHoe K/IMHWYECKOe ornucaHWe CUHAPOMA.

KnunHnka.  OCHOBHbIMX MpU3HakamMy 3TOro BPOXKAEHHOIO
CUHAPOMA SABNSAITCA OXUPEHWe, AereHepaupst CeTHaTKW, reHuTaslbHas
rvnonsiasug, MoMOaKTWINA WM YMCTBEHHass OTCTasloCcTb.  CUHAPOM,
rno-BUOMMOMY, Hac/leflyeTcsl Mo ayTOCOMHO-PELIeCCUBHOMY TUIMy; CevelA
Hble crlydan cocTaBnsoT 80%. KraccuyeckuiA CUHAPOM BCTpeyaeTcs
penKo, HO OTAeSbHble MPU3HaKM 06HapY>XXMBaKOTCA cpean CUBSIMHIOB
B OOHOA CEMbE WM B MOKO/IEHUW. Y Y/IEHOB 3TWX CEMEIA 4acTo OTMe-
HaloTCA BbIKUABILM U PaHHAA OETCKas cMepTHoCcTb. CMHApOM B 2 pasa
Yallle BCTpeYaeTCs Yy /ML, MYXXCKOro rnosa. Kpome 0CHOBHbIX K/IMHWYeEC-
KUX MPU3HAKOB, MOXET WMETb MeCTO akpouedanns, CUHAAKTUIVS,
Kap/IMKOBOCTb WN MMraHT13M, aTpesns aHa/lbHOro 0TBEPCTUS, I/lyxoTa,
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aHoManIMn 3y60B 1 Ap. MHOrounc/ieHHbl ohTasIbMOSIOrMyeckie aHomMa-
N — fereHepaups ceTyaTKW, MUKpohTaslbM, KaTapakKTbl, aTpogus
COCKa 3pUTESIbHOr0 HepBa, CXoAslleecs Kocorslasve, remepasionus,
HucTarM. OCTpoTa 3peHUs MOCTENMEHHO CHUXKaeTcs M MOXKET MpUBOAUTb
K c/ienoTe. Y B3pocsibIX 60/1bHbIX MMEKTCS MPU3HaKM HeAoCTaTO4HOCTU
hyHKUMIA runodmsa: He[opasBUTME MOSIOUHBLIX Xerle3, amMeHopes Y XeH-
LUWMH, TUHEKOMAacTUs, UMMOTEHLMA U a30cnepMUs y MYXKUMH. YpoBeHb
06MEHHbIX MPOLLECCOB B OPraHM3Me CHYDKEH, YTO SBMISIETCSA BbIPXKEHNEM
ropMoHasIbHOro amcbanaHca. CmepTb B paHHeM AETCTBE OT UHTEPKYp-—
PEHTHbIX WHHEKUMIA.

NNeuveHwne CUMIMTOMaTNYECKOe,  MOKa3aHbl  aHabom4veckme
ropMOoHbI. MpPorHo3 3aBUCUT OT BbIPXKEHHOCTU KSTIMHUYECKUX NPU3HAKOB
60/1e3HM. . .

NYYEBOW TONOBKN KOCTW BbiIBUX BPOXAOEHHbIN.
BnepBble onucaH B 1830 r. Dupuytren mn Loir. llo gaHHbim Mordej,
3TOT nopok coctaBnseT 0,34—0,96% Bcex opToneauyeckux 3abosieBa-
HAA [eBoYKkM CcTpagaloT B 3 pasa uaule, YeM MasibuMKW.

KnunHnk a. 3abonesBaHve MposiB/SETCA BbIBUXOM [0JI0BKM
JIY4eBOA KOCTW Kriepean, K3aay Wi KHapy>xu. [etopmMauns BbBbIBaET
orpaHM4eHne OBWKEHWIA B JIOKTEBOM cycTaBe. OrpaHuyeHue OBVDKEHWIA
3aBMCUT OT CMELLEHWS TOSI0BKU JTy4eBOMA KOCTU Krepean, K3aau wm
KHapy>Xn. COOTBETCTBEHHO MOXET Oblb OrpaHMYeHO crubaHve win
pasrmbaHmne. YacTo orpaHuvyeHbl pPOTauMOHHbIE ABVDKEHUS.

AvarHos. /[Ans npaBWIbHOIA ONarHOCTUKN OYeHb BaXKHO PEHT-
reHos1ormyeckoe o06c/1eoBaHne. BO3MOXHO codeTaHvie 3TOIA aHoMaIuu
C TUMOM/IB3VEIA HaAKOMIEHHUKA I HEAOPa3BUTMEM WM MOSHBIM OTCYTCT-
BVYEM HOITeiA Ha NasibLax pyK WM HOr.

NNeuveaHe  xupypruyeckoe. [lpy orpaHUYEHUN OBVDKEHWIA
B cycTaBe (0COOGEHHO CrmbaHus WM pa3rmbaHnsl) XOopoLUMiA pesysibTaT
[aeT pe3eKLmsa rosfloBKW JTy4eBoA KOCTW. B nocsieonepauyioHHOM nepuoge
HeobXxoauMbl fleyebHass QU3KYIbTypa, MaccaX, TervioBble Mpoueaypbl.
MporHo3 61aronpUsSITHLIIA.

MAKPOCTOMUA — BpoxKAeHHOe He3apalleHue yrsa pTa'Bcren-
CTBVE HE3aKpbITas JMUEBOM LIe M. AHOMaIUA BbIMIOUT Kak 60/1bLLoiA
poT. B ToXenbIX cry4asx pacliesnimHa MOXeT A0X0AUTb [0 yxa W co-
NpoBOXAATbCA HeOOpasBUTMEM Mblilll, a WHOra W BCeiA MOSI0BUHBI
nvua. JeTy cTpadaloT oT pasapaXeHUs KOXW BC/EACTBYE CIIHOHOTEYe-
HWSA, raK KakK Yyrosli pra MOCTOSAHHO OTKPbIT.

NeuveHune. [eheKT ycTpaHseTca orepaTyBHbIM ryTeM. Onepa-
LMa 3aK1l04aeTcs B M/lacTuKe yr/a pTa MeCTHbIMA TKaHsMU. [porHos
6/1aronpUSTHBLIEA.

MANbTO3bl N N3OMANBLTO3bl HEMEPEHOCMMOCTb HA-
CNEAOCTBEHHAA. OnwucaHa B 1963 r. Auricchio ¢ coTp. MpuuvHoia
3a60/1eBaHNA ABMIAETCA OTCYTCTBME (DEepMEHTOB, pacLLEenNsioWwmx Mnpo-
JYKTbl YaCTUYHOIO FMaposiv3a r/MKoreHa U Kpaxmana, Tak Kak MasibTosa
M N30MaNbTo3a SABIAKTCA MNPoAyKTaMy ero ruaposivsa. B HekoTopbIx
Cny4Yasx HernepeHoCMMOCTb W30MasibTo3bl  COMPOBOXKAAETCA HernepeHo-
CUMOCTbIO Caxapo3bl. BcrieacTsve OTCYTCTBUS B KULLEYHUKE TakuUx
60/1bHbIX MasIbTO3bl M M30Mas1bTO3bl 06Pa3yoTCA MPOAYKTbl HErMosIHOro
pacLlensieHns Kpaxmasia, KoTopble 00yC/10B/IMBAOT pa3BUTME OCHOBHOIO
cumToma 60/1e3HM — Amapen.

AvnarHos wu gundpdhepeHUumManbHbIA [UATHOS3
npoBoAMTCA C OpyrvMu Avapesimun.

NleyeHMe COCTOMUT B YCTPaHEHUM U3 MULLM Kpaxmasia W Ha3Ha-
UeHUN [OPOXOKEBOLA a-amMwiasbl M caxaposbl (MHBepTasbl). [porHos
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6/1aronpUATHBINA, TaK KaK JIMLeHVe Kpaxmana KOxeT 6bimb 3amverioiiO
[a4ell MoHocaxapuaos. . .

MAHUNAKANBbHO-AOEMPECCUBHbLIN (ULMPKYNAPHbBIWN)
MCNX03. MaHrakasibHO-AeMNPECCUBHBLIA MCUX03 KaK CcaMoCTOATesIbHoe
3a6oneBaHne 6bin BriepBble BbidesieH Kraepelin. B ceMbsix 60/1bHbIX
HepeaKo NUMEETC Hac/ieiCTBEHHas OTArOWEHHOCTb apeKTVBHbIMU pac-
CTPOLACTBaMU, MEPUOAMYECKUMU U LIMPKYASPHBIMA (JopMamMn NCMX030B.
YacToTa 3a60/1€BaeMOCTN MaHVakKaslbHO-AeMpeccnBHbIM MCUX030M  CO-
ctaBnseT 0,4% B nonynsumn. Y noslycnbcoB 3abosieBaHME BCTpevaeTest
B 16,7%, y cnbcoB — B 23%. KOHKOPAAHTHOCTb [ABYAILEBLIX 6/13-
HeuoB 26,3%, y 0AHOAMLEBLIX 6/IM3HELI0B KOHKOPAAHTHOCTL MO MaHua-
KaslbHO-[AenpeccuBHOMY — MCMX03y  cocTasnseT  95,7%. Kallman
npeanosiaraeT HerosiHoe ayTOCOMHO-AOMMHAHTHOE Hac/iefjoBaHue.

KnunHunka. 3abonesaHve XxapakTepusyeTcs udepedoBaHVEM rie-
pVoA0B HapyLLeHHOr0 HacTpoeHus (4enpeccus, MaHusa) € Neprodamum
MCUXNYECKOT0 30P0BbS.

Mexay MaHvaKa/lbHbIMM 1 OerpeccuBHbIMK Neprogammn  (hasamm)
HabNo4aloTeA 00bIYHO CBET/IbE MPOMEXYTKW. BO3MOXHbLI COCTOSHUS,
KOrJa BCTpeyatTes TOSIbKO MaHvakKaslbHble WM TOMIbKO  AeMpeccvBHbIe
(hasbl. [/mTenbHOCTb (ha3 pas/inyHas: oT Hedesb A0 psga rer. [Mpo-
MEXYTKN MeXxay (asaMmm Takoke BeCbMa pas/iMuHbl: 0T HECKOSTbKUX JHelA
[0 MHOrux JieT. ViHorga TedyeHve MaHWaKasibHO-AEenpeccMBHONO MCrxosa
HenpepbIBHOe, 6e3 CBET/IbIX MPOMEXYTKOB.

KnuHnyeckas KapTuHa [AenpeccvBHOIA (pasbl OT/IMYAETCA TOCK/IN-
BbIM HacTPOEHWEM, OBUraTesibHOM 3aTOPMOXKEHHOCTLIO U ME/1EHHOCTLIO
MbILWIeHNA. MaHuakasibHas asa MposiBfISETCA HEMOTMBUPOBAHHO MO-
BbILLEHHbIM HaCTPOEHMEM, ABUrare/ibHbIM BO30YXXOEHMEM U YCKOpeHVEM
acCcoLMaTMBHOIO MbiwieHVs. ®a3bl MaHMaKaibHO—AeMNpPeccUBHOMO MCUXO-
3a 3aKaHUYMBAKOTCH BOCCTAHOB/IEHMEM MCUXMYECKOr0 340p0Bbs 6e3 AeteKTa
B WHTE/VIEKTYa/TbHOMA cdiepe.

NNeyeHwne onpedenseTcs (3oL 3a6oneBaHNs. B MaHMaKa/ibHYO
(ha3zy HasHauvalT HEpOSIeNTUKA — aMWHasuH, rasonepuaon penpec-
CUBHble (hasbl SledaT MeIMMNPOMUHOM (To(paHWUI0M, UMU3MHOM). BorbHble
noa/1eXaT CTauMoHapHOMY JiedeHU0. B nepviog, pemmccun  nokasaHa
noafepxmBaloLLan Tepanmsi.

MAP®AHA BOJIE3Hb (apaxHooakTunns; akpomMakpus, O0SINXo-
CTEHOME/INS;  BPOXAEHHas Me3odepMasibHas  auctpodus,  JeHHU —
MaptaHa cuHapom). 3abosnieBaHWE XapaKTepusyeTcs apaxHOAAKTUANELA
B COYETaHUN C Pas/INYHBbIMU [/1a3HbIMK, CKESIETHLIMA N BUCLIEpasIbHBbIMUN

KTaMu.

Marfan B 1896 r. BriepBble onucasi CKefleTHble aHoMasimn. Salle
B 1912 r. OTMETW]1 COHETAHME I/1a3HbIX 1 CepAEUHbIX aHOMASINIA CO CKeNeT-
HbIMW. 3abosieBaHMe HacrieflyeTcsl Mo ayToCOMHO—AOMWUHAHTHOMY Tury.
Oba nona MnopaxkarwTCA C OOMHAKOBOLA YaCTOTOM. Y  60SIbHbIX MOXET
0TMEeYaTbCsl M3MEHEHVe 3CKPELMM C MOYOMA OTAEMbHbIX  aMUHOKUCIOT.
B mo4e 60/IbHbIX 06HaPY>XMBAETCH MOBbILLEHHOE KOSINHYECTBO OKCUMPOSIN-—
Ha—aMUHOKUC/IOTbI, BXOASLLEIA B COCTaB KosllareHa M He HalAngHHoOIA B
cocTaBe OpYyrux GefIkoB opraHu3ma. 3TV JaHHble MOryT CBUAETE bCTBO-
BaTb O TOM, YTO B MpOLLecce pocTa 3HaUMTesIbHoe KO/IMYECTBO Kosi/lareHo-
BbIX BOJ/IOKOH pa3BMBaeTCA He MOSTHOCTbLIO U pa3pyLuaeTcs. BereacTaue
3TOro CTpadaeT pa3BUTUE CKesleTa, CBA30YHOro anmaparta. [uctosnoru-
YecKM 0TMeYaroTcs (parMeHTaums, pacllersieHne, UCTOHYeHWe, MecTamun
MoJIHOE MCHE3HOBEHME 3/1aCTUYHECKUX BOSTOKOH, 3ameLLiaroLas ux gureépos-
Has TKaHb, 6oraTas TyYHbIMX K/IETKAMM C SIB/IEHUSIMU MyKOMAM3aUMn
1N MeTaxpomasum.
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KnnHunka. MHorme cuMiToMbl 0GHapyXXUBAKTCA MpU poxae-
HUW. XapaKTepHble Mpu3Hakn 60/1e3HM MapdaHa 3ak4aloTes B U3Me-
HEHMAX CO CTOPOHbI CrieAyoLmMX CUCTEM: KOCTHO-CyCTaBHas cucTema —
ponuxouedanng, roTuyeckoe He6o (4acTo COYETaeTCs C BbICOKAM [0/10-
COM), MPOrHaTU3M, KNHo3, MHOrAa CO CKOSIMO30M U CpaLLeHVEM MOSACHWNY-
HbIX MO3BOHKOB, BOPOHKOOGpasHas WM KWEBUAHaSA TpyaHas KeTKa,
YO/MHEHVE KOHEYHOCTElA, apaxHOO4AKTWUAWA, pa3bo/iTaHHOCTL CycTa-
BOB — WHOr4a C PEKypBaUMEIA KO/eHHbIX CYCTaBOB, [/10CKOCTOMME.
CepaeyHo—-cocyaucTas cucteMa nopaxkaerca B 40—60% cny4aeB: Bbk
ABMAOTCA aHeBpM3Ma aopTbl M Apyrve aHoMasiMm apTepuia, AeteKTbl
K/1anaHoB U1 neperopodkn. CmeTaHHble [eheKTbl MAMKUX TKaHeA:
aTpomyeckme 60po3Abl, CKYAHbIA MOAKOXHOXKVPOBOA C/0IA, TPbDKU,
CNabocTb CBA30OK U CYXOXWINIA, GoSiblUMe HekpacuBble yuun. Hepeaku
[eteKTbl JIEFKUX W 3KTONUA MoYeK. BOoSbLUMHCTBO 60/1bHbIX  UMET
naTosiorMi0 Co CTOPOHbI [/1a3: 3KTOMUA XPYCTasIMKOB, MWOMMUS, KOCO-
rnasve, Hepeako KaTapaKTa M Kosioboma pafy>kKHOEA 060/104KWN. PeHT-
reHosiornyecky npm 6os1e3HM MapaHa oTMevaeTcs audPy3HbIEA 0CTeo—
rnopo3 MeTau3apHbIX OTAEMOB KOCTEM, pefakas TpabekynspHas ceTb
B ryb4aTom BeLUECTBE, WCTOHYEHWE KOPTUKA/IbHOIO C/105l, 4acTo —
Hanmune 30H TO/TYKO06pa3HOro pocta B MeTahmsax, LUMopoobpasHble
MATOYHbIE KOCTW, LUMPOKUE MeEXPeOepHble MPOMEXYTKW, OCTPbIA 3Mu-
racTpas/ibHbIiA  yros.

NeueHune. TpoBoguTca obLlEyKpensioLLlee fiedeHre. HasHa-
yaloTca npenapaTtbl  aMWHOKUCAOT, BUTaMUHbI rpynnbl B.  [pu
HEo6X0ANMOCTU HOLLIEHNE KOPPUTMPYHIOLLMX OYKOB. B Crlyvae BTOPUYHOLA
rNayKombl BC/IEACTBME 3KTOMMN XpyCTasIMKa MpoBOANTCA OnepaTuBHOE
neyeHvie. Tpy BbIpaXXeHHOIA AedopMaumn rpyaHOA KIETKU MoKasaHa
TopakonsiacTuka. [porHo3 3aBMCUT OT TSHKECTU CepAeyHO-COCYAUCTbIX
HapyLLleHNIA N NporpeccupoBaHns  6os1e3HN.

MATKW AMNNA3NA. Mpu 31004 aHOMa/ MM pa3BUTUA MaTKa MOXET
MOSIHOCTbLI0 OTCYTCTBOBaTb, YTO Hab/oAaeTcs peaKo, Win npeacTaBnseT
COGOIA CTU/I0LLHOLA HEBOSTbLLOMA TSHK WU OBYPOrVIEA pyOUMEHT 6e3 MosiocTw,
UTO YacTO CoYeTaeTCs C arviasveii Brarava 1 apyruMm ypoactsamun
pasBuTMA. .

MATKWN PA3OBOEHHOW PA3BUTWE. YacTo codeTaeTcsd € no-
POKOM pa3BUTUSA BRaramila. CreneHb BbIpaXXeHHOCTM JAHHOIA aHOMasim
3aBMCUT OT YPOBHS U MPOTSHXKEHHOCTU HEC/IUSHUS MIOSIIEPOBbLIX XO0B.
PaznuyaloT cregyrolpme TUnbl pa3gBOEHHOM0 PasBUTUA MaTKW: ABOIAHYIO
1 4BYPOryl0 ABYLLIEEUHYIO MaTKy C HOPMaslbHbIM Briara/ivLLEM, ABYPOryro
OAHOLLEeYHYI0 MaTKy C HOpMasibHbIM Bfara/iMeM, MaTKy C MOsHOMA
MeperopoakoiA, MaTKy C 4YaCTUYHOLA MEeperopofKoiA, CeyI0BUAHYH WM
cepaueBnaHy0 MaTKy, OZHOPOryt0 MaTKy, MaTKy C [06aBOYHbIM aTpe—
3MPOBaHHbLIM  POrOM.

KnunHMkKa. YKasaHHble MOPOKWN pa3BUTUS NpoTeKarT 6ec-
CUMMTOMHO B Nepuog, AeTcTBa. CUMMTOMbI MPOSIBASIOTCA Yallle B Nepuos,
rMosI0BOro Co3peBaHMs N B MepUoA, MosioBoiA 3peniocTu. VIHorga o6Hapy-
YKMBAKOTCA C/lyYalAHO MpU NPohUIaKTUYECKOM OCMOTPe, BO Bpems Oe-
peMEHHOCTW, BO BpeMs pofoB WM B MOC/IEPOAOBOM Mepuoe, BO Bpems
abopTa. B nepuof MOsIOBOro CO3peBaHWUS MOFyT OTMeYaTbCs Mo3gHee
HacTyrsieHne MeHcTpyaumn, 6071 BO BPEMS MEHCTpyauun. B nepuos,
MosI0BOA 3pesiocTU: HEBO3MOXHOCTb MOI0BOMA XXM3HU, Gecriiogue, npu-
BbMHblE BbIKUABILLK, MNpeXAeBpeMeHHbIe poabl, MOMepevHoe MosioKeHme
nsoga, cn1abocTb PoAoBOIA AeATENIbHOCTW, KpoBOTEYeHVe B MOC/1eA0BOM
M Moc/Iepof0BOM  repuoax.

NeueHne onepaTuBHoe. /19 NpeaynpexaeHns OCIOKHEHWIA
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BO Bpems 6epeMeHHOCTU U pogoB ornepaumn credyeT NpovsBoavTb B re-
puof, MOJIOBOEA  3PE/IOCTW.

MATKW WWENKW ATPE3WNSA, BcTpevaeTcs aTpesuns BarMHa/bHOLA
YacTu e/ MaTKMW, Npy 3TOM BO Briara/ivLLe LLelAka He onpeaenseTcs,
M UMEETCH O0TBEPCTME B CBOAE, Bedyllee B MaTKy. YacTuuHas BpoXaeH-
Haf  aTpesvss LeMKM  MaTKW — HerpoxoauMMoCTb — JI0Ka/IN3yeTcs
B 06/1aCTM KaHaa LLeikW, NPoSIB/ISETCA B NePUo, rnosioBoro co3peBaHus,
KOrJa BO3HMKAaeT reMaToMeTpa.

JleyeH ne onepaTuBHOE.

t MAPOYYU CUMHAOPOM — BpOXKAOEHHBLILA CUHAOPOM, K/MHUYECKast
KapTuHa KOTOPOro XapakTepu3yeTcs pasBUTMEM OHOCTOPOHHELA Fy6o-
KO KaBEepHO3HOLA aHrMOMbl BEPXHUX KOHEUHOCTEIA B covMeTaHun ¢ ayc-
XOHApPOrU1asuein nasbueB. B KAMHWYECKOM OTHOLLEeHUW 3abosieBaHue
CX04HO ¢ cuHapomamn Knunnens — TpeHoHe 1 Bebepa, HO OoT/iMyaeTcs
OT HVX PEHTIEHO/IOMYECK/MM XapaKTePHbIMM ANCXOHAPOMN/IaCTUYECKMMM
M3MEHEHUSAMWN  KOCTEIA.

NleyeHMe remMaHrnoM MnpoBOAMTCS XUPYPruyeckum wiv quiebo-
CK/1EPOTUYECKMM  CMOCO60M. OTMEYeHO CamMorpom3BosibHOE 06paTHoe
pasBUTUE K Ka/ibLUMPMKALMA 04aroB MOopaXKeHUs.

ME3EHXWMAJIbHAA  ANCIMJTA3NA C NMOPOKAMW PA3BWU-
TNA COEAVHUNTENBHOW TKAHW. CuHgpom onwucaH B 1951 T,
Gardner. HacnegyeTcs Mo ayToCOMHO-A0MUHAHTHOMY TUMY C pa3/IN4HOIA
MEHETPaHTHOCTBIO MYyTaHTHOro reHa. 3abosieBaHWe pa3BMBaeTCs Ha
2—3-M OeCATWIETUN XKU3HW.

KnnHnuyeckaa KapTuHa. Beaywmmm cumnromamn sB-
NAKTCA MHOKECTBEHHbIIA MOINMO3 TO/ICTOr0 KMLLEYHMNKA CO CK/TOHHOCTLIO
K 3/10Ka4eCTBEHHOMY MepepoXXaeHNIo, OryxosieBble pa3pacTaHusa B Opbl-
Xelike. B KOCTAX 4epena MHOXECTBEHHbIE OCTEOMbl U 0CTEOPMOPOMBI.
«/IbBMHOE SINLIO» 6O/IbHBIX 06YC/I0BMIMBAETCA JIOKA/IM3aLMEIA OMNyXosein
B MAMKNX TKaHSX. B Koxe — AepMonaHble KUCTbI, GrMGPoMbI 1 Sel oM
OMbl. Y 60/IbHbIX HabrtoaaeTcs paHHee BbInagdeHVe 3y60B.

AvddhepeHummanbHbIA AnarHo3 creqyeT NpoBoauTb ¢ 6osie-
3HblO [MNepKeTa, aKpoMerasiveii, MHOKECTBEHHbIM MOSINMO30M KULLEYHUKA.

ledyeHM O CMMMTOMATUYECKOE.

METUJIMANOHOBAA AUVAEMWA — BpoXaeHHoe HapylleHvie
06MeHa, COMpOoBOXAAOLLIeeCs aLma030M, MUNepr/MUMHEMYEIA, TUnepsiak—
Tatemveld. Hapagy c 9TVM OTMeYasiaCb BbIpaXKEHHass KeTOHypus, -
HEPIIVLMHYPUS, METUIMa/IOHOBaA auuaypus, HUBKULA ypoBeHb GUKap-
60HATOB, MOBbLLEHHBLIEA YPOBEHDb METWIMASIOMOBOIA KUC/10ThbI. 3a60s1eBaHMe
MposIB/ISIETCS C MEPBbIX AHEAXKN3HW. Y HOBOPOXAEHHbLIX NEPUOANYECKN
BO3HWKAET PBOTa, 06E€3BOXMBaHWE; 00HApPY>XMBAETCA MblILeyHas rmrno-
TOHWA, 006LLaA BASIOCTb, OTCTaBaHVe B Bece, yBeiMveHne neyeHn. Cunta-
0T, 4TO AetheKT 06MeHa Npy METWIMA/IOMOBOIA aLuMAEMUN N KETOTUHECKOM
Tuvne rmnepriuHeM N, BUAUMO, OOUH W TOT Xke. VIMeeTcs Takoke CX0ACT-
BO C auuio3oM Yy [OeTeiAd paHHero BO3pPacTa, BbI3BaHHbIM UMepsiakraT—
emvex. JeteKT 06MeHa BOCCTaHaB/IMBAETCHA K KOHLYY BTOPOIr0 rofa >KM3HW.

MWACTEHUNA (3pba — lMNonbadnava 60ne3Hb, acTeHo-Oybbap-
HbIA Napasivy) (posib Hac/ieAcTBeHHoCTY). MepBoe onmcaHue cuHApoMa
npuHagexuT Erb (1878). Goldflam gan nogpobHoe onucaHve B 1893 T.
CnHOPOM XapaKTepusyeTcs MTOo30M, CTpabu3mMom, 06bIMHO MOSHOEA Ha-
PYXHOIA  ofiTasibMorviervieid,  €nabocTbio  KeBaTeslbHbIX  MbILLLL,
avicanbrvieid, aychoHVelA, 6bICTPOIA MbILLEYHORA HCTOoW@emMocTbto. Onu-
CaHbl cevel/Hbe crlydan. JKeHLWWHbI nopakatoTcea 6osiee yacto (2 : 1).
BospacT 60nbHbIX BapbupyeT B LUMPOKUX Mpedenax. B nutepatype
onucaHbl Clyyam poXXAeHUs DETelA 0T MaTepeiA, CTpafatoLmX MUaCTEHVEIA.
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KnunHnueckasa KapTuHa. Hanbosniee xapakTepHbIM
CUMMTOMOM SIB/ISIETCA MblLeYHas €/1ab0oCThb, BO3HMKaKOLWaA nocse ABU-
YEHVIA 1N HarnoMmMHalLWwaa napanny. B npouecc cHavasia BOB/IEKAeTCA
rpynna Hapy>HbIX [/la3HbIX MbILLL, M03XKe pa3BMBaloTCA OyribbapHble
CUMITTOMbI (aucarvs, AmnsapTpus). LedHbe rpynnbl MbIL, N MbiLLbI
KOHEYHOCTEIA Takke MOryT nopaxkaTbcs. JaHHble GMOXMMNYECKOro mc-
cnefoBaHMA 00HaPYXXMBAIOT 3HAUNTENIbHYIO KpeaTuHypuio. CoaepXaHune
Ka/Insl B MbILLLIAX BbICOKOE, @ B CbIBOPOTKE KPOBWU CHWDKEHO. MbilLeyHas
6uorncusa He 0OHapy)XXMBaeT MaTosiornun. SNEeKTPOMUOrpanyeckoe mc-
crefoBaHvie BbISB/SET MUACTEHUYECKYIO peakLpio.

AvnarHocTumke nomoraeT npoba ¢ aHTUXOSIMHICTEPa3HbIMU
npenapatamy, Mocsie MOAKOKHOA UWHBEKUMW  BOCCTaHaB/IMBalOTCA
MbllLeYHble ABWKEHUSA. [MaToreHeTUYECKNIA [eheKT HaxoauTes B MMO-
HEBPa/IbHOM  COEAUHEHUN — UMEET MECTO HapylleHue MeTabosm3ma
aueTWNXonnHa. bornblioe 3HadeHVe B MaToreHese 3a6osieBaHVSA Mpu-
[aeTcs naTosiorMmM BUIOYKOBOIA Xeresbl, a Takke ayTOMMMYHHbIM peak-
umam. TeueHve 3ab0/1eBaHUSA XPOHMYECKOE C Mepuoguyveckumun  pe-
MuccusiMn.  CMepTb  HacTyrnaeT OT  CepagyHOA U ObIXaTeslbHOLA
HeAoCTaTOMHOCTW.  AudxpepeHupanibHbIMA AMarHo3 crieQyeT npoBoauTb
C MO/IMHEBPUTaMW Pas/IMHHOIA  3TUO/IOMMN N MPOrPECCUpPYIOLLEIA - Mbk
LLEYHOIA ANCTPOMELA.

leyeHUe BKIOYAET XOSIMHEPIrNYECKME U aHTUKYpapernoaobHble
cpeacTBa (OKCaswsl, MNPO3epuH, HEOCTUIMWH U MUPOAOCTUIMUH).  TuM-
9KTOMMA MoKasaHa Mpyv Hea(hheKTUBHOCTN Tepanun. B HeKoTopbIX
cny4vasax ObIBaeT rosie3eH KOPTU30H.

MWIPEHb (remmnkpaHmns) (posib  Hac/ieaCTBEHHOCTU).  MurpeHb
XapaKTepm3yeTcs MOBTOPHbIMW MPUCTYNaMy FOSI0BHOA 601, JIOKa/In-
3ylOWUMNCA 06bIMHO B OOHOIA MOJI0BUHE ro0/10Bbl. YacToTa MUrpeHwu,
Mo JaHHbIM pa3HbIX aBTOPOB, KOME6/eTCa B AOBOSBHO LUMPOKUX Mpeae-
nax, B cpegHem oT 1,5 go 54 Ha 10 000 HacesieHus, dalle 6onetoT
XKEHLMH». Hayano cuMnTOMOB Hambosiee 4acTo B BospacTe OO0 16 reT.
Bce aBTOpbI NMpUaatoT 60sIbLLOE 3HAYEHVE HAC/IeACTBEHHOCTH, YKa3aHus
Ha KoTopyto onpesensaoTes B 50—85% cnydyaeB murpeHn. MNpu aHanuse
POLOC/I0BHOLA HepeaKo 06Hapy»XXMBaeTCs codeTaHe MUIPEHN U anwien-
cun. B 6onblumMHCTBE cnyYaeB HacrneayeTcs AOMMHAHTHO. B pasButum
MNpUCTYNOB MWIPEHN WMEKOT 3HaYeHWe Ba30OMOTOPHbIE pacCcTPoLACTBa
M 3HAOKPUHHBLIE. oslaratoT, YTO B OCHOBE rO/I0BHOLA 601 NEXMUT yBev-
YeHWe amMrUMTyabl My/bcaumm B apTepusX, O0CO6EHHO B  BUCOYHOIA.
CHMMaeT o/10BHYH0 60/1b Ha3HaYeHve 3proTaMuHa, BbI3bIBatOLLErO CHU-
YKEHME My/IbCALMOHHOLA BOSHbIL 33T MoATBEPKAAET 3aBUCMMOCTbL F0/10B-
HbIX 60/1EA OT COCTOAHUS TFEeMOAVHAMUKU.

KnnHuka. OTmevaloTca neprvoanyeckue MpucTynbl FOsI0BHOMA
60711, Yalle OAHOCTOPOHHEA. WHTEHCMBHOCTb FO/I0BHOLA 60M Bapua-
6enibHa. B TsXKenbIX Cyyasix rosioBHble 6071 COHETAOTCS C BO36YXKAe-
HWEM, PBOTOIA, TOLLHOTOIA, CBETOO0SA3HLIO, YyBCTBUTE/IbHLIMI PACCTPORACT-
Bamn. OTMevaloTCad Takke HanpshkeHve Mbllll, >XWBOTa, LMaHo3
KOHEYHOCTelA, TOsI0BOKpYXKeHMe, Tpemop, 6/1eAHOCTb, CYXOCTb BO PTY
1 Apyrme cYMMTOMbl. B 60MbLUMHCTBE CrlyvaeB CUMIMTOMbI AepkaTca oT
6 po 18 yacoB. HeBposiormyeckue CUMMTOMBbI OTMEYAOTCA Ha MPoTUBO
MOSIOKHOIA TOSIOBHOLA 60/ CTOPOHE, MOBbILLEHUE CYXOXWJIbHbLIX ped-
JIEKCOB, 4yBCTBO pacCTporicTBa U T. 4 [Mpyu g/ mTesibHOM  TeveHun
MUIPeHN y 60/IbHbIX MOryT ObiMb 3KBUBa/IEHTbI, XapaKTepusyroLumecs
UyBCTBUTE/IbHLIMU paccTporACTBaMM1, Anchopnsamn. Ha BbicoTe nNpucTyna
onpefensloTes u3MeHeHus Ha 93 1 1I' I, HekoTopble GMOXUMUYECKME
M3MEHEHNs B KPOBU (KaTexosiaMuHbl 1 Ap.).
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OdTasibMoniernyeckas hopma MUrPeHN XapakKTepusyeTcs JI0Kav-
3aLyein 6051 B JI06HOM OTAEse, MOpaXXatoTca r/asoasuraresibHbie HepBbl
Ha CTOpOHe rosiIoBHOM 60/M. YacTo cBfi3aHa C aHeBpM3MOIA BW1M3MEBa
Kpyra BO/M3N KaBepHO3HOro CUHYca.

AnddepeHymanbHbIA AnMarHO3 creayeT NpoBOaUTb
C OpraHVNYeCKUMU MOPadKeHUSAMM MO03ra, C MNopokamu pasBUTWUS COCY0B,
aHeBpU3MaMM W OMyX0/1blo, BPOKAEHHbIMW aHOMa/INAMU  JIMKBOPHbIX
nyTeti n gp. TeyeHne BapuabenbHO. Pemuccnn Hambosee 4acTo Habro-
fatoTcs B nepviof, 6epeMeHHOCTV U MeHorays3bl.

NleyeHune: B nepuos NPUCTyNa MUIPEHN Ha3Ha4alTCA aHaslb-
reTuKM, CMecb acrnupuHa, KojenHa, KogewHa, npenapatbl 6esU1aaoHHbI,
CHOTBOPHbIE CpeAcTBa. B MEXNpUCTYMHLIMA nepuod, MokasaHo o6Lue-
YKpensisioLLee fiedeHrie, LMPoKoe MpUMeHeHne CefaTVBHbIX NpenapaTos,
thusmoTepanus — Tokn BepHapa, ranbBaHM3auMs LLEMAHBbIX CUMMETU-
YeCcKUX Y3/10B. .

MWKPOLUE®PANTNA WUCTUHHAA, CEMEWHAA. TlcuxonaTto-
JI0TNYeCKas KapTUHa MUKPOUE(a/IMM HAaCcTOMIbKO TUMNWYHA, 4YTO OHa
MOXET paccMaTpuBaTbCAd KaK CaMOCTOSATeslbHas K/MHUYecKkas ¢opma
onuroppeHnn. OCHOBHOE MECTO B K/IMHWYECKOIA KapTuHe 3aHVMaloT
CUMITTOMbI UHTESUIEKTYa/TIbHOro  AetekTa, A0CTUraoLEero 06bIMHO 3HauN-
TesbHOA CTemneHn (ManoTusa, ry6oKas MMOeLIBHOCTL). Menxmyeckoe
Heaopa3BMTUE NPU MUKpoLedas i HOCUT audidy3HbILA, TOTa/TbHBIMA Xa-
pakTep. OTMeYaeTCs He TOSIbKO Pe3KO BbIpaKeHHbIA AeheKT rMo3HaBa-
TeSIbHOIA [eATeNIbHOCTW, HO W HeaopasBuUTME JIMHMHOCTU B LesioMm. [pu
60/1bLLIOLA BbIPXXEHHOCTW HapyLLEHWIA Mo3HaBaTe /IbHbIX MPOLECCOB OTHO-
CUTESBHO JTyULLIE COXPaHATCA HEMnocpeACTBEHHbIE AMOLMN. 3TU 60/TbHbIe
MPOSIB/IAOT A0CTATOYHOE YYBCTBO CUMMATUM B OTHOLLEHUN OKPY>KatoLLMX,
OHM pafyllHbl, MNPVBET/IMBLI, 8AeKBaTHO pearnpyloT Ha pagocTHble
M neYasibHble cobbITUSA. B 3TOM OTHOLLEHUM MM MOMOraloT XapakTepHble
A8 HAX 3MOLMW, XXMBOCTb, 60raTCTBO BbIpasuTeSibHbIX ABWKEHWIA, Mo-
BblLLIEHHaA noapaXaTesIbHOCTb. B 3aBUCUMOCTM OT 0COBEHHOCTEIA Temrie
pamMeHTa, CTereHW akTUBHOCTM U MOABWXKHOCTU HEPBHbLIX MPOLLECCOB
MPVHATO [eNMTb MUKpOLEdaIvio Ha age rpynnbl: TOPNVAHY U 3peTu-
Yeckylo. BosibHble MepBolA rpynmbl OT/IMYAOTCA BSA/IOCTBLIO, Ma/IOA Mog-
BVDKHOCTbIO, 6e3y4aCTHOCTBIO K OKpy>karoLlemy. [eaTesibHOCTb Y HUX
KpalAHe oOrpaHW4YeHa, HOCUT MacCUBHOMOAPXATE IbHLIA  XapakTep.
BofbHblEe  MUKpoOLEa/IMEIA 3PETUYECKOA TPYyNMbl BCTPEYalTCA 3HaYM-
TesibHO vawle. lMoBefieHMe 60/1bHbLIX XapaKTepu3yeTes Ype3MEePHOLA M-
BVDKHOCTbIO, CYET/IMBOCTbIO, CTPEM/IEHVMEM K AEATESIbHOCTU. [BUXeHUs
MX JIOBKME W HECKOSIbKO YCWleHHble. BosibHble XOpOLUO Jia3aloT, HO
Y HUX CTPadatoT ToUHble, Hanpas/ieHHbIe ABVKEHWS. Biarogaps XopoLueti
noapadkaTeNIbHOA CroCcOOHOCTW, MEXAHWYECKOMA MamsaTh, XXMBOCTU 3MO-
WA MUKpoLedasibl 3TOA rpynnbl OTHOCUTESIbHO HEMJIOXO OB/laAeBaloT
HaBbIKaMV MPaBU/IbHOIO MOBEAEHWS, MPUOOPeTal0T HEKOTOPYHO MpPaKTu-
YEeCKyl0 OpPUEHTWUPOBKY, YTO MO3BOISIET MM Jlydlle a[arnTupoBaTbCs
B COLMasTbHOMA cpefe, B CeMbe, B OT/INUME OT LiepebponaTuyecKmnx MUKpo-
LedasioB, Y KOTOPbIX Hapsay C rpyobIM MCUXUYECKUM HEAOpa3BUTUEM,
r/yboko CTpafalT 3MOLMOHaUIbHAA cdepa, HaBblKM U OEATESTbHOCTb.

AndhdhepeHynanbHbIMA AMarHo3 oT Apyrux qopm
ONNIropPeEHNN MNPOBOAUTCA Ha OCHOBaHWW XapaKTepHOro /18 MUKPO-
ueda/mm coveTaHUs (U3MYECKUX, aHTPOMOSIOrNYECKMX, HEeBpPOsSIormyec-
KUX, PEHTIeHOMOMMYECKMX W MCUXOMNAaTOsIOrMUYECKNX AaHHbIX.

NeveHne cm. OnuropeHUs.

MWOIrNOBHYPUA MAPOKCU3MANIbHAA (Metiepa — BeTua
cuHApom). [Mapokcu3mMasibHas mauonaTuyeckas MyorsI06UHYpUs OTHO-
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caTesl K reTeporeHHolA rpynne 3abosieBaHMiA. BrepBble onncaHa B 1910 1.
Meyer n Betz. 3abosneBaHve 0THOCUTCA K Hac/1eACTBEHHbIM HapyLLEHNSAM
obmeHa. MprbmM3nTenbHO MOSIOBMHA BCeX CrlyyaeB 3abos1ieBaHUst HOCUT
ceVel/HbEA XapakTep. Yalle 60/1€0T MY)XXHUHBbI.

MaTonornyeckne n3MeHeHVs HaxoaaT r/1iaBHbIM 06pa3oM B MbILLLIAX:
JereHepaumsa BOJIOKOH, BaKyo/M3auus, HEKpo3bl. STV HapyLlleHUs Ka-
caloTca rflaBHbIM 06pa3oM 6a30pmibHbIX HATELA VIMEeTes M3MeHeHUs
B KaHa/1bLaX MoYek.

KAvHW4ecknm nposiBrieHnem 3a60/1eBaHNS CIY>KUT BO3HUKHOBEHVE
napa/INyeii CoOMaTUYECKMX MbiL, 1 By/IbGapHOA MYCKY/laTypbl Ha (hoHe
BbICOKOIA TemMrepaTypbl. MNpUCTYN HaYMHaeTCA C CWIbHBLIX 60/l B MbliLL-
LiaX KOHEYHOCTE, MbILLEYHOIA ClabocTu, B peaKuX Criyyasix pas3BuBaeTcs
Mo/HBIMA Napasiny KOHEYHOCTEIA. CyxXOKu/lbHble peduiekCbl OTCYTCTBYHOT.
Ha doHe npucTyna pasBuBaeTca MoyeyHas HeAOCTaTOYHOCTb, OINIYpUs
1 MVOTJI06MHYPUYECKMIA MOYEYHBIA LLOK. CMEPTb MOXKET ObITh C/IeACTBYIEM
napasivya apxaresibHbIX MblLLL, cepaLia 1 o0LLeiA asoTemumu. 3abosieBaHne
HOCUT MepUoaMNYECKMIA XapaKTep, KakabIA MpUCTYM COMpoBoXadaeTcs
MO/HBIM BbI3[0POB/IEHVEM.

AnarHo3 CcTaBAT MyTeM OnpedesnieHVss B Mode MUOrsi0buHa
CMEKTPa/IbHbIM - WX 3/1eKTPOhopeTUHECKUM METOAOM C  MPUMEHEHNEM
MUOr/I06MHOBOIA aHTUCLIBOPOTKN. B CbIBOPOTKE KPOBW WUMEETCH 3Hauu-
TeflbHOe MOBbILLEHVE SaKTaTAernaporeHasbl, asbAosiasbl, IOTaMUHM-
POBUHOrPaAHOA TpaHcammnHasbl. JviddepeHUmanibHbIA narHo3 criefyet
nMpoBoAVTL C MapoKCU3Ma/IbHbIMW  MUOMJIErMSIMA  OPYTOLA  3TVOSI0MN
(MmacTeHnsn, 6051e€3Hb MamcTopna). —

NeyeHne cuMATOMATUYECKOE 1 OBLLEYKPEn/IstoLLEe. .

MNO3NT occnonumpPyownin MPOrPECCUPYIOWNN
(MioHxmetiepa cuHapom). CuHapom OnmcaH Miinchmeyer B 1869 r.
HacnepnyeTca no ayTOCOMHO-A0MUHAHTHOMY TUMY C pas/INYHOIA aKcrpec-
CUMBHOCTbIO MYTaHTHOI0 reHa. Yawie 60nel0T Masibunkn. B natoreHese
3a60/1eBaHUA MIMEET 3HaYeHVie HapylueHve andxbepeHLMasibHOIA coeanHn-
Te/IbHOA TKaHN MbllLeYHbIX Meperopodok. Mpu naTos1oroaHaToMUYECKOM
uccenoBaHUN orpeaesniseTca paspacTaHue (acumasibHOMA CoeauHUTE b
HOIA TKaHM M BTOpMYHaA Mporpeccupyrollas MeTarsiasvst BOSIOKHUCTO
XPALLEBbIX 3/1EMEHTOB.

KnunHunka. 3aboneBaHVe MNposBAsSeTCA Mocsie poXAeHUs win
B paHHeM [eTCKOM Bo3pacTe. XapakTepu3yeTcs MnocTerneHHo pacrnpocTpa-
HAIOWMMCS B KayAa/1bHOM Harnpas/fieHUN «OKOCTEHEeHWeM» Mblil, [pur
nasibnauyii Mblllbl M/10THble 60/1e3HEHHBbIE. OTMeYaeTcs BbIHYX/AEHHOoe
MosIKEHME  GO/bHbLIX;  HErHYLLMIACA  «GaMByKOBbIVA»  MO3BOHOUHWK,
orpaHM4YeHve OBVWKEHNIA B CycTaBaX, (DMKCUPOBAHHOE MOSIOKEHNE HUXK-
HEA  YeslocTW, ee  MaslonoABWKHOCTL.  BerieacTBue  HEBO3MOXHOCTU
XeBaHMA pa3BMBaeTCs pe3kas obwas runorpopms. OnmcaH Takoke
MbILLEYHO-TAPOMATO3HBIMA TUM € JIOK/IM3aUyield 04aroB  KasibLiMHO3a
BOKPYI CYCTaBOB W MOOKOXHLIMA TUIM C MNPeVMYLLECTBEHHOIA J1I0Kasn3a-
Leia o4aros B MOAKOXKHOMA KeTuaTke. CMepTb HacTyraeT OT UHTEpKyp-
PEHTHbLIX 3a60/1EBaHNIAL

AndhdhepeHumanbHbIA AuMarHoO3 cregyeT NpoBoAUTb
C VHTEPCTULMA IbHBIM  KaslbLIMHO30M, MPOrpeccupyowmm  AepMaToMmO-
3UTOM, rMnonapaTUPeonamM3MOoM, aHKUIO3MPYIOLLMIM CHOHOWTapTPUTOM.

leyeHMe cvMITOMaTUYECKOE.

MUVOK/IOHYC,  Hac/ieACTBEHHbIA — Hac/leACTBEHHoe  3abosieBaHvie;
HaunHaeTcA B Bo3pacTe A0 20 /ieT. XapakKTepmsyeTcs ObiCTpbIMA HEPUT-
MUYHBIMA COKPALLIEHNSMN MbILLL, WM OTAEMbHBIX MbILEYHbIX MY4YKOB.
OAMHAKOBO 4acTO BCTPeEYaeTCs Y MYXXUMH W XeHLWWH. HacneayeTcs no
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ayTOCOMHO-ZIOMUHAHTHOMY Tuny. MMOKIOHUN Yallle 6bIBatOT B MbILLILEX
ua, TyfoBMLWA WM NPOKCUMasIbHbIX OTAE/I0B KOHeYHocTelA. Bo cHe
MUOK/TOHUX MCYe3al0T, a MNpy  3MOLMOHA/TIbHOM  HarpshXeHUn YCeuiuv-
BaloTcA. OT/mMyaeTcs [06pOKAYECTBEHHbLIM TedeHveM. HekoTopbitd Te-
paneBTUYECKMIA 3DEKT MOXET ObIMb MOsSTyYeH OT MPUMEHEHUS ceaaTuB-
HbIX CPeacTB.

MNOK/NOHYC-3MNNENCUNA  (YHpeppuxTa — JlyHabopra  60-
nesHb). OnwucaHa Unverricht n Lundborg B 1891 r. 3a6osieBaHue
HOCUT HaCc/IeACTBEHHO-CEMEMHBIA XapaKTep, Hac/ieyeTcs Mo ayTOCOMHO-
peLeccMBHOMY TUMY, YacTO KPOBHOE POACTBO poauTesieid. [ereHepaTuB-
Hble U3MEHEHMS 00HapY)>KMBAKOTCA B MO3XKeuKe W 3KCTpanMpamMuaHoiA
cuUCTEME N MpeAcTaB/IAT Co60IA pa3pacTaHue GuUopor/inm ¢ BKIIHOYEHU-
amn Terey, Jlapopa — [110Ka, N0 CBOEMY CTPOEHMIO HarOMWHAIOLLMX
>XVBOTHBIIA T/INKOrEH.

KnunHnka. HaunHaeTca B ASTCTBE C MUOK/TIOHMYECKUX MOagpri——
BaHWIA, Cyo0por, 4alle B MPOKCUMasIbHbIX 0TAe/1aX MbllLl, KOHEYHOCTEIA,
Ty/0BULLA, /LA U FI0TKW, 00bIMHO 60/IbLUME MPUMAAKK, MOSBASHOLLIMECS
npeVMyLLIECTBEHHO HO4bO. 3abosieBaHMEe COMPOBOXAAeTCs Mporpeccu-
PYIOLLMM CHUXKEHUEM WHTE/VIEKTa, 3MOLMOHASIbHOIA OrpaHMYEHHOCTbIO,
HeraTVBM3MOM, HapyLleHWeM MpaBU/IbHOIO BOCTIPUATUS OKPYXKatoLLLEero.
B HeBpo/MoOrn4eckoM ctaTyce MOXKET ObiMb MOBbILEHVE MbILLEYHOIO TO-
Hyca Brv10Tb 0 PUrMOHOCTYW, OSIUFOKMHE3NSA N 6pagnKUHE3NS, aMUMUS.
Hepeako 3SHAOOKPVHHbIE paccTpoiAcTBa B (iopMe OXUpeHUs. BapuaHT
K/IMHNYECKOr0 TeYeHWsI C U3MEHEHVSIMU CETHATKN HasbIBaeTCs 60/1e3HbI0
Nadopa — YHpeppuxTa. TeuveHne 3a60siIeBaHMA MNPOrpeccupytoLLiee.
MHorpa BcTpevatoTcs abopTuBHbIE (OpMbI.

AndbdepeHyumanbHbIMA AnarHO3 cregyeT NpoBOAUTb
C 3HUedamMTaMn Pa3/INYHOLA 3TUOMOMNK, SMWIEMNCUEIA, KOKEBHNKOBCKOIA
aNWercriein.

NeuveHune. T[lokasaHa MNPOTUBOCYZOPOXKHAA Tepanus.

MWOMNA, BJZIN3OPYKOCTb — aHomMans pedpakumn, rpu Ko-
TOpOLA (POKYC Mapasu1esibHbIX JIYHeiA COoeOaVHSETCA Mepeq, CETUATKOI.
Muionusi cpeay eBPOMEIALIEB BCTpeYaeTcss NpumMepHo Yy 2% HOBOPOXAEH-
HbIX U 15% B3pocnbIX. Cpean AMoHUEB mMuonusa aocturaet 85%. Tun
HacneoBaHWs  ayTOCOMHO-PELIECCVBHBIEA U ay TOCOMHO-A0MUHAHTHbIIA.
Pa3BuTrE MMONMUN MAPOMCXOAUT B OCHOBHOM, 3a CYET HEeCcooTBETCTBUA
Mexay yasiMHeHvem (PocToMm) repefHe—3aaHelA 0cU rnasa v NpesioMisio-
LLEIA CWIOIA €ro OMTUYECKOIA CUCTEMbL. YCUIEHNIO MUOMUW CMIOCOGCTBYHOT
Hanps>keHHas 3puTesibHas paboTa Ha 6/IM3KOM PacCcTOsHUW, 0COGEHHO
npy MJIOXMX CaHUTapPHO-MMIMEHNYECKMX YC/I0BUSIX, Hac/eaCTBEHHas
npeapacrosiOKEHHOCTb, C/labocTb COEAMHUTESIbHOA TKaHW, 3HAOKPUH-
Hble HapyLUeHWs, UHDPEKUUN N NHTOKCUKALIMW, HEMOSIHOLEHHOE NTaHme
n gp. Tshkenasa 6G/M30pYKOCTb MpeacTaB/isieT CoG0IA Hac/ieACTBEHHLIA
abroTPOMNYECKNIA  MPOLLECC, CKJ/1EPO3  XOPUMOUAEW,  HauMHAOWMIACA
B XOPUOKaMNWINIAPHOM C/I0E U XapakTepusyroLMIACA UCHE3HOBEHVEM
KPOBEHOCHbIX COCY/10B, TUMOKCUEIA W aTpouein Hapy>XHbIX C/I0eB CET-
YaTKW, YCWIEHHOIA NUrMEHTaUVEIA.

KnnHnuyeckaa KapTWHa MUMONUA XapaKTepusyeTcs
MOHWKEHVEM 3pEHUS BAas1b, KOTOPOE Y/Iy4LlaeTC OMTUYECKOLA KOppeK-
e BOTHYTbIMM CTekaMu.  [py YCWIEHHOIA paboTe Ha  6/1M3KoM
paccToAHUM MOXET pa3BUTbCA MbllleyHas acTeHonua (60 B rnasax,
B 06/1aCTV BWUCKOB, TOLUHOTa M Mp.). Muonusa ¢ BO3pacTOM MOCTENEHHO
nporpeccupyeT. [lporpeccupytolias MUOMUA  MOXET  OC/TIOKHUTBCA
LIeHTpa/TbHbIM XOPUOPETUHNTOM, KPOBOU3IUAHUAMU B 06/1aCTU XKETOro
NATHa, MOMYTHEHVSMW CTEK/I0BUAHOIO Tesla U T. 4. [pyu HeKoppurmpo-
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BaHHOIA OYKamMV MUOMWW BC/IEACTBUE YPe3MEPHOIA paboTbl BHYTPEHHUX
NpAMbIX MbILLL, F/1a3a M OTCYTCTBUA MMMy IbCa K akKoMoJaummn 6mHo-
KY/NSpHOE 3peHMe paccTpanBaeTCcsd U MOXET Pa3sBUTbLCA pacxogsiueecs
Kocornasme. Mo knaccugmkaumm B. JI. Pag3mxoBCKOro, MUOMUKO Mpu-
HATO pas3nnyaTb Mo BenmumHe (cnabast, cpeAHss, BbICOKas), ANHaAMUKE
pasBUTUA (CTabusibHas, MporpeccupytoLwias), KAVMHUYECKOMY TeYeHWo
(cknepanibHas, CK/1epoxopuonanusispHas, CK/1epoXopropeTuHasibHas,
ToTau1bHas).

AnarHo3 mMvonuu ycTaHaBMIMBaeTCA CKMACKOMMEIA Mnocsie LKIo—
rervm. Kpome CKWackonuu, MpUMEHSIOT* pethpakTOMETPUIO Ha ped-
pakTomeTpe [apTuHrepa W 6OMBLUOM 3/1EKTPUYECKOM OMTasIbMOCKOMNe
BO-58. Y HOBOPOXAEHHbIX [ETEA 6e3 UMK/Ioriernn onpeaenseTcs
rnoYTn Beerga Mvonums. J10)KHas MMonus BO3HUKAET Takoke B NpeaLUkosib—
HOM W LUKOSIbHOM BO3pacTe. B avdxpepeHLmaibHOMA AMarHOCTMKE BadKeH
MeTo4, aprorpahun.

JleueHMe MUONMM 3aK/KOYAETCA B CBOEBPEMEHHOM Ha3HaYeHUN
COOTBETCTBYIOLLEIA KOppeKumK. JlekapCTBEeHHas Tepanusi rpu nporpec-
cUpyroLLeiA myonun—auTaMuHbl B2, C, P, E, A, K, npenapaTbl KanbLus,
r/10KO3bl, oAy CTbe npenapaTbl, NWIOKaprnvH, aapeHasIMH, aTponuiH,
TKaHeBble 1 COCYA0opacLUMpSIOLLMe CpeacTBa, OKCUIeHoTepanus, MUKpPO-
a/leMeHTbI 1 np. Tpuy oTCrolike ceTyaTKM Npu 6/IN30PYKOCTU MOKa3aHo
onepaTuBHOe JiedeHWe. B rnocriegHee BpeMsi Mpy 6,1M30pYKOCTU BbICOKOIA
CTeneHn NPUMEHSIIOT oMnepaLun, HanpaB/ieHHbIE Ha YMEHbLLEHVIE KPUBU3-
Hbl POrOBULbI U AaKe 3KCTPaKUMIo XpycTasinKa, [OeraloT MAacTUKY Y
yKpensieHne cknepbl no A. . HectepoBy. [MporHo3 npu TsHkesoiA oc-
JIOKHEHHOIA 6/1M30pYKOCTU OYeHb CepbesHbIiA. MpotnnakTuka 6,m3opy-
KOCTU A0/DKHA NPOBOAUTBLCA YXKe B poausibHOM Aome. Ecnmn HoBopoxaeH-
HbIA 3MMETPoON WK aaxe runepmeTpon B 1,0 D, To Takux [eTeiA Hano
6paTb Ha AaucraHcepHoe Hab/loaeHVe Kak MoTeHUVaslbHbIX MUOMOB.

MWOTOHUNA BPOXAEHHAA (TomceHa 6o05ie3Hb). 3abosieBaHve
onucaHo Thomsen (1876) y MHOMMX YSIEHOB €ro ceMbl B 5 MOKO/IEHUAX.
HacnepnyeTcs Mo ayTOCOMHO-AOMWHAHTHOMY Turly. [laTosioroaHaToMu-
YeCKN HaxoOAaT YTO/WEHWE MbILEYHbIX BOSIOKOH W CUSIbHOE BETB/IEHVE
B HMX HEPBHbIX OKOHYaHWIA. B naToreHese 3abosieBaHMS OCHOBHYHO poJib
WUrpaeT HapyLLEHWEe CUHAMTUYECKOIA Mnepefayn BCrieacTBue AedeKkTa Mbk
LIEYHbIX MeMbpaH.

KnunHuka. 3aboneBaHMe MOKET HauMHATbCA C POXAEHMUSA CO
CnasmoM MyCKy/1aTypbl JiMLUa, A3blKa W [/10Tare/bHOM MYCKy/1aTypbl.
Cna3mbl YCUIMBAIOTCS MPY YMbIBaHUSX peGeHKa X0s104HOLA BOADIA U KOpM-
JIeHUN  XO/104HOM muweiA. B 6oniee no3gHem Bo3pacTe  pa3sBUBatOTCA
MblLLEYHbIE FMMEPTPO(PMM C MOBbILLEHHOMA MEXaHOBO30YAVMOCTbHIO MbILLILL,
®PYHKUMOHA/IbHbIE MblILLEYHbIE PacCTPOLACTBA MPOABMAIOTCA MbILEYHLIM
crasmMoM Mpu LesieHanpae/ieHHbIX ABkeHUAX. Mpu anekTpommorpapmn
rbISABASETCHS MUOTOHMYECKAA peakUus Mbill, Ha FaslbBaHUYECKUIA TOK.

AvnddhepeHyumnanbHbIMA AuUarHO3 cfegyeT NposoauTb
C MWOTOHWYECKOIA AOUCTPOGMEIA.

JleyeHune: npUMeEHeHWEe NpenapaToB XUHUHA; Kanbuua, AKTT.
HasHauatoTcs rasibBaHMYecKMe npoueaypbl C KasibLUyeM U XUHUHOM.
B AOveTe — orpaHuyeHve Kanusi. . .

MO3IrA NMPOMEXYTOYHOI0 HACNEACTBEHHO-CEMEWNHbLIN
CVHOPOM (akpomerasioaHbIMA TUraHTU3M CeVelHbiiA, BepapanHeniv
cuHApom). CvHAPOM MpeAcTaB/iseT cemeiiHoe ropMoHa/IbHO—0O6MeHHoe
3abosieBaHMEe € rynepyHKUMeA runodmsa.

KnunHunuyeckaa KapTuHa. 3abonesBaHne HaunHaeTcs
B paHHEM [eTCKOM Bo3pacTe, XapaKTepudyeTcs ObICTpbIM pOCTOM [LETeiA
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1 pa3BUTUEM aKpPOMEraslIoMaHOI0 rMraHTU3Ma, rMnepTpoduein ckerleTHoA
MYCKy/aTypbl, aTpodmeid MoAKOXHOXKMPOBOIA TKaHW Mo TuMy Jmrnoam-
CTpohnK, renaTocryiEHOMEra/IEIA C YKUPOBOIA VHPWILTPaUMEIA MeYeHn
MU pasBUTMEM LIMPPO3a, KapavoMerasmeid, runepnvrMeHTaumelid KoxXu
M MOMyTHEHMEM XpyCTa/IMKa. B Moye yBennueHue 17-KeTocTeponzaoB.
B KpoBM — runepamnemMmns (CbIBOPOTKA KPOBWM  MOJIOHHOIO  LIBETA).

AndbdpepeHyumanbHbIA guarHoO3 cregyeT NpoBoAUTb
¢ 6onesHbl0 JloypeHca — MyHa — bapge — bugnsa,  nvnougosamu,
onyxosiAiMn  rnopun3a.

MO3IroBbIX COCYAOB OBbI3BECTB/IEHVE HAC/IEACTBEH-
HOE (®apa cmHgpom). B 1931 r. Fahr onucan cemeiiHoe 3a6osieBaHue,
COMPOBOXAAtoLLIeecs paHHUM 00bI3BBECTB/IEHNEM COCY0B, BaCKy/ISipU3n-
PYHOLLMX BHYTPEHHIOK Karicysly 1 NoAKOpPKOoBbIe Y3/ibl. Bo3pacT 60/1bHbIX
20—30 seT. [laTos0roaHaTOMUYECKWU OrpefesifaioTes  AereHepaTuBHOe
MopaxkeHWe B 06/1aCTV MOLKOPKOBLIX FaHI/IMEB W B MeHbLLUELA CTereHn
OpYyrux OTAEN0B HEPBHOMA CUCTEMbI, M3MEHEHWs COCy[0B C WX 00bI3-
BECTB/IEHVEM.

B KNAWHWKe BeoyLyM/ CUMITOMaMN SBASIOTCA MPOrpeccupyto-
Lee criaboymue, aKCTpanmpaMyaHbIiA CUMMTOMOKOMI/IEKC, CracTuyeckme
napaiMum 1 napesbl, ANWIENTUPOPMHbIE MPUNAaKM.

AnarHo3 CTaBAT Ha OCHOBaHUM PEHTIeHOsI0rNYeCKMX AaHHbIX:
BHYTPMMO3roBble 00bIZBECTB/IEHNS (<MO3r0OBble KaMHW»),

OuddepeHyurmanbHbliA AMarHo3 cregyeT nNposoanTb
C TOKCOM/1a3mMo30M, 6osie3Hbio LLUTypre — Bebepa, xopeeth XaHTUHITO-
Ha, Ty6epo3HbIM CKJ/1EPO30M.

NeueHwne. T[lpoBOAAT MPOTUBOCYAOPOXHYIO TEpanuio;, HasHa-
YalT npenapaTbl, CHWXaOLWWE, MbLLEYHLIA TOHYC, BUTAMVHbI.

MO3>XXEUYKOBAA AONCCUNHEPTIUA MMNOK/TOHNYECKAHA
(XaHTa cnHgpom). MNporpeccupytolias Mo3xeuKoBas AMCCUHEPTUS OMnK-
caHa Hunt B 1921 r. XapakTepusyeTcs WHTEHUMOHHbIM TPeMOpoM,
HauMHaOLLMMCA B pyKax W MOCTENEHHO pacrnpocTpaHsloWmMmMes Ha apy-
rvie oTAe/bl. ATakKTUYECKUEA TPEMOP MeHbLLIE B MOKoe. TpemMop codeTaeTcs
C MMOKJ/I0HYCOM U 3nwiencueid, MoxeT 6bMb AUCCUHEPIUs, OUCMETPUS,
aaNafoXOKNHES, TUMOTOHUS Mbil, HucTarm. Mpu naTosioroaHaToMu-
YECKOM UCCMeA0BaHUN HaxoOAaT [ereHepaumio KpacHoOro u 3y64aToro
anep Mokeuka. Hunt Tawke Habnogan 3ToT CMHAPOM B COYETaHUN
Q atakcvein dpugpeiixa. CUMTaloT, YTO CMHOPOM MOXET ObMMb BbI3BaH
MepBUYHOIA aTpotmeid 3ybuaTbIX SAep MO3XKeuka.

AvddbepeHummanbHbIA AuMarHO3 credyeT NpoBoaUTb
¢ 6one3Hb0 dpmapeiixa U MUOK/IOHYC—3MWIENCHEIN.

MO3OJ/INCTOINO TENA AFeHE3VA BPOXAOEHHAA. OnucaHa
Alpers, Grant B 1931 r. AHOMa/IMA COYETAETCA C MHOXKECTBEHHbIMM [ge-
(hbeKTamMm pasBUTMA MO3ra, BK/IHOHAOLLUMMW paclumMpeHue 3adHUX poros
GOKOBbIX >Kesly[louKOB, MUKpoLedasmio, ruapouedpanmio. O6HapyXu-
BalOTCA 3aepXXKa YMCTBEHHOIO 1 (IN3NYECKOr0 PasBUTUSA, CYA0POXKHbIE
npuUcTynbl, Mapainym 1 napesbl. Y B3pOC/ibIX HabMIOAATCA aTakcus,
3pUTESIbHbIE arHO3UM N CHVDKEHWE UHTEsSUIeKTa.

NNedyeHMe CUMNTOMATUYECKOE.

MO30/INCTOIrO TENA OEFEHEPAUNKN CUHAOPOM. Marchia—-
fava, Bignami onmcann B 1903 r. pedKUiA CMHAPOM, MPOSIB/ISIOLLMIACA
CHWKEHVEM VHTE/VIEKTa, NCUXNYECKMMM PacCTPOMACTBaMN U M3MEHEHNS-
M1 OBuraTesibHoOMA cepbl. CMHAPOM BCTPEHaeTCs TOSIbKO CPeam MY>KUMH,
Hanbosiee 4acTo B MiTanun. MaTo10roaHaToMUYECKN BbISB/ISETCA NeEpPBUY-
Has gereHepauyss M HEKpo3 Meaya/ibHbIX YacTelA MO30/IMCTOro Tesa,
MMKPOCKOMNYECKN — AeMUETMHM3ALLS MOPaXKEHHbLIX 06/1acTelA.
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KnnHunka. 3aboneBaHne HaumMHaeTcs uawe nocne 30 JeT
C anatun, [enpeccun, CMEHSIOLLEIACS BO3GYXXAEHUEM U arpeccuetA.
Hepeako nMory?! MMeTb MECTO acoumasibHoe MOoBedeHVE U CeKeyasibHble
OTK/I0HEHMA. OTMEYaOTCH M3MEHEHVE MbILLIEYHOIO TOHYca U pediieKcos,
Tpemop, AnM3apTpus, npexoaswme remunapesbl. B TepMUHasIbHbIX CTa-
avsax  3aboneBaHUS — CyZ0pory, KOMAaTO3HOE COCTosiHMe. TedeHvie
3a60/1€BaHMA HEYKJ/IOHHO Mporpeccupytoee. MoryT UMeTb MeCcTo KpaT-
KOBPEMEHHbIe CMoHTaHHble pemuccnn. CMepTb HacTynaeT yepe3 2 5 ner
0T Hayana 3aboneBaHUS.

AnarnHos. KaHWYecKUA amvarHo3 KpaiaHe TpyaeH. Ouddepen-
LyanbHbIEA anarHo3 crieqyeT NpoBOoAUTb C FpynmnoiA AeMUENTUHUZUPYHOLLINX
3a60/1€BaHNIA,  OMYXONSIMU  MO30/INCTOr0  Tesia.

JleyeHMe CUMITOMATUYECKOE.

MO3rA NoMgnNCcTrPO®nNA MPOPECCUPYIOLWAA (cemeiiHas
[ereHepauma ceporo Bellectsa). CuHapom onmcaH B 1931 r. Alpers.
MNaTo/10roaHaTOMNYECKN XapaKTepn3yeTCs UCHE3HOBEHMEM TaHI/IMO3HbIX
KMETOK, Nposmdepaumetis MMKPOr/ MM U acTporsium. OnmcaHbl ceveiaHbEe
cnyyan 3aboneBaHVs. BOMbLUMHCTBO aBTOPOB CUMTAOT, YTO 3abosieBaHMe
Hac/enoyeTcs Mo ayTOCOMHO—PELIECCMBHOMY TUMY.

KnunHuka. Hayasno 60/1e3HM 00bIMHO C Cy[0por B paHHeM
petctBe. MporpeccrpoBaHWe HEBPOSIOMMYECKOA CUMITOMATUKA XapaKTe-
pu3yeTca CIernoTolA, CracTUKOA, MMOK/IOHYCOM W AeMeHLyeid. CmepTb
HacTyrnaeT npu SBMeHUsAX Aelepebpaumn.

NleyeHMe CUMNTOMATUYECKOE.

MPAMOPHAA BOJTE3Hb (ocTeoneTpo3 cevelmHbiA, 60/1€3Hb Aslb-
6epca — LLleHGepra, 0CTEOCK/1Iep03 BPOXKAEHHLILA Andpy3HbIA) — 3a60-
NeBaHVe KOCTHOM cucTtembl. OmmcaHo B 1904 r. Albers u Schonberg.
MposiBNsieTca B pa3/iMyHbIX KMHUYECKMX BapuaHTax. YacToTa B mony-
naupmm 1 : 100 000, PasnunuyaloT 3/10KaYeCTBEHHYHO M MOHOCUMIMITOMHYHO
thopmbl.  MaToreHe3 60s1€3HN He BbISCHEH. 3/l0KadecTBeHHas dopma
nposiB/ISETCA yXKe B rpyAHOM BO3pacTe 3a[epKKOIA pocTa, MHOrAa CroH-
TaHHLIMN nepenoMamu KOCTEIA, 3HAUUTESIbHOIA aHEMVEA, YBeIMYEHVEM
pasmepoB MeYeHU W cesie3eHKW. Tun Hac/efoBaHWA 3/10Ka4eCTBEHHOIA
(hopMbl — ayTOCOMHO-PELIECCVBHBIIA.  VI3BECTHA Takke  MOHOCUMITOM—
nam — [o6pokavecTBEHHas ()opMa, BblsB/ISeMas TOSIbKO MpU PeHTIreHo-
JI0TMHYECKOM MCC/1ejoBaHUM, NPU KOTOPOM 06GHapy»XX1BakTCcs amMophHbIA
CKJ1EP03 KOCTEIA, MHOrAa norepeyHas Wiy rnpoaosibHas MCUYepHeHHOCTb.
KOCTHOMO3roBOIA KaHas1 He BbISIB/ISIETCSH, TpybuaTble KOCTW MpuobpeTaloT
CXOACTBO C «AyOoUHKOLA». BO3MOXHA KOMOMHaLMS MpaMOpHOLA 60s1e3HU
M paxmTa. 3Ta opma HacrneayeTcss OOMUHAHTHO. 3aboneBaHue HeobXo-
AnM) anddepeHLUMpoBaTb 0T 601e3HM MepkeTa, NAMOMATUYECKOIA Mynep-
Ka/lbLIMEMUW, TUHEpBUTaMUHO3a D, BPOXAEHHOr0 cUUInCa, paxuTa,
OCTEeOr/laCTUYeCKOro KapLuHo3sa, Jeiikosa U aHeMUIA.

NN BYUeHMWe He paspaboTaHo. MPoOrHoO3 He6MArONPUSTHLIA MNPy
3/10Ka4eCTBEHHOLA (hopme, CMepTb HacTyrnaeT B paHHeM Bo3pacTe u3-3a
HEeoCTaTO4YHOCTU  KOCTHOIO0 MO3ra WM remopparvmyeckoro CUHApoMa.
MporHo3 B cay4vasx MOHOCUMITOMATUYECKOLA (HOpMbl 6/1aronpuUSTEH.

MY KOMONMNCAXAPNAO03bI (rapronsivam, MHOKECTBEHHbILA Y30~
CTO3, NwmnoxoHapoaucTpopus, 6onesHb [ypnepa — MdayHaepa —
MyHTepa) — rpynna Hac/ieaACTBEHHbIX 3ab0/1eBaHNIA - COEAUHUTESTbHON
TKaHW, XapaKTepusyloLasacs CoYeTaHHbIM MOPaKEHUEM OMOpHO-ABUra—
TeNbHOro anmnapara’ BHYTPEHHMX OpPraHoB, r/1a3 M HEPBHOMA CUCTEMbI.
MepBble cnyyan 3a6oneBaHus onmcaHbl Thompson B 1900 r., Hunter
B 1919 r. 1 Hurler B 1919 r. HazBaHWe «raprovnmsm» 6bU10 AaHo 3abosie-
BaHMIO N3-3a CX0ACTBa MPOTECKHbIX YepT 60/1bHbIX € (UrypamMu ypoaLues,
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yKpawarowmx xpam HoTp-am B [Mapuke. 3abonesaHvie [0BOSIbHO
peakoe, B MUPOBOIA /InTepaType OnmcaHo HeMHormm 6onee 600 criydyaes.
OCHOBHOA TUN Hac/1e40BaHNSI — ayTOCOMHO—PeLeCCHBHbIA, hopma Hun-
ter nepefaeTcs Mo peLeccMBHOMY, CUEM/IeHHOMY C rosiom Tuny. [Mpu
rMaTosiIoroaHaTOMMYECKOM UCCIEA0BaHUN  06HAPYXXMBAKOTCA U3MEHEHUSA
BO MHOIMMX OpraHax: feyeHu, Moykax, cepfle, aopTe v Ap. 3HaunTesIbHO
CTpagaeT MO3r, BEC ero YMeHbLUEH WM YBESINYEH, BbISB/IAETCA YMeEpeH
Has ruapouedanus, yTosleHe TBepaoiA MO3roBolA 060/104KN. B KocTAX
06Hapy>XMBalOTCA HapyLUeHUs] 3HXOHAPa/IbUMOro OKOCTEHEHWUs,, paspa-
CTaHWS KPOBEHOCHbLIX COCY[0B B Xpsillie, HaKorsieHMe B €ero KreTkax
MyKonosincaxapuaos (M/IMKO3aMUHI/IMKAHOB) U SINMONA0B. 3TN XXe Be-
LLECTBa 0TK/13AbIBAOTCA B BUAE MESIKO3EPHUCTOA MacChbl B K/IETKaX Mo3ra
M nepudepuyecknx FaHrnsax, cetyaTke rriasa. HepBHble KIETKU Bbh
rSgaT Habyxwmmn, a4p0 UX CABUHYTO K Mnepudiepun, HUCCIIEBCKOE
BELLECTBO pa3pyluaeTcs. [oMoreHHble 3epHUCTbIE MacCbl 0TK/1a4bIBaloTCA
B MapeHXMMAaTO3HbIX K/IeTKax MeyeHW, PeTUKY/SpHbIX KIeTKax cesie-
3eHKW, 3MUTENTUN M3BUTbIX KaHa/IbLIEB MOYeK, K/IeTKax CK/Iepbl U poro-
BULbI /1a3a. B 0CHOBHOM BeLLEeCTBE COEAMHUTESTbHOLA TKaHW BbISB/ISIETCA
HaKor/1eHNe TOosIbKO /INKO3aMUHIIKaHOB. [poncxoauT ae3opraHuvsa-
LMA OCHOBHOIO BELLECTBa, YTO/ILEHME KOJi/lareHoBbIX BOJIOKOH. More-
KYJIPHOIA  OCHOBOIA AetheKTa COeAVHUTENIBbHOA TKaHU SABJISIETCA Hapy-
LLEHHLIA 06MEH  F/IMKO3aMUHI/IMKaHOB. B0O3MOXKHO, 4TO 3a6osieBaHve
BO3HWKAaET BCMEACTBYE MyTaLMM reHa, KOHTPOSIMPYHOLLEro CUHTE3 MoSiv-
caxapnioB, WM HapyllaeTcs CBS3b MonvcaxapugoB ¢ 6e/iIKoBbIM
KOMIJIEKCOM, YTO COMPOBOXAAETCHA WM3OLITOYHBbIM HAKOM/IEHNEM T/IMKO—
3aMVIHI/IMKMHOB B opraHax. GOBurv B JMNWOHOM 1 IDYTnX Buaax obmeHa
HOCAT, 0YEBUAHO, BTOPUYHLIA XapaKTep.

KnmHunuecka! «kKapTwuHa  3abonesBaHus MpuUHUMaeT
XapaKTepHbIMA BUA 00bIMHO Yepe3 HECKO/IbKO MECALIEB MOC/IE POXKAEHUS.
YepTbl Mg CTaHOBATCA TPpyObIMU, BbIpKEH 3K30(TasibM, runepTesio—
pu3Mm. Yepen pgedopmupoBaH UM yBe/IMHeH B pasmepax, Ji06 HaBucaeT
Hag, MUOM, MnepeHocuua 3anaBLuas, HOC LUMPOKWIA, Ty6bl TOSCTble, SA3bIK
60/bLLOLA. C BO3PacTOM 3TU OCOBGEHHOCTU CTaHOBATCA 6Gosiee BbIpakeB-—
HbiMW. BO/MbHblE 3HaUMTENbHO OTCTaloT 3 pocTe. LledA M KoHeYHocTwu
KOpPOTKMVE, Masiblibl KOPOTKME W LUMPOKWE, BbIpaXKEH MNepTpUxos.
OTmeyvaroTesa MaxoBble U MyNoYHbIE FPbDKU, AedopMaumsa rpyaHOMA KIeTKU
M MO3BOHOYHMKA, KOHTPaKTYpbl KPYMHbIX N MeSIKUX CycTaBoB. Hepeako
06HapyXMBaKTCa rernaTocr/ieHoMeransa, MNopoku cepaua. BornbHble
06bI4HO BS/Ibl U 3aTOPMOXEHbI, UHTE/VIEKT CHWXKeH. OfTasibMos1ornyec-
KOe unccrieioBaHVe 06Hapy>XmMBaeT MOMyTHEHWE POroBULbI MHOMAA TO/bKO
C MOMOLLBIO LLESIEBOA JlaMribl, 3aCTOAHbEE AVUCKU 3pUTESIbHBbIX HEPBOB.
[pn peHTreHosIOrM4eckoM WcC/IeA0BaHUN yCTaHaBIMBaOTCA  Aedopma-
LN KOCTelA Yepena, YrJI0THEHMe KOCTelA CBoAa M OCHOBaHWSA. YeperHble
WBbl PacTAHYTbI, Kpas WX WCTOHYeHbl. TypeLikoe ceasio YrJsIoWeHo,
BX0Z, B Hero pacLumpeH. MACTHble KOCTY 1 hasiaHr nasibueB AethopMmpo-
BaHbl, CTPYKTypa nx rpybonetsmctad. B TpybuaTbIX KOCTAX — Hapy-
LLEeHWe 3HXOHAPaSIbUOro U NEePUXOHAPaSIbHOI0 OKOCTEHEHUS. B noscHWY-
HOM OTAesie MO3BOHOYHMKA YacTo BbISB/AETCA KWUG03, Tesia MO3BOHKOB
CTaHOBATCA K/MOBOBUAHBIMW.  3M1eKTPOKapAMorpapueckn oTmMevaroTcs
npu3Hakn AnGdy3HOro MopaXeHUs MUoKapAa, M3MeHeHWe puTMa cep-
[Je4HOIA fesTenibHocTU. Tpy BUOXMMNYECKOM UCCIeA0BaHNN YCTaHaBIn-
BaeTCcA M36bITOYHOE BbIBEAEHVME C MOYOMA KUC/IbIX [/INKO3aMUHOB. [10
K/TMHNYECKUM 0COB6EHHOCTAM 3ab0/1eBaHNS, GMOXMMNYECKUM U3MEHEHVSM
M TUMNYy Hac/efoBaHWA MPUHATO pas/invaTb 6 TUMOB MyKoMosimcaxapy—
00308, lMepBbliA TN — cHApOM [ypriep 0T/IMYaeTes pe3kumMu aetopma—
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NMHAMWN cKeneTa U yepena, /loMb6anbHbIM KU(O30M, TYronoABUXHOCTbIO
MHOIMX KPYMHbIX 1 MESIKUX CyCTaBOB, rernaTocruieHoMerasiveiA, TsHxesotn
CTENeHb ONUIoPeHNN, MOMYyTHEHMEM POroBMLbI, 4acTo KaTapom
BEPXHUX AbIXaTesIbHbIX MyTeiA, MHEBMOHVEIA. TeueHne 60/1e3HM — Hambo-
Jiee 3/10Ka4eCTBEHHOE M3 BCEX TUMOB MYKOMO/MCcaxapuao3oB. BosbHble
XMBYT He 6onee 10—12 neT. CMePTb HacTynaeT OT JIEro4HO—CepAgUHOLA
HeaoCTaTO4YHOCTU. B Moye copepxaTcs 6o/ibluvMe KOMYecTBa AepMaTaH—
cynbaTa M renapaHcysbgaTta. HacneoyeTca Mo ayTocOMHO-peLiee-—
CMBHOMY TWIy. BTopodi Tun — cuHApoM [yHTepa — XapaKTepulyeTcs
YMEPEHHO BbIp@KeHHbIMW KOCTHLIMU AedopMaLmsMn, 0TCyTCTBMEM MOsC-
HUYHOro ropb6a. Y 60/IbHbIX 06HAPYXXMBAETCA He3HauuTeslbHas YMCT-
BEeHHass  OTCTa/10CTb, TYroyxocTb. [lOMyTHEHVe poroBuubl He-
3HaUUTEeSIbHOE WN OTCYTCTBYET, MOXET BbISBMATLCA aTpous AUCKOB
3pUTESIbHBbIX HEpPBOB, MAMVEHTHbIA PETUHUT. TeudeHue 60sie3HN 6ornee
nerkoe. bBosbHble Hepeako »mBYT A0 30—35 sieT. C Mo4olA BbIBOASATCA
[epMaTaHcyibaT M renapaHcys/ibaT, HO B HECKOSIbKO MEHbLUMX KOSn-
yecTBax, Yem npu cuHapome [ypnep, Twun Hac/nenoBaHUA — peLec-
CVYBHBIIA, CUETVIEHHBIA C MOSIOM. TMpu TpeTbem Tune s— cuHApomMe CaH-
Gunmnno — KOCTHbIE U COMaTUYECKME M3MEHEHWNS BbIpaXKeHbl Hepesko,
CHWXEHWe MHTesVIeKTa 3HaunTenbHoe. MoMyTHEeHVe poroBuLbl He OTMe-
YaeTca. B mouve MHOro remnapaHcysibata. Hacnegyetca cuHapom CaH-
(unNno  No  ayTOCOMHO-PELIECCMBHOMY — TUMY. YeTBepTblA  Tun —
cUHAPOM Mopkuo —ENIpUMeYaTesieH 0TCYTCTBUEM CHVDKEHUS MHTE/VIEKTa,
MOMYTHEHVS POroBMLbI, FenaTocr/ieHOMEra/IMi U FPOTECKHbIX YepT
g, OTMevaloTes  3HauMTeNlbHble  AedopmMaunn  CkesfieTa, 0CO6eHHO
rPYOHOA K/eTKW, B Mouve — 60/IbLUOE KOSIMYECTBO KepaTaHcy/bgaTa.
HacnepyeTca mo ayTOCOMHO-PEeLIeCCUBHOMY TUMY. Mpu HSTOM Tune —
cuHapome Llletie — XapaKTepHbl KOCTHble AedopMaLv, KOHTPaKTypbl
KPYMHbIX N MEJSIKUX CYCTaBOB, «KOITUCTas slana», VHTEeSUIeKT HOpMasieH
WM HE3HAYUTESIbHO CHUXKEH, MOMYTHEHVE PoroBuULLbl ymepeHHoe. C Mo-
YOI BbIBOOWTCA MHOIO AepMaTtaHcy/ibthaTa. HacnegyeTcs no ayToCOMHO—
peueccMBHOMY Twury. Tlpu wecTtom Tune — cuHapome MapoTo —
Namun — 60/bHbIE Kap/IMKOBOI0 POCTa, BbIPaXKEHbI KOCTHbIE U3MEHEHWsI
M MOMyTHEHVE POroBuLbl, UHTESVIEKT CYLLECTBEHHO He U3MeHeH. B mode
coZlepkMUTCA MHOM0 AepmMaTaHcy/bhaTta. HacnenyeTcs Takke Mo ayTo-
COMHO—PELLECCUBHOMY  TUMTY.

NeuvyeHne “60MbHbIX MyKOMonucaxapuaosamn npeacTaBiseT
TpyAHYo 3agady. [JenatoTcs MonbITKA UCMOMb30BaHNSA FOPMOHa IbHbIX
npenapatoB: AKTI, npegHusosnioHa v Ap. B page criyyaeB MokasaHo
npUMeHeHVe TUPeoAMHa, YUUTbIBasA MPU3HAKN TUNONYHKUMA LUMTOBUA-
HoIA eresbl. MNpegnaranochb sfiedeHvie TUPEOUAMHOM B CO4ETaHUN ¢ 061y~
yeHvem runogursa. OTMeYeH HEKOTOpbIA 3eKT OT MCMos/Ib30BaHUs
BbICOKMX 003 BUTaMmHa A. TpUMEHSIIOTCA cepiiedHble 1 apyrvie CUMITTO-
MaTUyecKue cpeacTsa.

MbIWEYHASA ATPOOUSA CMUHANBHAA MPOKCUMATIEHAS
BPOXAEHHAA (Kyrenbbepra — BenaHgepa 601e3Hb). CnviHasibHast
MblILLIEYHas aTpous NpoKcMMasibHas BpokaeHHas BblaerneHa Kugelberg
n Welander B 1954 r. 3a6osieBaHve HacreayeTcs Mo ayTOCOMHO-peLiec-
cMBHOMY Tuny. OnucaHbl ceveliHbe crlydan. O6a nosa nopaxarTces
C 0OMHAKOBOM 4acTOTOA. [pu MaTosioroaHaTOMMYECKOM MCC/1ef0BaHNN
orpeaensaloTca AereHepaTyBHbIE U3MEHEHNS B K/1eTKax nepeaHuX poros
CMAMHHOIO MO3ra, aTpous MblLeYHbIX BOJIOKOH, paspacTaHue coeau-
HUTE/TLHOA TKaHN.

KnunHunka. [lepBble cumiToMbI 3a60/1€BaHNS — aTpoun npo-
KCUMasIbHbIX OTAEM0B KOHEYHOCTEM M (haCLMKY/ISpHbIE MoAepruBaHus,
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noABAAOWMECS Ha MepBOM roay >XwW3Hu. 3aboneBaHue MeasIeHHO Mpo-
rpeccupyeT W gaeT PasBepHYTYIO KIIMHUNYECKYIO KapTUHY k 8— 10 rogam.
OGHapyXMBalOTCA pe3kas 3aZepXXKa MNCUXNYECKOro U (PU3NYECKOro
pasBuUTUSA, OTCYTCTBME CYXOXWU/IbHbIX pet/ieKcoB, BTOpUYHbIE AedopMa-
LM NO3BOHOYHMKA. DNEeKTPOMMOrpadryeckoe 1ccrieaoBaHne ycTaHaBn-
BaeT W3MEHEHHYI0 epegHeporoByt0 aKTMBHOCTb CMMHHOMO MO3ra.

AnarHo3 CTaBaT Ha OCHOBaHWUW paHHEro Havasia 3abosieBaHus,
MeJIEHHOr0 MPOrpeamMEeHTHOr0 TeuveHWs, XapaKTepHbIX 3/1IEKTPOMMO—
rpaiveCKUX M3MEHEHWIA, pe3ysibTaToB MbILEYHOIA 6uoncmn. OudidepeHr-
WanbHbIA  AvarHo3 credyeT npoBoauTb € 60nesHbo  BepgHura —
[odpmanHa 1 gpyrummn opmamm nporpeccupyoLinX MbILEYHbIX ANCTPO-
(WA, r/AMKOreHo3oM, TpPaBMATUYECKUMN  MOBPEXAEHUSMN  CAIMHHOIMO
MO3ra, MWO3UTOM.

NleyeHMe NPoBOAUTCA MO MPUHLMNAM, YKa3aHHbIM MpU Jie4eHn
MvioraTuiid, BaxkHa npomnakTuka BTOPUYHBLIX WHPEKUMIA.

MbIWEYHOW TUMNEPTPO®UN N YMCTBEHHOMW OTCTA-
NIOCTN BPOXAOEHHbLIM CUHAPOM (g JlaHX cuHapom). Bruk
B 1889 r., De Lange B 1934 r. panv nogpobHoe onucaHne 3abosieBaHUS,
rnepBble CYMIMTOMbI KOTOPOIro MOAB/IAOTCA MPU POXAEHUMN U XapaKTe-
pU3YIOTCA MbILLEYHOIA TUMNEPTPOeld, aKCTpanupaMnaHbIMUA - HapyLue-
HUSMU U pa3/IMHHBIMX MOPOKaMn pa3BuTus. Tpy naTosioroaHaToMmuye-
CKOM MCC/ieoBaHUM ONpeaensatoTes UCTUHHASA rmnepTpodums CKeseTHbIX
MbilL, €1ab0CTb MbILLL, MULLEBOAA U KMLLIEYHOM CTEHKW, pa3Hoo6pas-
Hble BapuaHTbl HeAOPa3BUTWUA M ypoacTBa Mosra (Monnrupus, MMKpPO-—
rvupus, MosiocT! B 6e/IOM BeLLECTBE MO3ra U Taslamyce).

KnnmHnuyeckun npu poxaeHun pebeHka 06HapyXuBaloTcs
MblLLEYHass FUMNEePTOHUSA, LUMaHO3 U MPaMOPHOCTb KOXW, B Ja/bHeiA
LemM — 3aepXKKa HepBHO-MCUXUNYECKOTO U (PM3NYECKOro pasBUTUSA,
HV3KUIA POCT, HapylleHue MpoLLEeccoB OCCU(UKALMN SAep OKOCTEHEHMA
M npopesbiBaHUS 3y60B. OTMEYalTCd CYMMETPUYHbIE TUNepTpothnn
MHOIMX CKeSIeTHbIX MblLLL, AUCTIaCTUYECKME YepTbl: 60siblias ros1oBsa,
6onblUMe YLK, A3bIK. [TWMEPTOHMA N MbilWeYHas pUruaHocTb 6osee
BblpaXeHbl B Crmbatensx pyK U Hor. XapakTepHa no3a 60/1bHOro:
rosioBa 3arnpoKMHyTa, PYKW COFHYTbl B JIOKTEBbIX CycTaBax, Masiblibl
OKaTbl B KyJlak. AXwinoBbl pedyiekcbl OTCYTCTBYHOT. Mo mepe pocTa
YMCTBEHHas OTCTa/10CTb M 3aepXXKa CTaTWU4ecKoro pasBuTas CcTa-
HOBATCA BCe 60siee BbIpKeHHbIMW. [eTn paHOo ymMupatoT.

Awva 03 CcTaBAT Ha OCHOBaHUW CUMMETPUYHBIX MbILEYHbIX
rMNEPTPONIA, MbILLEYHOIA TUMNEPTOHUN B COYETAHUW C AvcruiacTude—
CK/MW YepTamMn U YMCTBEHHbIM HezopasBuTuem. [dvidpepeHumasibHbIA
[uarHo3 csiegyeT npoBoAuTb C Hac/leACTBEHHO-AereHepaTBHbIMM 3260~
JIEBaHVSIMU  HEPBHO-MbILLIEYHOIA cuCTeMbl, 60/1e3Hbi0 [ayHa, Tprycomyeti
rpynnel D n E.

MbIWWEYHAA TUMNOMNNA3NA BPOXAEHHASA (Kpabbe CcuH-
apom). 3aboneBaHue onucaHo Krabbe B 1946 r. XapakTepudyeTcs
BPOXXAEHHbLIM HEeA0pasBUTMEM MbILEYHOMA TKaHW. Mblilbl N0Xo onpe-
[ensaioTes Npy nanbnaupn. 3abosieBaHWe MHorga codeTaeTces ¢ ApyrMn
aHoOMamMsaMU.  CyxoxusibHble  pedi/ieKCbl  cOXpaHeHbl.  CTaTudeckue
(hyHKUMN pa3BMBaIOTCA C 38ePXKKOIA, HO UMEETCH TeHAEHUMS K Yrlyd-
LUEHMIO. DNIEKTPOBO36YAMMOCTb MbILLL, U HEPBOB He HapylleHa. O6Ha-
PY>XMBaETCA KpeaTUHWHYPUS MNPy OTCYTCTBUM KpeaTunypum.

AndbdbepeHumanbHbl A ANarHo3 criegyet MpoBo-
OUTb C NPOrpeccUpyroLLMMN MbiLLEYHBIMA OUCTPOPUSMMA.

NeyeHne: nMpUMEHeHVE CpeAcTB, YJ/lydllalowmx obMeH Be-
LIECTB B MbILLEYHOM TKaHN (AT®, r/ioTaMuHOBas KWUC/I0Ta, METUOHWH),
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aHabonunueckune roOpMOHbl " BUTaMUHOTeEpPanumA. Moka3aHbl JieyebHas

tV/BKM bl LLEYHASAar ICTPO®UA MNOTOHUYECKAS (KypluMaHa-
LLitatiHepTa — BaTtTeHa 6ose3Hb). Curschmann, Stemert, Batten
B 1906 r. onvcann 3abonieBaHVie, XapaKTepu3yloLleecs MUOTOHVEN,
aMMOTPOMEIR N SHOOKPUHHBIMU paccTpotAcTBamu. 3abosieBaHne BCTpe-
YaeTcsa ¢ dactoTtobd 1: 100 OO0 B monynisumn. HacneayeTcs, Kak mpa
BWI0 MO ayTOCOMHO-ZOMWHaHTHOMY Tury. Hepeako nepedaeTtcs /v-
LaM1, VMEIOLLMMA  MOHOCUMUTOMHbIE (hopMbl. MY>KUMHBI  MOpadKarTcs
B 5 pa3 ualle >XeHWMH. lpyn naTosioroaHaToMUYecKoM UKcc/1eaoBaHNA
onpeaensTca AereHepaTyBHbIE N3MEHEHVS MbILLEYHbIX BOJIOKOH C pas3
pacTeHUeM COEAVHUTESTBbHOA TKaHW. XapaKTepHO YA/IMHEHNE LIeHTpasIbHO
PacrnosIOKEHHbIX A4ep MbILEYHbIX KETOK aTpodus xere;* BH \PenHeii
cekpeumn, 0co6eHHO MosIoBbIX Xenes. [laToreHes ,
n3BecTeH. MMOTOHUYECKMEA KOMIMOHEHT 00Yc/10B/IeH AeheKTOM MU0
HEBPa/IbHOMA MJIaCTUHKN U U3OLITOYHBbIM WNOWBHUEM BJAa’“xouw aa.
KnunHunk a 3aboneBaHne MOXET HauvHaTbCA B J1060M BO3pa
cte. lMepBbIM CUMMTOMOM SIBASIETCA TPYAHOCTb paccs/iabrieHns MbumL,
BbI3blBaeMasi MexaHW4YecKUMKM, 3MOLMOHa/IbHbIMA U *MO040% thak-
Topamn. HYacTo nopaxxatTCsA MbilLLbl YK U HOF 1 MUMUYECKas MYyCKy1a
Typa CTeneHb BbIPKEHHOCTV MUOTOHUN BapbupyeT. XapaKTepHbl
aTpoun MbllL, SIMLA — SO YAJIMHEHHOE C 3a0CTPEHHbIMW YepTamum
B 60silee MO3QHUX CTaaMAaX BbISB/ISETCA aTpous MbILLL, KOHEYHOCTeIA
MU Tynosulla. XapaKTepHO CHWKeHWe 3peHWUst BCMeACTBMe pa3BuBalo-
LelACA KaTapaKTbl, KOTopas 06Hapy>kvMBaeTcs BO BCeEX CAYUYMN6010-
BaHMA. YacTo OTMeyYaloTcs MCUXMYECKUE paccTporAcTBa — criaboymume,
‘;}yBCTBO cTpaxa, NpuavpYMBOCTb, pasapaXmTesibHOCTb, HeJOBRP™R’® "
MYXXUMH paHHAS UMMOTEHLMS U 06/1bICEHME, Y XEHLLUMH  MeHonay3a.
3peKTrnomMmuorpadmna BbISBSET MUOTOHUYECKYIO peakumio Mbll, C Oy
lfq . ,  3HVeMm. Broxmmmnyeckoe vccnefosaHvie 06Hapy>K1BaeT
FUMNOM/INKEMUIO, T/TIOKO3YpUto.  TOpMOHasIbHbIMA Mpoellb CBAOETEb,C —
BYET 0 IUMOYHKLW >Kesle3 BHyTpeHHelA cekpeumn. TedeHve 3abosieTa
HUA Mef/IeHHO nporpeccupytollee. AsuraresibHble QyHKUMA Y 60/IbHbIX

eoxp— e, « I, T e T MNpoBOUTH

CHET I U ropMoHas1bHaA
(AKTI) u cumnTomaTuueckas Tepanus. B auete uenecoobpasHO pesko

NrOAWTYNTE NPOAYKThI, c%egma ne Kanuii éKaIBITO}q)enb n_ap.).

P MbIWEYHBIE AWNC o MPOrPECCUPYIOWMNE (muona-
TUW, Nporpeccupylolne MbilledHble AvCTpodnM) — rpynna Havbosnee
pacnpocTpaHeHHbIX Hac/1eACTBEHHbIX HEPBHO-MbILLEYHbIX 3a60/1eBaLLLLl
MoapobHoe KIMHMKO-MOPOSIOrMYecKoe onvicaHve nepsbIxX c/lydaes Obu1o
caenado Duchenne v Cruveilhier (1853), Erb (1882), Landouzy,

(1886), Griife (1868), B. K. Potom (1890, 1890). 3abosieBaHUSI onmcaHbl
BO BCEX CTpaHax mMupa c 4YacTtoToii 4 Ha 100 000 HaceneHus, 35 A

HabnoaeHWIA NVEIOT CeMVeHBIA XapakTep. PasnunuHble opMbl rporpec-
CUPYIOLLMX MbILLEYHBIX AMCTPOUX MOMYT MnepefaBaTbCs M0 ayTocoLl O

[OOMVHAHTHOMY, ayTOCOMHO-PELIECCMBHOMY W CLIEM/IEHHOMY «  [10S10M
Tunam. Mpy HATO/10r0aHaTOLLMrEeeCKOM UCC/Iefi0BaHUN BbISB/SETCS Crle-
Aytoulee:  MblUbl WCTOHYEHbI, 4YaCTb BOJIOKOH 3aMellieHa XXMPOBOLA
N COeaMHUTENIBHOA TKaHbi. B Muorn/iasme — nocTeneHHas BaKyosim3a-
uva # rvaiMHoBas fereHepauvsi, B capKosieMMe — yBesinyeHue saep
1 popMupoBaHMe MX B LIEMOYKY. Mpn 3/IEKTPOHHOMA MUKPOCKOMUM Bbl

ABNAETCA M3MEHEHVEe CTPYKTYpPbl MeM6paH MblILeYHbIX K/IETOK, CyLlec —
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BEHHbIX M3MEHEHWNIA B HEPBHOIA CUCTEME He HaxoasaT. B ocHoBe naToreHesa
MporpeccupyonX MbiLeYHbIX AUCTPOMIA NexaT HapyLleHUs MeTa-
60/11M3Ma MbILLEYHbIX K/IETOK. Broxummyeckmne uccnefoBaHma 6morncmpo-
BaHHbIX MbILLIL, 60/1bHbIX YCTaHOBU/N N3MEHEHUS HYK/TEMHOBbLIX KUCSIOT,
6e/1KoB 1 (hepmMeHTOB. VIcrnonb3oBaHMe MeyYeHbIX aMVUHOKWC/IOT B 9KCnepu-
MeHTe Ha MblIlax C Hac/leACTBEHHOMA MbILEYHOMA AVCTPOdMEIA YMCTOMA
VHUM Re/129 BbISBWIO 3HauMTeslbHoe MpeobsiafaHne YCKOpPEeHHOro
pacnaga 6efikoB MbIL, Haf, VBMEHEHHbIM UX CUHTE30M..

KnunHnka. Beayummnm KIMHAYECKMMM CUMMTOMaMU 3abone-
BaHWIA 3TOIA rpynnbl SABASIOTCA MbllledHas €1abocTb, YTOMISIEMOCTb
npy ferknx U3NYecKMx Harpyskax, CUMMETPUYHbIE MblLEYHbIE aTpo-
un. PaHO BbISBAAIOTCA CHWDKEHVE WM OTCYTCTBME CYXOXWUSIbHbIX
pedieKcoB, FUMOTOHMSA MblllL, B 60/1ee MO3OHUX CTagusX — KOCTHbIe
JedopmaLimn, KOHTPaKTypbl. PacCTpolACTB 4YyBCTBUTE/IBHOCTW, KOOpAW-
Hauun 1 yHKLUMN Ta30BbIX OpPraHoB He oTMevaeTcs. MOCTOSAHHO Bblpa-
>XEHbl BereTaTuBHO-TPOUYECKME PACCTPOIACTBA.

OnucaHbl pas/ivyHble (opMbl MPOrPECCUPYIOLLINX MbILLEYHBLIX AUCTPO-
(A tOBeHunbHas dopma 3dp6a — PoTa XapaKTepUlyeTcs Hayasiom
B MOJIOOM WM [ETCKOM Bo3pacTe. HacrieqyeTcss Mo ayToCOMHO-peLiec—
cMBHOMY Tuny. [NopaxkatoTca 06a nona, MasibyvMKU 60/1e0T HECKOSIbKO
vawle paeBoyeK. 3abosieBaHWE 00bIMHO HauMHaeTcs C aTpou MblLLL,
Ta30BOro Nnosica M MpoOKCUMasibHbIX 0TAEN0B KOHEUHOCTEIA, MceBaormnep—
TPOUN NKPOHOXHbIX MblLL, PaHO yracaloT CyXosilibHble peduiekchbl.
XapaKTepHbIM SAB/ISETCA CUMITOM «KPbUTI0BUAHBIX JI0MaTOK», «CBOGOAHBLIX
HaOrUeuNiAm, «O0CUHas Tasins», MepeBa/INBAOLLASACA MOXoAKa («yTUHas»),
BCTaBaHVe B HECKO/IbKO 3TarioB («IECEHKOIA»). VIHTe/UIeKT 00bI4HO He
cTpagaeT. TeueHVie Mea/IeHHOe, HO HEYKJTOHHO HporpeamneHTHoe. CreneHb
[ABuraresibHbIX pacCTPOMACTB 3aBMCUT OT BO3pacTa, B KOTOPOM MOSABAS-
I0TCA MepBble  K/IMHWYECKME CUMITOMbIL  TMceBgorunepTpoduueckas
dopma [roweHa MOpaXaeT MNPEUMYLLECTBEHHO MaslbuMKOB. OCHOBHOLA
TUN HacneaoBaHUA 3a60/1eBaHNSA — PELLECCVBHbBILA, CLIEMVIEHHBIA C MOJI0M.
KnuHnyeckne cuMiToMbl 06HapY>KMBalOTCA HepeaKo B MepBble roabl
YKU3HW: MOX04Ka MNpuobpeTaeT XapaKTep «yTUHOLA», 60/lbHble UCTbITbl-
BalOT TPYAHOCTU MpW rNogbeme Mo JIeCTHYMLE, 4acTo MajaloT. XapakTep-
HbIM SIBASKOTCA 3HAUUTE/IbHbIE NCEBAOMMMNEPTPONN NKPOHOXKHBIX MbILLILL,
HEPEAKO [eNbTOBUAHBIX, AF0AMYHBLIX M Ap. Y OTAe/bHbIX 60SIbHbIX
C MceBaornnepTPOPUYECKOA (opMoiA [liollieHa BbISB/IAIOTCA CHVDKEHME
WHTE/VIeKTa, SHAOKPVHHbIE paccTPoOMACTBa, —CMHAPOM  MueHko — Ky-
LWMHra, aavnos3o-reHnTaslbHas AncTpodmns. 3abosieBaHMe  HeyK/10HHO
nporpeccupyeT u 6bICTPO MNPUBOAUT K 006e34BVKEHHOCTU  BOSIbHbIX.

Mneve-nonatoyHo-nuuesasa Gopma JlaHaysu — [lexepuHa Hacse-
OyeTcsa Mo ayTOCOMHO-A0MUHAHTHOMY Tuny, 60/1e3Hb HauMHaeTcs B 20—
30 sIeT € aTpor MbILLL, IMLA U M/1eYeBoro nosca. JiMuo rmrnoMMMUYHO,
TUMNWUYHO JSINLO «CPMHKCa», aTpopus KpYroBoiA Mblliibl pTa 06yc/10B/n-
BaeT MOMepeyHylo Y/bloKy. [1a3a MosIHOCTLIO He 3aKpblBaloTCH, Jlaro-
(brasibm, B nocsieaytolemM 0TMeYaeTesl MOpaXKeHWE ApYTnX MbiLeYHbIX
rpynn. TedyeHwe 3aboneBaHWS Mef/IeHHOe, O0/Ir0 COXPaHsATCs OBura-
TesbHble PYHKUMN.

OnucaHbl 6Gosnlee peakue GoOpMbl  NPOrPECCUPYIONX  MbILLEYHbLIX
,D,MCTpOCbMI‘?’I. OdTanbmounnernyeckas topma XapaKTepusyeTcs Mnopaxke-
H/EM MbILLILY, F1a3HOr0 A6/10Ka, YTO COMpoBOXAaeTcs MTO30M, OrpaHuye-
HVEeM [OBWKEHWIA rfasHbIX S6710K M T. A Hapagy ¢ 3tum oTmedaeTcs
BOB/IeYEHME B MAaTOSIOMMYECKUNIA MPOLLECC MblLL, TY/I0BULLA M KOHEYHOC-
Tel4 MHOrAa MbllWL, WHHEpPBUPYEMbIX KayAasilbHOMA FpyrroiA yeperHo-
MO3rOBbIX HEPBOB (6ysib6apHo-odTanbMonnernyeckas dopma). 3abo-
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neBaHMe MOXET HacneaoBaTbCcs M0 ayTOCOMHO—PELLECCUMBHOMY WA
ayTOCOMHO—A0MUHAHTHOMY  TUMy.

Mpn guctansHoiA dopme MMOMATUM aTPOPUM MbILLL, HauMHAKOTCA
C OVCTaNibHbIX OTAE/I0B KOHEYHOCTElA, MESIKUX Mblll, KUCTU W CToM,
rnosgHee BOB/IEKAIOTCA B MNpOLLeCC Mbllpbl FosleHelA 1 npeldruieunn.
UyBCTBUTE/IbHbIE PacCTPOIACTBA OTCYTCTBYHT. HacrenyeTcs 3abosieBa-
HWe Mo ayTOCOMHO—peLieccuBHOMY Tury. Ocobyto pefkyto dopmy npes-
CTaB/ISET HemasiMHoBas MuonaTua. 3abosieBaHMe npoaBdeTca npum
POXAEHUN 3HAYUTE/IBHOMA TUMOTOHVEIA MbIL, N MbILLEYHOLA C/1aboCcTbio.
Tun HacneaoBaHWsT ayTOCOMHO-PELIECCVBHBIIA. [1py 3/1eKTPOHHOMUKPO—
CKOMUYECKOM UCC/IEA0BaHNN 06HAPY>XMBAOT AereHepaumio MbILeYHbIX
BOJIOKOH, 303VHOU/IbHbIE N KPUCTA/IINYECKME BKJ/THOYEHUS B CapKo-
nnasme. 3abosieBaHVe MOXET UMETb CTaLMOHapHbIA XapaKTep Win Med-
J1IeHHO mporpeccupyeT. JeTu pa3BmBatOTCA CO 3HAUUTESTbHOLA (U3MHECKOID
33ePKKOLA. [IMarHo3 YTOYHSIETCA C TMOMOLLbI GMOMCUM  MblLLL,

OnncaHbl aTunMuHble N CMeLlaHHble (OpPMbl  MPOrpPeCCUPYHOLLAX
MbILLEYHbIX aTpodmiA. JlabopaTopHble ucc/iedoBaHUs 06HapyXxuBas!
B MO4Ye YMeHbLLEHME KpeaTUHWHA W MosiBfieHVE KpeaTuHa. Becbma Xa-
paKTepHo W3ObITOYHOE CoAePKaHMEe B MoYe OTAESbHbIX 3aMEHVMbIX
M He3aMEHUMbIX aMWUHOKWUC/I0T. B CbIBOPOTKE KpOBW MOBbILAETCA pPsif,
(hepMEHTOB: KpeaTUH(OCHOKNHA3a, aslbosia3a, TpaHCaMMHaza WU Ap.
YKazaHHble W3MEHEHUsi 0COGEHHO BbIpaXXeHbl Mpy  ¢opme  [oLLeHa,
Ha anekTpoMuorpaMmMe 0o6Hapy>XMBaeTCsl YMEPEHHOE CHWDKEHWE BOJ1b-
TaXa, peakuus MepepoXaeHVsi OTCYTCTBYET. Ha aneKTpokapavorpam-
Max — MpU3HaK1 Auddy3HOro MopaxeHWs MUOKapaa. _

AwvarHo3 nporpeccnpyrolmxX MbilLeUYHbIX AVCTPOUA CTaBUTCS
Ha OCHOBaHWW XapaKTepHOI K/IMHNYECKOIA KapTUHbI 60/1€3HU, AOMUHU-
poBaHWS ABUraTesibHbIX pPacCTPOIACTB W MPOrpeamveKTHOro  TeueHWs.
B psife crlydaeB AvarHo3y romoraloT aHaMHECTUYECKME OaHHble, Hanume
B CEMbe aHaslorMyHoro 3abosieBaHus. AudipepeHuUpasibHbIMG AMarHo3
cneayeT NpoBoAUTb C BTOPUYHBLIMM (JOPMaMU MUOMATUN, MOCIEACTBUSMA
MoSIMOMUENINTa, CUPUHIOMUESTNEIA, OOKOBbIM aMMOTPOPUHECKMIM CKI1epo-
30M W C rpynmroii KoJi/1areHoBbIX 3a60/1eBaHNIA.

NleyeHMe  KOMIUIEKCHOE U MpedycMaTpuBaB»' HasHadeHue
npenapaToB, B/MAIOLIMX Ha pas/inyHble 3BeHbS 0OMeHa BELLECTB U Yy4-
LIAKOLLMX HEPBHO-MbILLEYHYHO MPOBOAVMOCTbL. LlenecoobpasHo npumeHe-
H/Me METUOHWHA, T/HOTAMUHOBOLA KUC/0Thl,  aeHO3UHTPUOCHOpHOM
KucnoTbl (AT®), aHaBGoNINYECKUX FOPMOHOB. 3HauMTesIbHoe MecTo B Te-
panun 0TBOAWTCS BUTaMMHaM rpynnbl B 1 E. LLUMpPoOKO MpUMeHsioTCcs
aHTUXO/IMH3CTEpasHbIe MperapaTbl: Mpo3epuH, ranakTamMyH U CpeacTBa,
B/IMSIOLLME HA MPOBOAMMOCTL B BEreTaTUBHbIX FaHrvsAX (NaxvkapHUHb
JleyeHne NpoBOANTCA KypcamMu [/IMTeSIbHOCTHIO 1—2 Mecaua. Kaxabia
KYpPC Jle4eHVs1 BK/IHOYaeT MpenapaTbl, BAUSIOWLME Ha 0O6MeH BELLECTB,
HEPBHO-MbILLEYHYO MPOBOAUMOCTb M BUTaMUHbL  LLIMPOKO 1cnonb3yeTcs
[031poBaHHas fievebHass r3KynbTypa 1 gusmnoTepanus (rpasesneyeHue,
BOPOTHMK Mo Lllepbaky, 3aHATUSA B GacceiiHe, Maccax, AblxaTesibHas
rMMHacTuka).' MNpouniakTmka MporpeccuBHbLIX MbILEYHbIX AMCTPO(pUM
TECHO CBsi3aHa C PaHHEIA AMarHOCTUKOIA U BbISIB/IEHVEM COCTOSIHUSI FETepo-
3UrOTHOrO HOCUTE/LCTBA, [Y19 Yero UCMosib3ytoTcs  BGUOXMMUYECKUE
M 3M1eKTPOI3N0IorMYeckre MeTodbl Ucc/1eaoBaHNs (MccnefoBaHve dep-
MEHTOB M aMMHOKWUCAOT Y poauTesietd U 61M3KUX PoACTBEHHNKOB 60/lb—

HbXMbIN1L} SKCTPAOKYMAPHBLIX ®UNBPO3 BPOXAEHHbIN

OBLWNN — pegkoe 3aboseBaHue, omnmcaHHoe Brown B 1950 r. 1un
HacneaoBaHWsA ay TOCOMHO—AOMUHAHTHBIIA. VIMeeTcs BpoXXAeHHas aniasns
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1 rnbpo3 MblLL, TEHOHOBA Karicysia CTPYKTYPHO M3MEHeHa W cpalleHa
CO CK/epoiA. 3abo/eBaHNe HacTo HOCUT cevel/HbIA XxapakTep. MopaxeHne
[BYCTOPOHHEE. Y>Ke Yy HOBOPOXKAEHHbIX OTMEYaeTCs Cy)XXeHue r/ia3HoiA
Wenn, rnasHble S6710KM pacrnosiokeHbl Ha 20—40° HKe FopuU3oHTas1b-
HOLA nsiockocTU. OTCYTCTBYIOT (OyHKUMM MPUBEAEHUS 1 OTBEAEHWS /1as.
[of10Ba OTKWHYTa Ha3ag,. OTMeYaeTes BbIPaXKEHHAA pUrMAHOCTb KOHbIOH-
KTUBbIL. 3puTesibHble (YHKUMW, KakK MpaBuslo, He CTpajatoT.

NleyeHne XUpypruyeckoe.

MporHo3 OTHOCUTESIbHO 6/1aroNpUATHBIA.

HAAMNOYEUYHMKOB KOPbI OMY X0/ BPOXXAEHHbIE. Bpox-
[EeHHasA Oryxosib KOpbl HaAMOYEYHMKOB 0THOCUTCS K UCK/IIOUUTENbHO pes-
KUM 3a60/1eBaHMAM. MCTO/IOMMYECKN OMNyXosib NMpeacTaBseT coboia pas-
pacTaHve KeToK K/Ty604KOBOA 30HbI, 0TMEYaeTCs afeHOMaTo3HbIA pocT
3/1IEMEHTOB CETYATOA U MY4YKOBOMA 30HbI, KMETOYHBIIA aTunmn3mM onyxosu.

KAnnHmnmyecKun onyxosib Kopbl HaAmo4e4yHMKOB MposiB/seTcs
npy poXXAeHUN N36bITOYHBLIM BECOM 60/1bHbIX, JTYHO06pa3HbIM JINLLOM, KO-
POTKOIA LLEEIA, TMNEPTPUX030M U XKECTKMMM BOJIOCaMM Ha J106Ke, rpybbiM
rosiocoM, y AeBoYeK MOXET UMETb MECTO FMNepTpodns KnTopa. AuarHo3
CTaBAT Ha OCHOBaHMW M3MEHEHWS CoAepKaHNS B MoYe 17-KeTocTeponaos,
npeaHn30/10HOBOA Mpobbl 1 MHeBMOMNEpPUTOHEYMaA.  AndepeHumaribHbIA
OnarHo3 crefyeT NpoBoAUTb C aapeHO-reHUTaslbHbIM CYHAPOMOM.

Jley'eHne onepaTuBHOE. .

HAHW3M r’MMNOPUN3APHO-LUEPEBPANIbHbIV (HacnepncT-
BeHHO-CceMeliHbe (hopMmbl). 3abonieBaHne onmcaHo Hanhart B 1925 r.
MpegnonaraeTca, YTO TN Hac/neaoBaHUS — ayTOCOMHO—PELLECCUBHBIIA.
B ocHoBe 3ab0s1eBaHNS JIEKUT FEHETUYECKN 00YC/I0B/IEHHbLIA  AetheKT
pasBUTUS  TUMO3apHO-TMNOTa/TaMUYECKOA obnacTn. pu  naTosioro—
mHaTOMVYeCKOM U1cceoBaHM ONpefienifeTcs HeaopasBmUTve aaep rmno-
Tanamyca W repeaHelA [onm runogumsa. B naToreHese 3aboneBaHUs
uUrpaeT posib HeJoCTaTO4HOE 06pa3oBaHVE FOPMOHOB POCTa WM FOHAA0-
TPOMHOI0 rOPMOHa.

KnnHunka. bBonbHble MasieHbKOro pocTa ¢ NpaBU/IbHbIMA Mpo-
nopumsaMmn Tesa. XapakTepHO MpeXxxaeBpeMeHHoe YBAAaHMe KOXU Nnua,
paHHee MosiBfIEHVE MOPLUMH. BosbHbIE 3aMKHYTbI, HeraTuBHbl. VHTen-
JIeKT, Kak MpaBu/io, He CTpadaeT. B psage c/lydaeB MMEKOT MECTO SBJ/IEHUS
rMnoTrpeo3a—mn3bbITOUHOE OT/IOKEHWE >KMpa, OTevHoe NvLp. BTopuu-
Hble MOJI0BblE MPU3HAKW OTCYTCTBYIOT. Y [eBOYeK MaTKa onpeaenseTcs
B BUOE TsKa, MNPUOATKA He MpOLLyNbIBAOTCH, MOSIOUHbEE JKesiesbl He
pasBUTbl, Y Ma/IbUMKOB [0/10Bble >Kesie3bl OYeHb Masibl, OBOJS10CEHUS
obKa He HacTynaeT. Ha peHTreHorpamMme OTMeYaeTcs 3aepkka pas-
BUTUS KOCTEM: A4pa OKOCTEHEHMS MOSBASIOTCA C 6OMbLUMM OMo34aHNEM.
AnudmsapHble  LEeHTPbl MOABEpraloTcs €O  BpeMeHeM  ocCcuUKaumn.
30HbI poCTa OCTalOTCA OTKPbITbIMM HEOoMNpeaesieHHoe BpeMst WM 3aKpbl-
BalOTCA TO/IbKO Y B3poC/ibIX. B KpoBM 06HapyXXMBaeTCA CHWKEHMe
LesiovHoOA  dhochaTasbl M HeopraHMYeckoro ¢ocgopa, CHUDKEHWE remo-
r7106MHa U 3pPUTPOLNTOB, JSINMGOLATOB.

AnarHos3 ruvnopmsapHOro HaHW3Ma OCHOBbIBAETCA Ha [aHHbIX
aHamHesa (pe3kas 3aJepXkKa pocTa C 2—3-sieTHero BO3pacTa), Xapak-
TEPHOLA PEHTIEeHOSIONMYECKOA KapTUHbI U orpefesieHns ropMOHasIbHOro
npothnsIA MouM (TUPEOTPOMHBIA FOPMOH M FOH3AOTPOMHBLIEA).  dnddepeH-
Wa/bHLIEA  OMarHo3  cfiedyeT NpoBoAuTb C  MUKCEOEMOLA,  60/1e3HbH0
JayHa, nporepueiA.

JleyeHMne: nMpUMeHeHWe aHabosINYECKNX CTeponaoB — peTaboninia
M AOypabonunHa, a Takke TupeouauHa. JledeHve HeobXxo4VMO MPOBOAUTHL
Ha (poHe MOSIHOLEHHOIO MUTaHMS.
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HEBA WE3APalllEMNE. HesapaweHne Heba (paiiggabM ieta,
«BO/UbS blaCTb») BCTpeyvaeTcs npubnmnsnTesibHo y 1 pebeHka Ha 2000 po-
[OVBLUMXCS. BO3HMKHOBEHME [aHHOMA aHOMas/INM 06BSICHAETCS 334EPKKOLA
pasBuTas HeBHbIX 0TPOCTKOB, BC/IEACTBME YEr0 OHW He OOCTUraloT oLl
w M He MpoucxXoauT WX coeguHeHusi. OT CTaaouMv MpekpaileHus
pasBUTUA HeG' 3aBUCAT K/IMHUYecKMe (opMbl, cpeai KOTOpbIX passiv
YaloT HeMosHble paclle/iMHbl Heba, He AoXoAslme [0 repefHero Kpas
YestocT, M MoSHble — C HesapallleHWeM asibBeosIIPHOr0 OTPOCTKA ue-
JIOCTW. 3TOT BUA, MOPOKa PasBUTUA COHMETAETCS C HesapallieH1eM BepxHeiA
rybbl. PacliennHbl Heba Habn[alTCA Kak 04HOCTOPOHHME, Tak U ABY-
CTOpPOHHMe. Mpy ABYCTOPOHHEM MOSIHOM He3apallleHUM Heba B LIeHTpe
paclleNMHbl BUAHbI COLUHMK WM X0aHbl. HernosiHoe HesapalleHue “B6
pacnpocTpaHseTCs dalle Ha Bce MsArkoe He6o. VHorpa paciiensie
Tosbko uvula, B HEKOTOPbIX C/ly4asix MMeeTcs HesapalleHue MSrKoro
M 4acTU4YHO TBepaoro Heba. Pacrmo3HaBaHue pacliesivH Heba He mnpea-

C,aT ™ 77 " f, e npoAaB/AeHUA awWwwWwcAT ,, MPOTHAXEHHO™,
pacLesnivHbl — 4eM paclieniuHa 6osblle, TeM OHW 6osiee  BbIpaXKeHbl.
B TsKenbIxX cnydasx rpyaHoe BCKapM/IMBaHWE CTaHOBUTCS HEBO3MOXK-
HbIM peyb Takux [ETeA TpyAHO MOHATb. Kpome ToOro, MOCTOSHHOE
pasfpaxeHue 1 TpaBMbl OTKPbITOA NOSIOCTY HOCA HapyLlatloT MpaBusibHOE
ObIXaHe W1 CcrnocobCTBYOT MHMOULUMPOBAHMIO AbIXaTeSlbHbIX [MyTelA.

NevyeHne YcTpaHUTb yKas3aHHblE HEAOCTATKA MOXHO ABYMS
nyTAMN — KOHCEPBaTUBHbLIM (MpMMeHeHVe 06TypaTopa) 1 onepaTuBHbIM
(ypaHoniacTuKa). HoweHue 06TypaTopa Croco6CcTBYET MpaBU/IbHOMY
pasBUTUIO peun. Bornbluoe 3HayYeHWe WMEKT 3aHATUS € J10rorneaoMm.
OnepaTvBHOE sleveHVie NMokKasaHo B Bo3pacTe oT 4 a0 6 /ieT. ' peasaps
TeNlbHO HeobxoAMMbI caHaLLMsA Mos10CTM pTa M HOCOrNoTKK. Llenb onepa-
UMM —-MyTeM YCTPaHEeHUs pacLlesMHbl 1 GOpMUPOBaHUS  MOOBVKHOIO
MArKoro Heba co34aTb YC/0BUS A1 NPaBUWIbHOIA doHaumu n pasobLumTb
pOTOBYIO M HOCOBYIO MO/I0CTU. B mocreonepaLioHHOM repuoae Heobxo-
OVIMO MpofosDKeHVe 0by4deHns y noroneda. MporHo3 6/1aronpusaTHLINA.
...... HeBpuT '"rmneprpopuueckunii MHTepCcTULUMNANbHbBIM
(OexepuHa — CoTTa). Dejerine n Sotta B 1893 r. onvicasn pefkoe 3a6o-
neBaHWe, XapaKTepusyloLlieecs rmnepTpoueiid HepBHbIX CTBOJIOB, BUOW-
MDA Ha r/1a3 1 onpeaenseMoii NasibnaTopHo, codeTaroleiica ¢ [puvra-
Te/IbHbIMA 1 YyBCTBUTESIbHLIMA - HapyLLieHVsamW.  3abosieBaHWe  HOCUT
Hac/1eACTBEHHbIIA XapakTep W nepeaaeTcs No ayToCOMHO-AOMUHAHTHOMY
TUHY He WCK/oYeHbI CMOHTaHHble MyTauvun. Mpu naTosioroaHaToMy
YECKOM MCC/ei0BaHNN BbISB/ISIETCA pe3kas rmnepTpous LLBaHHOBCKOM
060/104KM, CAABMBAIOLLAA 0CEBble LWIMHAPLI N BbI3bIBAOLLASA AereHepa-
LIMIO aKCOHOB M HEPBHbIX KOpeLUKoB. HabntoaaeTca Takke AereHepaums
33HMX CTOSIG0B U MOIKEYKOBbLIX MyTeid

KnnHuka. Hayano 3aboneBaHnss — B Bo3pacTe A0 20 JeT.
Yauwie 6071€10T Mua MYXXCKOro nosa. Vi3MeHeHWst HepBHbIX CTBOJI0B
BHELLUHE HarnoMMHalOT TPomMOoeduT. BosbHblE 4YacTO >KaslyloTCA Ha
NOKa/IbHbIE 601N,  PacCTPORACTBAa YyBCTBUTESIbHOCTW  HEMOCTOSAHHOIMO
XapaKTepa, MoCcTeNeHHO pa3BMBAtOLLYHOCS MblLeUHyt0 aTpoduto. Mpu
HEBPOJIOMMYECKOM  UCC/IEA0BAHNM HaxoOAT 3HauvTesSlbHble YTOSLLEHNS
nepuepnyecknx HepBHbIX CTBO/IOB, 3KBWHOBapYCHY Aedopmauyiio
CTOM,” KMMOCKOSINO3, PacCTPOLACTBAa UyBCTBUTESIbHOCTY, BbIMafeHve
CYXOXXWU/IbHbBIX peti/IeKcoB, KOOpAVHATOPHbIE paccTpoiiAcTBa. ‘ -030Hee
MOFyT 0TMeyaTbCA HUCTarM, Bsi/las peakums 3padykoB Ha cBeT. Hepeko
KOXXHbIE HEBYCbl W MOAKOXKHbIE HelApodmbpombl. Mpu  mccnenoBaHUN
CMMHHOMO3IOBOIA  XKMOKOCTU — HEKOTOPOe MoBbilLleHWe oesika. Ha
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a/IEKTPOMVOTPaMME — CHIDKEHME  3/IEKTPOLAGROYIMMOCTM 1 peakums
nepepoxaeHns. TeyeHve 3aboneBaHVA MeJIeHHO MporpeccupytoLee,
BO3MOXHbI MapoOKCU3Mbl U PEMUCCUN.

AnddhepeHymanbHbIA AMAarHoO3 HeobxoaMmMo Mpo-
BO,CI,I/ITI: ¢ ammoTpodmela Lapko — Mapun, HelApothnbpomMaTo3oM PexivH—
rayseHa, OVCTasilbHOLA (hopmoLA MpOrpeccrpytoLLMX MbllLEYHBLIX AMCTPO-
(miA, NosMHEBpUTaMN  Pas/INHHOA 3TUO/I0T N,

NleueHa e BuTammHbl Bx, Bi2, E; AT®, npo3epuH, HUBa/VH,
(hm3noTepanus, 3/1eKTPOrMMHACTUKE, Maccax, nevebHast dwlsKyanypa
CrepyeT wusberaTb OXNKAEHWSA, TDKESIOM  (M3NYECKOMA Harpysku.
Mpn petopmauy CTON MOKa3aHO HOLLUEHWe OpTOrNeauyeckoi 00yBMU.

HEBPO3 HABA3YMBbLIX COCTOAHUW (posb HacrieACTBEHHO
CTUN)—TCUXNYECKOe HapyLLieHMe, 0THOCALLEeCs K KaTeropum norpaHNUHbIX
PaccTPOIACTB. VIMeeT MCUXoreHHoe MpoucxoXxaeHwe. BcTpeyaeTcs valle
BCEro y McmxonaTn4eckuX SIMHHOCTeIA TOPMO3HOIo TuMna (nevxonarbl-acTe-
HUKW, MCUXaCTEHMKM, WM3oMabl). HocuT mHorga cevei/HbiA XapakTep.
[eHeTNYeCKN NOAYMHSETCH TeM >Ke 3aKOHOMEPHOCTSAM, YTO M rcuxona-
TN Ha (POHEe KOTOPbIX MNVEET MECTO HEBPO3 HaBA3UMBbLIX COCTOSIHUW.

HEBYC CEMEWHBIA MUIMEHTHbIA (Bnoxa — CynbLbep-
repa cnHgpom). OnucaH Bloch n Sulzberger B 1925 r. HacnepyeTtcs,
KakK MnpaBus1o, MO peLiecCMBHOMY, CLIEMNJIEHHOMY C MosioM Tuny. Yate
60M1el0T NMLA MYXKCKOro nosia. 3abosieBaHWE OTHOCUTCA K rpyrnne
MHO)KECTBEHHbIX MOPOKOB pPa3BUTUA.

KnunHunka. T[posaBnseTcs B paHHEM AETCKOM Bo3pacTe. Xapak-
TepusyeTca oyaraMy runeprnurMenTauym  KOXu TeMHO—KOPUYHEBOro
WM CTa/TbHOIO LIBETA C NPEUMYLLECTBEHHBLIM PaCrosIOKEHNEM Ha 60KOBbIX
MoBEPXHOCTAX TysioBULWA. VHorpa 6biBaB», Takke OysuiesHble, Beppy-
KO3Hble N 3pUTEMATO3Hble BbICbIMNAHVA. Y4YacTKU runepnvrMeHTaumm
rocTeneHHo aTpodumpytoTes. K opyrym cMMiToMam 0THOCATCS anoneums,
ONCTpotna HOMTelA, rmnonsiasns 3y60B, aHOMasIMM UX PacrosiokKeHUs
M npukyca. [asHble CYMITTOMbl BK/IHOYAlOT MOMYyTHEHME pPOroBULbI
M XpyCcTasInKa, nepemMeLLieHne NUrMeHTa B porosuue, aTpouio 3puTesib-
HOro"Hepsa, NT03, MUKPOTa/IbMUIO, Fo/Tybble CK1epbl, B HeBposiormnyec-
KOM CTaTyce UMEOT MECTO MUKpoLLethasing, anuienTUhopMHbIe CyA0poru,
aTaKCusl, CHWKEHWE WHTesVIeKTa.

hepeHUMaNnbHbBIA AuMarHOoO3 creayeT NpoBOAUTL
C ApYyrMm NopoKamMm pasBUTUA SKTOAEPMbI, a Takke KOXXHbIMU 3abone-
BaHWAMN — KpacHbIM TMJIOCKUM SiLaeM, By/i1e3HbIM  3naepMOosINZ0M.

NleyeHMe CUMNTOMATUNYECKOE.

«HEMHYLWENoCAa YENOBEKA» CMHOPOM (nporpeccupytowyas
MblwevyHas PUrMAHOCTB M cnasm). CuHapom onmcaH Moersch 1 Woltman
B 1956 r. 1 cOCTOMT B MOCTEMEHHO HapaCTaloLLEeA MbILLEYHOIA PUTrMAHOCTU
M 60/1e3HEHHbIX MbIlLeYHbIX crasmax. [laTosioroaHaToMUYecKue wmccrle-
[0BaHUS MO3ra U MbllLL, aHOMa/IMAA He BbIABUW. Bo3pacT MosibHbIX
B cpeaHem oT 30 Ao 50 neT. Hauano 3abosieBaHUA yalle rnocTeneHHoe —
B TeYeHVie HECKO/IbKNX MEeCALIEB, MHOrAa pasBuTUeE BbICTpoe — B TeyeHue
HECKOJSTbKNX OHEA WM Hefderb. MbliLbl TyJI0BULLA MOpaXKarTcs B Mnep-
BYIO o4epefb, B HEKOTOPbIX C/lyYasiX pUruAHOCTb HaUYMHAETCA C MbILLL,
e U KOHeYyHocTel. [opaxeHune CUMMETPUYHOE. MblWbl >XUBOTA
CTaHOBATCA 4pe3BblHalAHO TBEPAbIMM, PE3KO OrpaHMyeHa MoABWIKHOCTb
Mo3BOHOYHMKa. OT XPOHWYECKoro TeTaHyca 3abosieBaHVe OT/IMYaeTCs
Tem, YTO He BbIBaeT CMa3MOB XeBaTeslbHbIX MblLL,. TeveHVe HeyK/10HHO
nporpeccmpyromee

NeueHune. TlokasaHO Ha3Ha4dyeHVe MNPENapaToB, CHWDKAIOLLNX
MbLLEYHBIEA TOHYC, BUTamMuHOTepanus. [MporHo3 He6/aronpusaTHEIA.
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HEMPOLEPMUT  (posib HacnegCcTBeHHOCTW). _ B nuTepaTtype
VIMEOTCS YKa3aHUst Ha Hac/1eICTBEHHYO nepeaadvy HetApoaepmmTa. Poau-
TeNM WM PoACTBEHHVKN 60MbHbIX HEeAPOAEpMUTOM 4acTo CTpajaloT
3yAALLMMY AepMaTo3aMu, 3K3eMOLA, KPanvBHULIELA U OpyrMU asliepri-
YeCcKMMKM  3ab0s1eBaHUAMU. PONb FeHeTUYECKMX (haKTOpOB MOATBEPK—
[AeTca HuveM CXOAHbIX MMMYHO/I0MMYECKUX COBUIOB (MMMYHOT/100y-
NVHOBas pakumsi) 'y 60/IbHbIX U KX (PEHOTUMNYECKN 340POBbIX

poACTBEHHUKOM A ec r 0 ,, KapTuHe Audy3Horo HelApoaepMUTa

npeo6s1afaeT MHDUALTPaUUS C SIMXeHM3aLmeiid Ha (poHe 3puUTeMbl HEOCT-
pOBOCMA/IUTENBHOIO XapakTepa. Mopdosiormyeckas KapTuHa xapakTe-
prsyeTcs NosiB/IEHNEM SMMOEPMO-AEpMasIbHbIX Narys1, 4acTo Mo LBeTy He
OT/INYHAIOLUMXCA OT OCTaSTbHOIA KOXM, MECTaMU C/INBAIOLLUXCA B YUYaCTKU
CMUTIOLLIHOA Marly1e3HOA MHpMbTpaummn. Koxka B ovarax nopaxeHus vac-
TO rMnepnUrMeHTUpyeTcs, B 06/1aCTV 04aroB MOPaXXeHUs U BHE UX B
pe3ysibTaTe CUJIbHOIO 3y4a UMEIOTCA MHOXECTBEHHbIE 3KCKopmaumu,
KOXa cyxasi, Koe-rge wenywmTtca. CBoeobpasHyto topmMy Anddy3HOro
HelApoaepMuTa NPeACTaBseT «@TOMMYECKUA OepMaTUT» beHbe.
NleBaHMe HauMHaeTCsl GO/IbLLEIA YacTbio B ETCKOM BO3pacTe, AB/SACH
NPOAO/HKEHNEM [ETCKOIA 3K3eMbl («3KCCYAATMBHOMO [MATE3a»).
' OvdpdhepeHUuManbHbIMA AuMarHO3 c/egyeT NpoBoAUTb
C CebopeliHOLA" 9K3eMOIA, 60/1e3HbI0  [apTHYyMa, (PEeHUNIKETOHYpUEN,
60/1e3HbI0  AlApyca, MeaVKaMeHTO3HbIMW AepMaTuTamu 1 ap.

Jl ey e H M e — geceHCMOUNN3VPYIOLLAs, CedaTuBHaA  Tepanus,
9M1IEKTPOCOH, TUMHO3, (N3MOI0rNYECKME [03bl CTEPOUAHBIX OPMOHOB.

MeCHeliTToneHnab ‘nepnogmnueckas HacnepcTBeHHanA»
UNKAVWYECKASA TPAHY/NOUMUTOMNEHNSA; LUUKAUYECKUN,
PELUVNAOVBUPYIOLWNN ATPAHYNOLWTO3. BnepBble 3aboseBaHue
onucaHo Leabe B 1910 r. B HacTosillee BpemMs U3BECTHO OKOs10 50 cny-
YaeB MeEpPMOANYECKOIA HELATPOMEHWY, KOTOopas BCTPeYaeTcs B JIHOSOM
BO3pacTe, B TOM YuUC/e N Y TPyaHbIX OeTeiA HacnenyeTcsa no ayToCOMHO—
PEeLLecCUBHOMY WM ayTOCOMHO—AO0MMHAHTHOMY TWMy.

Knunse u K a. |K TMNMyHbIM cuMnToMam 60/1€3HM 0THOCUTCS peLm-
OVBUPYIOLLAsA rpaHy/1I0LMTONEHNs, KoTopas npofdosmkaeTca 4—10 gHein
1 MOBTOPSeTCA Yepe3 CTPOro ornpeaesieHHoe BpeMs Y OHOM0 U TOro ke
60nbHOro (4epes 2—3-4 Heperm). [Mepyiogam  rpaHysIOLMTONEHNN
COMYTCTBYIOT pas3/IMyHbIe K/IMHUYECKUE CUMITOMbL pe3Koe yXyauleHve
06LLEro COCTOAHUSA 60SIbHBIX, MOABEM TemrepaTypbl, MosiBfieHVe rHoA
HbIX W CENTUYECKUX OC/IOKHEHUIA. ViccnefoBaHve KOCTHOIO Mo3ra
B Mepvod, HeMTPoreHUM MoKasbIBaeT oc/1abrfieHre rpaHys1oLumMTonoasa
B BYe 3aMe/l/IeHHOro co3peBaHnsA rpaHysIoLMTOB U YMEHbLLEHNS KOMn-
yeCcTBa CerMeHTOsAEPHbIX (opM.

B nepvoabl pemurccum 6osibHbIE YYBCTBYIOT CE6S1 XOPOLLUO, MpY peum
AMBax JIeMKONeEHNM COCTOSIHME WX pe3ko yxyguwaeTtcs. [o” nosoay
naToreHesa 3abosnieBaHNA He CyLUeCTBYET €AUHOro MHeHus. [MpugaioT
3HaYeHVe NH(EKLNN, SHOOKPMHHBIM HapyLLeHNsaM, AehmumTy (haKTopoB
JIEKOUMTOB, MOBbILEHHOMY Pa3pyLUEHUIO JIEMAKOUMTOB B Cesle3eHKe.

AndpdhepeHyumanbHOMY AMarHoO3y MOMOraeT Ha-
JMuve HYETKUX LMK/I0B, BO3HUKAIOLLMX BHE BCAKOIA CBA3WM C BHELLHUMM
B/IMSIHUSIMW, & TakKKe BbISBMEHNE 303MHOMUIMN U MOHOLMTO3a B Nepu-
(heprYECKOIA KPOBU M KOCTHOM MO3re.

Nl eyeHU e cBOAUTCA K MPUMEHEHWNIO aHTUOBMOTUKOB, MNepenvBa-
HUIO KPOBU U NEMKOLMTHOIA Macebl, a Takke AKT 1 KOpTUKOCTEPONI0B.
B HeKoTOopbIX C/lyyasx BO3MOXeEH, 3PeKT OT YOIeHUS Cerie3eHKU.
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NENTPOMEHNA AOETCKAA MOCTOAHHAA HACNEACTBEH-
HAA (OeTCKNA reHeTUYECKUIA - arpaHy/ioumMTos3, cuHapoM KocTmaHa).
OnuncaHa BriepBble Kostman B 1956 r. B LUBeumn. BcTpeyaeTcs peako,
Yawe HabmogaeTcs B CKaHOWHABCKUX CTpaHax. 3abosieBaHWe Hacrie-
OyeTca Mo ayTOeOMHO-peLieccMBHOMY Tuny. [laTtoreHes 3abosieBaHUA
n3yyeH HerosiHo. Mo-BUAVIMOMY, B OCHOBE G0S1€3HW NIEXUT Hac/iedcTBeH-
HeA AeUUUT (PepMEHTOB, OTBETCTBEHHbIX 3a HOPMasibHOE CO3peBaHue
KNETOK HETPOMIbHOMO psaa, NpuyeM BbinmadeHue (yHKUMM 0THOCUTCS
K 3TOMy nepexody MpoMMesioLMToB B 6oslee 3pesble (hopMbl.

KnnHunka. 3aboneBaHMe  XapakTepusyeTcs  MosiB/ieHNeM
B MepBble Heae/ M N MecsLbl XXU3HU THOAHMYKOBBLIX MOPaXKEHUIA CN3MC-
TbiX 060/104EK N KOXW. BO3HMKaOT MHOXECTBEHHbIe (YpPYHKY/Ibl,
abcueccbl MOOKOKHOMA KETHaTKWY, TSDKESbIEA CTOMAaTUT, 6s1ediapuThbl.
J10BO/IbHO 4acTo ObIBaOT abCLecChbl SIErknx. B mepudiepryeckoil KpoBum
MoYTU MOSTHOCTBIO OTCYTCTBYIOT HEATPOWIbI, 04HAKO KOSIMYECTBO JEA
KOUMTOB HE CHWKEHO 3a CYET MOBbILEHUS COAEpP>KaHUS MOHOLMTOB
M 303MHOWNOB. B KOCTHOM MO3re MOYTW MOSIHOCTbKO OTCYTCTBYHOT BCe
1EMEHTbI HEATPOWIBLHOIO psaa, 3a WUCK/IHYeHWeM MpPOMMESIOLMUTOB,
YOENbHbEA Bec KOTOpbIX 4acTo MoBblleH (10—12%). CopepxXaHue
B KPOBW 3pUTPOLMTOB 1 TPOMOOLIMTOB N MX MPEacTaamiA B KOCTHOM MO3re
npy 3TOM 3a60/1IEBaHUM HOPM&/IbHO WM C/lerka roBbILLEHO.

AnarHo3 CcTaBAT Ha OCHOBaHWUM YMOPHO MOSAB/SAIOLLMXCA
MHOLAHBLIX MOPaYKEHUIA pa3/IMYHbIX OpraHoB, BO3HUKaKOLWMX 6e3 BAOVIMOLA
MPUYYHBL, MPU PE3KOM CHWKEHUN HELATPOWIoB B KpoBWU. OTmevaeTcs
CBOe06pa3Hast «AMCCoLMaLNs»: MHOKECTBEHHbIE THOLAHUKA MpU OTCYT-
cTBUM HelAaTpodwiesa. JudxhepeHUManibHbIA AMarHo3 NpoBoAsT C pasHo-
06pasHbIMW arpaHy/1I0uMTo3aMu, MapLVasibHOLA (OPMOLA rMMorsiacTuyec—
KO aHeMuW, KOTopble B GOSIBLUMHCTBE C/lyvaeB OYpHO HauMHaloTcs
1 CBSi3aHbl C MPUEMOM MeAVNKAMEHTOB, 06/1aat0LLMX CBOLACTBOM FarTeHoB.

TeyeHve Hac/IeACTBEHHOA HELATPOMEHMN He W3MEHSIETCS B CBA3U
C MPUEMOM JIEKAPCTBEHHBLIX CPeACTB. XapaKTepHbIM SBASETCA Hasmuve
B KOCTHOM MO3re 1 Nepudepruyeckoti KpoBM 303UHOPUIUM 1 MOHOLINTO34a,
YBenuueHvie cogepxXaHus B KOCTHOM MO3re MOHOLMTOB, MHOr4a UX Mo-
noAbIxX (opM, 3T OCHOBaHWE /151 MOAO03PEHNIA Ha PETUKY/1e3. YTOUHSeT
[VarHo3 COXPaHHOCTb KPacHOro W MerakapvioLMTapHOro poCTKOB,
OTCYTCTBME MPOrpeccupoBaHNA remMaTosiIorMyeckKnx rokasaresieia, oT-
CYTCTBUE YBE/IMYEHVS Cesle3eHKU.

NNeuéHue. HekoTopblia 3heKT MOXET ObiTb MOSIyHeH OT rnepe-
JINBaHUS CBEXELIMTPATHOMA Masmbl. MporHo3 TsdkesbliA, HernocpeacTBEH-
HOA NPUYNHOLA CMePTU 60/IbHBIX HacTO ABISETCH CENTUYECKAn MHDEKLUMS.

HEWTPOMEHNA AOOBPOKAYECTBEHHAA (BECCUMMTOM-
HAA! HACNEOCTBEHHAA (cemeinHass HelATponewiw). 3aboseBaHue
onucaHo Cesar B 1943 r., a 3aTem Bausser 1 Neyfte B 1¥4< r. Hacnepnyetcsa
no ayToCOMHO-AOMWHAHTHOMY Tury. VIMEeT XpoHWYeckoe TeuyeHue
N XapaKTepusyeTcs HeGOosbLLOMA MOCTOSHHOIA fietikorneHvein (2000
3000), ymeHblLEHVEM cogep>XaHnsa HelaTpodwioB ao 30—35%. CocTaB
KOCTHOr0 MO3ra HOpMasieH WM MOXET OTMeuvaTbCs yMepeHHas ruro-
nnasusa 6enoro pocTka.

ET/MBbIX K/AIMHUWYECKWUX  MPOSB/IEHNIA 6OSIE3HN  HET,
B HEKOTOPbIX C/IyYasX 0TMeYaeTcs CK/IOHHOCTb K peuuanBam pas/inyHbIX
VHEKLMIA, 0bLaa cnabocTb.

AnarHo3 OCHOBbIBaeTCA Ha [aHHbIX WCCNeAoBaHUA KpoBU.

NeyvyeHne cumnToMaTUYecKoe. [MporHo3 6MaronpUsSTHLIA.

HEVWPO®VNBEPOMATOS3 (6one3Hb PeknuvHrayseHa). B 1882 r.
Recklinghausen onucan 3a6osnieBaHvMe, NposIBIAIOLLEECS NPU POXKAEHUN
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WM B AETCKOM BO3pacTe MUIMEHTHbIMU MATHaMM Ha KOXXe 1 0MyXosiiMun
Mo XoAy HepBHbIX BOJSIOKOH. 3abosieBaHWe HacsieAyeTcsl Mo ayTOCOMHO—
[AOMUHaHTHOMY TUy, OnuvcaHbl ceMel/HbE crlydan. YacToTa 3aboneBaHns
1i2000 (vactoTa MyTaumia 1 : 10 O00). My>kUMHbI 60/1E0T HECKO/IbKO
valle. B ocHOBe HelAporbpoMaTosa /IEXUT aHOMa A pasBUTUA IKTO-
Jepvbl M Me3oaepMbl.  [py* rUCTOMOrMUECKOM UCC/IeA0BaHUN  OMyX0Sn
06HapY>XMBalOTCA HEPBHbIE K/ETKN U COEONHUTESIbHOTKaHHbIE a/IeEMEHTbI
(HelApogmbpoma).

KnnHunka. [lepBble cMMATOMbI 3a60/1€BaHNSA XapaKTepm3yoTcs
MOsIB/IEHVEM Ha KOXE CBET/I0-KOpUYHEBbIX MnsATeH. Mod, HvMKM No xoady
HepBOB 06HapPY>KMBAIOTCA M/I0THbIE OMyXosieBble 06pa3oBaHUA pas3ny-
HOIA BE/IMUYMHBI, He CBSi3aHHble C APYrMMU TKaHAMW. Onyxosv MoryT
pacriofilaraTbCs Mo X04Y A/MHHBIX NEPUDEPNHECKNX U YEPErHOMO3I0BbIX
HepBoB. YacTo ABycTopoHHee nopaxeHue VI napbl v 3pUTesibHbIX
HepBoB. [py wmccneaoBaHUM  HEPBHOMA CUCTEMbl  0OHapyXXMBaKOTCA
paccTpolAcTBa UyBCTBUTE/IbHOCTU — MapecTesuu, TUMecTesnn, pexe
601K, JpuraresibHble pacCTPoOLACTBa 00bIMHO OTCYTCTBYHOT WM c1abo Bbl
pa>KeHbI. n , » BHYTPUMO3r0BOIA (hopme HEeLAPoprbpoMbI 06bIYHO pacnosio-
YKEHbI B MOJTYLLIAPUSX U HepBE MO3XKeUKa, pexxe — B MoslyLuapusax Mosra;
UX K/IMHUYECKOe TeuveHue XapaKTepHO 419 BHYTPUMO3r0OBbIX OryXOosieiA.
NasHble CUMMTOMbI BCTPeYaloTcs Mpyv 3ToM 3a60sieBaHUM MovTn y 20%
60/IbHbIX M MHOrAda OblBalOT €OMHCTBEHHLIM MPU3HAKOM  HelApohropo-
MaTo3a. Ha Bekax HabtofaroTes M1eKCcnopMHbIle HELAPOGMOPOMbI B BULE
Ondpy3HOLA 0Myxos1n, B KOTOPOLA MPOLLYNbIBAIOTCA M/10THbIE M3BWINCTbIE
THKM  VHOrga OHW coveTarTcsl ¢ FreMUrmnepTpodveia nivua, Gydirasn
MOM, BTOPUYHOIA r/1ayKOMOI. B KOHBLIOHKTUMBE, CK/IEpE W pafy>kHOMA
060/104Ke HelApothbpOMbI UMEKOT BUA, Y3E/TKOB, Ba/IMKOOOPa3HbIX YTOs1-
LEHWIA, a B poroBuvLEe MpeacTaB/IstoTca HeGo/bLUIMMN UHpWIbTpaTamMm
1 nosiockamn. OTHOCUTESNIbHO YacTbl MesIKMEe Y3e/IKU U 6MISLWKM po30-
BaTO-XXe/ITOro 1 6esioro uBeTa B CETYaTKE M Ha OWUCKE 3pPUTESTbHOro
HepBa. B mo3gHem nepvioge BO3HWKAET 3aCTOMHbIA AUCK. OueHb peakoii
J10Kann3aupei Helipothnbpom okasbiBaeTCs cocyAmMcTas 060/104Ka rriasa.
Hapsaay ¢ MHOXECTBEHHbIMM MpU3HaKaMn HelApopropoMaTosa BO3MOXKHbI
WU OTAE/bHblE CUMITTOMbL OMYX0/lb KOHBIOHKTUBbI, Y3e/IKWU pafy>XHOMA
060/104KN, Fnaykoma. lMopaxeHue KocTel rnasHuupbl (0CTeoamcTpodus)
B Buae AedieKTa C OnyXosieBUAHbIM paspacTaHWeM LynapHbIX HepBoB,
a TaKke NnopaxeHme 3puTeNIbHOro HepBa BeAET K aK30(hTasibMy. OnmcaHbl
BapuaHTbl TeueHVs 3a60sIeBaHUS C JIOKa/M3auyeid HelApohu6pomM B 3a—
rPyAVHHOM MPOCTPaHCTBE, peTporepuToHeasibHO. CoyeTaHune 60s1e3HN
PeknMHrayseHa c 4epBeobpa3HOLA aTpomein KOXKM, MopoKamMu cepaua
M npucTynamn 6pagmkapamn onmcaHo B 1940 r. Godfried v ap.

AnarHo3 CTaBAT Ha 0OCHOBaHUN BbISB/IEHVS MUMMEHTHbIX MATEH,
OMyX0s1ei KOXU U Nepuepryeckux HepBoB B COBOKYMHOCTWU C ovaro-
BOL HEBPOSIOTMYECKOM CUMITOMATUKOIA U /1a3HbIMA - USMEHEHUSIMM.
AvdxbepeHuUManbHbIiA - AnarHo3 criedyeT MpoBoAUTbL C  3ab0s1eBaHUAMU
nepudeprnyecknx HepBOB, C FPYMMoiA (HakoMaTo30B, OMyXOsIAMU N KUC-
Tamm 0pbuUT U rfasHoro s6s1o0Ka.

NeyeHMe: XMpypruyeckoe ygareHue onyxosiv, CUMAToMaTu-'
yeckas Tepanus.

HE®POHO®TUN3 GAHKOHW (10BeHWIbHBIA  HethpoHOPTU3) —
3aboneBaHMe rnovek («4axoTKa HedpoHa») C MPOrpeccUpyroLnM pasBu-
TVIEM MOYEYHOA HeaocTaTouHocTU. OmnmcaHo B 1951 r. Fanconi ¢ coaBT.
B 1964 r. 6610 onuncaHo 13 cevelA, WieHbl KOTOpbIX 6bUn Npeapacrosio-
XeHbl K 3abosieBaHMIO HedpoHodpTH3OM. HacriedyeTcss Mo ayTOCOMHO—
pevueccMBHOMY TuMy. MaToreHes He BbIACHEH. MMCTo0rnyeckan kapTuHa
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MOYEYHOIA TKaHM CX0AHa C U3MEeHeHVsIMX, Habngalowmmmnca Npy ang-
(by3HOM r/IOMepy/IoHepUTE: TMaSIMHU3aUMS r/IoMepysT 1 GasasibHOA
MeM6paHbl, KPYr/10KUCTOUYHAA MHDUABbTPaUUsa B UHTEPCTULMK, aTpotms
aNUTENNS KaHas/IbLIEBOI0 annapaTa ¢ (oKasibHOM runepriasveta. Mpes-
rnonaraeTcs, YTo B NEPBYIO o4epeb NnopaxkaeTca neTsia [eHne v no3aHee
pasBmMBaeTCA HeAO0CTAaTOMHOCTb KJ1y6GOYKOB.

KnnHnyeckasa KapTuUHa XapaKTepusyeTcsa MocTeneH-
HbIM Ha4a/loM B Bo3pacTe 1—6 JieT M MposB/ISETCA MOMONNICHEIA,
MnoSMypreii, TUNOM30CTEHYPUELA, OTCTaBaHMEM B (IM3MYECKOM, MHOrAa
MU B YMCTBEHHOM pa3BuUTUW. Bone3Hb nporpeccupyeT, MOCTENneHHO pas-
BMBAETCH ypemMus. XapaKTepHO OTCYTCTBUE apTepuasibHOA MMNepTOHUN.
Mpu 06cnenoBaHNN 60/IbHBLIX HAXOAAT YMEPEHHYK aHEMUIO, CHUXKeHUe
K/IMpEeHca SHAQMEHHOro KpeaTUHWHA, aumaos3, pes3ko BbIPaKEHHYH
rUNoKasIMeMnIo, 6esIoK B Mo4Ye TMpU CKYAHOM MOYEBOM oOcaake. Bo3-
MOXHO coyeTaHve 3a60/1eBaHUA MOYEK C PETUHUTOM, MOpaXKEHNEM KOCT-
HOIA cUCTEMBL.

NNedyeHune ManodhpeKTNBHO. YuuTbiBasi 60/1bLUOE 3HAYeHUE
paccTpolACTB 0OMeHa Kasivs, Mnpef/laraloT HasHadaTb ero npenapaThbl,
UTO MOXET 33a4epXaTb MNporpeccMpoBaHMe MOYEYHOIA He[0CTaTOYHOCTW.
MporHo3 Heb1aronpusTHbIA, 60/IbHbIE MOrMGaloT Yepe3 HEeCKOSIbKO JIET
0T Hayana 3ab0s1eBaHUS.

HUNBCOHA CMHAOPOM. OnwucaH B 1934 r. Nielsen. MNMpeactasnseT
coboti coveTaHve cuHgpoMma Knunnens — deians ¢ OBYCTOPOHHENA
KPbUTIOBUAHOIA KOXEIA.

NeyeHwne onepatBHoe. ONTVMa/IbHbIM CPOKOM OMEPaTUBHOIO
J1IeYEHNS MOXXHO cuMTaTh Bo3pacT 3—5 /ieT. Onepauus cBoAUTCS K YCT-
paHEHNIO KOXXHbIX CK/1aA0K MyTeM MepeMeLLeHUs BCTPeUHbIX Tpeyrosib-
HbIX JIOCKYTOB. [pOrHo3 A1 >XM3HW G1aronpusTHLIA.

HUMAHA — NMMNKA BOJIE3Hb (ctmHrommesninHos). OTHocUTCA
K rpynne Te3aypu3mo30B (060sie3Hel1 HAKOM/IEHNST) U XapaKTepusyeTcs
3HAYNTESIBbHOA renaTocryieHOMEra/ivetA, THkeSbIM - NopaXkeHMeM HepPBHOIA
cUCTEMbI, 330ePKKOIA 00Lero pa3suTus pebeHka. BnepsBble 60/1€3Hb
onucaHa Niemaii B 1914 r. Pick B 1922 r. gan AeTa/ibHy0 XapakTepuc-
TUKy 60/1€3HM, YKa3aB Ha ee 0T/inums oT 60/1e3Hn Mowe. K HacToswemy
BpeMeHM onwmcaHo 6onee 100 cnydaeB 60n1e3HM HumaHa — Muka.
HacnepoBaHne 60/1€3HM MPOMCXOAUT MO ay TOCOMHO—PELLECCUBHOMY TUMY.
Manbunkn 1 AeBoYKn 60/1el0T 0AMHAKOBO 4acTo. Hepefko oTMeuvaeTcs
KPOBHOE pPOACTBO MeXAy poauTesisMM, WMEKTCH CeMelAaHbe Ccriydam
6051e3HM HumaHa — lMuka, ‘ coueTaHMe B OAHOMA ceMbe 60/1e3HM Hun-
MaHa — lNuka 1 amMaBpoTUYECKOM nanoTum Tea — Cakca. [NaToreHes
60/1€3HM CBA3bLIBAETCA C HapyLLEHEM CUHTE3a CHUHIOMUEsINHA, B COCTaBe
KOTOPOr0o OTMeYaeTcsl M3ObITOYHOE KOSIMYECTBO OOHUX >XMPHbIX KUCOT
W HegocTaToK Apyrux. Bo3MOXHO, oripefesieHHoe 3HaYeHue WMeKoT
HapyLLEeHNs1 MpoLLeccoB pacnaga CHPUHIOMMENINHA, YTO NPUBOAUT K ero
M30bITOYHOMY HaKOM/IEHWMIO B  PETUKY/I0-3HAOTE/MA/IbHBIX — KIeTKax
pas/INYHbIX OpraHoB U TKaHel.

Mpy NaTo/10roaHaTOMUYECKOM UMCCMEA0BaHNN OMpeaeniseTcs 3Ha-
unTEsIbHOE YBESTMYEHVE MEYEHWN U CESTE3EHKM, UMEIOLLIMX XXENTYH0 0KPacKy,
MATHUCTLIA PUCYHOK JIErKNX, YBENIMYEHWe HaAMouYeHHKOB, coaepKallmx
6onblUME KOMYeCTBa JSIMNUAOB. MUKPOCKOMWMYECKN B ceslie3eHKe, Me-
UeHW, noykax, HaanoyeyHMKax, IMMPaTUYECKMX y3/1ax, KOCTHOM Mo3re
MU HeKOTOpbIX APpYrnx opraHax o6Hapy>xmBaloTcs KIeTkn lNuka. 3To
[0BOSIbHO KpYMHble K/IETKY, nMetowpe pasmep ot 20 go 50 MK 1 coaep-
»alpye 04HO Wi MHOro saep. MNpoTornsia3ma K1eToK COAepXUT BaKyosn,
nNpUAaloLLVe KIeTKaM XapaKTepHbIIA NeHVCTbIA BUA. MeHUCTOCTb KIeTOK
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obpasyeTca MsAggMLUE p&eToipeBuiA ANMOHBLIX CyOoCTaHLMIA - VA
(hrKkcmpoBaHMM nMpenapaTa [UCTOMOrMYECKNe U3MEHEHUS 0OHapy»XXu-
BalOTCA B MAHI/IMO3HbIX K/IETKaX FOsI0BHOMO MO3ra W CeT4aToiA 060/104KN
rnasa. KosmuyectBo cUHromMuesiMHa B pa3/IMyHbIX OpraHax pe3Ko
yBesSiMunmBaeTcs.

KnnHunyeckn 6onesHb HumaHa — lNMuka nposBnseTcs
00bI4HO B rpyAHOM BO3pacTe, Yalle B nepBoe nonyrogve. VmeroTces
eAVHNYHbIE ONMMCaHNS BOSHNKHOBEHNS K/TIMHNYECKUX NPU3HAK0B 60/1e3HN
B 6Goslee cTaplieM [AETCKOM M Aaxe MOSiodoM Bo3pacTe. HavasibHbIMU
CUMIMTOMaMN 60/1e3HU ABJIAKOTCA MOTEPA anneTuTa, pe3koe MnoxyaaHue
pebeHka, 3ademKKa MCUXohnU3NYecKoro pasBuTusA. XXMBOT 60/1bHOMO
*3HAUMTENIbHO YBENMUMBAETCA BCMEACTBME remaTocriyieHomMerasvn. Mpu
nasibnauyy neyveHb 1 cesie3eHKa NpeACcTaBNsIoTCS MVI0THbIMM, MKMW,
6e360/1e3HEHHbIMK.  [Mo3aHee pa3BMBaeTCA acLUMT, 4acTo BO3HUKAKOT
BGPOHXOMHEBMOHUN. JIUMaTNYECKME >Kere3bl B GO/bLUMHCTBE Crly4vaeB
yBenimumBatoTcs. KoXHble MOKPOBbI BbIMISAAT BOCKOBUAHBLIMUW, 6/1€CTS-
WMMK, 0BHapy>XMBaKOTCA Y4yaCTKM MNUFMeHTaumn.  HeBposormyeckm
B HayasibHbIX CTaansX 6G0/e3HW BbIABAAIOTCA ABUraTesibHbIe paccTpoiA-
CTBa LEHTPa/IbHOI0 XapakTepa: MNapesbl KOHEYHOCTELA, MOBbILLEHVE
TOHYCa MbILLLL N CYXOXXMITbHBIX pel1eKcoB, nupamMmmaHble 3Hakn. B 6onee
no3gHMX CTaausX XapakKTepHa TUMOTOHMA Mbllll, OTCYTCTBUE CYyXO-
XXUMNbHbIX petieKcoB. Pa3BmBaeTcs MamMoTus, crierota U rayxora. Ha
r/1asHOM JHe Y MHOrmx 60/1bHbIX MOrYT 06HapyXXuBaTbcs aTpodus coc-
KOB 3pUTE/IbHOro HEPBa, BULLHEBO—KPACHOE NATHBILLKO 0Ba/1bHOIA (hopMbl
B MaKy/IsipHOLA 06/1acTu. 110 cpaBHEHWIO ¢ TakoBOIA Mpy aMaBpoTUYECKOLA
nanotun Tea — Cakca MATHBIWKO HECKO/IbKO MeHbLUMX pa3MepoB.
Mpn nabopaTopHbIX WUCCNEf0BaHNAX YCTaHaB/IMBAaETCA TUMOXPOMHas
aHeMVsi YMEPEHHOMA CTeneHW, Hepeako — sletikoneHvs. CofepxaHue
COMHIOMUENNHOB B M/1a3Me KPOBW He M3MeHeHo. Bosiblioe 3HadeHvie
MMeeT 06Hapy>keHVe KIeToK MNuka B NyHKTaTax KOCTHOro Mo3ra, cesie-
3eHKW, SMMBATUYECKNX Y3/10B U Nepuepuyeckoii KpoBu. BonesHb
HumaHa — lNyka 06/1302eT 3/10KaYECTBEHHBIM TeveHreM. BoMbLUMHCTBO
[LETE/ NormbatoT B nepeble 2 roda XXM3HWU OT JIero4HO-CepaeyHoiA  Hepo-
CTaTOYHOCTW, MHTEPKYPPEHTHbLIX UHPEKLINIAL

Avnddepen um anbHbIA AMarHo3 npoBogar c 6o-
Ne3Hbo [owe (CM.), LMppo30M MeyeHy, JSIMMAQOorpaHysieMaTo3oM N He-
KOTOpbIMW ApyrimMn 60/1e3HAMU. [inarHo3 OCHOBbIBaeTCSA Ha coveTaHuun
TUMUYHBIX K/IMHUYECKUX CUMIMTOMOB: MOPaXXEHWE BHYTPEHHMX OpraHoB
1 HEPBHOIA CUCTEMbI, N3MEHEHMWS F1a3HOM0 AHa N Ha/uve KeTok Muka
B pa3/IMYHbIX OpraHax.

NeuveHwne 6o0nesHN HumaHa — MNnKa B HacTosLLEe Bpems He-
3thheKTVBHO. C COMHUTESTbHLIM 3(hPEKTOM MPUMEHSI/INCL FOPMOHa/TbHbIE
npenapatbl (AKTT, TMpeoguH, FOpMOHbLI), MNepesiMBaHWE KPOBWU, 3KCTpa-
KTbl NeyeHn, hepMeHTbl 1 Ap. CreHIKTOMUA He OaeT MOSOKMUTESTbHbIX
pe3ynbTaToB. B Lenax npopuiakTUKu poauTensM, UMeKLWM pebeHka
¢ 60ne3Hbl0 HnmaHa — lMnka, Lenecoobpa3sHo BO3AepKaTbCs 0T Oaslb-
HelALLero AeTOpoXAEHUS.

HUCTAIrM-MNOK/TOHNA (JleHo6nst — O6buHo cuHAapom). Onu-
caH Lenoble n Obino B 1906 r. 3a6osieBaHMe HECKO/IbKO Yalle BCTpe-
yaeTc y MY>XUUH. OnucaHbl Hac/eACTBEHHblE U CeMeliHbe (opMbl.
MaTos10roaHaToMUYeCKU 06HapYXXMBalOT Anddy3Hble Hecrieumhnieckme
M3MEHEHNSI COCY0B W [/IMM FOSI0BHOMO Mo3ra. [laTtoreHes cuHapoma
He W3BEeCTeH.

KnnHuka. CuHOPOM XapakTepusyeTcs BpOKAEHHbIM  HU-
cTarmMoM, ¢acnuKyISpHbIM MOAEPrMBaHMEM MbliLLLl, TPEMOPOM, COCy—
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AMNeKiA  pacCTpolACcTBaMK, OBKITTEMAKOK  CyXOXKW/bbbIX — pediieKcoB.
MblileyHble MOAEPTrMBaHUA MOSABASKOTCA CAOHTAHHO WM SBASKOTCA
pe3ynbTaToM X0/1040BOM0 WM MEXaHUYECKOro pasfpakeHus. B Heko-
TOpbIX C/yYasxX Hab/togaeTcs TPEMOP Fo/0Bbl M KOHEUHOCTEIA.

NeuveHwne lie papaboTaHo. CUMATOMATUYECKN MPUMEHSIOTCA
BUTaMVHbI Fpynnbl B, cedaTviBHbIE cpeacTBa.

HNCTAIM  (HacrieacTBEHHO—CEMEMAHBIA 1 BPOXKAEHHbINA). Tun Ha-
Cf1ef0BaHNS PELIECCUBHBIIA, CBA3aHHBILA ¢ NosIoM. HucTtarm HabnofaeTces
VMHOra Y HECKOSIbKUX Y/1eHOB OOHOIA CeMbMW.

BpoXAEHHbIA HUCTarM MOXET COYeTaTbCs C Pe3KMM CHWKEHWEM
3peHus. OH BO3HWKaeT MNpu MUKpopTasibMe, Koslobome CcocyamcToro
TpakTa, aHuUpUauW, KaTapakTe, Pe3K0o BbIPKEHHO ameTpornun, crie-
rnoTe He UBeETa, MNpU TarneTopeTUHa/IbHbIX AereHepaumax LEeHTPasibHOro
MU nepudepnyeckoro Tuna, Mpy aHoMasINsaX CTPOEHUS JINLEBOr0 CKe-
feta n T. A, HicTarm, coyeTatolMIACA € MOHMKEHWEM 3peHUsl, Hasbl-
BalOT OC/IOKHEHHbIM B OT/IMYME OT HEOC/IOKHEHHOro, Mpu KOTOPOM HET
MOHWKEHNS 3peHus. [pUYMHA HEOC/TOKHEHHOI0 HUCTarmMa JSIeXuUT BO
BPOXAEHHbIX M3MEHEHMAX [1a304BUraTesibHOro annapara Win LeH-
Tpa/IbHOIA HEPBHOIA CUCTEMbI. BpOXXAEHHBILA HUCTarM ObIBaeT 00bIMHO
FOPU3OHTA/IBHOI0 TUMa, MasTHMKO06pas3HbIM. VIHOrAa HucTarm 6biBaeT
POTATOPHLINA, AMaroHa/IbHbIA U BEPTUKa/IbHBIMA, pexxe AUCCOLMMPOBaH-
HoEA U MOHOKY/ISIPHBIA. MOHOKY/ISIPHBIA HUCTarM 'y [JeTeid COnpoBOXK-
[aeTcs KadaTeslbHbIMU [ABVKEHUSIMW [0M10Bbl. AMMIUTYAa KosebaHutA
npy HUCTarMe 00bIMHO MeHbLLe MpW B3r/1594e MPAMo U YBeSIMUMBaeTCA
npy KpatiHMX OTBeAeHWsX [fiasHbIX A6710K. MopaxeHne HOCUT CTOA
KA XapaKTep N B TeYeHWe XXU3HU He MEHSETCS.

NedvyeHne Mao3ahheKTNBHO. [MPUMEHSAIOT PeTPONO3ULNKD O-
PU30HTA/IbHBIX MblLLL, HA CTOPOHE MEA/IEHHOro KOMIMOHEeHTa C 0fHOBpe-
MEHHOIA pe3eKUME CYXOXWUINA 3TUX Mbill, [MporHo3 0THOCUTESIbHO
61aronpUATHBIIA.

HOPPW CUMHAOPOM. BnepBble onucasi Norrie B 1927 r. B smre-
paTtype onmcaHo oKosio 70 cryyaeB. TN HacneaoBaHUs PELECCUBHBILA,
CLEMVIEHHBIA C NOSIOM. Bosie3Hb 06HapY>XXMBaeTCA Yy HOBOPOXKAEHHbIX,
VICK/TIOUNTENBHO Y MasIbUMKOB. YacTbl ceMelAHble crydan. 3abosieBaHuve
06YC/10B/IEHO MOPOKOM ~ PasBUTUA BHYTPEHHUX 060/104eK  /1a3HOMO0
ny3bips. CTpadatoT, Kak npasuno, oba rnasa. MHorpa ato 3abonesa-
HWe coyeTaeTcs C /TyXO0TOA U YMCTBEHHOMA OTCTa/10CTbi. Y 60/IbHbIX
MosiHas c/eroTa, PeTPosIeHTas/IbHO PacrosiaraloTcsa OonyXxosieBble MacCbl
YKeNToBaToOro LBETa, HaroMuHalolwme nceBaor/mMoMy. 3aTtem  pasBu-
BaeTCA KaTapakTa, YyBewT, aTpojus rnasHoro 56s10Kka, MOMyTHeHVe
pOroBuLL.

AndhdhepeHumanbHbIA AMAarHO3 HeobxogMmo Mpo-
BOAWTL C MCEBAOISIMIOMOLA, PETUHOG/1aCTOMOLA, YBEUTOM, PETPOSIEHTA/TbHOIA
thmbponsiasveid. MporHo3 HebnaronpUSTHBLIMA.

OBAJIOLUNTOS3 (3mNToupuTo3) — COCTOSIHUE 3PUTPOLINTOB,
MMeoLLMIX 0Bas1bHY0 hopMy. HacneayeTcs Kak AOMUHAHTHBLIA Mpu3HaK.
Y nqoeiA, UMeloLLX B KPoBW apuUTpoLmMToB A0 80—90% oBasibHOA thop-
Mbl, KaKOM-/MB0 CreLM(MYECKOIA NaTosMorMn He BbISB/ISETCS, B CBA3MU
C Yem A/MMTOUMTO3 cuMTaeTcs 6e3BpeHOIA 415 OpraHu3Ma aHOMa/ Ve,
OfHaKo B fiUTepaType UMEKTCs COOOLEHUS 0 TOM, YTo Yy 12% JRQOetA,
VMEIoLLIMX OBaU1I0LMTO3, B MNepurofe HOBOPOXAEHHOCTW WX B MNepBble
1—2 mecaua XXU3HW MOXET BbISBSTHCA FEMOIMTUYECKAS aHEMUS B Jier-
KO (hopMe, JieveHre KOTOpPOIA MpoBOAMTCA remoTpaHchy3usamu. Tepa-
MEBTUYECKMIA 3XEKT MOXET ObIb MOSIyY4eH Takke B pesysibTare
CM/IEHIKTOMMIN.
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OXXNPEHVE KOHCTUTYUWMOHAJIBHOE (ponb HacreacTBeH-
HoCcTM). K OXMpPEeHWNIO KakK HO30/10MMYecKoii (hopMe OTHOCATCH Crlydaum
3a60/1eBaHMA, MPU KOTOPbIX MOBbILLEHHOE OT/IOKEHWE XXMPa He ABASeTCA
cneacTBrveM Apyroro 3abonesBaHns. OXupeHve BO3HUKAET B pesysibTaTe
HapyLLEHNIA HeLAPO-3HAOKPMHHOMA perynaummn obMeHa BeLLIECTB, BeAyLLEero
K M36bITOYHOMY AEMNOHNPOBaHMIO XXKMpa. B pasBuTUN 0XXmpeHus 60s1bLuoe
3HaYeHVe MMEIOT Hac/IeACTBEHHbIE U KOHCTUTYLMOHa/IbHbIE (aKTopbl.
Mpn n3yveHNn poaoc/IoBHbIX GOSIbHBIX OXUPEHMEM B UX CEMbSX OTMeE-
YaeTcs Ha/muMe KakK 6/IM3KMX, TaK W OTAa/IeHHbIX POACTBEHHWKOB,
CTPaJaloWmMX OKMPEHUEM U HEKOTOPbIMW APYrMMU 60/1e3HAMN 06MeHa
(caxapHbIM apaberom, nogarpoia 1 ap.). Mo gaHHbIM Mayer, oetw cTpa-
[aloT oxuvpeHvem B 10% cry4yaeB npu HOpPMasibHOM Bece poauTesieiA,
B 40% criydaeB — ecnv 06a poauTens CTpajaloT okupeHvem. Mo aaH-
HbM Vamberova, korga o6a poauTens UMEKT HOpMa/lbHbIEA Bec, TO
Ma/IbUMKM C OXUPeHVEM poxgatoTea B 15,6% crydaeB, €cnv MosHbIA
oTeL, — Ma/TbyYMKN PoXKAATCA MosHbIMM B 21,1%, ecriv NosiHan MaTb —
B 17%, ecsi nonHble 06a pogntens — B 46,3%. Korpga pogutenv nmerot
HOpMasIbHbIA Bec, TO A04EPU C OXMpeHMeM poxpgatoTes B 13,4% cny-
YyaeB, €C/IM TyuHbltA oTel, — B 17,1%, ecniv nosHas mMatb — B 22,5%,
€C/IN XXe MNosHble 06a pognTens — B 46,7%. Takum 06pasoM, TyHHOCTb
WM HakKNOHHOCTb K HelA, Mo BCeiA BepOSTHOCTU, MepefaeTcs reHamu,
JI0Ka/IM30BaHHbIMY B ayTOCOMax. Peasinsaums B (eHOTUMN B orpeferieH-
HOA Mepe 3aBUCUT OT rona. =

NleyeHUe: nNpUMEHEHWe CreUMasbHOIA OMeTbl C  orpaHude-
HVEM C/afKuX, My4HbIX 6704, 3aHATUA  JIeYebHOM  (M3KYbTY-

.

ko OKCAJ03. B 1925 r. Lepoutre BbIsBW1 ABYCTOPOHHUE KaMHU
B Moukax pebeHkKa 4% JseT, cocTosIBLUME U3 OKcanaTa KaslbLmsa. B 50-x
rogax 6bUI0 BbICKAa3aHO MPeArosiokeHVEe 0 CBA3W  MOYeYHOKaMEHHOIA
60/1€3HN C Hac/1eACTBEHHbIM AeheKTOM 06MeHa BellecTsB. Twun Hacneao-
BaHMA — ayTOCOMHO—PELECCUBHBIA. MyXXUMHbI 60/1eI0T Halle >KeHLUMIH
(3:2). MNpwn okcanose NpoLecc nepeamnHNPOBaHUS TINLMHA OCYLLECTB-
nseTca HOpMasibHO, HO MpOAYKT, 06pa30oBaBLUMIACA B pesysibTaTe aToiA
peakumn — r/IMOKCUII0Bas KUC/0Ta, He MOXET OKUCIATLCA [0 MypaBbU-
HolA KncoTbl 1 CO2, a eANHCTBEHHBIM My TEM MeTabo/IM3Ma OKasbIBaeTcA
rnpe.BpalleHNe B LUABENIEBYIO KMUC/OTY. B pesynbTaTe KOHUEHTpauus
OKCa/1aToB B KPOBUW MOBbILLIAETCS, YBE/IMUMBAETCA UX BbIBEAEHME C MOYOIA
(oo 53—230 Mr B cyTKM). Tak Kak Aake’y 300p0BbIxX /HQOeiA Moya npes:-
CTaBJIAET COOOLA MEPECHILLEHHBIA PacTBOP OKCaslaTa KaslbLns, MNoBbILLeH e
KOHLIEHTPaLMM 3TOIA COSIN B MPOBU3OPHOIA U OKOHYATE/IbHOLA MoYe BeadeT
K BbIMNaAeHNO0 KPUCTA/I/I0B U3 pacTBopa.

KnunHunuyeckaa KapTuHa oOKcaso3a XapakTepusyeTcs
Ha/IMYMEM KaMHEIA B MOYEBLIBOAALLMX MYTSX, pasBUTUEM NuesioHedpuTa
M MOYEeYHOLA HeaoCTaTOYMHOCTW. JocToBEPHBIM MPM3HAKOM OKcasio3a cum-
TaeTca O06Hapy>kKeHMe KpUCTa/I/1I0B OKcaslaTa Kaiibuys B MyHKTaTax
KOCTHOro mos3ra.

NNeyeHMe MOYEYHOKAMEHHOIA 60/1I€3HN Ha MO4YBE OKcasi03a
OCYLLECTB/IAETCA XMPYPruyeckumn mMeTofaMun. CHWKEHWe 3KCKpeLmn
LABe/1IeBOMA KUC/I0TbI HabniogaeTes Mnpu siedeHnn 6eH30aToM HaTpus,
(OUTVHOM B BbICOKMX A03ax. [porHo3 onpeaenseTcs TSHKeCTbIo Muesio-
HepuTa M TMOYEHHOIA HEeAOCTAaTOYHOCTM, pPa3sBUBANOLMXCA Ha royse
oKcaJs103a.

OPOTALMAOYPNA — 3aboneBaHne obmeHa MMPUMUOVHOB, Briep-
Bble onncaHo B 1959 r. Huguley n coTp. MNaTtoreHe3 ero cBsA3bIBaeTCA
C OTCYTCTBMEM 3H3MMOB, O6ecneynBaloLLMX MpeBpaLleHne OpoTOBOA
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KUC/I0TbI B ypuauH-5-thochaT. Twun  Hac/enoBaHUS — ayTOCOMHO—
PeLIECCUBHBIIA. _ -

MposiBNsieTcs y [OETelA paHHero Bo3pacTa 3aepKKoiA (IN3NYecKoro
K HEpBHO-TICMXMYECKOr0 Pa3BUTUS, a Takke TsHKesSloiA aHeMUEIA rvrno-
XPOMHOI0 TuMa C MUKPOLMTO30M.

NeuveHune. TpeanpuUHSATbI OTHOCUTE/ILHO YCMELHbIe TMOMbITKA
neyeHnst 60sIbHbIX  F/IIKOKOPTUKOMAAMU U MUPUMUANHHYK/IEOTUAAMM
(ypngnnoBas W LMTUANIOBAS KUC/OTbI). [pOrHO3 elle He W3y4eH.

OCTEOKNA3NA C MAKPOKPAHWEW CEMEVHAA  (Baky-
KHa — JiAmkepa cuHapom). 3aboneBaHwe onmcaHo B 1956 r. Hacne-
LyeTcs Mo ayTOCOMHO-peLieccMBHOMY Tury. OnuvcaHbl cemelAHbie Crlyyau.

KnuHuka. 3aboneeaHve HauyMHaeTCs B paHHeM [eTcTse.
XapakTepusyeTcsi 334epXKKOIA CTaTMYECKOro pa3BuTasl, UCKPUB/IEHNAMIN
KOCTeIA KOHEUHOCTEIA, Yallle HVDKHMX, MaTOSIOrMYECKOLA JIOMKOCTBIO KOC-
TelA U CMOHTaHHbIMM NepesioMamMn. Ha TpeTbeM oAy >KWU3HU YeTKO
BbISIB/ISIOTCA YTO/LLEHNS KOCTelA Yepera, B pesysibTaTe Yero yBesv-
uMBaeTCcA AVaMETP 4depena.

[ varHo 3 CTaBsaT Ha 0CHOBaHUW PEHTIEHOsIOMMYECKOro 1ccsieao—
BaHWS: YTO/ILLEHME KOCTelA CBoAa Yepena 1 Tpy6UaTbIX KOCTEIA, UCKpUBIIe-
HVE MX, MMKPOMepesioMbl, MCEBAOKNCTO3HbIE 06pa3oBaHus. B Kposu
0TMeYaeTCs yBe/iMveHVe LesodHolAdpocaTasbl, LUIMNOXPOMHAsA aHeMusl.
B KOCTHOM Mo3re — ocTeob6slacTuyeckasi runeprniasus.  OuddepeH-
Wa/bHbIA AyarHo3 crieflyeT npoBoAuTb C MpaMOpHOLA 60Me3HbH, CUHA-
pomom BaH Aep XeBe, 60s1e3Hbi0 [emkeTa, BPOXAEHHbLIM CUGDUNCOM,

THEOCTEOCKI/IEPO3 CUCTEMHbIV HACMEACTBEHHbIN C MM1O-
MNATUEN (KamypaT — SHresibMaHa cuHgpom). OnuvcaH Camurati
n Engelman B 1922—1929 rr. metoTcs ceMelHbe clyyamn 3abosieBaHus.
Tvn 'acneppBanma — ayTOCOMHO-AOMUHaHTHbBIA.

KAnnHMnuyeckn XapaKTepmsyeTcs MMUOMNATUYECKMMWN CUMITTO-
Mamy, CHWKEHMEM MbILLEYHOIO TOHYCa, OTCYTCTBUEM” CYXOXKMUIIbHBIX
petIeKcoB, M3MEHEHMEM MOXOAKW U MNporpeccupyloweil guapusapHon
AVCrUiasvels, BblpaKalolwelAca B YOJ/IMHEHUM KOHeYHocTelA. Hepeako
YBE/IMUMBAIOTCA B pasMepax KOCTW yepena M HWXKHAS 4ventocTb. Benea-
CTBVE TMMepocTos3a Yepena MOryT pa3sBuBaTbCA F/IyX0TH, Mapaivy Sv-
LIeBOr0 HepBsa Mo nepudepnyeckomMy TUMy. PeHTreHos10rMyeck o6Hapy-
XXMBAKOTCA CKJIEPO3, peLLeTyaTonofo6Hble CTPYKTYPHble U3MeHeHUs
KOMMaKTHOr0  BelecTBa KOCTWM.  3nudmsbl M MeTagmsbl  KOCTelA
He ropaxatoTcs. -

mbdhepeHUManbHb A AMarHo3 MpoBoAsAT C Mporpec-
CUPYOLLVMWN MbILLEYHBIMA AUCTPOGUSMU, TMNEPOCTO3aMM APYTUX BUAOB.

NedveHne. lpn nedyeHUn 60/bHBLIX NUCMOSIL3YIOTCA MpenapaThbl,
ynyulaolme HepBHO-MbILLEYHYIO MPOBOAUMOCTb, AT®, BUTaMUHbI bA
B« B,». lNoka3aHO npuMeHeHWe Maccaxa, Jie4ebHOIA (UN3KYbTYpbL.

OTKPbITbIN APTEPUAJNIbHbIL TMPOTOK. Coctasnsetr 17%
BPOXAEHHbIX MOPOKOB cepAaua. CuuTaeTcs, yto B 1—2% criyvaeB OT-
KObITLIA apTepuasibHbIIA MPOTOK SAB/ISAETCA Hac/ieficTBEHHO 06YC/10B/EH-
HbIM W rMepefaeTcss ayToCOMHO-AOMMHAaHTHLIM MyTeM. B nivTepaType
ornmcaHbl CeEMbU, B KOTOPbIX HECKOSIbKO Y/IEHOB  pasHbIX MOKOSIEHUAX
CTpaga M 3TUM  3aboneBaHVeM. ApTepuasibHbIA  MPOTOK,  SABMASACH
HEo6X0AMMbIM  3/1IEMEHTOM BHYTPUYTPOOHOI0 KpoBOObOpalLeHus, nepe-
CTaeT (PYHKUMOHMPOBAaTb B MepBble Yacbl MOc/e pPoXAEHUs, U Macca
LIIPKY/IVPYIOLLEIA KPOBW N3 JSIEFOYHOA apTepumn Hanpas/iseTcs B cocybl
Mas1oro Kpyra KpoBoobpatlieHus. pomcxoguT Tak HasblBaeMoe (yHK-
LIOHa/1bHOE 3aKpbITVe apTepmasibHOro NpoToKa. MosiHaa aHaToMmuyeckas
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06nuTEPaLMA MPOTOKa MPOVICXCOAIT K 5—6-vy MecsLy BsyTpUyTpoo—
VDA XXN3HN . .

NAPANNY  MEPNOANYECKUUN TUNMOKATMEMUMNYECENA
FTAMEAHBIN  (BecTtdhansa 60/1e3Hb, MNapoKcU3MasibHas MUOrIerun).
Westphal B 1885 r. onucas1 MapoKCU3MasibHbIA B/bIA NMapasinyd MblLLL,
TY/I0BULLA U KOHEYHOCTEIA MU OTMETWI CevelHbiA XapakTep 60/1e3Hu.
My>KUMHbI 60/1et0T Yatle >XeHWwUH (3 : 1). OnucaHbl KaK peLeccUBHBIIA,
Tak U JOMVHaHTHbILA TUMN Hac/e[oBaHWs.

KnunHnuyeckaa KapTwuHa 3aboneBaHus BapuaberbHa.
Hauano 3a6onesaHus 06b1MHO Mexay 20 1 40 rogamu. MpeaBecTHUKaMKM
rnpucTyna SIBASOTCA €1aboCTb MbILLLL KOHEYHOCTEIA, MapecTe3nn 1 Bere-
TaTViBHble pacCTPoiACTBa (MOBbILLEHHaA MOT/IMBOCTb U Ap.), HapyLueHUsi
CO CTOPOHbI eslyA04HO—KULLIEYHOro TpakTa. MpucTynbl, Kak npasusio,
6bIBalOT HOYbIO, LLUMPOKO BapbUpYHT MO TSHXECTU, MPOAO/DKATESIbHOCTYU
M 4acToTe, Y XXEHLUMH MPOTEKAOT Jierye, YemM y My>UmH. MprcTyn npo-
AB/IAETCA BHE3AMHbLIM BSA/IbIM MapasinyoM pas/iMyHbIX MbILLEYHbIX Fpynm,
vaile B HMKHUX KOHEYHOCTSIX, OTCYTCTBMEM CYXOXWJTbHbIX PEq/IeKCcoB,
CHXEHVEM TOHyca Mblll, VMeloTcs AbixaTeslbHble paccTpobACTBA —
[OMCTIHO3, LinaHo3, BHe3arHoe pacluMpeHne rpaHunL, cepala, Taxukapams,
CUCTO/IMYECKMIA LLIYM. CO3HaHWe 3aTeMHeHO. KOo/IMyecTBO Kasins B KPOBU
B MOMEHT MpUCTyNa pe3Ko MafaeT. Ha 3neKTpokapavorpamme: rocsie
MpexoAsLLero yBesiMyeHUst Bo/IHbl T U yMeHblUeHWst kKomriekca QB.S
vcyesaeT BosiHa P 11 BO3HMKaEeT cTupaHue cermeHTa T, B JarbHelAllem —
CEPUMN HU3KUX ABYX(}Ha3HbIX KoMMsiekcoB [

AnvnarHocTuKe 60Me3HM CNOCOGCTBYET YCTaHOB/IEHME B MO-
MEHT MpPUCTYyMa HU3KOF0 COAEPKaHUS Kasis B KPOBW 6GO/IbHbIX, Ha
3/1eKTPOMMOrpaMme — OTCYTCTBME aKTUBHOCTW. ViccrieapBaHUiA 3/1eKTpo-
BO36YAVIMOCTM BbISIB/ISIET OTCYTCTBME OTBETA Ha (papaaHecKuniA N rasibBa-
H/YECKMIA TOK. VI3BECTHbI TaKKE HOPMOKa/IMeMMYEcKasi (hopma Mapok-
CU3MasIbHOr0 Mapasinda, MNpy KOTOPOIA YpOBEHb Kasivs B KPOBWU He

MeHsieTCcs, U UnepKasieMuyeckasl — cemMeiAHas anunsoauyecKas
aayHamMus.
NeueHune. [N neyeHUss TUNOKA/IMEMMYECKOTO Mapasinya

B MOMEHT MpUCTyna MpUMEHSIIOTCA Mnpenapatbl Kana — 10% pacTsop
XJIOPUCTOr0 *Kasina MepopasibHO, Mpo3epuH. BHe npucTyna— avera,
boratas  kKasem  (KapTodesb, yepHoc/siMB,  TBOpOr, VI3IOM);
UHbEKUUN ATO.

MAPANNY MEPUOAVNYECKUW TUMNEPKAIMEMUYECKIIA
CEMEWHbIN (FamcToprna 60/1€3Hb, agyHaAMUN—TUNEPKA/IMEMUN CUH-
Opom) — hopMa MeproamMyeckoro napasinya, coyeTaroLerocs ¢ rurep—
Kaovemveii. OnvcaH Gamstorp B ABYX CKaHOWHABCKMX ceMbsiX. 3abosie-
BaHVe HacsiefyeTcs rno ayToCOMHO—-AO0MUHAHTHOMY Tuny. OBbI4HO BCTpe-
YaeTcsa Yy [OETelA B Bo3pacTe A0 5 JIeT, valle Y MaslbYMKOB.

KnnHunyeckKune nposBfeHNs XapaKTepm3yoTca BHe3arnHbIMA
npMcTynamm cfiabocT B HUMDKHUX KOHEYHOCTSX, B HEKOTOpbIX Crydasx
ObIBaeT MOsIHasA NoTepst ToHyca. BonbHOIA He MOXeT [pIATM A0 KpoBaTw,
MOAHATH FO/10Bbl, ABUMaTb YENOCTbIO, KalsTb WA Fly60Ko AblaTh.
UyBCTBUTES IbHbIE PacCTPOIACTBA OTCYTCTBYIOT. HacToTa npMcTynoB Bapb-
MpyeT 0T HECKOSIbKUX B AeHb [0 HECKOSIbKUX B rof, L/MTeSIbHOCTb —
0T HECKOSIbKMX MUHYT A0 HECKO/IbKMX 4acoB. B CBET/bILA NpoMEXyTOK
HUKaKNX NaTosiornMyeckmx M3sMeHeHA He 06Hapy>xmBaeTcs. JlabopaTop-
Hble UCCMeAoBaHUA [OKa3bIBAIOT YBE/IMYEHVE Ka/insd B CbIBOPOTKE
KPOBM C MakCUMasibHbIM COAlepXaHMEeM €ero Ha BbICOTe MpuUCTyna.
V36bITOK Ka/ina BbIBbIBAET [AENoNsApu3aumio  KIETOYHbIX  MeMbpaH,
YMeHbLLUeHVe €ero WAeT napasisiefibHO MCYE3HOBEHUIO  K/TMHUNYECKNX

11* 163



NOrArvieHniA.- VsydeHre KpoBM B HEKOTOPbIX C/lyvasix 06Hapy>KvmBaeT
Nerkoe yBesimyeHve 06X 0CHOBaHWUIA (LLIESTOYHOCTB) U YMEPEHHYIO -
Kwunio. Ha aneKTpo:aHLq,e(banorpamme BO BpemMs MpUCTyMna OTMeYatoTcA
T B MWl v anarmos  Heobxopuve Tho-
BOMUTb C CEMELHLM MEPUOAMYECKUM MapasiyoMm, COMpPoBOXAAloLLMMCS
rymnokasivemvieiA. Momoub MOCTAHOBKE AMarHo3a MoryT Harpysourble
TECTbI C K/IMEM, BbI3bIBatoLLe MPUCTYN aavHaMmuu vepe3 10 15 MuHYT*
B nepviog, mexay npucTynamm 6osbHble 340poBbl. KonnuecTso npy  y

S“TH™ BBEeAEeHVEe ,,libL,.« WU [/10KOoabl,

WUMNAPAMNBINA XX ortan33PcBUM KaaAB (3p6a ~— Ne p
K 0__UTpioMnens 6ose3Hb). CrnacTnyeckas ceMeiAHas naparnsierus onv-
clFna Erb n Charcoat B 1875—1876 rr. Strumpell B -883 r. otimeTwn ce-
VELHBEA —apakTep 60/1Ie3HN N Ha3Bas1 ee repeauTapHbIM CracTUYECKUM
cemMram napanvyom. 3aboneBaHve pefkoe. My>KUMHbI MopaxarTcs
60/1€€ HaCTO, YEM XKeHLLMHbLI. OnuvcaHbl JOMMHAHTHBLIA U peLECCUBHbS -
Mbl Hac/efoBaHWA. XapaKTepusyeTcs pasBUTUEM B paHHEM [OeTcTBe
chacWKy 1 cT60CTN B HUMXKLLX KOHEeYHoCcTAX. [MaTosiormnyeckme vsve—
HEHWNS MpeacTas/ieHbl AereHepauvein NpaMMaHbIX MyTeil B 60KOBbIX
1 nepegHs» cTonbax CMHHOIO MO3ra, 0CO6EHHO B SIIOMbBasIbHbLIX U TPy
L x oTa™ax, n3peaka B CTBOJIE FO/I0BHOIO MO3ra. B MeHblLELA cTeneHu
MOryT MopaxaTbCs My4dkn [0N19 U MO3XKEUKOBble MyTU.

KnunHnk a. Hayano 3a6osieBaHMs - B paHHEM Bo3pacTe JsMbo
B M\..3BTaTHOM nepuoge. MNepBbIM CUMITOMOM SIBAISIETCA €1abocTb U CKO—
BallOCTb B HOrax, MoxoAka 3aTpyAHeHa, 60/bHOA XoAUT Ha HocKax
VMEEeTCA BapyCcHas U SKBWHOBapycHas AetopMaums CTOoM, .HoSIeHHbH,
N CyXOXW/IbHble ped/iekcbl MOBbILLEHb], 0TMEYaOTCH KJTOHYCbl, HET 4YyB-
CTBUTE/IbHbIX PacCTPOMACTB, CHUHKTOPbI He HapylleHbl, B peakuvx cniy-
Yasax BbISB/IAIOTCA JIerKve 4yBCTBUTESIbHbIE PacCTPOLACTBa, aTaKcus,

"NOndphepeHunanbHb A AnarHo3 cfegyeT MpoBo-
MUTb C PaccesiHHbIM CK/IEPO30M, OMyX0J1blo CMIMHHOIO MO3ra, MVESIMTOM,
rJIHHOIA CyXOTKOI/I 1 apyryumm 3abonesBaHMsAMU CMHHOMO mMo3ra. | —ue-
z K MeOJIEHHO nporpeccupytoLlee. Horga npucoeamHAeT-
sl TIIMSHIEHVE MbILLLL TYJI0BULLA U BEPXHUX KOHEYHOCTEIAS

/1 eyeHwMe: npenaparbl, yMeHbLLAOLWNE MbILLEYHLIA TOHYC (Tpo-
nansH Me/UMKTVH 1 ,ip.), KypCbl BUTaMMHOTEpanuu rpynnbsi B, oblue-
MW AKLW M Tepanusi  XBOkHble BaHHbI, OPTOMEAVHECKOIA slevdeHVe.

MEOTO3YPNA 3CCEHUWMANBHAA - BpOKOEHHbIA ayTOCOMHO—
peLeccMBHBLINA AetheKT 06MeHa ¢ dacToToba 1 : 50 O00. B ocHoBe «Jlosie-
VISIHMA  JIOKUT WHaKTuBaums L -kcwiysosbl, C/ieAcTBMEM  KOTOPOro
AB/ISETCA NOCTOAHHOE BbIBEAEHME C MOHOLA 2 -4 1 L-Kcnmynosbl HesaBu—

CT\”. THP[ "eR K I
TUDULMPOBaHME YI/IEBOAA MOUM MPOBOAAT C MOMOLLBI XPOMATOrpag /..

<948 r. enHoan
MI-yuaeB 3Toro 3abosieBaHns B Cvpuun. B HacTosiLee Bpemsi 3abosieBa—

M e ollcaHO BO MHOIrnX cTpaHax Lpa, HO 4yallie 60s1e10T apa6b| eBpen
n apmMmsaHe OnucaHbl ceMeliHbie cny4daun cayTOCOMHO—,CI'OMI/IHaHTHbIM TUrom

HacnenoBaHVs. B natoreHese 3a6osieBaHvs Befylliee 3HaueHWe npuaa-
eTcs SHAOKPUHHOMY Anc6asiaHCy U BereTaTMBHOLA ANCHYHKLVW. BoBpemst
nMpuUcTyna MeHsieTcsl cofepXkaHve aueTUIXoMHa U rucTammHa B kpo  f
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MEHSIETCA 9KCKpeLmsa 17-0KCUKOPTUKOCTEPOUAOB, UMEETCA MOBbILLEHHbIA
pacnaf, CepoTOHMHa.

KnnHuka. 3aboneBaHne 06bIMHO HauMHAeTCs B [AETCKOM BO3-
pacTe. lNMpoTekaeT B BUAE MEPYOANYECKN MOBTOPSIOLLMXCA KPU30B /M-
Te/IbHOCTBI 0T HECKO/IbKUX YacoB A0 7— 10 aHeiA XapaKTepHOM yepToii
3a60/1eBaHUA ABJISETCA AMccoLMauma MeXOy TSHXKECTbIO COCTOAHUA BO
BpeMsl MapoKcu3mMa W OTCYTCTBMEM KakUX—/MB0 OTK/IOHEHWIA BHe Mpwu-
cTyna. OnucaHbl pas/iMyHbIe BapuaHTbl NepUoANYEcKoiA 6oniesHn. A6ao-
MWHaNasibras nepyoanyeckas xapakTepmsyeTcs oCTpbIMU 60/1IMN BHU3Y
YXMBOTa C vppagvaLuvein B rpyAHY0 KJIETKY, 4acTo HabsiiofgaeTcs pBoTa.
BoNbHbIX HepeaKo 0MepupyroT MO MOBOAY OCTPOro XWBOTA, HO He Ha-
X0OAT HUKaKMX M3MEHEHUIA. B KpoBM BO Bpemsi NpUcTyna MOXeT Obimb
NeKOLUMTO3 1 MoBblweHHass PO3, [pyrnMm BapuaHTOM KJ/IMHUYECKOI0
TeueHVs ABNAIOTCA TUMepTepMUYECKVe KpU3bl, XapakTepusyroLimecs
BHe3arnHbIM MogbemMom Temriepatypbl Ao 39—40°. M'mnepTepmusa coxpa-
HAeTCcA Npyu amMmnaornvpuHOBOWA Npobe. 3abosnieBaHME MOXET XapaKTe-
prn30BaTbCA MEPUOANYECKMMN apTpasibrusMK, MHOrAa MMEET MeCTO WH—
TEPMUTTUPYIOLLMIA  TnapapTpo3. Bo3MOXHO coveTaHve MasspuiAHOMo—
[06HbIX NPUCTYMOB C 03HO60M, MapoKCM3MasibHbIX BUCLIEpasIbHbIX 6osie-
BbIX KPM30B C CUMMNTOMaMM NMOPaXKeHNs cepo3HbIX 060/104eK. B KavecTse
peaKoro cMMnToMa Mpy Neproanyeckoii 60/1e3HN ONUCLIBAIOT peLmvamBU-
PYIOLLMIA  aHIMOHEBPOTUYECKMIA OTEK W FemMopparnyeckyto nyprnypy.
3abosnieBaHMEe MOXET OrpaHNYMBaTBLCA OOHOMA U3 ONUcaHHBIX (OpM Wn
VMETb CMELLaHHYI0 KapTUHY.

dnarHos cTaBAT Ha OCHOBaHUW LIMK/IMYHOCTU MPUCTYMOB 3a-
60/1eBaHNSA, 671aroNpPUATHONO TeYEHUS U OTCYTCTBUS KaKMX—/IMbo OTKJI0-
HEHUIA B MEXMPUCTYMHOM Nepuoje.

AvddpepeHumanbHbIA AunarHO3 cregyeT NPoBOAUTb
C MpoGOAHOA A3BOIA >XeNyaKa, OCTPOA KULLEYHOLA HEMNpPOXOoA4MMOCTbIO,
MnoYe4YHOKaMEHHOA 60JIE3HBIO.

NeyeHune cumnToMaTUYeckoe. [MporHo3 A58 XWU3HW Garo-
MPUATHBIA.

MMNKA BOJIE3Hb (cuHapom MNuKa, cMHApomM aasnuy — arHo3um —
anpakcmm) — remxunyeckoe 3abosieBaHue, BCTpeYatoLleecs npenmyLLecT-
BEHHO B CTapyecKoM M Mnoxwusiom Bo3pacTe. OnucaHa B 1892—1808 rr.
Pick. Yalle BCcTpeyaeTcs Y XXeHLUMH. Mo-B1ANMOMY, NMeeTcs ay TOCOMHO—
[OMWHaHTHBIA TUN HacsefoBaHuA. OnwcaH c/iydaia 6one3Hn Muka y
OAHOSIMLEBLIX 6/IM3HELOB. BblaeneHbl ceveiHbe opmbl: Schenk npocne-
ann 22 yenoBeka 13 4 MOKOSIEHNIA 0HO CeMbM, cpeay KoTopbix 14 cTpa-
[anu 60ne3Hblo MNMnka. MaTos10roaHaTOMMYECKM 0TMEYAIOTCS BbIPaXKEHHbIE
MpU3HaKy aTpotrm NapeHXUMbI TeX WIN NHbIX YYacTKOB Kopbl. MUKpO-
CKOMMYECKU onpeaeniseTcs BbinafeHe HepBHbIX KIETOK B 1—3 cfosx
Kopbl. Jlokanusaums aTtpopumn vawle B JI06HbIX A0NSAX WAN BUCOYHbIX
cneBa. CpeaHnia Bo3pacT Hadana'.6onesHu Muka 55 neT, npoao/mknTesib-
HOCTb 60/1€3HU 6 fIET, OYeHb peako cBbiwe 10 fieT. Mpu 6onesHn Muka
cnaboymme pasBuBaeTCA MOCTEMNEeHHO.

KnuHuka. Bbloensetca ase opmMbl 60/1€3HU: MpY NEPBOLA hop-
Me B MOBEAEHUN N XapakTepe 60/IbHOro MCNoABO/Ib UcCHe3aeT YyBCTBO
CTblOa, TaKTa, MNoSB/SETCA Tynas 3tAdopus ¢ UMMY/IbCUBHOCTBIO, 3KC-
MaHCUBHOCTbIO, CEeKCyaslbHOM TMNepakTUBHOCTbIO. [py BTOpPOMA hopme
HapacTaeT anaTus, OCKyAEeHVe peun, MbILLIeHUs, BpeMeHaMu Habso-
[aeTcsa MOTOpHOe BO36YXAeHWe, 60/ibHble pacCesHHbI, HEBHUMATE bHBbI,
COBEPLUAIOT rpybble OLMOKN, He MOryT BbIMO/IHUTL 3/1IeMeHTapHble ABU-
XeHus. Pa3BuBaeTcs MoTopHas adasus. o mepe HapacTaHWUS M3MeHe-
HUA JIMYHOCTU CYXatoTCA MHTepecbl 60/IbHOM0, YCUMBaeTCs 6e3yyacT—
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HOCTb, Mas10MOABMXKHOCTb, 3MOLIMOHa/IbHaA TyMoCTb, acroHTaHHOCTb,
aMHeCcTUYecKas 1 ceHCcopHasa aasuns; HepedKo pa3sBUBAETCH KaxeKcus,
6yiMmmns. B KoHeUHOA cTaaun 60Me3HN otcyTeTeyoT HEOOX0A4aMble Ha—
MbKY, 60/1bHblE BeflyT BereTaTvBHbILA 06pa3 »mM3HU. Y 10—10/0 conb-
HbIX 60/1€3Hb MPOTEKaeT aTUMUYHO. /=™,
OAndbdbepeHumanbHbl A OUWAalrHO3 MNPOBOAAT C ooses-

B/ ed'e H M e ocyLLeCTBASAIOT B YC/10BUAX CTaLMOHapa; OHO COCTOUT
B NPUMEHEHUN HelAPOSIENTUKOB MPU MCUXOMOTOPHOM BO3OY>KAEHUW U Ap.
Heobxogmma BUTaMUHOTEpPanus, MNPoMUIaKTUKA NHTEPKYPPEHTHbIX 33—
?rneBaHViA._ [porHo3 Heb1aronpUSTHLIA.

MUIOPOCTEHO3 BPOXXAEHHbIW. MpuHagnexuT K YacTbiM
3a60/1eBaHMAM  MEPBbIX MECALEB XWU3HW, Tpebylowmm ornepaTMBHOIo
BMeLLaTeNIbCTBa. Ma/lbUMKM MOpaXKatTCA 3HauMTeNlbHa Yallle [eBoYeK
(3 1) MprunHOLA BpOXAEHHONO MWIOPOCTEHO3a ABMSETCA AedeKT pas-
BuTua MUIOPUYECKOI0 OTAEMa Xeny/Ka, 3aKk/IHoHatomMIACA B MLUepTpo-
(1M MbILLIEYHOr0 C/108. YTO/ILLEHME MPMBPaTHUKA MpY NWI0pOCTENO3E
BrnepBble oTMedeHo Hirschprung (1887). CornacHo ogHoiA U3 Hamboriee
pacrpocTpaHEHHbIX TOYEK 3peHuns, TMNepTpodrm NpuBpaTHMKa CBA3aHa
C HeAopasBMTUEM MHHepBaLK B 06/1aCTV NMUIOPYCa. B PEMS BO30TKHO3E_
HUA CTeHO03a NPUBPaTHMKA 0THOCUTCA K 1—2 Mecsuam 3MOpUoHasibHoe
XXN3HW. B pesynbTaTte runepTpovn MbILIEYHOr0 C/108 MpyBpaTHUKA
nocnegHA NVEET BUA, NJIOTHOMO OMNYX0s1IeBUAHON0 06pa3oBaHus 6es10ro
neeTa, XpFIUJ,eBI/l,D,HOI/I KOHCUCTEHLIN.

K i MHMKa. OCHOBHbIM CUMMITTOMOM MNW/I0POCTEHO3a SABJ/ISETCA
pBOTa JOHTAHOM, KOTOpas BO3HUKAET Ha 2—3-AHeaerne »X13HW. BHavane
pBoTa HabNoAaeTCs MepUoguYecKu, 3aTeM Moc/1e Kaxaoro KOpMeHUs.
PBOTe 06bIYHO MpeALlecTBYeT CpbirvBaHMe. PBOTHbIe MacCbl COCTOAT M3
CTBOPOXXEHHOI0 MOJI0Ka 6e3 MPUMECU >Kesluu, C KUC/IbIM 3araxoMm, 4To
CBUAETENBCTBYET 0 3aCTOMHBIX SAB/IEHUSAX B Xesly[Ke. pBOTrble Maccbl
BbIGpacbIBalOTCA MIHOBEHHO C CWIOM — pBOTa (PoHTaHOM. PebeHok Ge-
CMOKOeH, BbICTPO MporpeccMpyeT MCTOLLEHWE M 06e3BOXMBaHME. J10XKa
cyxas, cobupaeTcs B CKIagKW, 6O/bLIOMA poaHWYOK 3anmaBlumn  3-3a
MoTepn XXUAKOCTU MOYENCITYCKaHNE YPEXEHHO0E, cTyn CKYAHbIMA, j Mo3s
HMe cpoku 3a60/1€BaHNA OTMEYaeTCs OaenencnyeckKum UM « KoH g a»
ctyn [Mpu ocMoTpe XMBOTa B anuracTpasibHoM 06s1acTy onpeaeniseTcs
yCUeHHas, BUAMMAs Ha /a3 CerMeHTUpYoLWas nepucTasibTuKa >Ke-
ny[Ka — CUMITTOM MEeCOYHbIX YacoB. YCU/INTb 3TOT CUMITTOM MOXHO Mo-
X/10MbIBAHNEM WM 3HEPTUYHBIM MaccaXkeM MepeaHeiA GPIOLLHOLA CTEHKM
B 3NMUracTpasibHoiA 061acTy nocse gaum pebeHky 10-20 mi « U P»c™°-
pa r/oKosbl. MepucTanbTuyeckue BOSHbI MAOYT VI3 0671aCTV /1€BOr0 Mog,
pebepbs KOCO BHU3 K MpMBPaTHUKY. Npy aycKyibTaumn Bbic/I rasaeTcsa
ycuneHHasa nepucTa/ibTUKa xenyaka. B page cnyyaes B o6riactufmp
BpaTHWKa, Mo, Kpaem MneyveHn, Ha 2 CM Hbke pebepHoiA ayrn, v HapyXx
HOr0 Kpas MpsMOMA MbllLLbl, YA3eTCs Na/ibnupoBaTb NMUAOPYC, KOTOPbIA
MMeeT BUA, MNJI0THOLA 0MNyX0sIn 0/INB006Pa3HOA (hopMbl 1 pacrosiaraeTcs
MOBEPXHOCTHO WM B T/yOuHe, Y 330HeiA CTeHKM 6pro= nonocy
Mpu NabopaToOPHOM UCC/IEA0BaHNM 0TMEYAIOTCA aHEMUSA, peXxe CrylueHne
KpoBW — nMoBblweHne Hb 1 3amegsieHne PO3. HecmoTps Ha 3HauuTe b-
Hble MOTeps XJ10pa CO PBOTOIA, M3MEHEHME KMC/IO0THO-LLIESI04YHOIO paBHO-
Acua KpoBu B CTOPOHY asikasio3a HabnogaeTcs peako, TaK Kak 3
rnoTepy KOMMEHCUPYOTCA KUC/bIMU MPOAyKTaMn 0bMeHa, HeAoCTaTOuHO
Bblde/I5eMbIMM BCIeACTBME 0NIypun. KonmyecTBo XJs10pa B, KPoBU € a -
)XaeTcs. PeHTreHosornyeckoe 06c/edoBaHME Heo06XoAyMO B J1H060M
cnyyae, NoA03pUTENIBHOM Ha NUI0POCTEHO3, N COCTOUT N3 0630PHOIA PEHT-
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reHOCKOMMn GPIOLLIHOIA MOSI0CTU U KOHTPaCTHOIMO UCC/IeA0BaHSA ey a04-
HO—KMLIEYHOro TpakTa. [Mpu 0630pHOIA PEHTIEeHOCKONUWU orpeaeniseTcs
pacLLUMPEHHbIEA, 3arofIHEHHbIA ra3om >kenyaok. locne gaumM KoHTpacT-
Horo BelecTBa (5% BoAHas B3BeCb 6apusa B 50 M CLEEXEHHOr0 rpyAHOro
MOJI0Ka) BbISB/ISETCA YCW/IEHHas CerMeHTapHas MnepucTa/lbTUKa >ke-
NyAKa 1 HapylleHVe 3BaKyauun KOHTPacTHOro BellecTBa B ABeHaaua-
TUMNEPCTHYIO KULLKY. B psge criydaeB B GOKOBOIA MpPOeKUUW yA3eTcs
BUOETb PE3KO0 CY)XXEHHbIIA NMpocBeT NpuBpaTHMKA B BUAE K/TH0Ba. 3afepXkKa
KOHTPacTHOr0 BELLECTBA B Xeslyake HabnwgaeTca oT 3 4o 24 n gaxe 48
4acoB.

LvarHos nuiopocTeHosa Npy_HIAYAN MEPEUNC/IEHHbIX Bbille
CUMMTOMOB He MPeACTaB/IseT TpyaHocTeiA. Hambonee YacTo avdihepeHLiy-
bHBIA AMarHo3 Heo6XoAuMO MPOBOAWTL C MIOPOCMA3MOM, BbICOKOLA
KMLLEYHOA  HEMPOXOAMMOCTLIO M CTEHO30M MPENMIOPUYECKOr0 OTAena
XesyaKa, Bbi3BaHHbIM MEPErOHKOA N M3MEHEHHbIM cocy10M. TpyAaHO
andepeHUMpoBaTb  BPOKAEHHBIA NWI0POCTEHO3 OT  MNWJI0POCMasma,
Tak KakK BO BCeX OCTasIbHbIX C/y4asaX 3aKk/ioumTesIbHbIM 3Tarom obesie-
[0BaHMA SBASETCA J1anapoToMUs.

NeyeHune nNWUMIOPOCTEHO3a OMeEPATMBHOE, COCTOUT B pacceyeHunmn
CEepO3HO-MbILLEYHOIO €108 NPUBPaTHMKA B 6eccocyaVCcTOA 30He. MporHo3
61aronpuATHLIA.

MAWEBOOA ATPE3VA — TsbkebIi MOPOK pasBMUTUSA, BO3HMKaAKO-
LLWIA B riepBble HeAe/ M BHY TPUYTPOGHOA XWU3HW:. [leTun ¢ aTpesveii nuLle-
BOAA 4acTO POXKAAITCA HEAOHOLLEHHbIMW, C TSHKESbIMU MOpoKamMn pas-
BUTUA — aTpesriell KULLEYHVKA, BPOXXAEHHbIM NopokaMmn cepaua. Hau-
6osiee  4acTo BcTpedaeTcs (opma, MpU KOTOPOIA OpasibHbIA - KOHEL,
NULLEBOAA 3aKaHUMBaeTCA C/iero, a [Apyroii — coobliaeTca ¢ Tpa-
xeein.

KnnHuka, [lepBble CMMATOMbI aTpe3vm NULLEBOAA NOSABASIOTCA
C HavasioM KopmsieHus. Mpyn aToM HabnaaeTes BbITEKaHME MOJSI0KA U30
pTa pebeHKa, YTO COMPOBOXAAeTCSA NPUCTYMNOM acthnkemun. MNpu nNoBTOp-
HbIX MOMbITKaX KOPMJIEHNS pebeHKa MpUCTYMbl acUKCUM MOBTOPAIOTCS,
pasBMBaEeTCA acnumpaumoHHas MHEBMOHWUS. Pe3VHOBbILA KaTeTep, BBe-
[eHHbIA Yepe3 poT, BCTPeYaeT MNpensaTcTBME Ha pacCTosHMM 9—12 cm
0T Kpas 4estocTn. Ec/iv ¢ NOMOLLIbIO LUNpULA MO KaTeTepy BBECTU BO3-
AyX, OH C LUyMOM BbIXOAUT K30 pTa [1pn peHTreHos0rMyeckom mccre-
AoBaHNM (0630pHas peHTreHoCcKoNusl) BUAEH CBEPHYBLUMIACA Pe3VHOBLIA
KaTeTep B C/1IeMOM KOHLIE MULLIEBOAA, YTO MO3BO/ISET BbIAB/ATL YPOBEHD
aTpesun.

AvarHos. [Onsa paHHEA OMarHOCTMKU aTpesvn MNULLEBOAA He-
06x0fVMa KaTeTepusaLms XeslyKa repes, Ha4asioMm KOpM/IeHUs Y BCex
[eTeN

NeyeHne — onepaTuBHOE. B 6naronpusaTHbLIX CAy4vasx, Korga
[macTa3 Mexay aTpesvpoBaHHbIMU KOHL@MW MULLIEBOAA He MpeBbIlLaeT
1,5 cm, co3paloT npsamoiA aHacTomo3. Mpu 3HauMTeIbHOM AvacTase rocsie
pasfenieHms Tpaxeo—nLuLEeBOAHOroO CBMLLA 06a KOHLA MULLEBoAA BbIBOAAT
HapyXy (aBoviHasa 33ocaroctoMus). MporHo3 mpv aTpe3nn NuMLeBoaa
onpeaenseTcs Ha/MuMeM codeTaHHbIX MOPOKOB PasBUTUA U OC/IOKHEHNIA
(acnupaumoHHas MHEBMOHMS), CHWKAIOLWIMX LWaHCbl Ha ycreX. JleTasb-
HOCTb Mpu aTg)ee.mm nyLLEeBoda, Mo AaHHbIM pa3HbIX aBTOpPoB, KosiebreTcs
ot 10 go 90

MOBbLIWEHHAA YYBCTBUTE/NBHOCTb K COJIHEYHbIM
NYYAM (6one3Hb Aiapuca). 3abosieBaHue onmcaHo B 1923 r. Ayres.
BcTpeyaeTcs B cTpaHax C 06WIbHOIA MHCOMSILUMEIA. YacTo HOCUT ceMetd
HbEA XapakTep. Mpn BO3AEMACTBUM COSTHEUHbIX JlyYeld BO3HUKAET Aepma-
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T03 Ha KpacHOM Kal/ive ry6, valle Ha HWKHELA. [pyrux n3mMeHeHNIA KOXN,
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poiA NMUrveHTaLwein U OenMrVeHTaLyeld, aucTpodmeli HorTelA 1 BosloC.
B 6Goslee mo3gHem Bo3pacTe pa3BUBAETCA KaTapakTa, MMoreHUTasinam,
aKpOMWKpUS, aHOMasna JIMLEBOro ckesieTa (Ce/ioBUAHBIM HOC), AuC-
Mponopunst Ty/I0BULLIA M KOHEUHOGTEIA.
On €peHUMaNIbHbIVI AUarHO3 MpoBOAST O Ayc-
XPOMUSIMU. C TSHKESbIMU (HopMaMM HELAPOAEPMMTA C KaTapaKTolA.
NNeueHwMne cumnToMaTUyeckoe. [MpOrHO3 A1 >KU3HWU O/1aro-

npnaTww mMnogEPMMA  BPOXOEHHAA (TomncoHa cuHApOM).
Bnepsble onucaH Thompson (1936). [1eBOYKU 6O/EOT ualye MasIbUNKOB.
MaTonoroaHaToMMYeck onpeaenseTcs NopaxeHWe cocynoB C 04eBUO-
<HDIA BOCM/TESTbHOA peakuMeiln 1 KIETOUHOIA MH(WAbTpaumen.

Knnuunka. 3aboneBaHvie pa3BuBaeTCcSN'B [OETCKOM BO3pacTe.
Ha*Koxxe TynoBuLla M SiMua — oYarv LwnepnurMeHTauKkm n TesieaHrn—
aKTasuu. Jpyrme cMMNTOMbI BK/IHOHAIOT BbIMadeHVe 6poBEIA, KaTapakTy,
(BbICOKYIO CTEMeHb MMOMUKX, MOBbILLEHHYO K CO/ITHEYHOMY CBETY, Bblpa-
XKaloLLyHCa B BO3HUKHOBEHUM GysuUiesHol cbinun. 3abosieBaHne nporpec-
CMpYeT, MPOrHO3 MJIOXOIA. -

OnucaH BapuaHT 3aboneBaHnsas (Rothmund, I968), Hacremyemblia
peLLeccnBHO, XapaKTepUsyHLNIACA MPaMOPHOCTLIO KOXW INLA N YLLeIA,
[BYCTOPOHHEA KaTapakTolA, NpexxaeBpeMeHHbIM  MoceAeHVEM U Bbl
nageHnem BOJIOC, [OUCTPOMEIA worteii. (M3ab0nieBaHME Mporpeccu—
N JleyeHwue. lloKaszaHa Tepanusa aHTUKoarynaHtamu. [1porHos
M/10XQIA.

NMONMMNKWNCTO3 JIEFKOIO (KMUCTO3HOE, HO/IMKUCTOBUAHOE JET-
Koe, Jflerkoe Tuna NyeninHbIX CoT, BPOXKAEHHas 6pOHX03KTa3ns, bysnes-
Has amdmzema). MNepBoe onucaHne 6ose3Hn caeran. Growitz B 188U r.,
JeTaflbHO V3YUUBLLWIEA TUCTOIOMMYECKYHO KapTUHY KUCTO3HOMO JIErKOro.
VimetoTca HabnogeHus ceveliHbIX CcrlydaeB 60/1e3HW; OMnmucaH — KUCTO03
Nerknx y cecrep-6sM3HeLioB.

KaAnHn4decKnN MNOMMKUACTO3 MPOSB/SETCA 4acTo MNocne AeT-
CKUX VHEKUMIA: KOpW, KOKJIIOLIA WM pPecnmpaTopHbIX 3abosieBaHnN.
VIHOMLMPOBaHHBIIA MOSIMKUCTO3 Y OETEIA HE UMEET CreundnYecKnx YepT,
NpoTeKaeT aHa/IorMyHO OPOHXO3KTAaTUYECKOIA 60s1e3HN. HabntogatoTces
MOBTOPHbIE BCMbILLKA GPOHXONIEFOYHOMA UH(EKLMN. AXapaKTepHbl Br1ak-
HbIA Kallesib C OTAESIEHNEM MHOMAHOIA MOKPOTbI, CTOMiKV/E BOgsiLUble XpU-
nbl, ,,6apabaHHbleLNasibLbL. B TSHKebIX criyyasx rHoAHas MHTOKCUKaLMA
M AblxaTeNnbHas HeLoCTaTOUHOCTb C BbIpaXXeHHbIM 06CTPYKTUBHBIM CUH-
ApomoM. 3abosieBaHMe MOXKET OC/IOXKHATBLCA KPOBOTEUYEHNEM N CMOHTaH-
HbIM MHEBMOTOPAKCOM. -

AnarHo3. OkoHYaTesIbHbIA ANarHo3 BO3MOXEH Moc/1e peHTreHo-
J10rMYecKoro 1ccsefoBaHUa — GpoHXorpan. KuoTel SIEFKOF0 HEPEAKO
coyeTalTCa C ApYrvMMM MOpOKamMu pasBUTUSA: OMMCAHO COYETaHWe KUCT
C aHoMa/MelA cocyZi0B J1IerkKoro, ¢ AeKCTPOKapaneiA, BpoXaeHHbIM Mopo-
KOM cepaua, n06aBOYHbIM lerkuM U T. 4,

J1 ed eH e BonbHble MOMIHKUCTO30M J1EFKOr0 MOAJSIeXaT Xu-
pypruyeckomy siedeHuo. Mpu  avdgdysHOM ABYCTOPOHHEM rpoLiecce,
KOrJa ornepaTvBHOE BMeLIATENIbCTBO HEBO3MOXHO, MCMOMb3YeTCA KOMM-
NeKC TepaneBTUYECKUX CPeAcTB: aHTUOMOTMKOTEPArus, OpPOHXOC»;arnm-—
yeckas caHaums € 9HAO0O6POHXMASIbHLIM BBEAEHMEM MPOTEOSIMTUYECKNX
(hepMeHTOB 1 aHTUBNOTUKOB, MHIraIALMA NPOTE0SIUTUYECKUX (HEPMEHTOB,
MOCTYpa/IbHbIA ApeHaxX, Mpy 06CTPYKTUBHbIX HapyLUeHUSX — GPOHX0—
NnTUYeckue npenapaTbl (3deapuH, aydunamH v ap.). MNokasaHa YBY
Aa rpygHy KIETKy.
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nosnnos MUrMEHTHO-MATHUCTHLIN (MetAmup — Erepca
cuHApom). 3aboneBaHWe onucaHo Peutz B 1921 r. u Jeghers B 19494r.
CvHApPOM npeacTaBnseT coboiA codeTaHue JIEHTUIo JiMua M Mosivnos»
YKenyJ04HO—KULLIEYHOro TpakTa. 3abosieBaHWe Hac/eayeTcs MNo A0MU-
HaHTHOMY Tury. OnucaHbl CceMeliHbEe Cy4dan. HaumHaeTcs B paHHeM
[eTckoM Bo3pacTe. [1aTormcrosiornyeckas KapTuHa KOXWM XapaKTepu-
3yeTcs Ha/mumeM U3BbITOYHOrO CoAepXaHuUs MeflaHMHa B 6a3asibHOM
cnoe anuaepmumca.

KnnHunuyeckaa KapTUHa XapaKTepusyeTcs MosBrie-
Hvem BypoBaTO—XeNTbIX WM acnAHbIX JIEHTUIMHO3HbIX NATEH, pacno-
NaraloLLmMxXcs Ha KoXe Nuua, MperMMyLLeCTBEHHO BOKPYF pTa M Hoca»
pexxe — Ha KOXe MasibLEB KUCTelA, flafioHeiA 1 nogowBax. Ha kpacHoiA
Kal/ive ry6, C/i3UCTOIA 060/104Ke OeceH, A3blKa, LLEK, HOCOr/I0TKN, CKJle-
pe OHW MpUoGpeTalT CUHEBaTO-Oypyto OKpacKy. MATHa MMET OKpyTr-
b oyepTaHua anameTpoM oT 1—2 a0 3—4 MM. VHorga asieMeHTbl He-
CKO/IbKO VH(UBTPUPYIOTCA M BO3BbILLAOTCA Haf, MOBEPXHOCTHIO KOXU
MU C/MBUCTbIX 060/104eK. BonbHble B 6GO/bLUMHCTBE CrlyvaeB OpHOHETDI.
OBos10CEHNE T0/10Bbl CKYAHOE, YacToe BbinadeHve Bosioc. CvmnToMamm
MopaXkeHMs KULLEYHUKa SBNSIOTCA 6071, Avcrencuyeckre SBrieHus,
KpPOBOTEYEHUSl, BTOPUYHAA aHeMusl, WHOr4a WHBarvHauys KULIKW.
Mpy 13BA3BNEHUN MOAMMOB 3ab0s1eBaHME CUMMNTOMAaTUYECKN MpuoGpe-
TaeT CXOACTBO C A3BEHHOLA 60/1e3HbLI0 Xeslyaka. Mpu racTpo- U peKTopo-
MaHOeKoAUN MUrMeHTHbIE NATHa 06HapyXMBalOTCA Ha CAMBUCTOIA 060-
JI04Ke >Xenyaka N MNpsiMOIA  KULLIKN.

AvddepeHunmanbHbl A AnarHos. CuHgpom  [etAr-
ua — Erepca cneayeT anddepeHUmMpoBaTh 0T NMUMMEHTHOLA 3puUTpoaepMnn
Bpoka, cuHapoma Japbe, cuHapoma [apaHepa, NpeacTaBAstowero co6oti
coyeTaHve MosMno3a TO/ICTOr0 KULLEYHWKA C OCTEOMOIA, (MBPOMOIA, HO
6e3 NIeHTUIMVHO3HbIX BbICbINAHWIA Ha KOXe W C/MBUCTbIX 060/104Kax.

NNleyeHwue 6ombHbLIX ¢ cnHapomoM [eATua — Erepca coctonT
B OMNepaTVBHOM YAA/IEHUM Y4YaCTKOB KULLEYHMKA, MOPaKEHHbIX Mom—
ro3om.

MOJ1IOBbIX OPFAHOB BHYTPEHHWX TOPOKWN PA3BUTWA,
Mopokn pasBUTUSA BRarasivwa, MaTkm U Tpyd BO3HUKAKOT CO C/IUAHUA
MIO/1/1EPOBbIX XOA0B M BO BPeMs CAMAHUS uX. Kaxaas aHoManus cooT-
BETCTBYET OMpeaesieHHoOMYy Mepuosy 3MOPUOHaSIbHOI0 pa3BUTUSA 3apo-
Obiwa. CvsHMe MIO/IEPOBbLIX X0L40B MPOCXOAUT Y 8-Heae/bHbIX N/1040B
(55—60 MMm). HecrmsHWe MIOSIIEPOBbIX XOO0B Y 8-HefesibHOro nsioda
BEJET K BPOXAEHHOLA aHOMa/IMnm — ABOAHaA MaTKa. [MpekpalleHuve pas-
BUTUS MaTKN y 11—12-Hefe/bHOro rsioga crocobeTByeT 06pa3oBaHUI0
[BYPOroiAi MaTKun ¢ oaHolA LelAakolA. [MpekpalleHne pasBUTUS MaTKu Y
3Yr-mecayHoro nsoga BeAeT K 06pa3oBaHNIO Cef/ioBUAHOM MaTKW. Mo3a-
Hee (hopMupyeTcs BRara/ivHas YacTb LWeAkn MaTKU. opoku pasBuTums
Mos10BbIX OPraHoB COYETAOTCA C MOpoKamu pasBUTUSA APYruxX OpraHoB:
OTCYTCTBMEM MOSIOHHOIA Kerie3bl, CYy)KeHHbIM Ta3oM, O0TCYTCTBUEM MOUKM™*
MMesIOMOYETOUHMKOBBLIM  aHaCTOMO30M, CEPALIEM  MEHbLUMX pasMepoB,
BbICOKMM HeboM, aHoMasiMeid 3y60oB, JIOKHbIMM  pebpamu, Aedek-
TOM pasBUTUSA TOMCTON0 KULLEYHWKA, pacLLern/ieHeM [yXeK MO3BOH-
KOB 1" él,}_)l
r OBbIX OPFAHOB M CBA3AHHbLIX C HAMWN CMEXXHbIX
OPI'AHOB MNMOPOKW PA3BUTWA. Ninocnaana — COCTOSAHUE, MpU KO-
TOPOM Hapy>HOoe 0TBEPCTUE YPETPbl WM YCTbe MOYEBOro My3bIps pac-
MOJSIOKEHO BHYTpPM Braranuvwa. >KeHckasa runocnagus — Heaopas-
BUTVIE MOYENOSIOBOIA NMasyXm, HerosIHoe OTAeSeHVe YpeTpbl 0T Blara/mia
Ha cTaaum (hopMMpOBaHUA YpeTpoBarmHasIbHOMA Meperopogkn un npea-
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ABepus Bnaranvwa. XXeHckas rarnocrnaans BCTpeyaeTcs pexke My>XCKOIA.
Mvnocnagua 06bIMHO He COMPOBOXAAETCA HapyLUeHVWEM MOYeuncrycKa-
HUA. HegepxaHne mMouu HabloaaeTes B peaKMX criydasX, Npy TsHkesoia
thopme, Korga MosSIHOCTbIKO OTCYTCTBYET ypeTpa U HapyluaeTcs yHKUmA
CPUHKTEPA MOYEBOr0 My3bIpsi.

NeuyeHwne onepaTVBHOE, MPOBOAUTCA B C/Iy4asxX TsKesoiA M-
rnocnagun, COMpPOBOXKAAIOLEIACS HeaepXaHVeM  MOUMN.

NMOPOKEPATO3 MHEEJ/I/IN. 3a6oneBaHve onucaHo B 1889 r.
Mibelli. HacnegyeTca no AOMMHAHTHOMY TUMY C Pas/INYHOLA MEHETpaHT—
HOCTblo. Yawie 60/1€l0T MyX4MHbI (2 : 1). 3aboneBaHWe HaudMHaeTcs
B MNepuos MosioBOro Co3peBaHus.

KnnHunueckana KapTWuHa XapakTepusyeTcs o4daramu
rvnepkepaTosa HenpaBU/IbHbIX OYEPTAHMIA Ha KOXE W C/M3UCTbIX 060-
J104Kax N 3aKyrnopKoiA MPOTOKOB MOTOBbIX e/ie3 POoroBbIM BELLECTBOM.
MouTn Bcerga MMET MeCcTO Ceporo LBeTa rmpasHOonoao6Hble oyvaru
MOMYTHEHWNS POroBOLA 000/104KN. 3abosieBaHNEe MOXET COMPOBOXAATbCA
ANCTpodMeld Hortein 1 aHoMasIMsiMn  3y60B.

AnddhepeHumManbHbIA AuUarHoO3 cregyeT NpoBoAUTb
C KpacHbIM MJIOCKUM JIMLLaEM U OpYrvMUA MOpPOKepaTo3amMu.

JleueHune cm. Kepatosbl

MOYEYHO-MO3roBon AEreHepPALNN C UMNOA30NYPU-
EN CUHAPOM (EecmaHa — BbonasuHa cMHAPOM). lNpeacTasrisieT coue-
TaHVe amaBpOTUYECKOA MAMOTUN C HapyLUEHNEM MOYEYHOIA KaHa IbLIEBOLA
peabcopbunun. 3abonesaHve Hac/liefyeTcs Mo ayTOCOMHO-peLLeCCMBHOMY
Tuny, onvcaHbl ceveliHbe crlydan. Y 60/bHbIX U (PEHOTUMNNYECKN 300-
POBbIX POACTBEHHUKOB (poauTenn, 6paThbs, CECTPbI) B MOYe OrpeaesisieTcs
Ha/IMumMe MoNoXKMUTENbHBIX HUHIMMAPUMHOBLIX CyoCcTaHUMEA. B ocHoBe 3a-
60/1eBaHNS NIEXUT AeeKT KaHa bLIEBOLA peabcopbunmn AepmBaToB UMAOA—
30/a.

AvndpdbepeHumanbHbIA AMarHO3 cregyeT Nposogn»
¢ 60ne3Hbl0 Tess — Cakca 1 ApyrvMy BUOaMMU aMaBpoTUYECKUX UOMOTUIA,
60/1e3HbI0  XapTHYMa, TUMepPaMMOHVEMIEIA.

NNeyueHue He pa3paboTaHo.

MOYKA TYBUATAA («neHUCTas» MoYKa) — Hac/eaCcTBeHHoe
3a60/1eBaHMe MoYeK, MpeacTaB/isAlolLiee COG0IA  OTHOCUTENIbHO  JIerKUA
BapuaHT MOSIMKUCTO3a MoyeK. HacneacTBeHHas npupoga 3aboseBaHWUS
rnoATBepxaaeTca Hab/IOAEHNAMN Y YIEHOB OOHOMA CEMbW, O[HaKO Tun
Hac/iefoBaHMA He yCTaHOB/1eH. XapaKTepHbIM SB/ISETCA NPorpeccupyto-
was ANCTPOUA MOYEYHbIX KaHaslbLEB C pasBUTUEM MHOXKECTBEHHbIX
9KTA3NIA OUCTA/TbHBIX M3BUTBLIX U CObMpaTesibHbIX KaHasIbLEB.

KnnHuka. 3abosieBaHMe MNPOSABASETCA XPOHWMYECKOIA peumnan-
BVPYIOLLIIA MUYPYERA, OTMEYaloLLEIACA B paHHeM [eTCKOM BO3pacTe.
Hanuuve aKTasuiA KaHanbLEeB npeapacriosiaraeT K 06pa3oBaHMI0 Kam-
HelA, YTO MNPOSB/ISETCA MOYEYHbIMN KOIMKaMW U reMaTypueid. TeuveHve
anvtenbHoe. Tpy  peHTreHos10rMyeckoMm 06c/1e0BaHMM  BbISBASETCA
yBe/IM4eHve pa3MepoB MoYeK; Mpu yporpaguu yaaeTcs 06HapyXXuTb
paclUvpeHHble cobupaTesibHble KaHasibubl. ConyTCTBYHOLWUMU  M3MEHE-
HUAMW MOMYT 6bMb YABOEHME MOYETOUYHMKOB, ANBEPTUKY/1 MOYETOUHUKOB.
VIHorga Hapsily ¢ MOopaXeHWEM MoYeK MMEETCH KUCTO3HbILA hnbpo3 noa-
YKEesTy04HHOIA Xenesbl, MOSIMKUCTO3 JIerKuX.

NNeyeHWe HanpaB/fieHO rflaBHbIM 06pa30oM MPOTUB BTOPUYHOLA
VMHEKLMN MOYEBLIBOAALLMX MyTelA. HedpaKTomMusa rnokasaHa TosibkKo npu
O0[HOCTOPOHHEM MOPAXKEHUN TIOYEK.

MNPAAEPA CMHAPOM. OnucaH Brnepsble B 1966 r. Willi Prader,
NnposiBNSETCS Y HOBOPOXXAEHHBIX MbILLEYHOIA TUMOTOHVERA U HapyLLEHNEM
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aKTa cocaHus. HepeKo HOBOPOXXAEHHbIE He MOryT Kpu4aTb. B TeueHue
nepBoro rofa >XM3HW MPOUCXOOUT MOCTENeHHass HopMaIn3auma Mblley-
HOro ToHyca. YacTo B nepvoge paHHero AeTcTBa 0TMeYaeTcs ABuraTesib-
Has HesI0BKOCTb, CK/IOHHOCTb K OXWMPEeHWIo, OTCTaBaHue B pocTe, Kpwun-
TOPXM3M M YMCTBEHHas He[OCTaTOYHOCTb. JTuosorna 3abonesaHns
HescHa. B paHHeM BO3pacTe ero 4acTto MPUHVMAIOT 3a CMVHA/IbHYHO Mpo-
rPeccnpyoLLyto MbILLIEYHYHO aTpotuio, Y AeTelA 6onee cTapluero BospacTta
CBA3BIBAOT C OXMPEHMEeM. B HeCKONbKUX C/lyyasx npu aTom 3abosieBa-
HUM HaAOEHbI XPOMOCOMHbIE abeppauyn: Tpmcommnsa no 21-iAnape, 14/18
TpaHC/I0KaLUmMsa 1 aHoMasIMm Y —XpOMOCOMbI.

MPOTEPUA — TepMmnH anst 0603HaYeHUs pa3/INYHbIX MNaTosIorn-
YeCcKMX COCTOSHUIA, 06LLMM /19 KOTOPbIX SABASETCH MNpeXaeBpeMeHHoe
cTapeHue. [leTckaa nporepus BriepBble onucaHa Hutchinson B 1886 r.,
nporeputo B3pocsibix onvcast Werner B 1904 r. 3aboneBaHue pegkoe.
My>KUMHBI 60NEI0T HECKO/IbKO Yallle >eHLWMH. OnmcaHbl ceMetiHbe Cy-
yau nporepmn. MNMpu NaTos10roaHaToOMUYECKOM UCC/IeA0BaHNN 0TMeYatoTCs
00UMIA apTepuocKs1epo3, aTepomaTo3 aopThbl, AUddy3Hble K3MEHeHUA
9HOOKPUHHbIX Xeses, aTpodus anuaepmMmca, casibHbIX U MOTOBbIX Xesles.
B naToreHese 3a6oseBaHVA onpefesieHHas posib MPUHAANEXUT Hapylue-
HUSIM  NIMMNONPOTEMHOBOI0 0BMeHa.

KnnHnka. 3aboneBaHve MOXET Ha4YMHaTbCA B J1060M BO3pacTe.
BoflbHbIE MMEIOT XapaKTEPHbIMA BHELLHWIA BWL; MasIeHbKOro pocTa, Bbk
rNA0AT CTaplle CBOEro BO3pacTa, KoXka cyxas, MOPLMHUCTasA, paHHee
rocefigHve, BbiMaaeHMe BOSI0C, GPOBEIA M PECHUL, JINLO MasIEHbKOE,
«TTMA HOC, MasieHbKUEA pOT, 3a0CTPEHHBLIA M0A60POAOK, MMKPOrHa-—
nua. OTmedaeTca Auddy3Has CUMMETPUYHAA aTpoPusa Mblil. MbliLLbl
npv Nanbnaumn rsioTHble. BbipadkeH MOI0BOIA UHPaHTUAV3M. VIHTennekT
CTpajaeT B pas/iM4yHoOMA cTerneHn. K paHHUM Npr3Hakam CTapeHUs OTHO-
CATCA ObICTPO pPa3BMBAIOLLAACA Kaxekcus, asoneuus, Tpoduryeckme
HapyLleHWs, KaTapakTa, paHHWIA aTepocksiepo3. BosbHble XXanytoTcs
Ha 6011 B 061acTu cepaua. B mosionom BospacTe HacTbl MH(apKTbl U Kpo-
BOU3/INAHNSA B MO3r.

AvndbdepeHynanbHbIA AuMarHO3 credyeT NpoBOAUTL
C paHHUMW 3/10Ka4eCTBEHHbIMU (hopMamMy aTepocKs1epo3a, MMOTOHUYE-
ckoh auctpodmeir KypTtmaHa — LUTtaiHepTa — BaTTeHa.

Nl edeHwne lNpumMeHAIOT oueTy, Goratyo 6enkaMu U BUTaMUHa-
MM; Ha3Ha4aloT JIMMOTPOMHbIe MpenapaTbl, aMMHOKUC/IOTbL.

MNCBEBAOKCAHTOMA 3/ACTUYECKASA (MpeH6naga — CrpeHa-
6epra cuHapom). OnucaH Gronblad n Strandberg B 1929 r. CemetiHoe
3abo/1eBaHVe, MpPoOABIISOLLEECS B OETCKOM Bo3pacTe. Hacneayetca no
ayTocoMHO—peLieccMBHOMY  Tuny. YacTtoTta 1 : 160 OO0, [mucTosormnye-
CKW onpeaenseTca aTpopus HWKHEL YacTu AepMbl C [ereHepauviein ana-
CTUYECKUX N OTEKOM KOJI/1areHOBbIX BOJSIOKOH.

KnnHwuka. llogBngaoTca Mesfikue, pasmMepoM A0 S MM, Xesrro-
BaTO—OpaHXXeBble MNanysibl, HanoMUHalLme KcaHTenasmbl. [pynnupyscb
MU CAMBasCb, Manysibl 06pasyloT CeTeBUAHbIE WM JIMHEMHbE ovaru.
Mo nepudepnn MX 06HAPYXMBAOTCA TesIeaHrMaKTasun, aHrMHOULHbIe
nonochbl, YY4aCTKN JIMBUOHO 3puTeMbl. MopaXKeHs UMEOT MecTpbIia rno-
J10c0BUAMbIA XapakTep. BbiCbiMaHVs pa3BuBaloTCA Ha PoHe rnoTepu asa-
CTMYHOCTU KOXW, pacrosiarascb Ha 60KOBbIX MOBEPXHOCTAX LUeW, pas-
rmbaTesibHbIX MOBEPXHOCTAX KOHEYHOCTEM, B MOAMbILEYHbIX, MaxoBbIX
061aCcTAX, pexxe Ha Ty/0BULLE. B mpouiecc He BOB/IEKaeTCH KoXa Jiaap—
HelA, NoAoLB, /Mua, BOSIOCUCTOIA 4acTu rosioBbl. Hepeaku BHYTpPeHHUe
KpPOBOTEYEHUS, KPOBOM3/IUAHUA B MapeHXMMAaTO3Hble opraHbl, nentu-
YecKue £A3Bbl XesyaKka U KULIEYHWKE, 06YC/I0B/IeHHble [ereHepaupe»
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9/1aCTUYECKOA TKaHW cocyoB. [lopaXeHue cocy[oB 3HAOKapOAa M MUO-
Kapaa KIMHUYECKM MPOSAB/IAETCA CUMIMTOMaMM CTEHOKapaun U MHpapKTa
Mmokapga. Mepudepnueckme cocyabl MOryT 06bI3BECTB/IATLCA C pa3BU-
TVieM MepemMexaroLLetica XpoMOoTbl, MafeHVEM apTepuasibHOro MnyJsibeca.
Y 50% ‘60/IbHbIX 0(Ta/IbMO/IOFMYECKN BbISAB/ISOTCA MOPaXKEHME CET-
YaTKN B BUAE KPaCHOBATO—KOPUYHEBBLIX M3BWIUCTbLIX MO0S10C B 06/1aCTn
3pUTESIbHOI0 AUCKA, MHOT A XOPEOPETUHUT, KPOBOU3IUAHUS B MaKy1sp-
Hyl0 06nacTb, pybLoBOe MepepoXgeHue.

AnddbepeHumanbHbIA AMarHO3 MNpoBOAAT C JIOKa-
JI130BaHHOIA ck/lepoaepMureta, cuHapomom 3aepca — JaHsoca, Koruiona-
HOIA fiereHepaLein KoXu, cnHapoMomMm MapdaHa, NeHeTpUpyroLLMM aia—
CTO30M, XapaKTepU3YHLIMMCH TFUCTOMOMMYECKM TMeHeTpaLmeid Bos1ocs-
HOro (hOSIINKYIa 3/1aCTUHECKUMN  BOSTIOKHaMMU.

NNeyeHMe: HasHayalOT BUTaMMHbI A, C, 3peBUT, UHTEPMUAUH;
KOCMETUYECKOe XMPYPrnYecKoe JsieyeHVe. .

MNCEBAOCK/EPO3 CNACTUYECKUMIN (KpetaTugensara —e
>Kakob6a cMHAPOM, KOPTUKO—CTPUO-CMMHAIBLHOA AereHepaLym CUHOPoM)—
nporpeccupytolliee 3abosieBaHMe MO3roBOiA Kopbl, 6a3a/ibHbIX FaHr/ves
MU CMMHHOro Mo3ra. BrnepBble onucaHo Creutzfeldt B 1920 r. un Jacob
B 1921 r. BonewT My>X4YUHbI N XeHLWMHbI B Bo3pacTe oT 30 a0 60 reT:
OnuncaHbl ceMelHbe Crlyyan 3aboseBaHUsA. HacrieayeTcs rno ayToCOMHO-
[OMUHaHTHOMY Tuny. [1aTo/0roaHaTOMUYeCKU BbISBASIOTCA: AereHepa-
NS HEPBHbIX K/IETOK MO3I0BOIA KOpbl, 0CO6EHHO r/1y60KNX ee 0TAEs0B,
6a3a/IbHbIX FaHr/IMeB, 00bIYHO HUCX0AALAS AereHepaums KOPTUKOTCIN-
Ha/IbHOFO0 TpakTa C roc/iedytowyM  paspacTaHueM (QUOPO3HOIA rauu.

K nnBwnka. Hayano 3abosieBaHUA XapaKTepu3yeTcs CHUKe-
HVEM MaMATU, UHTESUIEKTa, peyveBbIMU PacCTPoLACTBaMM, 3aTpyAHEHVEM
M CMaboCcTbio OBWKEHNIA B KOHEUHOCTAX, aTakcueld. Mo3xe nossiseTcs
HUCTarM, Au3apTpus, CracTUKa, XOpeoaTeTOMAHbLIA  TUMEPKUHES» |
06HApPY)KMBaAKTCA MbllLEYHbIE aTPO(hUN, CHUDKEHME OPIOLWHBLIX pedqUiek-
COB, CYXO0XW/1bHble pedyieKcbl 06bIYHO MOBbILLEHbI, BbI3bIBAETCA CUMMTOM
BabuHckoro. Yacto oTMevaloTcs anaTus, HapylleHue namsaTu, Heratu-
BU3M, 6pel, 3pUTesibHble N CIyX0Bble ra/ultoLMHaUmK, KoHgpabynaumm.
3aTem HacTynalT rsy6okas AeMeHUVs, Cyaoporn, Koma u CMepThb.

AnddpepeHyumnmanbHbIA gunarHo3 creayeT NpoBOANTb
C Xopeel1 XeHTUHIToHa, 60/1e3Hbi0 HumaHa — Muka n Anbureiaviepa.

leyeHUEe CAMNTOMATUYECKOE.

MCUXOMATUIN (posib HacneacTBeEHHOCTU) (McuxonaTmnyeckas KoH-
CTUTYLUMS, KOHCTUTYLMOHa IbHas MCMXoMnaTus, ncuxonaTuyeckas smd-
HOCTb, MAaTOMIONMYECKMIA XapaKTep, aHOMasIus XapakTepa) — naTosiorm-—-,
YecKue COCTOSHMSA, BO3HMKaOLLMe BCMIeACTBME HapyLLeHUs (opmupoBa-
HUS JIMMHOCTU W XapaKTepu3yroLmecs AUCTapMOHUYHOCTLIO MpenmMy-
LLEeCTBEHHO 3MOLIOHa/IbHO-BO/1EBbIX CBOMACTB MPW A0CTaTOYMHOM YPOBHE
VHTesIeKTa. IX 0THOCAT K CBOE6pasHbIM MCUXNYECKUM aHOMasIMAM, KO-
TOpble CTOAT Ha rpaHy MeXxay MNCUXMYECKMM 340pOBbEM U 6OSIE3HbIO.

McuxonaTnyeckme JSIMYHOCTU COCTaB/IAOT OKOoS10 5% cpeay i,
COCTOSILLMX Ha y4YeTe B MCUMXOHEBPOSIOMMYECKMX AMcraHcepax W rocTy-
nawwmx Ha CcTauMoHapHOe JiedeHVie B MCUXmaTpuydeckme 60/bHULbL.
B pa3sBuTuM NcnxonaTubA NpugaeTcs orpefesieHHoe 3HadeHne reHeTude-
CKUM (hakTopam. lKcnosib3oBaHMe 6/IM3HELIOBbIX U K/IMHUKO-TFeHeaslo-
FMYECKMX WUCC/eA0BaHNIA, HECMOTPS Ha M3BECTHYHO MPOTMBOPEYNBOCTb,
CBUAETENBCTBYET O HECOMHEHHOEA pOSIN Hac/ie[iCTBEHHbIX (DaKTOpoB B.
MPOUCXOKAEHNN HEKOTOPbIX K/AMHUYECKMX (hOpPM MCUXOMaTuiA, B 0CO-
6EHHOCTN ahPEKTUBHbLIX, TaK HasblBaeMbIX SHWIEMTOUOHbLIX W LUM30UA-
HbIX (QYyTU4YHbIX) NCUXONATUYECKUX JIMHHOCTEIA, 0THOCUMbIX K KaTeropum
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KOHCTUTYLIMOHa/TbHBIX MCUXONaTuiA. VccnenoBaHne ogHOSALEBbLIX 6/1M3-
HELIOB BbISBW/I0 NPUMepPHO B 70% BHYTPUHApPHOE CXOACTBO MO 0COGEH-
HOCTSIM OTK/IOHEHUIA TEMMEepPaMEHTa, B/IEHEHNIA, MOTOPUKMN, SBASIOLLNXCA
B&XKHbIMW  KOMIMOHEHTaMM  MCMXOMAaTUYECKOIA CTPYKTYpbl  JINYHOCTW.
B cemMbsX NCUXonaTUYeCKMX SIMHHOCTEIA 0TMEYEHO 3HauMTe s IbHoe HaKomM-
JleHVe Kak ro npsMoiA, Tak U N0 60KOBbIM JIMHUAM /1L, C MaTosiornye-
CKUMW YepTaMu XapakTepa. Ha 0CHOBaHWW K/IMHUKO-IeHeaslornyeckmnx
1CC/IeA0BaHNIA MpeanosiaraeTca ayTocoMHo-A0MUHAHTHBLILA TUM Hac/eno-
BaHWSA OCHOBHbIX MaTO/I0MMYECKNX CBOMACTB JSIMYHOCTW. CyllecTBoBaHMe
pa3/INyHbIX BapvaHTOB B CTENeHW MPOSB/ISEMOCTU FEHETUMYECKOro 3a-
[aTKa, 00yC/10B/IMBAIOLLEN0 aHOMaslbHOE pasBUTUE JSIMYHOCTW, Mo-BUaN-
MOMY, O0O6BACHAETCS MOANDULIMPYIOLMMA BANAHUSAMW TeHOTUMUYECKNX
(hakTOpoB 1 (haKTOPOB BHELLHEIA cpeapbl. NaToreHe3 ncmMxonaTuia CcBA3bl-
BalOT C Pas3/IMYHbLIMM TUMaMN HapyLLIEHHOro pa3BUTUS MO3rOBbIX Mexa-
HU3MOB («33[lePXKaHHOE PasBUTUE», «UCKAKEHHOE PasBUTUE», «TOBPEX-
[eHHoe passuTue» no . E. CyxapeBoiA).

KpuTepmn ncruxonaTuia Hambonee YeTKo chopMyimpoBaHbl 1. B .MaH-
HYLWKVUHbIM. K HUM OTHOCATCH: BbIPKEHHOCTb MAaTO/IONNYECKUX YepT
xunocTu [0 CTENEHU HapyLLEeHUA coLMaribHOA afanTaumm, ToTa/lbHOCTb
McUXonaTMYeCKNX 0COBEHHOCTEIA, OMpeAenstoLnX MCUXUYECKUIA 06/ MK
VHOVBUAA, 0THOCUTESIbHas CTabuU/IbHOCTb M Maslast 06paTMMOCTb COCTOSI-
HUA. KOHKpeTHbIe TUMbI NCUXOMaTUEA MOXHO paccMaTpuBaTh Kak rnposiB-
JleHVie NaTosI0rMYeCKMX BapuaHTOB TUIMOB BbICLLELA HEPBHOIA OesTesib-
HOCTU. EOnHOIA rpynnmpoBKM MCUXonaTuia He cyllecTsyeT. Hambornee
pacnpocTpaHeHHbIM W OOLUENPUHATBIM ABISETCA BblOg/ieHne KMHUKO-
MEeNXoHaTONIONNMYECKNX (OPM  MCUXOMaTULA. ACTEHUYECKMe MncmxonaThbl
XapaKTepusyloTCs HeyBEepeHHOCTbI0 B cebe, HepelumTesibHOCTbi, po-
60CTblO, HeyMeHVeM OTCTaMmBaTb CBOWM UWHTEPECbl,  3MOLMOHasIbHOIA
PaHMMOCTbIO, MOBbILLEHHOLA BMEYaT/INTENTIbHOCTLIO. VIM CBOIACTBEHHA MOBbI-
LeHHas YTOM/ISEMOCTb, CK/IOHHOCTb K acTEHWYECKUM peakumsMm, He-
YCTOMUMBOCTb BErETATUBHOIA perynaumn. OTaebHble NposiBfieHUs acTe-
HWYECKOIA MNCMXonaTun OTMeYaloTes Y [OETeld [OLWIKO/IbHOIo Bo3pacTa.
MerxonaTaM-ncnxacTeHNKaM CBOMACTBEHHA KPaWHSAS HepeLumMTesIbHOCTb,
MOCTOAHHAA CK/IOHHOCTb K COMHEHWSM W KosiebaHWsM, MOBbILEHHOe
CTpeM/IeHVe K CamMoaHa/In3y, [O0Xofsllee [0 «yMCTBEHHOLA >KBauKu»,
MHUTE/IbHOCTb, TPEBOXXHOCTb, C€/1aboCTb 4YyBCTBa peasibHOCTWU. [cux-
acTeHMYeCKMe SIMYHOCTM 06HapY>XmMBatoT 60/1bLLYHO FOTOBHOCTb K BO3HUK-
HOBEHWIO pa3Ho06pa3HbIX HaBA3UMBLIX MepexumBaHniA. Pe3koe ycureHne
nocriefHVX Mog, BAMSHUEM HebNaronpuATHBIX MCUXOreHHbIX BO3AELACT-
BUIA COCTaBNISIET 66/1bIMNY0 YacTb C/lyHaeB HeBpO3a HaBSA3UMBLIX COCTOSI-
HWIA. Bonee OTYET/MBbIE MCUXaCTEHNYECKME OCOGEHHOCTU JINYHOCTU 06-
Hapy>X1BaloTCA B MOAPOCTKOBOM BO3pacTe.

Bo36yauMble ncuxonaTbl — C60pHas rpynmna  ncuxonaTu4ecKmnx
JIHHOCTEIA, OT/INYAOLNXCA CK/IOHHOCTBIO K HeafeKBaTHbIM M0 CBoeiA
cune NposiBNieHNSAM adipeKTVBHOIA BO30YyAMMOCTM, 4acTO C arpeccuein,
cNabocThbio caepXmMBatoLLMX TeHOEHLUMIA. CaMOoCcTOATENIbHYO noAarpynny
BO3OYANMbIX MCUXOMAaTUYECKUX SIMYHOCTEH COCTaB/ISOT SMWIeNToMaHbIe
ncuvxonaTthbl, Y KOTOpbIX adxheKTVBHLIA pa3paj, 0T/MyaeTes 4/nTeslbHbIM
nocreacTeveM (apeKTMBHas BA3KOCTb). MM CBOMACTBEHHbI Takke ak-
KypaTHOCTb, [0X04Allas A0 MNefaHTU3Ma, dpe3mMepHas MpaKTUYHOCTb,
6epexxIMBOCTb BrUI04b [0 CKYMOCTW, 3/10MaMATHOCTb, XEeCTOKOCTb, 4acTo
Heao6poXKeiaTeNIbHOCTb, XMypbIlA OTTEHOK HacTpoeHus. B 3Totd nog-
rpynne OTHOCUTESIbHO YacTO BCTpeYaeTcs ceMeiiHast OTArOWEeHHOCTb Mo
rncyxonatuv M anunerncun. MNposBrieHNs SNWIENTOaAHOMA McmMxonaTumn
06Hapy>nBatoTcs B MIaalemM AeTCKOM Bo3pacTe. ADPeKTVBHbIE NCMXO-
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naTbl (TUMOMAaTbI) AeNATCA Ha TMNEPTUMMKOB U MMNOTUMUKOB. MMNepTH-
MUK/ XapaKTepU3yHTCs MOCTOSHHO MOBbILLEHHbIM HAaCTPOEHNEM U Camo-
YyBCTBMEM, HEPeaKO JIerkOMbIC/IEHHbIM OTHOLLEHMEM K 0653aHHOCTAM.
Ha ¢hoHe MoBbILLEHHOr0 HAaCTPOEHUS MOMYT BO3HWKaTb BCMbILWKA FHEBA.
B peTckoM Bo3pacTe Y FUMEPTUMHBLIX JIMYHOCTEIA OTMeuatoTcsl ABUra-
Te/lbHasi PacTOPMOXXEHHOCTb, W3MEHEHWe MoBeAeHWs. Y TUMNOTOMUKOB
MOCTOSAHHO MOHVKEHHbIA (POH HACTPOEHUS, HEOOBO/ILCTBO COO0IA U OKpY-
XaloLWMmMK, NecCUMM3M, MOHVKEHHOE CaMO4yBCTBUWE CO CK/TOHHOCTbLIO K
WMOXOHAPUNYECKM OraceHmaM. B AeTCKoM Bo3pacTe rMroTYMUYECKUe 0Co-
GEHHOCTU JIMYHOCTU HE BbISIB/IIOTCA. VicTepuyecKkme Memxonatbl 0T/ -
YaloTCs CTPEM/IEHVEM HaX0AUTLCA B LIEHTPe BHUMaHWA, MoslyyaTb npu-
3HaHWe OKpy>XXalLmX («wKakaylme npusHaHusa»). OTcioda BbITekaeT
[eMOHCTPaTUBHOCTb, HEECTECTBEHHOCTb, TeaTpasibHOCTb MX MOBEAEHUS.
VIM CBOMACTBEHHbI BbIPXKEHHBLIA 3ron3M, BHELLHE spKasi, HO He r1y6okas
SMOLIMOHA/TIbHOCTb, HECTOMAKOCTb MHTEPECOB U MPUBSA3AHHOCTEIA, CKJ10H-
HOCTb K MpUYKPaLLMBAOLLEIA JDKW, KPacouHOMY (haHTa3MpoBaHUIO U He-
roc/1ieoBaTe/IbHOIA 3MOLMOHa/TbHOIA Jlornke. OHW CK/I0HHbI K pas/iny-
HbIM UCTEPUYECKMM peaKLAM B OTBET Ha OTpULATESIbHbIE NCUXOreHHbIe
Bo3gelAcTBUA. OTAe/bHble UCTEPUYECKME YepThl XapakKTepa MoryT Hab-
nopaThea B AeTcTBe. [NapaHOMAs/IbHbIE MCUXOMaTUYeCcKne JIMYHOCTU Xa-
paKTepu3yTCs CK/IOHHOCTBI K 06pa30BaHUI0 CBEPXLIEHHbIX WOEIA, KO-
Topble" XOTA W CBfi3aHbl C peaslbHOCTbI, OAHAK0 YPEe3MepHO CU/IbHO
3MOLIMOHaSTbHO 3apsKeHbI, a MOTOMY MoAuuHsATCceGe ocTaslbHoe coAep-
XaHue Co3HaHMA 1 onpedensioT B 3HAYNTENLHOLA Mepe MoBefeHve Siny-
HOCTU. OHW CK/I0HHbI K MOBbILLIEHHOLA CaMOOLIEHKE™ MOoA03pUTESIbHOCTM,
O[HOCTOPOHHELA HarpaB/fiIeHHOCTU MblILleHWs. LLUnsonaHble (ayTUuHbIE)
McUXornaTUYeckre JIMYHOCTU XapaKTepU3ylTCs BbIpXEHHOLA 3aMKHY-
TOCTbIO, CK/TOHHOCTBIO K YX04Y B MUP BHYTPEHHVX MepeXknBaHWUIA, 3Mo-
LIMOH/TbHOIA PaHUMOCTbBIO MPU BHELLHEIA CAEPXaHHOCTU YyBCTB U [aXe
X0/104HOCTU. OHW MPeanoynTaloT 3aHATUS, MeHee CBsi3aHHble C MoBCe-
[HEBHOLA XKN3HbI0, He TPebytoLLye MOCTOSIHHBIX KOHTAaKTOB C OKPY>Kako-
WwmMmn. posiBfieHUsi, CBOMACTBEHHbIE LUM30MAHBLIM JINYHOCTSIM, O06Hapy-
YKVBAKOTCS YXKe Y OETeiA I0LWKO/IbHOro Bo3pacTa. J/IM4YHOCTU LIM30MAHOIo
CK/1ada 4acTO BCTPEYalTCA B CeMbsX, B KOTOPbIX MMEHOTCH 60/bHble
LUM30(PEHNEIA, YTO YKasbIBaeT Ha WX FeHETUYECKYlo 6/IM30CTb. XOTS
nevxonaTum SABMIAKTCA OTHOCUTE/IbHO CTOMAKMMM, HenpoLeccyaslbHMMS
COCTOSAHUSAMMW, UM CBOMACTBEHHa oripefefieHHas AuHamuKa. [py BpoX-
[eHHbIX NcMXonaTusax AMHaMUKa MNposiBASeTCS MPerMyLLEeCTBEHHO B KO-
JIMYECTBEHHBLIX M3MeHeHUsIX (KoMreHcauusi, AeKOMMeHcauust) nemxona-
TUYECKUX O0COGEHHOCTEIA JIMUHOCTK, CBSA3aHHbIX KaK C BHELLHUMMW BO3-
LEeVACTBUSIMM, TakK U € GUOMONMYECKMU CABUraMU B CaMOM OpraHu3me.
K oTaenbHbIM KIMHUYECKUM hopMaM AVHAMKKN McuxonaTyeiA 0THocATeA
MCMXOreHHble MAaTOsIOrMYecKe peakumn (HEBPOTUYECKME, TMCUXOTUYE-
CKue, ncuxonaTuyeckre) U MnaTosiormyeckoe pasBuTME JIMYHOCTWU. [u-
HaMVKa CTaHOB/IEHUSI BPOXKAEHHbIX MCUXOMaTUIA CyLLECTBEHHO OT/N-
YyaeTcs 0T AMHaMMKL (POPMMPOBaHNSA MPUOBPETEHHBbIX NcuxornaTuia. Cra-
OVsi (hopMMpPOBaHUS Moc/ieHe 0603Ha4YaeTCA Kak MaToxapakTeposioru-
Yeckoe pasBUTUE JIMUHOCTW.

Mpn pacrio3HaBaHUW MCUXOMNATUA HEOBXOAMMO YUUTbIBaTb, YTO
rcmxornaTnyeckmne 0cob6eHHOCTU 06HAPY>XMBAKTCA He CTOSIbKO B BbiCKa-
3bIBaHMAX G0/ILHOr0, CKOJIbKO B €ro MocTyrnkax v roBeaeHun.

AndpdhepeHumanbHbIA AWMAarHO3 Hago MNpoBOAUTb
C HeBpo3amMu, MCMXONaTornoAoOHbLIMU COCTOAHUAMW MPU OpraHNYecKnX
rpowueccax M B0 TeKyLmX opmMax LUM30peHnmn, ¢ Medarornyeckoii
3anyLLeHHOCThH.
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N1 ey ewnune. B eyeHUn NCUXoNaTuia BeayLLee MeCTO [0/DKHO Npu-
Haa/1eXaTb KOPPEKLMOHHBIM J1le4ebHO-MeaarormyeckuM MeponpusTUaM,
a[eKBaTHOLA MPOtheCCUOHATLHOMA OpyeHTauUmn, 0340pOB/IEHNIO B3avMO-
OTHOLLEHNIA B MUKpocpede. lMcmuxoTepanma n MeoukamMeHTO3HOoe siedeHve
VMEIOT BCMOMOraTesibHOe 3HadeHve U MpoBOAATCHA [/1aBHbIM 06pa3om
ambyniaTopHo. B yc/noBMAX MCUMXMATPUYECKOIA  6OMbHULBI  fleyaTcs
B OCHOBHOM 60/IbHbIE C COCTOSAHUSMU BbIP&XXEHHOMA AeKOMMeHcaummn, Ts-
XefbIMU  PeaKTUBHLIMU COCTOSHUSAMW WM MATOSIOMMYECKMM  pasBUTUEM
JINYHOCTU C MCUXOTUYECKOLA CUMIMTOMATUKOIA. pu adxheKTVBHOIA BO3-
6yAMMOCTWN. arpeccMBHOCTW, PacTOPMOXEHUM BrieYeHUIA MOKasaHo Has-
HayeHvie HelAPO/IeNMTUKOB (PEHOTMA3NHOBOIO psaaa (aMMHasvH, NpornasuH,
mMessiepun), B 6osiee TsKesbIX Cy4dasx — Hebanermmwi. NemxonaTude-
CKME JIMYHOCTU rpymnnbl TOPMO3UMbIX B COCTOAHUM AEeKOMIeHcaumn sie-
yarca TpaHKBUAM3aTopamu (3/1eHNYM, JIMOPUYM, CeflyKCeH).

B npomnakTuke rncuxonaTuii BaxkHas posib NMPUHaaexxmnT 6opbbe
C rarosiorveth 6epeMeHHOCTH, UHMEKLMAMM, YeperiHO—MO3roBbIMU TpaB-
MamMK, a Takxe HopMasim3aL M MMKpocpebl, KOppeKLMN HENPaBUIbHOT O
BOCMMTaHMA. OnpenesieHHoe NPorIaKTUYeCKoe 3HaYeHWe B OTHOLLEHUN
TaK HasbIlBaeMbIX KOHCTUTYLIMOHA IbHBIX MCUXOMaTULA [0/DKHbI UMETH
MEeOUKO-TEHETUHECKME KOHCY/IbTaLmn.

MCOPNA3 (ponib HacneAcTBEHHOCTW). B HacTosilee Bpemsi onu-
CaHbl ceMel/Hbe (opMbl Mcopuasa. 3abosieBaHWe ualle HacreayeTcs
Mo ayTOCOMHO-PELLeCCMBHOMY TUMy. BO3MOXXHO AOMMHAHTHOe Hac/eno-
BaHVe. Yauie 60M1€0T My>UMHbL.  [1poABASEMOCTb MNAaTO/I0rMYECKOro
reHa coctasnseT 0Koo 20% . ImeloTcA yKa3aHUA Ha NaToreHeTUYeCKyHo
posib  IKOro/IbHOMA M APYTrMX WHTOKCUKAUMEA. OnpefesieHHyo  posib
B pasBUTUM 3a60/1€EBaHNS UMPAOT TsKesble IMOLMOHa IbHbIE MepeXunBa-
HUS,, WH(EKUMOHHbIE 3abos1eBaHUS.

ANa KNWHWKWN  Hac/eACTBEHHOI0 Mncopuasa XapakTepHa TeH-
[eHUMA K pasBUTUIO 3pUTPOAEPMUH, MCOPHATUYECKOro apTpuTa 1 nopa-
YXeHWMe BOJIOCUCTORA YacTu ros1oBbl. B MpaKTMYECKOM OTHOLLEHUN BaXKHO,
y?0 y paga 60sibHbIX BPOXKAEHHBIM MCOPMAa30M OTMEYalOTCH HEYETKO
BbIp2oKEHHbIE KOXHbIE MPOSB/IEHUS, UYTO 3aTpyAHSeT AMarHOCTUKY.
McopraTuyeckme areMeHTbl MOFYT pacrnosiaraTbCsd Ha J1H060M yyacTKe
KOXXHOIO0 MOKPOBa, WHOrAA BOB/IeKas M CAMBUCTblE 060/104KU. Hanbo-
Jlee YaCTOA JIoKa/mM3auveih ABMAIOTCA pasrmbaTesibHble MoBEpPXHOCTU
KOHeYHOoCTelA, 00bI4HO B 06/1aCTW JIOKTEBBIX W KOSIEHHbIX CYCTaBoB, BO-
nocucTas YacTb rosioBbl. MMUCTOMOrMYECKMEe U3MEHeHUs Mpu rncopuase
XapaKTepusyloTcs MnapakepaTo3oM, (opMMpoBaHMEM MUKPOabCLLeccoB
MyHpO B poroBoM cJsioe, 0TEKOM U UHPWIbTPALEIA COCOHKOB.

B ncopnaTmnyecknx o4varax BbIsiB/IeHO 60siee BbICOKOE coepXKaHue
KomroHeHToB AIHK 1 PHK, yem B HOpMasibHOM KoXKe. B MOBEPXHOCTHBbIX
CNosiX anuaepmuca 06Hapy>keHbl WU3MEHEHUS aKTUBHOCTWU [JIHOKO30-6-
(hocthaTaz n gernaporeHas.

3abosieBaHME 00bIMHO MpPOTEKaeT 6e3 CyLUECTBEHHbIX >Xas106, HO
MOXET COMPOBOXAATbLCA CWIbHBIM 3Y10M U YyBCTBOM CTAMMBaHNS KOXN.
PasmMepbl 04aroB pas/fiMiHbl — OT Oy/1IaBOYHOLA FOSI0BKN [0 MOHETbL.
B pe3y/sibTaTe paspelleHUsl o4aroB B LIEHTPE SKCLEHTPUYECKOro pac-
MpoCcTpaHeHUs N CAUAHUA MOryT 06pa3oBbIBaTbCA (Urypbl C MpUYyaIv-
BbIM/ MOMMUMKINHECKUMW 0HepTaHUAMW. Ha BOSIOCUCTOMA YacTW rosioBbl
oTMevaroTes Andpy3Hoe LenyleHe Uin pe3ko orpaHUYeHHble Hacsioe-
HNSA YellyeK, KOTopble MOryT 3axBaTbIBaTb M OKPY>KaloLLYH [1aaKyto
KOXY. Bonocbl Npu ncopuase He nopaxawTca. MNpumepHo y 25% Bcex
60/1bHbIX MCOPMA3OM W3MEHSIOTCA HOrTW. MepBUYHBIFA Ncopmnas HorTeia
pa3BuBaeTCA B pe3ysibTare NopakeHWs HOrTeBoro MaTpuKea,* NposiBseT-
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CSl B BUAE TOYeYUHbIX Yr/lyosieHVIA U NATHUCTOCTU HOrTEBbIX M/1aCTUHOK.
BTOpnUHbIA Ncopras HOrTeil — CrieicTBUE NOPaXKeHUS HOrTeBOro Jioka
VN BaJIMKOB, OH XapaKTepu3yeTcs MoOHOrTEBLbIMU >Ke/TTOBaTO-KOpUYHe-
BOro LiBeTa YTO/ILEHUSMM, MPOCBEYMBalOLLMMUM Yepe3 HorTeBble Msia-
CTUHKU. HOrTm yTONWATCA, KpoLlaTcs.

Mpn nopaxeHWW JlafoHeA 1 MOAOWB Pa3sBUBAOTCA O6LUMPHBbIE OK-
pyrnbie, wenywawpmecs 6oposgyarble 6nAWKN. Ovarn MoryT pacrosia-
raTbCA aTunUUHO Ha CrmbaTesibHbIX MOBEPXHOCTAX KOHEYHOCTEM, Cy-
CTaBOB, Ha KOXKE MaxoBbIX N 6eApeHHbIX CK1aA0K, MOAMbILEYHbIX BMa-
OVH. Y 10—12% 60/1bHbIX NCOPUA30M K KOXKHbIM BbICbINaHUSAM ripucoe-
LOVHATCA NPOrpeccmpytoLLme N3MeHeHWS CyCTaBoB: apTponaTum no Ty
[ehopMUpyIoLLIero  NoMMapTpuTa, TYrornoABWIKHOCTb  MO3BOHOYHMKA.
MycTyesHbINA ncopmnas xapakKTepusyeTcs MesIKUMU 06W1bHbIMU CrMBato-
LWMMMCA NYCTY/NaMn, pacronararlmMmes Kak Ha McopuaTuyeckmx ova-
rax, Tak 1 Ha 340poBoiA KoXe. B LeHTpe nycTyn obpasytoTcs pynvona-
Hble KOpPKMW. [pouecc HOCUT OCTPbILA XapaKTep, MOXET OC/I0KHAThCA
9PUTPOAEPMUEIA, CEMTUYECKUM COCTOSHMEM, FHOMAHBIM MCOPUaTUYECKUM
apTpuTOoM. MycTyne3Hble BbICbINaHNS 1 6/IALWLKN MOFYT OrpaHNYMBaTbCA
TO/IbKO KOXE SIaI0HEIA 1 MoA0LLB, He CONPOBOXKAAsACh 06LLMMN SABEHNS-
My (Tvin Barber). 3KccygaTvBHBLINA Mcopra3 XapaKTepusyeTcs 3/10KaqecT-
BEHHbIM TeYeHVeM, LMK/INYECKUMWN MogbeMaMu TemrepaTypbl, Kaxek-
CVelA C pasBUTUEM Ha KOXe MyCTysl, YeLlyLAKO—KOpOK BI/I10Tb [0 sB/ie-
HUIA 3KCHOSTIMAaTUBHOIA 3pUTPOAEPMUIA.

AndpdhpepeHyumanbHbIA [UarHo3 nMpoBoAsaT C MCo-
prasnopMHbIMN CUUNAAMMN, CeGOPEIAHOIA 3K3EMOIA, PO30BbLIM JIULLIREM
YKunbepa, KpacHOIA BOJ/IHaHKOIA, Maparcopuasom, TPUXOPUTUEIA.

NNeyeHwne. MeCTHO Ha3Ha4yalOT KepaTorslaCTU4eckKne masn, Co-
Aepxaiume cepy, pTyTb, OEr0Tb, CAMMLUIOBYIO KUC/I0TY, aHTPaMUHOBYHO
Masb (JI-1J1), masb PbibakoBa v ap. MNpy Ha MUK CBEXMX BbCbIMaHLA
crefyeT BO34epKaTbCA OT MNPUMEHEHUA pasfpadkalolmx npenapaToB
{ncopuasnH) BoO n3bexaHMe 3Ksauepbauum npouecca. HazHavaoT CTe-
pouaHbIE KPEMbl — CUHasap, JIOKaKopTeH (KenaTeslbHO Mo, OKK/I03MB—
a0/ MOBA3KOIA), 2% CcanLMIOBYIO Masb, KpeM YuHa. MNMokasaHo npume-
HeHWe CyrTecTMBHOMA TepanuW, CeJATWBHbIX MNpenapaToB, BUTaMMHOB
A, C, E, Bb Ba, B,,, B12 B16 HMKOTMHOBOIA 1 (hoseBotA KmncnoT. Mpu-
MEHSIIOTCA TKaHeBas Tepanus, CcTauioaHaTOKCUH, CTpenTohmnbpoaH-
TUreH, CTpenToBaKUUHOTEpanus, UMTOCTaTUKN (aHTUMETabo MTbl) —
MeTaTpekcaT, amMuHonTepuH, 6-mepkanTonypuH. [pu  pacnpocTpa-
HEHHOM 3KCCYHATVBHOMA 3pUTPOAEPMUN U MCOPMATUYECKOM apTpuTe
rnokasaHbl MMHEPasio— 1 FIOKOKOPTUHOUAbLI (TpramMcMHoBos Mo 15—20 mr
v npegHn3osioH'no 30—40 Mr B cyTkM), a Takke AKTI -umHK-ocdaT
no 20—30 en. yepes AeHb. Mpy 4UTENTBHOM MPUMEHEHUN KOPTUKOCTE-
ponabl LiesiecoobpasHo KOMOMHMPOBaTb C aHabo/INYECKMMWN FOPMOHAMN.
BecbMa axheKTVBHbI MHBLEKUMWM BaKTepnasibHbIX MMPOreHoB (NyporeHasa
WA NpoamnrmnosaHa). PekomeHayeTcsa aveTa, 6egHas XupamMm U KasInem.
dun3noTepannua— nNpUMeHeHVe ybTPaProIeTOBbIX SyHelA, Sydelti By kku.
CaHaTopHO-KypopTHOe, 6asibHeos10rnMyeckoe siedeHne (CepoBoaopoaHbIe
M panHble BaHHbI), MOPCKMNE KyMaHWs.

MNTO3 BPOXAEHHbLIV — onylwieHne BepxHEro BeKa, 06Hapy>Xu-
BaeTCcsa Npu poxaeHun, Tun Hac/iefoBaHWUS, KaK MnpaBusio, PeLECcCUBHbIIA,
pexxe AOMVHaHTHBLIAW CUEMVIEHHBIA C MOos1I0M. [NeHeTpaHTHOCTb reHa 60%
AHOMaNMA BCTpeYyaeTCs CpaBHUTESIbHO 4acTo. [1pocTOA BpOXKOEHHbLIA
MTO3 Yalle Bcero 06yc/10B/1IeH HeA0Pa3BUTUEM UM OTCYTCTBUMEM MblLLLbI —
neBaTopa BEPXHEro Beka. Pexxe MTo3 cBA3aH C arviasveil 60KoBbIX nap-
HbIX f4ep rnasoasuraTeslbHoro Hepsa WM ero BOJIOKOH.
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MT03 6bIBAET OAHOCTOPOHHUIA N ABYCTOPOHHWUIA, MOSHbLIEA 1 HeMosl-
HbIA [Mpy NOHOM ABYCTOPOHHEM MTO3€ Y 60/1IbHOM0 ros10Ba 3aNpoKUHYyTa
{«no3a 3Be3poyeTa»), BbIpKEHbI CK/IaOKWN KOXW Ha 16y, COHHOe Bblpa-
XXEHWE fMua, NpunoaHsaTue 6poBu. lMpUKpPbITME BEKOM POroBULLbI CrO-
Co6CTBYET pa3BUTUIO ambsiMonuu.  UyBCTBUTESIbHOCTb POroBULLbI MO-
HWXKeHa. HepeZlKo orpaHuyeHa MoABWKHOCTb /1a3HOM0 S16/10Ka KBEpXY.
BpoXKOeHHbIA ATO3 4YacTo codeTaeTcs C ApYrMMU BPOXKAEHHLIMU N3Me-
HEHVAMW. 3Ta aHOMasIMa HabAaeTcs NPY Hapy>KHOLA ohTasibMoriermm
BpOXKAEHHOM [pethe, npu cmHapome [MoTTepa (NoyeqHo-nMLEBas Auc-
naasws), npu cuHapome Mebuyca (MTO3, CUHAAKTUANA U CHUDKEHWE UH-
TesV1eKTa), aNVUKaHTyce N NMpu MHOIFMX ApYrnX 3abosieBaHUAX.

Hepeako B crlyyasix 04HOCTOPOHHEr0 BPOXAEHHOro HT03a Habnto-
JaeTca (beHomeH Mapkyca — MyHa, 3aK/IH04aloLLMIACA B TOM, YTO Ony-
LLEHHOe BEKO MPU OBVDKEHUN HIDKHELA YeNtocTU MOAHVUMAETCS, mpuyem
rnasHas LWesb CTaHOBUTCA LUMpe, YeM Ha 300pOBOIA CTOpOHe. deHoMeH
06BACHAETCA Ha/IMUMEM MEXbAAepHbIX CBA3EIA sieBaTopa W XesaTeslb-
HbIX MbILLILI,

AnarHo3 BpOXAEHHOro MNT03a He TPYAEeH.

NeuveHwne xupypruyeckoe. MporHo3 6/1aronpusTHLIA.

MY3bIPHATKA [OOBEPOKAYECTBEHHAA
WAA CEMEWHAA. CuHpgpom onucaH Gougerot,

B 1933 r. HacnenyeTcst Mo ayTOCOMHO-A0MUHAHTHOMY TUMY.

KnnHunueckun xapakrepusyeTcs C/IMBAIOLMMUCA ApYT C ApY-
roM Kpyr/ibIMU Y3e/1KaMu, My3bIpaMU, MOKHYLLMMU 3p03USIMU 1 KOPKaMu
OTMeYaeTcss KopuyHeBaTas NMUIMEeHTaUus KOXU. YKasaHHble 3/1eMeHTbl
JI0Ka/IN3YHOTCA MPEMMYLLIECTBEHHO Ha KOXe 3aTbUIKa, MOAKPbUIbLIOBbIX
BrMaauHax, JIOKTEBbIX Crmbax 1 crmbaTesibHOA MOBEPXHOCTU PYK.

AndhdhepeHynanbHbIA guarHoO3 cfegyeT NpoBoAUTb
¢ By/11e3HBbIM BPOXAEHHBIM UXTNO30M, Gy I/1E3HBIM ANUAEPMESTN30M.

JleyeHMe CMMNTOMATUYECKOE.

PABVHA — NMEXEPA CWHAOPOM. OnmcaH B 1941 r. Ravin
n Pecher. MposiBnseTcsa gehopMaupeil KocTeid MasibLeB, pacluMpeHnem
OVCTaNbHbIX (hasiaHr, noAsblBMXamMn 60MbLIMX NasibUeB pyK. CUHAPOM
YaCTO COYETAeTCs C MJIOCKOCTONMeM (CMMMTOMOKOMIJIEKC OCTeonaTuu,
rnopakatoLEeA rybyaToe BELLIECTBO KOCTW). MIHorga HabnogaeTcs ocTeo—
nopos ¢ o6pa3oBaHMEM B KOCTAX KUCT, BO3MOXHbI MepUocTuTbl. C BO3-
pacTom npucoeamHaeTcs Kntos 1 genu valgum (X-o6pasHoe UCKpUBIie-
HMe HOP B KOSIeHHbIX CyCTaBax). BblpakeHa pa36o/TaHHOCTb CycTaBoB
3a cYeT c1abocTn CBA304HOIO annapara.

JleyeHwne o6LeyKpenaswoLllee N cumnTomMaTnyeckoe. MporHo3
AN XKN3HWN  B6NaronpuUsTHBIIA.

PAOYXXHOWN "OBOZTIOUKW TETEPOXPOMUA. 0O6ycnosneHa
BPOXKAEHHOM HEAOCTATOYHOCTBIO MUIMEHTaUUM WM MOoC/eayroweia ae-
NUrveHTaLyel pafy>kHOMA 060/104KM 0AHOr0 Ma rnas. Tun Hacnenosa-
HUA — OOMMHaHTHBIA. XapaKTepm3yeTcs pas/IMyHbIM LIBETOM payXXHbIX
060/104eK 060MX F/1a3 WM HEOAVHAKOBOIA OKPAaCKOIA pa3/INyHbIX YacTeid
pagy>kHOLA 060/104KM OOHOMO rnasa. LIBeT 3aBMCUT OT KOSiMyecTBa CTpo-—
Ma/IbHOI0 MUIrMeHTa B KJ1€TKax—xpomMaTodopax.

MNepBUYHaAsA reTepoXpoMUsa He N3MEHSIETCA B TOYEHME XKM3HU N Jie-
UEHWIO He MOAJIeKUT. [unepNUIrMEHTUPOBaHHaA pafy>KHas 060/104Ka
Y B3pOC/IbIX MOXET ObIMb MNpUHATA 3a MeslaHo6/1acToMy, B paHHeM OeT-
CKOM_BO3pacTe MesiaHo6/1aCTOMbl He BCTpeyatoTcs.

BTopuyHas reTepoxpoMmnst MOXET Hab/toaaThCa MpU BPOXAEHHOM
napese CEMnartwuyeckoro Hepsa. Mpuy 3ToiA reTepoxpoMms BCera MmeeTcst
cuHapom [opHepa, HapylleHVe MoTooTAeNIeHUsl, aCUMMETPUSA KOXHO3
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TemnepaTypbl. OC/IOXXHEHHas reTepoxpoHust onmncaHa Fuchs B 1902 r.,
XapakTepuayeTcs TeMm, UTO B I/1a3y ¢ 6osiee CBET/I0M paay»XHoIA 060/104-
KO 0GHapyXXnBaeTcs BS/10 TEKYLLMIA MPUAOUMKINT, KaTapakTa. lete-
poxpomusa dyKca MMeeT ceMelHbIA XapaKTep, HO TUM HacsieoBaHUsA U
reHes Noka He ACHbl. Kak W MepBble ABe, OHa Pacro3HaeTcss B paHHEM
[ETCTBe, HO ee MAaTosIorMYecKniA XapakTep BbISB/ISETCH MO3XKe.

NedyeHWe OCNOKHEHHbIX BTOPUYHBLIX FETEPOXPOMUM CUMITTOMA-
Tnyeckoe. lMpyMeHsieTcs ropmMoHasibHas Tepanus. MporHo3 npu npo-
rBeccupoBaHUM 3a60/1eBaHNSA HE6/1aroNPUATHBIA.

PAAYXXHOW OBONOYKWN KUCTblI BPOXKAEHHbIE. MurveHT-
Hble KMCTbl MOFYT Hac/efoBaTbCA MO AOMMHAHTHOMY Tury. B ocsovB
3ab60/1eBaHNS fieXXaT BPOXAEHHble AeheKTbl CTPOEHUST paay>kKHOIA 060-
JI0YKK, BO3HUKAKOLLME M3 3apPOAbILLEBLIX 3NUTENMasIbHBbIX OCTPOBKOB
PETUHASTBHOLA YacTW, KOTOpble BHEAPSOTCS B ee Me30AepMasibHYHO YacTb.
Ha6nogaloTes NUrMeHTHbIE M vallle 6eCcrUrMeHTHbIE KUCTbIL. [MrVeHT-
Hble K/CTbl U3 MUIMEHTHOIO 3MNUTENNA pacTyT B OCHOBHOM B 33[HIOH
Kamepy, pacnosiaratoTcs Mo 3pavykoBOMY Kpato, UMC/I0 UX MOXET ObiMb
60/1bLUMM, YTO NPUBOAUT K 6/10KY 3payvka 1 BbBbIBAET BTOPUYHYIO /1a-
YKOMY. BecrnmrmeHTHbIe KUCTbI N3 CTPOMbI Paay>KHOA 060/104KN BbOAOT-
CSl B MepeHIo KaMepy, MOX0XU Ha XeMUy)KHble KUCTbl. HenmmrmeHTU-
poBaHHbIE KUCTbI Yalle OAvHOYHbIe. JocTuras 60/bLUMX pa3MepoB, OHU
3aKpbIBalOT Yron riepeHeiA Kamepbl 1 Takke MOFyT BbI3BaTb BTOPUUHYIO
r1ayKomy.

OnthhepeHumanbHble AMarHo3 HeobxoaMmo Mpo-
BOAUTbL C MNOCTTPaBMaTUYECKUMM KUCTaMK, BOCHa/UTETbHbIMU. [TMrMeHT—
BblB KUCTbl HEpeAKO MPUHUMAOT 3a MesiaHomy. OT rocsiefHelA KucTy
OT/IMYalOT OKpyrnaa (opma, HarnoMuHarolas O0TPes3oK Lapa, SobKULB
paBHOMEpPHble CTeHKM 6e3 [OMOMHUTENIbHbIX MUIMEHTHBIX Hac/loeHuN,
OTCYTCTBME MUTAIOLLEro cocya, MpocBeYvMBaHMe KUCTbl NMpU GMOMUKPO-
CKOMUU .

NNeueHune. MUrMeHTVpOBaHHbIE KUCTbI TpebyloT Xupyprirde-
CKOr0 yAasieHns B crlyyae 6/10kafbl 3pavka. HenmrmMeHTBpoBaHHbIE KUCTbI
HeobXxoAMMO 1cCeKaTb [0 BO3HUKHOBEHMWSA BTOPUYHOMA raykombl. Kpome
ornepaTMBHOIO SIeUYEHWS, MOXXHO MPUMEHUTb AMaTepMOKOoary saLumio, goTo-
KOaryssiLlyio KUCT, a Takke BBeAEHVE B MO/I0CTb KUCTbI MPYKUTaoLLmMX
BeLlecTB. MpPOrHo3 Mpy MasleHbKMX HEMpPOrpeccUpYIOLLIK KUCTax 6/a-
ronpusiTHbLIMA, MpU GOMbLUNX N PELNAUBMPYIOLLIMX KUCTax  cepbes-

HbIIDV,lA,EI,Y)KHOVI OBOJIOUKW OTCYTCTBUE (AHWUPVNAONA). Peako
BCTpevaoLasnca aHoMasInAa pafy>kHoA 060/104KN, CpefHsAs 4yacToTa Co-
ctaBnseT 1 : 100000 wacenenns. HacreacTBeHHbIA xapaKTep 3abosie-
BaHMA 6bU1 onwucaH B 1834 r. Gutbier, Wurzburg. Tvin HacnegosaHus
[OMVHaHTHbIA. [eHeTpaHTHOCTL reHa 83,5%. AHMpMAnA 00bIYHO Obk
BaeT [BYCTOPOHHAS. OTMeYaeTcs CBeT0603Hb U SerkuiA 61ehapocrnasm.
3peHne Bcerga MOHMXKEHO, YTO CBA3AHO C arviasviein >XenToro MNATHa,
a Tawkke CO cBeTopaccesHMeM. B npoxogsiiem cBeTe XOpoLlo BUAEH
XPYCTa/IMK C LIMHKOBOIA CBA3KOI. AHMPUONSA B O4HOM F/1a3y MOXET CO-
yeTaTbCcs C FUMOrUIasviell pagy>kKHoiA 060/104KM Ha gpyrom. WHorpga
HabloAa0TCA MOMYTHEHME POroBULLbI, KaTapakTa, MUKpotakus, ocTar-
KU 3paykoBOIA NepenoHKU. AHUPUANSA MOXET OC/IOKHUTBCA [/1ayKOMOIA,
BbI3BaHHOIA CpalLeHVEM pPYyAMMEHTAapPHOIA MOSI0CKN Pafy>KHOEA 060/7104KN
C poroBuULEIA MM ocTaTKaMu Me30AepMasibHOA TKaHW B Yy repegHein

JleyeHUe aHMpUANA HanpassieHO Ha YMEHbLLEeHWE CBETO60SA3HN
HasHa4yeHnemM 04YKOB N KOHTaKTHbIX JIMH3, YMEHbLUaLWNX KOJ/IMYEeCTBO
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cBeTa. B cnyyae MOBbIWEHVS BHYTPUIIAa3HOro AaBrfieHns Heobxoammo
KaK MOXKHO paHbLLe MPUMEHUTb XMPYPruyeckoe BMeLLaTesiscTBo. por-
HO3 OTHOCUTESTbHO, 6/1aronpUATHBIIA.

PEBEPA LUEWHLIE [OOBABOYHbIE. Brepeble onmcaHbl (paH-
Ly3ckuM aHaTomomM Hunauld B 1740 r. B 1869 r. Gruber ony6sunkoBasn
JaHHble 0 76 HabnoaeHWAX. TOYHbIX JaHHBLIX 0 YacToTe LWeliHbIX pebep
HeT. OTa aHOMa/IMsl pa3BuBaeTCsA B MpoLiecce amMbproreHesa B CBS3N
C HerosIHoOIA peayKuveli 3aknagkun pebep. PasinyaloT UCTUHHBbIE U J10XK-
Hble LLelHbE pebpa. VICTVMHHbIe pebpa HanoMMHaloT HopMasibHble pebpa:
VIMEIOT FOJ10BKY, LUEIAKY 1 Tes1o. Yallle OHW COYNIEHAOTCS C MornepeyHbIM
otpocTkoM VII nm VI weiAaHoro no3BoHKa, JIoKHbIe LWelHbE pebpa He
VIMEKOT FOSI0BKM N COeAMHEHbI C MomnepeYHbIM 0TPOCTKOM MO3BOHKA € MOo-
MOLLbI0 CMHOCTO3a. Popma M pasmMepbl A06aBOYHLIX pebep Takke pas-
JNYHBL: 0T Hebos1bLLIOr0 YBESIMYEHUSI MOMEepeyYHOro 0TPOCTKa MO3BOHKA
[0 pebpa, HaNoOMMHaOLLEro HacTosLLEee, HO Yallle HabnaaeTes pyauMeH-
TapHO HeaoepasBUTOe Pebpo, OAUH KOHEL, KOTOPOro C/Ierno OKaH4MBaeTcs
B MAMKNX TKaHAX LUEW.

KnnmHnyeckune nposBneHns [aHHOMO opoKa CBsA3aHbl
C [daBrieHVeM [06aBoOYHOI0 pebpa Ha CcocyaucTo-HepBHble 06pa3oBaHUSA
LUen; KpoMe TOro, BO3MOXHO M3MeHeHVe opMbl Len (CuHApoMm MaHyiA-
nosa). Llles KoHycoo6pa3HO pacluMpeHa KHWU3Y, YBeSIMYeH nepeaHe—
330HMIA pasmep ee. Bce 3To NpugaeT Liee TirieHernogpbHbIA, Bua,. [oba-
BOYHOE PebpPO MOXKET Bbi3bIBaTb KPUBOLLIEKD N CKOSIMO3 B LLELAHO-TPYAHOM
oTgene. CBobogHONEXAWMIA KOHeL, pebpa MHOrAa" nanbnupyeTcs Kak
onyxoneBnaHoe o6pas3oBaHMe Mo MnepeaHe—O0KOBOMA MOBEPXHOCTU LUEN
WM Hafl, KIIHNLRIA. BeyLWyM B K/IMHUYECKOIA KapTUHE SBAKOTCA HeLA0-
LIMPKYNATOPHbIE HapyLleHUs B KOHEYHOCTW. PaccTpoiicTBa KpoBoo6Gpa-
LEHVS B BEPXHEIA KOHEYHOCTWU MPOUCXOAAT B pesysibTare CAaB/ieHus
MOOK/TFOUMYHOIA apTepum 1 CrnacTUYECKOro CoKpalleHUs ee, YTo MNposiB-
NAETCA MoxosiofaHNeM KOHEYHOCTW, LIMaHo30M, oc/fiabnieHnemM nyJsibca.
OcnabrieHne KpoBOTOKa MOXET MNpUMBOAUTL K TPOM603Yy W raHrpeHe
nasbueB KUCTW. [aBreHvie pyauMeHTapHOro pebpa Ha LleiAHoe crisieTe-
HVe BbBBbIBAET HapylleHue YyBCTBUTESIbHOCTU: 3y, MapecTesvun, 6onu,
MpUCOeAVNHAIOTCA N ABUraTeslbHble pacCTPOIACTBa. BaXHbIM A1 anarHo-
CTUKU SIBNSETCA PEeHTreHosIornyeckoe o06c/eoBaHue.

JledyeHune nNpy HEMpPO-LMPKYIATOPHbIX HapylleHuax ceog/LLica
K pacceyeHu o nepeaHeia NIeCTHAYHOM MblILLULbI N YA IEHNIO [06aBOYHOI0
pebpa. MporHo3 6/1aronpuATHBLIIA.

PECHUL, TUMNEPTPNXO3 — Hanbosiee 4yacTtass U3 aHOMas/Mn
pasBUTUS NPOCTa pecHUL, Y1CNo pecHUL, yBe/IMYMBaETCS, OHW pacrona-
raloTca B TpU M 6onee psagoB. B mMHTepMapryHasibHOM MpOCTpaHCTBe
PECHVLIBI CBSA3aHbI C M3MEHEHHBLIMU MELAGOMMEBBIMA Kerle3amMu, KOoTopble
BbIMO/HSAIOT (YHKLMIO BO/IOCAHBIX MELLOYKOB. PecHULb! Y 3aaHero pebpa
VHTEPMaprHa/IbHOro Kpas CBET/Ible, HEXHbIE, HaroMUHaloLMe MYLLOK.
B nepvoa nonoBoro co3peBaHUs MYLUKOBblE BOSIOCbI CTaHOBATCA 6osiee
rpyobiMM 1 MOFYT MOBPEAUTb POrOBULY.

NeyeHmne: AMaTepMoKoarynaums A 371eKTPOsIU3  BOSIOCAHBIX
JTYKOBWLL, UCCeYeHMe psafa PECHULL C MOSIOCKOIA XpsiLLa U 3aMeHo AetekTa
JI0CKYTOM C/WMBUCTOIA 060/104KMN. [porHo3 6/1aronpusiTHbIIA.

PETVHOBNACTOMA — 3/10Ka4eCTBEHHass OMyxosib ras3a, Wuc-
XOAAWAA U3 HEPBHbIX 3/IEMEHTOB CeTyaTKW. [pexxkHee HasBaHWe ony-
XO0SIN — «I/IMOMa CETUATKW» — B HacTosiLlee BpeMs He MpuUMeHsieTcs,
Tak Kak OHO Cc03JaeT HernpaBW/bHOe MpeAcTaBsieHne 0 K/IMHMKO-aHaTo-
MMYECKOM CXOACTBE PETMHOG/1aCTOMbI C OMYXO0/IAMUN MO3ra U 3pUTesIbHOro
Hepsa. BriepBble 0 cemeiAHoOM 3a60s1eBaHNN PEeTMHO6/1aCTOMOLA CooOLLMN
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Lerche B 1821 r. OnucaHo 108 c/yyaeB ceMel/HoOLA peTUHOGacToMbl. [Je-
BOYKU N Mas1buMKU GOMEIOT 0[MHAKOBO 4acTo. B HacTosiee BpeMs cum-
TaloT, YTO peTuHobsIacToMa nepefaeTcs Mo ayTOCOMHO-AOMUHAHTHOMY
TUNy; B pAAe C/lyvaeB BO3MOXKHbI CMOHTaHHble MyTaupn (1 : 20 288 pox-
[EHWNIA). DKCMpecCMBHOCTb FeHa YBENIMUMBAETCA B Moc/eayowmx Mno-
KoneHusx. [leHeTpaHTHOCTb reHa 60%. [BYCTOpPOHHee MopaXeHa»
BCTpeYaeTCcs B MO/I0BUHE CrlyyaeB. [MCTOMOMMYECKN pa3/inyatoT cobeT-
BEHHO pPeTWHOG/1acTOMY, HELAPOANUTE/IMOMY U CMELLaHHYo  dopmy.
3TN pa3HOBUAHOCTU OT/INYAIOTCA N KIIMHNYECKN. OryXosib MOXET MCXO0-
T "M3 S1I060ro 0TAeNa CeTHaTKW, CHOPMUPOBaHHbLIMA y3es1 BbICTOUT JK>
HanpaB/IEHNIO CTEK/I0BUAHOMO Tesla (3K30DMTHBIA PoCT) WM COCYOMCTOIA,
060/104KN  (3HAOUTHBLIA pocT), paspacTaHMe ONyxosIM MOXeT ObMb a
AN hY3HO MHPUIBLTPATUBHBIM M0 MPOTHXKEHWUIO ceTHaTKN. OCO6eHHOCTbIO
pocTa peTVHOB/aCTOMbI SB/ISIETCA paHHee BO3HUKHOBEHWE HEKPO30B,
1 06pa3oBaHMs B HUX 04aroB 06bI3BECTB/IEHUS. ONyX0/1b HEPEAKO BbIX0-
OVT 3a npedesbl rnasHoro A6s10ka, B OCHOBHOM MO X044y 3pUTEsSIbHOro
HepBa.

P KnnHunka. PeTuHOGMacTOMa, KaK MNpaBwso, BO3HUKaeT Yy e
Telh A0 3 5eT XU3HU. M3pefka HabnwogaeTes y B3pocsibIX. TeyeHve bec-
CUMMTOMHOE, au100bl OTCYTCTBYIOT. PoguTenn 60/1bHbIX JETelA o6pa-
LAlTCA K Bpayy, Korga 3aMeyvatoT Y HUX CBeyeHue 3padka. bonee paH-
HAMW BHELLHUMW MpU3HaKaMy MOryT 6bITb paclumMpeHme 3padvka, Bas-
ero peakuus Ha CBET, Kocorsiasuve, nsoxas opueHTaums pebeHka, nosis-
NAWAancs B CBA3M CO CHWKEHWEM U MOTEPEIA 3peHus. [MpomMexxyToK
MexXay MNosiB/IeHVEM CUMIMTTOMOB Ha 0AHOM M APpYroM rasy MOXeT paB-
HATbLCA MecauaM WM roJam.

PasznunyatoT 5 cTaapia pa3BUTUA peTUHOG/1aCTOMbI. MNepBas — flaTeHT-
Haa CcTaaus — XapaKTepusyeTcs TeMm, YTO B CEeTYaTKe vallle Hepanekol
0T UEHTPa/TbHOA 30HbI 0(hTasIbMOCKONMYECKM (0P TasIbMOXPOMOCKOHBYE—
CKN) 06Hapy>XMBaeTCs acraHbIA y4acTOK 6e3 OTYET/MBbIX KOHTYPOB,
OKPY>KEHHBIA HEXHOM paguapHOA UCHEPUEHHOCTbIO, COCYAbl CETHaTKU
30ech 60/1ee TeMHble, PUCYHOK COCYAMCTOIA 060/104KW He BUAEeH. BTopas —
CTaaus NOKos (HayasibHas) — OT/IM4aeTes Tem, YTO M3 acinaHoro oyara
Ha rnasHom aHe o6pa3yloTcsA 6esoBaTble WM XesTToBaTble ovarn pas-
JIMYHOIA BESTMYNHBI 3HAO— WM 3K30(MTHOI0 POCTa, OKPYXXEHHbIE MeSTIKUMU
«caTesumTamMuy. Hag y3/oM npoxoasT M3BUTbIE COCYAbl CETUaTKW. 3pe-
HVe B 3TOMA CTaaum MOXET elle Obimb coxXpaHeHo. B cTexknoBuaHoM Tere-
MOryT HabnoaaTbca AereHepaTvBHble M3MeHeHus. OTMevaeTcs paclun-
peHne 3payka 1 6eroBaTo-KesTTbIA pedieke € r1a3Horo AHa — «amas-
POTUYECKUIA KOLLIAUMIA a3y, TpeTba — cTaaus r1ayKoMbl (Pa3BUTas;
NposBASETCA A/ IbHEALLMM POCTOM M pacnafoM Oryxosiv, peakTUBHbI*
BOCMa/IEHNEM TKaHelA rfiasa Ha HeKpoTUYecKue MpoLeccbl B OryXosin.
OTMeYaloTCs NepUKopHeasibHas MHBLEKLUMS, BHYTPUI/Ia3Hble KpPOBOWU3-
NuaHUSA. MNoBbIWaeTcs BHYTPUIasHoe AaBrieHve, BC/IeACTBYE Yero MOXXeT
pacTarmBaTbCA a3, u nosBnseTca OyhTasibM (0CO6EHHO Yy [OETeiA A0
roga). B nepegHein Kamepe 6ObIBaeT B3BECb pacraBLUEACS OMyX0s1eBOMA
TKaHW, HarMoMMHAIOLWLAS «FUMOMMOH». 3peHre NoYTY BCeraa oTcyTCTBYET.
UeTBepTan cTagma — rpopacTaHue Ooryxosiv Yepes 060/104KU [/1a3HOM0—
S16/10Ka N laBHbIM 06pa3oM Yepe3 3pUTeSIbHbLIEA HEPB B MOJI0BHOLA MO3r
(panekosaweaan). Mpy 3ToM MOFyT pa3pyLuaTbes Bce 060/104KN. TMosB-
NAeTCA N BbICTPO YBE/INUMBAETCH XeMO03, 3K30(iTasIbM Br/10Th [0 BbIBUXa
rnasa u3 opouTbl, pe3Koe pacTsXKeHMe M 0TeK BeK. NMpopacTaHve onyxosiv
rno 3puTesIbHOMY HEpBY B MOJI0CTb Yepena BbBbIBaET MO3r0Bble SAB/IEHVIA.
MAaTas cTtagma — cTaausa MeTacTasoB (TepMUHasIbHasA) B SiMATUYECKMe—
Y3/bl, KOCTW Yepena, Jierkve, Nnoyukn 1 gpyrme opraHbl.
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AvarHo3s. PaHHAA OuarHoCTMKa PeTUHOG/1aCTOMbI  HECMOTPS
Ba 3HauMTesSIbHOE KO/IMYECTBO METOAOB MCC/e[0BaHusA, MO-MpexHeMy
npeacTaBnseT 3HauMTeSlbHble TPYAHOCTU. KrnMHMYeckas KapTuHa nep-
BOIA 1 BTOPOLA CTaauMM PeTMHOO/1aCTOMbI BO MHOFOM HarloMUHaeT 3a4HuUM
YBEeUT TyOepKy/1ie3HOro MU MeTacTaTUYeCKOro XapakTepa, OCTPYH 3KC-
CYAaTVIBHYIO OTC/IOMKY CETYaTKW. _

AndhdbepeHummanbHbIA AMAarFrHO3  peTUHOGMACTOMbI
HeobXxoAMMO MPOBOAUTL C MCEBAOI/IMOMOLA, PeTPOsSIEHTa/IbHOM (Prbpo—
nnasvei, petuHutoMm Koatca u aHrmomatosom [wnnena  JliuHpay
B JasieKosalliequieti ctaaun, 6one3Hbio Hoppu v ap. AvarHocTnk® petu—
mHOO/IBCTOMBI MOMOraeT peHTreHorpauyeckoe UccsieoBaHme, BbISAB/SO-
Lee o4arm 06bI3BECTB/IEHMSA B OMYX0/I1, MOHWKEHME MPOo3pavyHOCTU op-
6UTbI, YBEIMHEHNE pa3Mepo3 ee N NCTOHYeHMe CTeHoK. Mpu npopacTaHmn
0MyXxosin Mo 3pUTeSIbHOMY HepBY B MO0J10CTb Yeperna orpeaesnseTcs yBe-
JIMYeHe pa3MepoB KaHasla 3puTesibHOro HepBac AeCTpyKLUMelA ero cTe-
HOK Takke NpUMeHSITCA AuadaHocKonus, pagvuonHANKaLNS, Ho—
ohTanorpagus, vuccneaoBaHe pubogiaBruHa B MoYe, CbIBOPOTOYHAs pe-
akuma Xakuma, JdaHwnosa 1 ap.

NNeyeHWUe peTUHOB/ACTOM L0/DKHO ObITb KOMI/IEKCHBIM LU 3a-
BUCUT OT CUMMETPUYHOCTW NOPaXKEHUS U CTaamm npoLiecca. B HavarbHolA
RO/ BO3MOXKHA JOTO- 1 fasepHas Koarynsaums. MNpu ogHOCTOPOHHELA
BeLUHO6/1acTOME MPOM3BOAAT SHYK/1eaLmio I1a3HOro A610Ka ¢ nocseayo—
ALBIA 3LLMMO— W peHTreHoTeparveti. Ecnv nveeTces npopacTaHe— onyxosun
XX T/1a3H1LYy, TO NPOU3BOAAT 3K3EHTEPALMIO 0pOUTbI Takke C rocseayro-
e XUMMO—, paamo—- 1 peHTreHoTepanvetA. MNpu ABYCTOPOHHEM Mopaxke-
HUW YOAN[0T XyALWNIA a3 ¢ Noc/ieayoLLeiA SiydeBoA U XumMuoTepanmen.
MporHo3 6/1aronpuATHBINA B C/lydae paHO HayaToro siedyeHuss o4HOCTO-
poHHero npoviecca. KnvHuYeckoe BbI3A0poB/ieH e HacTyrnaeTy 45 80/0

JTEPETUHOMATUNA BPOXAEHHAA HACNEAOCTBEHHAA (Anb-
Crpema — Ornb3eHa cuHapom). OnwucaHa Alstrom a Olsen B 195. .
MaTonornsa pegkas. Twun  Hac/rie[oBaHWSA — ayTOCOMHO—PELLECCUBHBIN.
YacTbl cevelmHbe cnydan 60/1e3HU. TUCTO/IOrMyeckn oTMedaeTcsl ae-
CTPYKUMS KONBOYEK CEeTYaTKM.

KnnHunueckun 3aboneBaHne MposiBfsSieTcs B paHHEM [eTCTBe
*N XapaKTePU3YeTCs BbICOKOIA CTEMEHBLIO CHYDKEHUA 3peHus. OdTasibMo—
—CKOMMYECKN [/1a3Hoe AHO HE WU3MEHEHO WM PeXXe UMEHOTCH HeXHble 13-
MeHEeHMs1 B BUAE MOSIMMOPHOIA NMUrMeHTaupn. JledeHne 6e3ycreLlHoe.
MporHo3 THKebIA.

PETUHOLWWM3NC — pereHepaTvBHble U3MEHEHUS CeTyaTKW, Co-
MNPOBOXAAIOLLMECA €8 KUCTO3HLIM MEPEPOKAEHVEM, CK/1aQyaToCTbio,
paspbiBamMu, OTC/IOMKOIA N U3MEHEHUAMWN CTeK0BUAHOro Tena. Peakoe
3abos1eBaHMe. PeTMHOMNLW3WC, CBA3aHHbILA C BUTPEOPETUHA/ILKOIA OereHepa—
LUHelA, nepedaeTcsl MO PELECCMBHOMY, CLIEMJIEHHOMY C MOJIOM  Tury;
PETMHOMLLIBNC, CBA3aHHBLIIA C reMepasIonieia 1 ryasionaoTaneTopeowasib—
lwMM  gereHepauyisiMy,— Mo ayTOCOMHO—PELIECCMBHOMY U ayTOCOMHO—
AOMUVHALLIHOMY TUmy.

PeTuHOWN3MC BO3HMKaeT BCAIEACTBYE HapyLUEHUS MNUTaHWS CeT-
YaTKN: MNOSAB/IAOTCA pacllensieHne C/l0eB CETYaTKU U AereHepaTVBHblE
M3MEHEHWS B HEl/L YCTaHOBJIEHO, YTO PETUHOLUM3MC BO3HMKAET B pe3y/ib-
TaTe CAMAHUSA MUKPOKUCT Breccura.

Knnuunka. lNpn peTvHONW3NUCE W3MEHEHUS JIOKa/IU3YHOTCA
r/1aBHbIM 06pa3oM B MaKysispHOIA 06/1acTu, rae MosiBAsOTCS 06pa3oBa-
HUS OKPYT /1004 (POPMbI BE/IMUMHOIA C OUCK 3pUTESIbHOro HepBa. OHW 06-
pasyloTcsl BC/eACTBME CKIaAYaTOCTU MOBEPXHOCTHONO C/1051 CeTHaTKW.
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VHorga B Makysie BO3HMKaeT 0TBepCTUe, BO3HUKAIOT cepoBaTble Ny3bIpn
BC/IEACTBYE OTC/I0EHUNA MOBEPXHOCTHOIMO C/1051 CeTyaTKu. JereHepauma
CeTUaTKN MOXET NPOTEKATb MO TUMY KUCTOBUAHOM N PeLLETHATO. Y 60/1b-
HbIX C OTC/IOMKOIA CETUATKM 0OHapYy)XKMBaeTCs BbIpadKeHHass Tpakuu»
CTEK/I0BUAHOIO Tesia COOTBETCTBEHHO paspblBaM CeTYaTKWU.

NeueHVe — GoTOKOArYNALMA HAPY>XXHOIA MJIaCTUKM  KUCTbI
ceTyaTkun. [NporHo3 CepbesHbIiA.

PETPONIEHTANBHAA ®UBPOMNA3NA. BOJIE3Hb TEPPW.
OnucaHa Terri B 1942 r. BcTpeyaeTcst 6onee yem B 30% criyyaeB cpeam
HeIOHOLLEHHbIX AeTelA PeTponieHTasibHas mbponasma — 3a6osieBaHe—
CeTYaTKM N CTEK/I0BUAHOIoO Tesla, pasBuBatoLLieecs yalle y HeaoHOLLEeH-
HbIX OETEIA C HM3KMM BECOM, HaxoAsALLMXCH B MaslaTKax C M30bITOYHOIA
KOHLIeHTpaumei kucnopoga. OTMeyaeTes crnasm, a 3aTeM U 3arlycTeHue-
peTVvHa/IbHbIX cocyAoB. [lpovcxoauT nposndepaupns cocyaos, COMpo-
BOXJAKOLAsACca OCTPoOlA, a 3aTeM PyOLOBOIA TUMNEPIVIA3MEIA CETHATKM
M CTEeK/0BUAHOIO Tesia.

KnnHunka. [lMepBble cMMMTOMbI 3a60/1€BaHNS 06HAPY>XMBaOTCA
Ha 3—6-4AHenerne XX1U3HW, UHorga Ha 2—6-m mecsue. PeTponieHTasibHas™>
(hrnbponasnsa 06bIMHO BbIBAET ABYCTOPOHHEIA, HO €e NPosSIB/IEHUST HeoaW-
HaKoBbl. Pa3/inMyatoT OCTPYH WM aKTUBHYHO CTaamio 1 py6LIOBYIO CTa-
ano 6onesHn. Prnbponsiazms MOKET NPOTEKaTb U B CTEPTOM diopme, 3a-
KaHuMBasACb 06pa3oBaHMEM HEGOMbLUMX CKIAL0K CETHATKW, THXKUKOB,
[envrMeHTaumn. B Hadasie rnipoujecca 0TMevaroTcs U3MEeHeHWs COocy/fi0B,
CeTYaTKN, KOTOpble pacLLIMpsATCs, AenalTcs M3BUTbIMKW, MOSABSTCA
HOBOOOpa3oBaHHbIe CcocyAbl, KIyOKM Kanwanispos, remopparuvn. CeT-
YaTKa CTaHOBUTCA OTEYHOA, MO34HEE MOXET HacTynuUTb €e OTC/IoMKa.
CTek/10BMOHOE Tesio HepeKo MyTHeeT. B pasbHelAlwem, Kak npasuia,
M3BWINCTOCTb COCY[0B YBe/IMUMBaETCs, MOSABAOTCS HOBOOOGpa3oBaH-
Hble cocybl, COEOVHUTENTbHOTKAaHHbIE TSXKW U LIBapThl M03aaun XpycTa-
/IMKa B CTEK/I0BMAHOM Tere. Py6LoBas cTagusa MHOrAa OC/IOKHSeTCs
VPUAOLIMK/ITOM, NOMYTHEHVEM POrOBULIbI, KaTapaKToA, BTOPUYHOIA riay-
KOMOIA, MUKPOPTasibMOM. PeTposieHTaslbHas (prbponiasns MoXeT code-
TaTbCcA C MUKpoLedasveld, ruapoLiedasiveid, runorviasveti nosyLapnia
M MO3XKeuKa. Y peTelid ¢ mbporuiasveil MHorga HabsiiogarTes reMaH—
rMOMbl KOXMW.

AnarHocTuMKe peTposieHTaIbHOMA (hMBponaasns nomMorakoT
aHaMHecTU4YecKne faHHble. B akTvBHOA (hase 60MesHU KapTuHa rnas-
HOro AHa XapakTepHa A8 ubponsasun. 3aTpyAHeHUs B MocTaHOBKe—
[AmarHosa MoryT BCTPETUTLCA B PyOLIOBOIA CTaauW, FAe PETPOSIEHTa lbHYHO—
(hmnbponasmo  nNpuxognTca  AnddhepeHUMpoBaTb 0T PETUHOG/1aCcTOMBbI,
MceBOOr/IOMbI, METaCcTaTUHECKOIA ONTa/IbMUN, XOPUOPETUHUTOB.

NleyeHne B Ha4Ya/IbHbIX CTaAMAX MOPONIasnUK COCTOUT B CTPO-
romM [03UpoBaHUM KWUCoOpoda B XyBe3ax [AN1s HEeAOHOLLEHHbIX [eTelA,
BUTaMNHO— U FOPMOHOTEpPanun, ¢oTo— 1 J1a3epHOIA Koaryisuymy naTosio-
rMYECKUX COCY0B CETYATKW. [MporHo3 npu c/1aboii BbIpaXKeHHOCTU Mpo-
Lecca U paHHEM sieHeHUN 6/1aronpUSTHBLIEA, NPU TSDKESI0A (popme HacTy-
naeT cnenota.

POBEHA C/HAPOM — KoM6UHaums psaa nopoKoB pasBuUTUSA /ML
M MosocTn pTa, UMeKLas reHeTUYecKyto Npmpoay. Brnepsbie onvicaHne™
CYHApOMa MoABW/IOCE elle B rpowwsiom crtonietun (Siebold, 1835), no-
ApobHasn xapakTepmcTuKa gaHa Robin B 1923 r. CuHApPoOM He 0THOCUTCSA
KXKaTeropum pegkmx: K 60-m rogam TeKyLero cTosieTus 6buio onmcaHo—
cBbliwe 400 60/1bHbIX. HabnioaeHW CeMEMHbIX CrlyYaeB MO3BONAN OT-
HeCTU cuHApoM PobeHa K KaTeropym Hac/ieACTBEHHbIX 3a60/1eBaHNIA
C ayTOCOMHO-peLecCMBHbIM TUMOM HacrieaoBaHus. JornyckaeTcs BO3-
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MOXXHOCTb 2y TOCOMHO—0MWUHAHTHOI0 Hac/1IefloBaHNsI C HErosHOA reHe—
TPAHTHOETHIO MyTaHTHOMO reHa.

KnunHMKa. XapakTepHbIMW MpuU3HAKaMW CUHAPOMA FO0eHa
CMIYXXaT MUKPOrHaTUS — HeAopa3BUTUE HIDKHEIA YesllocTy, a Takke peT-
porHaTusi —*paclLensieHne MSIFKOro WU TBepaoro He6a, rriocconTos (3a-
BaJieHVe S3blKa), MOPOKM PasBUTUS YLUHbIX PAKOBMH WU ria3. Pexe
BCTPEUAOTCA MOPOKU CepAiLia, MOYeK, KOHEUHOCTEMA. AHOMA/IMM YesIocTy
W MOSIOCTY PTa CAYXKaT MPUUMHOLA ObIXaTe TbHbIX PACCTPORACTB X HapyLLe-
HUIA F0TaHUsA. B MOSI0XKEHMM Ha CMvHe Si3bIK pebeHKa 3arafaeT, B CBS-
31 C YeM MNosB/IATCA CTPUAOP U MPU3HAKU achKCUK, Y MHOMUX 00/b—
HbIX B CBA3M C MOCTOSIHHLIM Pa3ApaXkeHMEM F/I0TKM 0TMeYaeTcs yropHas
NBOTa, FUMNEepPCeKPeLIMs C/IN3M, CO3Aat0LLAst OMacHOCTb acnmpaLumm, B fier-
KUX CNydasix ApixaTeslbHbie U roTaTelbHbie pacCTPoACTBa NposB/AOT-
CA TOMbKO BO BPEMsl MHTEPKYPPEHTHbIX 3a60/1eBaHNM (PecrnmpaTopHble

VH" jj'g 4 8H ne. MNpn pasBUTUN achKCUN PEKOMEHAOYETCH MOSIOKUTL
toe6eHKa Ha XXMBOT, MOMECTUB Ha FPYAHYI0 K/IETKY MELLUOYEK C MECKOM,
—OTTAMVIBaHVE A3bIKa KHapYXXUW, Ha/I0KeHue Mratypbl ¢ MKcauyieid HUmn
Aa LEeKe JSINKUM MacTbipem. B TsXKenbIX criyyasx rnokasaHa Tpaxeo-
ToMuA. KopMuTb pebeHKa peKoMeHAyeTCs B BEPTUKa/IbHOM MOSI0KEHWN.
lNoka3aHO Takke' onepaTyBHOE JieHYeHVE — IJI0OCCOHEKCUS, BbITSXKEeHe
HWKHEIA 4YerlocTU € MOMOLUBIO CreumasibHbIX anrnapaToB, 3akpbITue
OetekTa B TBEpAOM M MArKoM Hebe. MNporHo3 B 60/bLUMHCTBE Crly4aeB

€1lalrpOF OBVUA TUTAHTCKAA. MEFANOKOPHEA. TuraHTckas
poroBumLIa Kak BpoXKAeHHas aHoMasims 6buia onvcaHa Seetemer B 1Y10 i .
6€e3 cBA3W C rfiaykoMoiA. MerasiokopHea — Hepeakasi aHOMa/Iisl U YacTo
A0CUT ceMVelHbEA XapakTep. TUM Hac/efoBaHUs  PELIECCHBHBIA, cLien-
JEHHLIFA ¢ MOsoM, PasBUTUE MerasiokopHea CBsi3aHO” € pacluMpeHVeM
KO/bLIA MPUKPENIEHNS PECHNYHOIO Tesla U 33AePXKKOEA pa3BUTUSI poro-
BUUBL AHOMaNNS ABYCTOPOHHSS, pa3Mep poroBuvUpbl MpeBbillaeT Id Mm
N MOXeT 6bMMb A0 20 MM. [Mpy  MerasiokopHea pPoroBuLa, Mpo3payHa,
JWMM6 Yalle He U3MEHEH, MOXET 6bITb SMOPUOTOKCOH, acTUFMaTU3M, F/Ty-
60Kasi nepeaHsas Kamepa, Mpnaoaones, MoaBbIBMX XpYCTa/IMKa, Ha 33aHelA
MOBEPXHOCTM POroBYLbI CKOMJIEHWE MUIMEHTa — KosblLia KpykeHoepra,
MMO3 (BCMEACTBYE HEAOCTATOUHOCTM AWMSTATopa) W Mpouve  V3MeHe-—

AEA AndpdhepeHyUMnanbHbIA AMAarHoO3 HeobXoaumMo Mpo-
BOAVTL C BPOXKAEHHOM [/1ayKOMOIA.
Jl eueHMe: onTuyeCKass KoppeKLMsi aMMeTponuun. MporHo3 xo-

POWPOIroBMUbI AEFEHEPALUNA MATHUCTAA CEMENHAS ©E-
PA. OnucanHa B 1904 r. Fehr. Tvn HacrieqoBaHMs ayTOCOMHO—PELLECCUB—
HbBA [MaTonorma pegkas. MMCTOMOrMYECKN B HavaslbHbIX CTaausx rpo-
rnecca B MOBEPXHOCTHbIX C/108X CTPOMbl POrOBULLbI OOHapysLUBalOTCA
KpyMnHble o4arn OeCTPYKUUN U OTJIOKEHUS aMOp(HOro BELLECTBa, CBS—
reHHble ¢ MyKOWOHOIA Ag3VHTerpaumeii CTpomMasibHbIX MIacTUHOK, 0 Mo-
CieAytoLLeM BbISBISIOTCA CKOMJIEHNS KUC/IbIX MYKOMO/McaxapuaoB B po-
rOBMYHbIX TeSbLIAX N MEXAY POroBUYHbLIMM M/1acTUHKaMK, a Takke pas-
pyLieHne nocsieaHnX,

K nunHWK'a. 3abonieBaHMe HauMHaeTca B MOJI04OM BO3pacTe,
HEeYKJT0HHO nporpeccupyeT. MNocTeneHHo CHKaeTcs 3peHue. MNopaxatoT-
ca'oba rnasa. PoroBuupbl Anddy3sHO MyTHble, Ha 3TOM (POHE cepoBaTble
Henpo3payHble NSATHAa C HEepe3KO OYepyYeHHbIMU KpasMun paccesiHbl Mo
<BEIporoBuLLe, 6os1ee MN0THO B LIEHTPa/1bHOA 06/1acTU. HeKoTopble msAT-
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Ha npocTupaloTcs A0 NmMMba, AeHTa/lbHble pacrnonaratoTcs 6Gonee no-
BEPXHOCTHO, Mepudiepnyeckme — 6ornee ry6oko. UyBCTBUTE/ILHOCTb
pOroBuMLIbl CHVDKEHA, BacKy/sipu3aunsi oTCyTcTBYeT. pu MsSTHUCTOM
thopme ceMelHoOMA AereHepaLiivi poroBuLLbl BpeHVEe 3HaYUTE TbHO YXYALLaeT-
csa B Bo3pacTe 40—30 sieT, a K 50 rogam nagaeT A0 ThICAYHbIX JoretA ean-

W AK ", "r™ ™ 71 ., W paccacbiBalollas Tapam,

KepdK B "M rE K 21y ” X ?2M A 4 ANMMEPA.OT-
caHa Dimmer B 1899 r. PeleTuaTas gereHepaupsi poroBuLbl NpeacTas-
NSeT o4veHb 6OMbLUYIO pefKocTb. HabniogaeTcs aTa AereHepaums poro—
BMLbI M30/IMPOBAHHO WM B KOMOWHALWMKW C Y3e/IKOBOIA AereHepauyen.
TwvH HacnegoBaHWS — a@yTOCOMHO-AOMUHAHTHbIA [pu  r?c=
CKOM McC/1ej0BaHNN O0TMeYaeTcs pa3BoSIOKHEHVE 60YMEHOBOU 060S/104KN,
OT/I0KEHVE B HEA MMa/IMHONOA06HOI0 BELLECTBA, B aMOP(HbLIX OT/IOKEHNSX
CTPOMbI COAEPKUTCA O4YeHb Maslo MYKOMosiMcaxapuaos, HabnogaeTcs
JereHepauma BO/IOKOH KosinareHa. basanbHaa membpaHa anuTenns co-
[epXUT MHOro nosmcaxapuioBs 1M HepaBHOMEPHO yTorwaeTcs. Konmue-
CTBO K/IETOK B MepefHuX C/10AX CTPOMbl YMEHbLLAETCS.

KnnHunka. 3abonesBaHne HauNHAETCA B AETCKOM WA HOHOLLIEC-
KOM BO3pacTe, TeyeT Mef/ieHHO 1 BAfo, K 20—30 rogam nocTerneHHo
yxyalaeTcs 3peHue, a B 40-50 /sieT OHO MOHMXKaeTCa [0 TbICAYHbIX
nowen eanHLILW. B poroBoiA 060/104Ke B pas/IMYHbBIX C/10X MOSABAAKOTCA
MesiKve cepble ToUeYHbIE NN JIMHEHBE MOMYTHEHNS, MOX0XUe Ha XJ10M-
yaTo6yMaXHble HUTW. Kpas MoMyTHEHWIA OTYeT/Bble. [1POMEXYTKM
MeXay MOMYTHEHUAMW OTHOCUTEsIbHO Mpo3padHbl. HuTeobpasHble Mo-
MYTHEHWS 0 Nnmba He JOX04AT, OHU BETBATCA U NepersieTanTcsa Mexay
C060IA, 06pa3yst HEXHYHO CETKY. YyBCTBUTE/IbHOCTb POrOBULbI CHUXKEHA,

(" "1?e°uTBln «I Masio ycnewHo. [MpMMEHSOT BUTaMMHbI, paccacbl-
BalOLLYI0 M TKaHeBYH Tepanuio, Mnepecaaky porosuubl. porHo3 He-

6/1alrpOMOB U LLbI AEFEHEPALINS CEMEWMHASA BIOKJ/IEPCA. Onu-
canl Bucklers B 1949 r. OueHb peakoe 3aboneBaHve. TN HacrieaoBa-
HWUS __ayTOCOMHO-A0MUHAHTHbIA. B 60yMeH0BOM 060/104Ke MpoOMCXoaaT
04aroBble VM3MEHEHWS], COYETAILLMECS C OT/IOKEHVEM BELLECTBA amMopd-

E KnunHunmka. HaunHaeTtca 6ose3Hb B AowwiKosnbHoM  BfDspacre
1 COMPOBOXAAeTCs B TeueHMe HECKO/IbKUX HeAesb Pe3K0 BbIpaKeHHbIM
BOCMa/IMTE/IbHbIM POrOBUYHBIM CUHAPOMOM  (MEepUKOpHeasibHast WNHBLEK-
uma n 6onm). 3TV CUMITOMbI MOBTOPSIIOTCS €XKEeroAHo, YyBCTBUTESTb-
HOCTb POroBMLIbl MOHMKEHA, BacKy/1sipu3aLms oTcyTcTBYeT. BuoMumkpo-
CKOMMYecKU onpegensetca AedeKT 3nNuUTesis U ero npunogHAToCTb,
B 60yMEHOBOM 060/104KE O0TMEYarTCs HATEBUAHBbIE MOMYTHeHMs!, CTpomMa
M 3HOOTE/MIA, KaK MpaBWslo, He CTpadaloT. [pouecc ABYCTOPOHHWIA,
HEYKJ/TOHHO MporpeccupyeT, 3peHue najaeT.

n €4 eHU e B OOMbLUMHCTBE Cc/lydaeB 6Ge3ycrneluHo. [pUMeHsIioT
BUTaMMHOTEpanuio, TKaHEBbIE U paccacbiBatoLpe MnpenapaThl, HECKBO3—

A OpXK BT U bl 7e BEHHEPALIMA Y3ENNKOBABE PEHYBA. onu-
caHa Groenouw B 1890 r. Hambosiee 4yacTo BCTpeuvaroLlascs opma ce-
Mel/HOIA fereHepaummn porosuubl. TN Hac/ienoBaHUS — ayTOCOMHO-[0-
MUHaHTHbIA. TUCTOMMONMYECKN B POrOBULIE OTMEYaeTCsl 04aroBoe YTosi-
wieHe 60yMEHOBOA 000/104KM, pPa3BOSIOKHEHME, 06pa3oBaHMe Herpa-
BWIbHbIX BbINAYMBAHNIA 1 YacTUYHOE McHe3HOBeHME ee. KpyrHble oyaru
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TNaNMHOMOAO6HOr0 BeELLECTBa 0O0HAPY>XMBaOTCA B MOBEPXHOCTHLIX U B
*r/1y60KMX €109X CTpOMbI.

KnnHunka. 3aboneBaHve HAUNHAETCA B AETCKOM WM FOHOLLECKOM
BO3pacTe, nopaxawTca 06a rsasa. YyBCTBUTE/IbHOCTb POrOBULLbI CHU-
)KeHa, BacKy/spusauus OTCYyTCTBYET. B pas/inuHbIX CI08X pOroBuLbl,
yallle B ee LIeHTpe, MNosB/IAl0TCA MenKue, cepble Y3es1KM, HarnoMmHatoLLme
KPOLWKKN cyXxoro xsieba. Ecnn y3enku pacriosiaratoTcs rog, anuTesiem,
OHW MNPUMNOAHVMAKOT €ro, Aesnas MoBepXHOCTb POroBULbl HEPOBHOIA, Ma-
TOBOIMA. ¥Y3€e/IKM MyTHbIE, Kpas X Pe3K0 O4epyeHbl, MPOMEeXyTKM Mexay
HUMM Npo3padHbl. Mepudepnyeckas 30Ha pPoOroBULLbl LLUMPUHOA 1—3 MM
cB060AHA OT MOMyTHEHUIA. TeueHre NporpeccupytoLlee, HO 3peHNe A0/ro
OCTaeTCsa XOpoLWMM. 3HaunTesibHOE YMEHbLUEHVE 3peHUS HacTynaeT
K 50—60 rogam.

NeueHune Mao3pheKTMBHO. [PUMEHSIOT BUTaMUHbI, TKaHe-
BYIO M paccacbiBaloLLy0 Tepanuto, repecagky poroBuLibl.

POroBuLUbl AEFEHEPALWNA KPUCTANNWYECKASA LWHWN-
LEPA. OnwucaHa Sehnyder B 1939 r. Tuvn HacrefoBaHWs — AOMUHAHT-
HbiA [MaTosorns peakas. MMCTOMOMMYECKU TOSIbKO B MOBEPXHOCTHbIX
CN0AX CTPOMbI POroBuLbI BbISB/ISIOTCS KPUCTas1/1bl 6e/10BaTOMA OKpacKU.
Mpn GMOMMKPOCKONUM B LIEHTPE POroBuLbl BUOHbLI AUCKOBUOHbIE MOMYT-
HEHWSA, COCTOSALLME U3 KPUCTAI/I0NOA00HbIX UM C KpacHOBaTbIM WK 3e-
neHoBaTbIM 0TO/1ecKoM. 3abosieBaHMe MefyieHHo norpeccupyeT. [Mopa-
KalTCsA, Kak npaBwusio, o06a rnasa. 3putesibHble QyHKUMW CTpajaloT
YMEPEHHO.

JleyeHne: BUTaAMUHO- U TKaHeBas Tepanus, obLLeyKpensioLLee
neyeHvie. poOrHo3 OTHOCUTESIbHO 6/1aronpUATHBIA.

POrOBULLI ANCTPO®UA CEMEMHAA KPAMUATAA. Onu-
caHa Francois B 1956 r. [MaTtonorusa peakas. Tun Hac/ieQoBaHUA —
ayTOCOMHO-A0MUHAHTHbIA. TMCTOIOrMYECKN B CTPOME POroBuiLbl 06Ha-
PYXXMBaKOTCA o4ary AecTpyKUUM N OT/I0KEHUS amMOpgHOro BeLLecTBa.
OcTasibHble 0TAe/bl POrOBOMA 060/104KM HE WM3MEHEHbI.

KnnHunka. 3aboneBaHne MOXET HauMHaTbCA B /1060M BO3pa-
CTe, OT/IMYaeTcA A06poKayeCTBEHHbIM TeyeHVeM. Cy6beKTUBHbIE OLLYy-
LLeHMA BbIPaXXaloTCA JIULb B JSIETKOIA CBETO60S3HN. py 6MOMUKPOCKO-
MM B LEEHTPasIbHbIX OTAEMax poroBuLbl, Ha 060MX rlasax CMMMETPUYHO
BMOHbI CKOM/IEHWS MasleHbKMX CepoBaTbIX MOMYTHEHUIA, 06pasyoLLmx
ANCK. 3TV NOMYTHEHWS pa3Hoo6pa3Hbl Mo opmMe, pasmepam M pacrosio-
YKEHbl TO/IbKO B CTPOMa/IbHOM OTAesie poroBuiLbl. YyBCTBUTESIbHOCTb
poroBuiLbl COXpaHeHa. BacKynspusaumun HeT. 3puTesibHble (QyHKLUN
noYTn He CTpajatoT.

JNleueHMe: BUTaMMHbI, paccacblBalOLlas M TKaHeBas Tepanus.
MpOrHo3 XopoLUNEA.

POrOBULbI AUCTPO®UNA SHAOTE/NINANBHO-3MUTENN-
ANTbHAA ®YKCA. OnucaHa Fuchs B 1904—1910 rr. NaTosorus sBcTpe-
YaeTca 0THOCUTESNbHO YacTo y s, cTapiue 50 net (5—6%). Tvn Hacne-
[0BaHUSA — ayTOCOMHO-AO0MUHaHTHbIIA.

KnnHuka. 3aboneBaHve MOXET ObMb CaMOCTOSATESIbHbIM WN
BO3HWKAaET Mpu yBenTax U rnaykome. MMCTOM0rMyeckn NepBuyHO nsme-
HAETCA SHOOTE/MIA, a CTPOMa U SNUTEINLA BOB/IEKAIOTCS B MpoLLecc BTO-
PUYHO. SHOOTE/MIA UCTOHYAETCS, €ro KETKU CoaepkaT HeHOpMasibHO
6obluve aapa. Ha 3aaHeil MoBEPXHOCTY pPOroBOIA 060/104KMN 06pa3yeTcs
HoBas MembpaHa. Yepe3 AeteKTbl 3HAOTE/ A BMara nepeaHeil Kamepbl
rnpocaymMBaeTCcs B CTPOMY pPOroBuvLbl U BbBLIBAET ee AeCTPYKLUUIO N MeSt-
Kne o4arm Hekposa, MaTosiorns kpaiAHe peaKo 06Hapy>XXMBaeTcs B MO-
nogom Bo3pacTe. [Mpouecc ABYCTOPOHHWUIA, XapaKTepulyeTcs MesIeHHO
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MnporpeccypyoLLLIIM NOMY THEHMEM POrOBOEA 060/104KN. [0BEPXHOCTb ppro—
BOLA 060/104KN MaTOoBOro ugeTa. MoMyTHeHVe 60/1ee MHTEHCUBHOE B LIEHT-
pasibHbIX 0TAeNax. NUTes A 6y/11e3HO U3MEHEH, UMEIOTCS ero HapbIBbI.
BepxHsAs vacTs poroBvupbi 0 6 ™  npo3payHa. UYyBCTBUTE/IbHOCTb PE3KO
c ™ pesynbTaT»

AapaBlMNoin 2® «*3TM K.KOHY C. Bnep.» £
6on1eBaHVe onucaHo B 1758 r. Taylor. Tun HacriefoBaHMA' ~
PeLeCcCUBHBIA, MHOT A JOMUHAHTHBIEA, HOCUTE/ TN MOMYT ObITb Pacro3HaHbl

M0 1?8BBU Te"TO™ Hyca CBA3bIBAlOT CO C/1ab0CTbI0 Me3eHXVMa Tb—
HOIA TKaHW, BO3MOXXHO, Ha MouyBe 3HAOKPUHHBLIX HapyLleHuW, AvaTomMm—
YeCKM BbISBMAIOTCA [JereHepaTVBHble W3MEHEHUS [/1aBHbIM 06pa3om
B nepe,qux C/1051X POrOBULLbI.

KAnHH'Ka. KepaToKoHyc o06bldHa pa3BuBaeTca K 15 rogam.
Mpouiecc WOET MefJ1eHHO. MocTeneHHO MOHWMXXAeTCs 3peHVe, BbISBISET*
CA aCTUrmMaTm3Mm, CTerneHb KOTOPOro 1 Harpas/ieHNe 0ceiA Mepuvoanyeckm
MeHsitoTcs. lMepeaHasa kamepa yry6nsetcs, KepaTokoHyc [ensT e
OCTPO— M TYTMOBEPLUMHHBIA. BUOMMKPOCKOMMYECKU MOXKHO HabnoaaTb
XapakKTepHble [/19 3Toro 3abosieBaHUsA U3MEHEHUS B BUOE KOHLEHTpUYe-
CKMX pa3pbiBOB 60YyMEHOBOLA 060/104KM, WUCTOHYEHUS BEPXYLLKU KOHyca
1 NOMYTHEHUS ee, MMIMEHTHOIO KosibLa ®nevilepa y 0CHOBaHUA KOHYCa,
B JasieKosalleanx Ccry4asx — paspbIiBOB AeCLIEMETOBOM 060/104KM,
YTO/LLEHUSA HEPBHBIX OKOHYaHMIA. VI3—-3a MEXaHWYECKUX pasgpaxeHnn
W paccTPOIACTB NUTaHNA BepXYLUKa KOHYCa MOXET U3bA3BMATLCA N Nep-
thopmpoBaTbCA. VHUABLTPaTbl U U3BA3B/IEHUS POroBULIbI BbIBbIBAOT
CUSIbHYIO CBETO60A3Hb.

[IKOLA PA3HOBMAHOCTHIO KEPaTOKOHYCa SIB/ISETCS 33[4HUM KepaTo-
KOHYC, onvcaHHbI Butler B 1930 r. 3a6oneBaHve 04HOCTOPOHHeEe, BCTpe-
YaeTCa UCK/IIUUTESTbHO Y KEHLUMH. [Mpy 6MOMMKPOCKONUN BUOHO MC-
KPUB/IEHVE 33HEA MOBEPXHOCTU POroBULLbl, MOMYyTHEHWE ee, r/lybuHa
n i1 MOKET HE M3MEHAThCS.

MarHO3 OCHOBbIBAETCA Ha GUOMMKPOCKOMMUN, KepaTorpahum,

*Tr,"NTr ;:BRek K T"P™M«™ p. 1 .«. npenapaTbl Masib—
nus, ropMoHasIbHbIE MpernapaTbl NPy AUCPYHKLUNN 3HAOKPUHHBLIX YKeses,
ONMTUYECKasd KOPPEKLMA KOHTaKTHbIMU 3LUH3awW. B TsxesnbIX criyda-
AX — YaCcTUYHas CKBO3Has KepaTorsiacTmka. NporHo3 Bcerga cepbes-—

POFOBULLA MANASl. MWUKPOKOPHEA. CpaBHUTENIbHO uYa-
cTas aHomasIns. Tpy coueTaHUn ¢ MUKPOPTasIbMOM TUM Hac/leA0BaHUs
PELIECCUBHBIIA, CLEM/EHHBIA ¢ MOSIOM. B BO3HMKHOBEHWW MUKPOKOpPHea
NpUAAETCA 3HaUEHNE 0CTaHOBKE PasBUTUS POroBULbI Ha aTane 3MBPMOHA.
MUWKpOKopHea BCTpPeYaeTcsl CaMoCTOATEeSIbHO W MpU  MUKpodTasbMe.
AHOMaSINSi 06bI4HO ABYCTOPOHHSASA. JMameTp poroBuLibl 6bIBaET MesTbLL3
HOpMbI Ka 2—4 MM. KpuBU3HA POroBuLbl Yallle 0CTaeTcs 06bMHOUA, HO
BbIAE/SIOT Pa3HOBUAHOCTE MUKPOKOPHEA C MJI0CKOA poroBULEN, paanyc
KPUBU3HbI KOTOPOEA COOTBETCTBYET CK/lepamM Wan 6osblie Mx. Haosio
[aeTcs IMOPUOTOKCOH. [MepeaHsisi Kamepa Mesikas. MoryT ObITb KaTa—
nakTa v apyrve aHoManmm rnasa. 20% [OeTeid c Masioii poroBuLen eTpa
[AOT F1ayKOMOIA. MPUUMHOIA FNayKoMbl SIB/ISIETCS CY)KEHME Y MU Nepes-
HelA Kamepbl 1 3aKpbITUE ero Me30AepMasibHOW TKaHbto. Bce et ¢ aT
aHOMa/MEIA A0SDKHBI HaxX0AUTbLCS Mo, MOCTOSIHHBIM HabsoeHNEM OKY-
nncTa.
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leyeHNe coctout B JIMKBAZAUMM TaKUX OCSIOKHEHWIA WM CO-
MyTCTBYIOLLYWIX UBMEHEHMIA, KaK r/layKoma W KaTapakTa. MporHos 6r1aro-

MPUPOrOBUL LI SIMUTENUANBHAA AUCTPO®UHA CEMEWHAS
MEECMAHA. OnucaHa B 1938 r. Meesman 1 B 1940 r. M COBMECTHO
¢ Wilke. Matonorns penkas. Tun HacnefoBaHWs — ayTOCOMHO-A0—
MUHaHTHbIIA, nopaxkatoTca oba nona. MNpy aTom 3abosieBaHNN HapyLLeH
06MeH nonucaxapugoB. [UCTOMOMMYECKM OTMEYaeTcs  CMopLUMBaHVe
OTAENbHbIX K/IETOK anUTeNivsA U 06pa3oBaHNe B HUX BaKyosieiA, cocTosi-
WKMX N3 ravkoreHa. basasibHas MemM6paHa NOKPOBHOIO 3NUTENNA Pe3Ko
YTO/ILLEHA WU COCTOMT W3 amMop(HOro BellecTBa.

KnnHunka. [lopaxeHne poroBuLbl BbISBASETCA 006bIYHO Mocsie
€ MecAUeB XXM3HU pebeHKa. V3MeHeHUs BHadasle BbISABASIOTCS TO/IbKO
6romMmMKpocKonuyeckun. MopaxkatoTcs Bcerga oba rnasa. lMpouecc Ha-
UMHAETCA C NOAB/IEHNS HEXHbIX, CepbIX, TOYEUHbIX MOMYTHEHWIA B LIEHT-
pe anuTeNMasibHoOro €108 PoroBuULbl. 3aTeM BO3HUKAIOT MY3bIPbKW, OHWU
YN/10LWATCA U MyTHEIOT. [1OMYyTHEHUS MOryT ObICTPO 3axBaTUTb MOYTU
BCHO NMOBEPXHOCTb POroBuLbl. YyBCTBUTE/IbHOCTb POroBULbI 3HAUNTESTBHO
CHMXXeHa. B 3aBMCMMOCTM OT MacCMBHOCTW MpoLiecca HacTynaeT CBETO-
6053Hb, 6/1edapocna3mM. Y HeKOTopbIX 60/1bHbIX 0TMeYaeTcs ocsiabneHve
CUMIMTOMOB TOJIbKO B 12—14 neT. Yalle HaCTyraeT rporpeccupyioLlee
CHWXXEHVE 3peHns [0 COTbDK J0retd eavHULL.

NNedyeHne Mao3hPeKTUBHO. YAOB/ETBOPUTESTbHBLILA  pe3ysib-
TaT [geT Moc/I0bAHas KepaTornsiacTuka. MporHo3 06bIMHO Heb/1aroHpsT-
nbine .

POrOBMLblI 3PO3UA PEUWAMBUPYIOIIAA CEMEWNHASA.
OnucaHa B 1872 r. Hansez, B 1889 r. Fuchs. 3aboneBaHvie pefkoe.
Twn HacnefoBaHWA — ayTOCOMHO—-AOMUHAHTHBIIA. [NpeanonaraeTcs posib
9HAOKPUHHBIX (HaKTOpPOB.

NUKW K a. 3abosieBaHNE HauMHaeTCs MoYTW BCerga B CpeHeM
Bo3pacTe. BonbHble >kasnylTca Ha OulylleHWe WHOPOAHOro Tesia, crie-
30TeyeHne 1 605v B rfasy, CBeTo60A3Hb. BHe3arnHble aTaku yTpoM wiv
cpeay HoYM 4acTo CBSi3aHbl C YTOM/IEHVEM, HeOCTaTOYHbIM CHOM U pas-
[APKNTENbHOCTBIO.'ATaKu MOBTOPAIOTCA eXemMecayHo wim 2 3 pasa
B oAy, KpaTKOBpeMeEHHble. CUMMTOMbl YMEHbBLLIAIOTCA C BO3pacToM.
Ha porosuue nmeeTcs apo3ns, npespallarollancs B 6ysie3Hoe B3ayTve
M 3aTeM B £3BY POroBuLbl. MMeeTcs MOMyTHEHVE CTPOMbI pPOrOBULLb,
CK/1344aToCTb AECLEMETOBOIA 060/104KN, MOBbILLEHHAA YyBCTBUTESTIbHOCTb.

NedveHune: BUTaMUHOTEPanus, O6LLEYKPeNSIoLLEe SleyeHne, Ho-
BOKaWHOBble 6/10kabl. [POrHO3 OTHOCUTE/IbHO 6/1aroNpUSTHBIIA.

POTO-MAJIbLE-NVNLEBON cuHAPOM (ManunnoHa — Mcoma
cuHapom). OnucaH Briepsble Papillon v Psaume B 1954 r. HacrienyeTtca
no ayToCOMHO-AOMWHAHTHOMY TWUny.

KnunHnueckas KapTWUHaAa XapakTepusyeTca rumnepresio—
pU3MOM, Y3KUM OpPSIMHbIM HOCOM, YKOPOYeHMUEeM cpefHeiA YacTu BepxHeli
rybbl BcrieacTBMe UKcaLMM ee YTOSILEHHOM y3aeukoii. MimewTca MHO-
>XXecTBeHHble aHOMa/1nn pOTOBOI?’I nos10cTU, TMNONa3ns HKHEA YesiiocTu,
anctpodus 3y6oB, pacliernsieHne fA3bika U BepxHero He6a. OTmeuaeTcs
Takxe ruapouedanmnsa, Tpemop, 3a4epKKa NCUXNYECKOro pasBUTUSA.

AvddbepeHumanbHb A AuarHO3 c/eagyeT NpoBOAUTb
¢ cuHgpoMmamun dpaHueckeTTu, KpysoHa, po6a, XpOMOCOMHbLIMMW aHO-
Ma/TnaMn.

NeyeHMe cMMATOMATMYECKOE.

PYK 3EPKAJIbHBIE ABUXEHUSA ([JpKOHCTOHa cmHAapom). Johns-
ton B 1948 r. onvican peaKnia CMHAPOM, MPOSB/IAIOWMIACA 3epKasibHbIMN
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[OBVDKEHVAMU B MpaBoiA 1 feBoiA pyke. OnucaHbl cevelAaHbe crlydan 3Toro
cocTosHUA. MaTo/10roaHaTOMMYECKoe 1CC/1ef0BaHe 06HAPY>XXNI0 Heao-
CTaTO4HbIA NMEPeKPeCT NMpamMug, B CIVHHOM MO3re, YTO CHUTAOT aHaToMU-
YECKOLA 0CO0BEHHOCTBH 3TOr0 HEOObIYHOMO0 CMHAPOMA.,

CABYPO CUHAPOM. OnwucaH Saburancl B 1892 r. HacnepyeTtcs
Yale Mo ayTOCOMHO-AOMMHaHTHOMY TWUMy. XapakKTepusyeTcs W3MeHe-
HUSIMU BOJ1OC W [OBYCTOPOHHEM KaTapaKToiA. [1posBnseTcs B AETCKOM
Bo3pacTe. Bosiockl BHayasie HopMasibHbIe, 3aTeM BbINaaaoT 1 3aMeHsIIoTCA
HOBbIMU' VIPUYEM UCTOHYEHHbIE YYaCTKM YepeaytoTcs € YTO/LLEHHbIMA.
Bonocbl MMeoT dopMy BepeTeHa. [BYCTOPOHHee MOMyTHEHVE XpycTa-
NKa pa3BMBaeTCA Ha 2—5-M rofly >XU3HWU. w .,

CANbHbIX XENE3 ANCTPOOUA (Popaanca GonesHb:. 3abo-
nesaHve onvcaHo Fordyce a 1896 r. OnvcaHbl cevelHbE, criydan. OT-
HOCSITCS K rpyrne BPOXAEHHOMA MaTosiorMn pasBUTUA CaslbHbIX YKesies.
XapakKTepuayeTcs pacrofiokeHeM CaslbHbIX Xesie3 Mo KpacHOM Kalive
ryé Ha C/IM3UCTOIA 060/104KE LWEK MO JSIMHUM CMbIKaHve 3y60B.

KnnHunyeckasa KapTuHa XxapaKTepusyeTcs pasBUTUEM
MEJIKMX MUI0THbIX Xe/TTOBaTo-6e/1bIX Y3e/IKOB Be/IMUMHOMA 0T 6Yy/1aBO4HOIA
rofloBKM [0 YEUEBMYHOIO 3epHa. JfieMeHTaM CBOMACTBEHHO rpyrrnoBoe
WM OANHOYHOE PacrosiKEHUNe.

nphepeHUuManbHbIVA AuMarHO3 CcregyeT NposoauTb
C KpacHbIM MJI0CKMM JILLIGEM C/IM3UCTBIX 060/104eK, /19 KOTOporo Tw
MUYHO Hasnure 6oriee 6e/1ecOBaTOr0 OTTEHKA, NMPUYEM OTAEbHbIE Mary bl
C/MBAOTCA, Yero He 6bIBaeT Npu 60/1e3HN doppaiiaca. B peakmx cnydasax
Habl0faeTCA 3/10Ka4eCTBEHHOE MepepoXkaeHue.

NeyeHWe XUPYPruyeckoe, 3/1EKTPOIKCLINZVS.

CAXAPO3bl HEMEPEHOCUMOCTb HACNEACTBEHHA4A. Onu-
caHa B 1960 r. y 2 neteia Veijers , van der Kamer. Mo3aHee ycTaHOB/IEHO,
YTO OHa COYETaeTCs C HErnepeHoCUMOCThLI0 N30MasIbTO3bl. CUHOHUM: Ha-
CNneAcTBeHHass Masibabeopbums caxaposbl M M3oMasibToBbl (Prader, Se-
menza, Auricehio). Jo 1963 r. onucaHo okosio 30 cny4aes. lMpeano-
naraeTcs ayTOCOMHO-PELIECCUBHBLIMA TUM  HacnenoBaHWs. 3abonieBaHue
CBSA3aHO C OTCYTCTBMEM B KULLIEYHUKE HECKOSIbKMX Ancaxapuaas. Bore—*
[eHVe aKTUBHOCTU psga (PepMEHTOB MOXET ObMb CIEACTBMEM OHOLA
MyTaumMn WM MNOSNQYHKLMOHA/TbHOCTY HefocTatolero epmeHTa. OT-
CYTCTBME B KMLLUEYHMKE caxapo3bl MpMBOAUT K HakorsieHuo Hepeabcop—
6MpoBaHHbIX AuMcaxapuaoB, KOTopble MNof, OetACTBYEM GaKTepuasibHOA
hopbl pacLLenIfoTCA OO0 MOSIOYHOMA U aueTOyKCYCHatA KUCMOT, BbBbk
BalOLLNX pa3gpadkeHUEe C/M3MCTOMA 060/104KN  KULLEYHWKE, YCUsleHue
nepucTa/IbTUKN, HapyLleHne BcacblBaHUS APYrux MpoayKToB WU MOsiB-
neHve avapeun. Mpu NepopasibHOA GMOMCUN KYCOUKOB cnusuctoi 000-
JI04YKN KMLLIEYHMKA 06Hapy>kmBaeTcs AnddysHas aTpous, nUcHe3HoBe-
HWe BOPCUHOK.

KAnHnyecKkne CMMNTOMbBbI 3a00/1eBaHUA MOSB/IAIOTCA
rocsie nepexoa Ha CMeLLaHHOe W UCKYCCTBEHHOE BCKapM/IN:BaHVe Win
rnpy HasHauyeHUM npukKopma. OTMeYaeTes YIopHasi Auvapesi, He noaaato-
LLLascs SieHeHNo 06bIMHBbIMM CPEACTBAMM U He 3aBUCSILLast 0T BUAA MOJ10Ka.
B kane 60s1bLias NpUMeECb CV3N, HUSKNIA pH, TUNMnuHLIRA Ans 6poavsib-
HOM avicnencun. [lvapesi NIerko MoXeT 6bITb CrpoBoLMpoBaHa (pyKTo-
BbIMM COKaMW, MpoAyKTamK, cofepXalymu Kpaxman, Y poaurenieti
WM POACTBEHHMKOB 60/IbHbIX MHOMAA B AETCKOM BO3pacTe OTMeYasch
HerepeHOCUMOCTb caxapa, MOoHoC.

marHo3. Harpyska caxapo3oin,(2 r Ha 1 Kr Beca Tesa,,
BbI3bIBaloLLAs Anapeto, NOoHKeHWe pH Kasla, pe3koe MoBbILLEHVE B HEM
coAlepXXaHUs MOJIOUHOMA KUC/I0Tbl U Caxapo3bl, CHVDKEHME COAEPKaHUS
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r/10KO03bl B KPOBU U Kasie, SB/ISETCH OCHOBHbIM AMar HOCTUYECKM TECTOM.
YCTaHOB/IEHVE aKTUBHOCTW COOTBETCTBYHOLUMX 30BMME» B «KHBSICTOU
060/104Ke KMLLeYHMKa (brorncms) NoATBEPKAAET AMarHo3 MasibabcopoLmm
Toro WIE vHoro gucaxapuga. AdudpepeHuyarnbHbIbA AnarHo3 rnpoBoanTCs
C pas/INYHbIMM BUOAMM OCTPbIX PacCTPOMACTB MULLEBapEHNst U BPOXAEH-
HbIMM aHOMA/TUSIMWN Pa3BUTUA XeNyA0HHO—KULLIEYHOro TpakTa 1 nuule-
BapuUTesSIbHbIX >Kesles.

NNeyeHMe [OMETUYHECKOE N COCTOUT B YCTPAHEHUM U3 MUY NPO-
AYKTOB, coAepXalmx caxaposy. NepcneKTBHO npuMeHeHve hepMeHToB

"CEPAOLUA IWP°MATNCTPAJIbHbLIX'COCYAOB BPOXXAEHHbBIE
MOTOKMWN (posib Hac/eACTBEHHOCTY). YacToTa BPOXAEHHbIX MOPOKOB
cepaue 1 MarucTpasibHbIX COCY40B MPU CEKLIMOHHOM aHasn3e 3HaunTe b-
HO BbiLLe, YeM MNP KIIMHNYECKOM, 1 cocTass1seT 4—6%. OTMeueHo YacToe
coyeTaHme BPOXKAEHHbIX MOPOKOB cepALia ¢ ApYr1MM MOpoKamMm pasBUTUS.
B HacTosiLLiee BpeMs OTMeYeHO abCcosoTHOE X OTHOCUTEIbHOE YBe/nye-
HVe 60/IbHbIX BPOXAEHHBLIMM MOPOKaMM cepaua M MarucTpasibHbIX co-
cypos. O6LlenpuHATas KiacCUpuKaums BPOXKAEHHbIX NMOPOKOB cepaLa
MU MarucTpasibHbIX COCY/I0B, KOTopas Hambosiee MOSIHO MO CPaBHEHWIO
C npedpiayLymm KiaccunKaumsamMn  yAoBeTBOPSET KIMHUKO-OMAarHo-
CTUYECKUM KPUTEPUSIM, OCHOBbLIBAETCA Ha W3MEHEHUW remMoavHaMMKU
B Ma/ioM Kpyre KpoBOOOpalleHUs W BK/OYaET TpWU Fpynnbl: MOPOKU
cepaua C HeMsMEHeHHbIM Jlero4HbIM  KpoBoobpaLleHneM (aopTasibHbIA
cTeHos, KOAPKTaUMA aopTbl M Ap.); MOPOKM cepaua ¢ YMeHbLUEHHbIM
JIEro4HbIM KpOBOTOKOM (TeTpada ®asifio,  W30/IMpOBaHHbIA:  CTEHO3 Jle-
FOYHOLA apTepum U Ap.): MOPOKWU cepaua C  YBE/IMHEHHLIM JIEMOYHBIM
KPOBOTOKOM (AeeKTbl MeXXrpeaAcepAHOLA U MEXOKe Ty A04KOBOW Meperopo-
[0K, OTKpbITbIAlapTepnasibHbIEA NPOTOK U Ap.).

Bonpoc 0 NpuyMHax BO3HUKHOBEHWS BPOXKAEHHbLIX MOPOKOB cepa-
LUa M MarucTpasibHbIX COCY/I0B OCTAeTCA OTKPbITbIM. HECOMHEHHO, 4To
YaCTb BPOXKAEHHbIX MOPOKOB CepALa FeHeTUYecKU AeTepMUHMpoBaHa.
YacToTa HacneACTBEHHO 00YC/10BS/IEHHBIX 1 CEMEAHBIX C/TyHaeB BPOXAEH-
HbIX MOPOKOB CepALa 3aBUCUT 0T (hopMbl 3a60/1eBaHWS. HacneacTBeHHasn
nepegada BPOXAEHHbIX MOPOKOB CepALia OCYLLeCTB/ISETCH, M0 MHEHWUIO
MHOIMMX aBTOpOB" KO/IMFeHHO. B TO e BpemMs onuvcaHbl ayTOCOMHO-A0-
MVHaHTHbIIA, 8y TOCOMHO—PELIECCVBHBIIA W CLIETMVIEHHBIEA C NOSIOM TUMbI Ha-
CIeACTBEHHOA Mepefayn. .

CETYATKW BONME3Hb Orywwun. OnwucaHa Oguchl B 190; .
BoMbLWMHCTBO /ML, ¢ 60M1e3HbI0 Orylmn HabngaloTes B AnoHMn. Tun
Hac/1eoBaHNA — ayTOCOMHO-peLIeCCUBHBIIA. 3abo/ieBaHNe YacTo B CeMb-
AX C KPOBHbIMX Gpakamn. B cnoe nasiovek M Konboyek, B MUrMEHTHOM
ANUTE/IMN NMEIOTCA f,er(-Z‘HepaTl/lBHble MU3MEHEHUS.

KnnHuka. 3abosieBaHve MposiBNseTcs B paHHeM BO3pacTO® u
XapaKTepu3yeTCs HOYHOIA C/ienoToA M LBEeTOoC/1eroTo. [lone 3peHus
npy AHEBHOM CBETE MOXET ObMb HOPMasibHbIM, LIEHTpasibHOe 3peHue
uawe MOHWKEHHoe. py oPTasIbMOCKONUN a3Hoe AHO 06ecLBeYeHo,
HErOMOIeHHO CEepo—->KesTTOe WU/ Xes1ITOBaTo-Po30Boe, MecTamMu LIBET ras-
HOr0 AHa CcoXpaHseTcs HopMasibHbIM. VHorpa HabnogaeTcs (heHOMEH,
Korga rocsie npebbiBaHWA B TEMHOTE HECKO/IbKO 4acoB LIBET r/1a3HOro
[Ha MOSIHOCTBLI0 BOCCTaHaB/IMBaeTCa [0 HOPMasibHOro, HO Ha AHEBHOM
CBETY BHOBb ObICTPO 06ecLiBeHYMBaETCS.

NeueHKne He paspaboTaHo. MPorHoO3 A8 3peHUs CpaBHUTE Ib—

H° ""ETYATKIgETEHEPALWNSA BPOXAEHHASA AVGOY3HASA
(BpoXOEHHBLIA amMaBpo3 MpY TarneTopeTVHA/ILHOMA [ereHepaumn; PeTuHo-



naTusa CceTYaTKM peLlecCMBHas BPOXAEHHAA ayTOCOMHasi, HeLApO—-aHUTe—
TITATITVHA OUCTeHe3; HEApo-anuTe iasibHas ANCniasns ceTuaTkuy, Bpo -
neHHas gdereHepauusa ceTyaTku). OTHOCUTESIbHO pefikoe 3abosieBaHue.
Twn HacnenoBaHNSA — ayTOCOMHO-PeLECCUBHBIA. [MrMeHTHas peTuHO-
naTas BPOXAEHHasa YacTo cBA3aHa C APYrMU THKeTbIMU NOopaXKEHNSAMIN
rna3s (Konobombl, KaTapaKTbl, MUKPOPTasbM W .

OTMeYaeTes paspyLUeHyie CBETOHYBCTBUTESIbHOMO CII0Si CETUaTKM, F/Mos,
M3MEHEHNE COEONHUTE/TLHOIA TKaHMW.

KnnHukKa. 3aboneBaHWe MpPosSBISETCA C POXAEHWSA C/IETIOTOLA.
OhTa/IbMOCKONUYECKM OTMEYaeTCH MO3aM4yHOe rfiasHoe AHO ¢ AbIMun
NATHaMN B CETYATKe, KapTuHa «COMM 1 Nepuay», rnosIMMopdHbIe MUIMEHT-
0B W Apyrve auctpouyeckme odara. [MWrMeHTHas peTuHonaTwus
C peLeccnBHOIA (POPMOIA Hac/riei0BaHUS BCTPeYaeTCd Kak CUMMTOM Mnpu
amMaBpOTUYECKOIA UAMOTUW, HAC/IeACTBEHHOA aTakcuw, E,mp-
ne — bugnsa, bonesHn HumaHa — lMuka, Mpu geTckota ©°Pive
Cakca OjpTa/IbMOCKOMMYECKM B 06/1aCTU LIEHTPa/IbHOIA SAMKU  MMeeT
Ge/bIA (POKYC BE/IMHUHOA B 2-3 AuameTpa AMcKa 3puUTeSibHOro0 HepBsa,
C BULLHEBO-KpacHbIM MATHOM B LUeHTpe. JWCK 3puUTesibHOro Hepsa
BHayas1e 6biBaeT PO30BOr0 LIBETa, Mo3gHee CTaHOBUTCA AHa-
JIOrNYHble M3MEHEHMS HabMgaloTes npy 60n1e3Hn SiumaHa — TMuka,
HO BULUHEBOE MATHLILWKO B LIEHTPe Maky/lbl ObiBaeT He Takume AP« ™,
Mo no3gHA™: hopmax amaBpoTUHECKOM MAMOTUM BunbinoBekoro, ®ox
Ta — LWnunbmeiiaepa, Kydca Ha nepudepnin rnasHoro gHa onpeaensoTces
oyary NUrMeHTa U XesTToBaTble OKPYr/ible YYacTKW, MHOr[da KapTuHa
HarmoMMHaeT TUMWYHYIO MUIMEHTHYIO JereHepauuio cetyaTku. Juck
3pUTENBHOI0 HepBa aTpodmyeH.

NevyeHwne HeappekTMBHO. lMPOrHO3 nnoxoe. TTTT7/]

CETUATKW OF1 MU NA KONNOMAOHASA. COTOBI/ILI,HI:II/I
XOPMOMANT OOWHA. OnucaH Doyne B 1899—1900 rr. Twuy, Hacneno-
BaHUA — [/TOCOMHO-AOMUHaHTHbIA. [UCTOIOMMYECKU B CeTYaTKe orpe-
[ensTcs Ma/IMHOBble OT/IOKEHUS. V3MeHeHWa B ceTyaTke U cocyau-
€TOIA 060/104Ke HOCAT BTOPUUHBLIA XapaKTep. 3abosieBaHne 00bIMHO OBY-
CTOpOHHee MeL/1IeHHO NporpeccupyeT. u

KnunHuka. [lopaxaeTcs CpaBHATE/IbHO MOSIOLOM BO3pacT,  Je-
TelA 0(hTa/IbMOCKOMNUYECKN B MEpUNanu/iIsapHOMA U MaKyispHOA o61a-
CTSAX 06Hapy>X1BatOTCSA HeGOMbLUME, OKPYT/I0LA (hopMbl, Gerble «KOSU1ouAa-
Hble» 06pa3oBaHUA. Y UL, cpeaHero Bo3pacTa OHWN YBEe/INYMBAaOTCS B KO-
myectBe M pasmepax. [NaTHa 6e/10BaToro LBeTa pacrnosiaralTcs Mo
ropu3oHTa/IM U B 6acceliHax BepXHELA W HWDKHEW BUCOYHOU apTepuUu.
B ueHTpe aTux 06pa3oBaHMIA MOABASAIOTCA KPOBOM3/INAHUSA, 3aTEM OHU
aTpompytoTC N CKBO3b HUX MPOCBEUYMBAET cocyaucTas 060s104Ka.
Mo nepuepnn BUAOHBI OT/IOKEHNS NMUIrMeHTa. MNoHWKaeTCa LeHTpaslbHoe
3peHve, CY>XXMBaKTCA FpaHvLbl HONA 3peHns. MosBieHne 6enbiX NATeH
C Has3a/1bHOIA CTOPOHbI ANCKA 3pUTESIbHOr0 HepBa SB/ISETCS MaTorHOMO—
HWYHBbIM 15 gereHepaumn [otAHa. CUHWIbHAsA N NPECUHWIbHAasA Jere-
Hepaums XapaKTepusyeTcs TeM, YTO KO/UIOMAHbIE M3pa30BaHUA Beerga
BacnoslaraloTcs B MaKy/1apHOIA 06/1acTu.

JleueHVe: BUTAMVHO- WU TKaHeBas Tepanus, aHTUKOArysisHTbI,
cocygopacwimpsiowme cpeactsa. MporHo3 cepbesHbliA. OgHaKo npu oT-
CYTCTBUWN MaKy/ISIpHbIX MopaxkeHWIA B Bo3pacTe 35 SieT 1 cTapLue npoi Ho3

6/TalfCETYAT1W AETEHEPALMA MNTMEHTHAS4A, MUrMEHTHbI
PETUHNT. HacneacTtBeHHas hopMa MMIMEHTHOA AereHepauyn: 6buia
onucaHa HeTsiblukoM B 1909 r. OTMeuYeHbl ayTOCOMHO—PELIECCMBHBLIN
M [AOMVHaHTHbIA TUMbI Hac/le1oBaHWs, Hanbosiee peKo — PeLIeCCUBHBIIA,
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CLIEM/IEHHBIMA ¢ MOS1I0M. AHATOMMYECKN HaGIHOAA0TCSt U3SMEHEHUSI B M-
MEHTHOM 3nUTenvK, C/ioe Nasiodek S Komboyek, HacTymnaeT rponudepa-
WS rvn, YTONLWAETCA aABeHTULMA CTEHOK cocy10B. MrMmeHTHas aere-
Hepaumsa CETYaTKN C PeLecCMBHBbIM TUMOM HacsieloBaHWSl 4acTo CBSi3aHa
€ ApYTVIMW Hac/IeACTBEHHLIMM 3a60/1€BaHUAMU. PeTMHONATKS coMeTaeTcsl 0
rJTyXOTOMA M HeMOTOIA (CMHAPOM YMepa), OofIMropeHVei s, I/ayKoMoiA
MpoCTOro TuMa, KepaTOKOHYCOM, 3KTOMMEIA XpycTasinka, AucTpodmeli
poroBuLbI, Fosly6bIMA CKIIEpaMK, Apy3aMun AMCKa 3pUTESIbHOFO0 HEpBa,
HepBHbIMM 3a60/1EBaHUAMU U T. A,

KnuHuka, PaHHMM NMpu3HakoM 3abosieBaHUs SB/ISIETCSA 0cr1ab-
JIeHVe HOYHOrO 3peHus, AoxoAsliee A0 MOSIHOLA HOYHOMA C/ienoThbl, KOH-
LIEHTPUYECKUN CYXKMBaeTcs nosne 3peHus. LleHTpasibHas ocTpoTa 3peHus
coxpaHsieTcs Aonro. OPTasIbMOCKOMUYECKU MPU PaHHUX CTaamax 3abo-
NeBaHVA Ha Mepugeprn rf1asHoro AHa onpeaenstoTes MUIMEeHTHble oT—
N6XeHNs1 B HeOO/bLIOM KomndecTBe. ®opMa MX O4eHb XapakTepHa —
HaroMVHaeT ocTeobsiacTbl. IMpouecc Meg/ieHHo M HEeYKJI0HHO pacnpocT-
paHseTca OT nepudepun K LeHTpY. B ganekosalleanuix caydvasx nvr-
MEHTHbE QYarv ZoXoAST A0 MaKysibl U AUCKA 3pUTESIbHOr0 HEpPBa, He
3axBaTbIBas 3TUX OTAEMOB. Hapsify ¢ MUMMEHTHBIMA CKOMJIEHUSMWN Ha-
6toJaeTcs obecLiBeUMBaHME OTAeSIbHbIX Y4YacTKOB CETYaTKM, u4epes
KOTOpble OTHET/MBO BUAEH PUCYHOK XOPUOMAEWN.

B paHHUX cTaausx 3a6os1eBaHNA OUCK 3pUTESTbHOI0 HeEpBa po30BbIiA
WM crierka nobneaHeBLLMIA. 3aTeM LBET CTaHOBUTCS BOEKOBUAHBLIM, YKesl-
TOBaTbIM, HaCTyrnaeT BTOPUYHAs CTaaus. Y>XXe B paHHUX CTaausax OTMe-
YaeTCcsi Cy)KeHVe apTepuia U BeH. B aanekosallieafiix criyyasix npoLecc
MOXET OC/IOKHUTBLCS 06pa3oBaHMEM KaTapaKTbl, MHOrAA [/1ayKOMOLA.
XapaKTepHbl U3MEHEHUS 3/1EKTPOPETUHOrpaMMbl, BbIpadkatoLLMecst B Mo-
HWKEHUN W OTCYTCTBUM 2 BOSIH. Pa3/inyaloTcsi B OCHOBHOM [ABe (hopMbl
3a6onieBaHuA. Tpy 0OHOA U3 HUX 0B6HAPY>XMBAOTCA TUMWYHas BOCKO
BUAHasA aTpomsa 3pUTESIbHOIO HEpPBa, CY>XXeHue Cocy0B, HOYHas criero-
Ta! KOHLEHTPUYECKOE CYXKEHWE MOJi 3peHUsl, OTCYTCTBYHT KOCTHble
MArMEHTHbIE TeslbLa Ha r/lasHoMm AHe. 3JTa opma Moslyynsia HassaHue
JereHepaumn cetyatku 6e3 nurmeHta. OgHako Npy 60bLLOA A/vTeslb-
HOCTWU 60/1e3HN 06HaPY>XMBAIOTCA HEeBOsbLUME CKOMJIEHUS MUIrMeHTa Ha
KpatiHein neprdeprm, 1 Npouecc, TakMm 06pa3omM, NMepexoanT BO BTOPYH
pasHOBMAHOCTb — TUMUYHYIO MUIMEHTHYHO [ereHepauuio. YacTo B of-
HO 1 TOM Xe CeMbe BCTpeyatoTcs ABe (PopMbl AereHepaLym CceTyaTKU,
UTO YKasblBaeT Ha MX POoACTBO. PasHOBMAHOCTLIO MUIMEHTHOIA AereHe-
paumn SIBMsSieTCA OAHOCTOPOHHWUIA MUMVEHTHBLIA PETUHUT.

NeyeHne: BUTaMUHOTepanus, aHTUKOAry/AHTbI, JIAMOTPOM-
Hble cocyZopaclumpsitolie U TKaHeBble, MpenapaTbl, YNbTpasByK, WH-
TepMeauu, LMCTeUH 1 Ap. MporHo3 rsioxotA.

CETUATKN N CTEKIOBUAHOIO TEJIA TICEBAOOI/IMIOMA.
OueHb peaikoe 3a6os1eBaHWe. TUM Hac/le1oBaHMA — ayTOEOMHO—PELIECCUB—
HbEA BcTpevaloTcs cemelHbe Crlydan. HacreacTBeHHas mceBaorsiiomMa
npeacTaB/iseT COG0EA aHOMASINIO Pa3BUTUSA AMOPUOHA/TLHOIA CETUATKN Win
CTEKJIOBUAHOIO Tesia.

KnnHuka. [OnA nceBOoor/MOMbl XapaKTeEPHO Ha/lnuve pasfinyg-
HOA CTerneHn MMKpohTasibMa, MOMYTHEHUS POroBuLLbl, MESIKOIA MnepeaHeii
KaMepbl, 330HUX CEHEXWIA, KaTapaKTbl, MOMYTHEHWUs CTEK/I0BUAHOIO
Tena, VI3MEeHeHUs1 rf1a3 YacTo COYeTalTCsl C XPYMNMKOCTbHO KOCTEM, Mbh
LLEYHO MUMOTOHVERA M Cr1abocTbio CBA3OK.

AviarHo3s. [Mpu gvarHOCTUKE MCEBAOI/IMOMbI NpUXoaUTCA And-
(hepeHUMpoBaTb C PETUHOO/TACTOMOIA, PETPOSIEHTA/TLHOIA (hMOpor/1asvein,
MeTacTaTUYeCKOIA ofiTa/IbMVelA, yBEeUTaMU.
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NevyeHwne cumnToMaTU4Yeckoe. lMPOrHOB Cepbe3HbIAL

CETYATKWM AETEHEPALVA NEBEPA CEMEVNHAA BPOXXOEH-
HAA {MrveHTHbIIA PETUHUT C amMaBpo30M. BpoxxaeHHast ambsivonus).
OnwucaHa Leber B 1900—1916 rr. Twun Hac/iefoBaHUA — ayTOCOMHO—
PEeLIECCUBHDBIIA, peXke ayTOCOMHO-AOMUMHaHTHBLIMA. [TMCTOMOrNYecKn BbiB-
NsieTcs N30/1MpoBaHHas AeCTPYKUUS MUTMEHTHOr0 3MUTesnS.

KnnHunuyeckasas cuMnToMaTuMKa MposiBASETCH 0YeHb
paHo. OTMe4aeTcs HOYHas CrlernoTa, Pe3Koe CHYKEHWe LIEHTpasibHoIA
OCTPOThbI 3peHus, BrV10Thb: A0 amaBpo3a. B Havanie 3aboseBaHusA rriasHoe
[HO He M3MeHeHo. Mo3aHee BbIAE/SOT YeTbipe TUMa AereHepauymn: 1) Ha
r/1a3HOM [He paccesiHHasi MUIrMeHTHas «MbUib» 6e3 AereHepaTUBHOIO
oyara, OVCK 3pUTEeNIbHOr0 HepBa M cocyabl B HOpMeE; 2) TUMUYHas Kap-
TUHA «COMN C Nepuem»; 3) KIaCCUYECKUIA MUTMEHTHLIA PETUHUT C KOCT-
HbIM/ TeslbLiaMK, CK/1ep030M XOPUOUAEN, CYXXEHUEM COCY10B; 4) MpocToiA
CKJ1ep03 CocyauCTOA 060/104KM B 33HEM FOJIOCE /1a3HOr0 AHA, VMeto-
UMA a/bOMHOMAHBIA BUA. YacTo 3abosieBaHWE COYETAETCH C MUOMMVEIA,
acTUrMaTV3MOM, aSIbTEPHUPYIOLLIMM  CXOOALLMMCS  KOCOr/1asviem, [ABy-
CTOPOHHEIA aMb/IornvelA. SNeKTpopeTUHOrpaMMa MoCTENeHHo yracaeTm

AndpdhepeHymnanbHbIA AMarHO3 MpoBOAAT C Apy-
MM TUNaMn TaneTopeTUHa/IbHOA AereHepaLmmn 1 ¢ xopyogutamm, Mpo-
rHO3 0YeHb CEepbe3HbIAL

CETUATKWN AEFEHEPALUNA TOYEUYHAA (albescens). TOYEY-.
HAA PETUHOMATWUA. OnucaHa MOrren B 1882 r. fBnseTcsa pasHo-
BVIHOCTHIO TarNeTOPETUHAIBHOLA iIereHepaLyn 1 4acTo BCTpeyaeTcs B 0A-
HOM cemMbe. Tun HacrieoBaHUsA — ayTOCOMHO-peLiecCUBHBbIA.  McTos1o-!
rMyecky HaboaaoTCeA N3MEHEHUs1 B MUFMEHTHOM 3MUTENNK, C/ioe Nasio-
UeK M KonboudeK Tuna nponuvdepaumn ravm, YTOWeHUsS aaBeHTULBA
CTeHOK cocy/ioB. lMpoLiecc pa3BmBaeTca MeJieHHO 1 6oslee AobpoKayecT-
BEHHO, YeM MUrMeHTHas AereHepaums.

KnuHunka. 3aboneBaHVe Ha4YMHaeTcs B paHHeM JeTcTee. VHor-
[a MposiBNSIETCS TOSIbKO HOUHOMA c/ienoToiA. Mpu ohTaslbMOCKOMMM Ha
r1a3HOM [He OnpefessoTcsl PaccesiHHbIE MHOIOUMC/IEHHbIE MeSIKMe U
KpyrHble 6e/ible NATHBIWKK C YeTKUMA FpaHMuamun. iHorga cpegy HuX
BCTPeYaloTCA CKOMJIeHUs nurmeHTa. py nporpeccvpoBaHuK 3a6osie-
BaHWS COCyAbl CETYAaTKU CTaHOBSITCA Y3KMMW, pa3BMBaeTCA aTpotus
3pUTesIbHOr0 HepsBa. CHMXKaeTca LEeHTpasibHOe 3peHue, rpaHuubl Mnoss
3PEHUST CYXXMBAKOTCS.

/1 edeHW e BUTaAMMHOTEpanusi, TKaHeBas W Y/IbTpa3ByKoBast
Tepanus, aHTUKOoary/sHTbI, cocyopaclumpsiiolwme cpeacrsa. [porHos
CepbE3HbIA.

CETYATKWM OEMEHEPAUWVA UEHTPA/IBHOIO TUMA HBE-
HWUNbHAA, NN HOHOWECKAA, WTAPIFAPAOTA. OnucaHa Star—
gartd B 1909 r. Tun Hacfe4oBaHWA — ayTOCOMHO—PELIECCUBHBIIA. MaTore-
Hes 3a60/1eBaHMA He BbICHEH. MpeanonaraeTcs Hac/ieACcTBeHHas Heros-
HOLIEHHOCTb COCY/10B XOP1OMAEN U CETHATOA 060/104KM. Mophosiornyecku
BbISIB/IAOTCS TMa/IMHO3 N (hMGPo3 MeMbGpaHbl Bpyxa, AereHepaTVBHble
M3MeHeHVs B C/I0e MUIMEHTHOMO 3NUTENNS, MasioveK U KoS16oYekK.

KnuHuka. [MopaxeHne ceTyaTKM OBYCTOPOHHee, udalle BCEro
HauMHaeTCcs B Nepuos rosioBoiA 3penoctu (8—15 sieT) u nporpeccmpyeT.
OCHOBHOIA a/1000I1 SIBMSIETCA CHVDKEHWE LIEHTPa/IbHOMA OCTPOThI 3pe-
HU1SA, YacTo HoYHas criernoTa. Y 60/bHbIX 06HapYXXMBaeTCs LieHTpasibHas
CKOTOMa, CYXXEHMWe rpaHuL, nosis 3peHus. Mpu opTasibMOCKONUN U3Me-
HEHUA MOryT ObiMb KpalAHe MO/IMMOPMHBLI: 0T AKpanyaTocTu B 06/1acTun
XXEMTOro nNATHa [0 TOHKOA 3Be34000pasHoiA fyunctoctu. CybpeTun-—
Ha/IbHO ornpefenseTcs cepoBaTas TkaHb C 6necTkamwn. Ha nepudepun
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rNasHoro AHa MoryT 6bMb M3MEHEHUS TuMa MUIVEHTHOLA AereHepaumu.
JANCK 3pUTesIbHOr0 HepBa HECKOSIbKO aTpomuyeH, OTMeYaeTcs MHOrda
CY)KEHME Kasimbpa apTepuiA.

NedvyeHne manoycriewHo. lMokasaHbl BUTaMWHOTepanus, TKa-
HeBas N yfibTpa3ByKOBasA Tepanus, LAOAQMCTbE MNpenapaTbl, cocyaopac-
LINpSIOLLME CPeACcTBa, OKCUIeHoTepanus, aHTUKoarynsHTbl. [1porHos
TSDKE/bIA. .

CETUATKWM OTC/IOMKA HACNEAOCTBEHHASA. BcTpedaeTcs
OTHOCUTENIbHO YacTo. Twun Hac/nefoBaHUS — ayTOCOMHO-AOMUHaHTHBIA.
B 25% cny4yaeB 3abosieBaHVe CBS3aHO C MyorveiA. YacTo npuyinHamum
OTC/IOMAKN SBJIAOTCA PETUHOLLM3NC N Apyrve AereHepaTyBHbIE MpoLiecchl
B CeTyaTke.

Mpn oTC/OVike CceTYaTKN HapyllaeTcs CBA3b €8 C MUMMEHTHbIM
Brresivem, NPoNCXoaUT CKOMJIEHNE XMAKOCTU MeXAy HAMW U MPOMUHN-
poBaHWe OTC/I0EHHOMA 060/104KV B CTEK/10BUAHOE Tesio.

KnunHunka. [MMpoyecc, Kak npaBuio, OBYCTOPOHHUIA. 3abosie-
BaHVe BCTpeyaeTcs Yalle B BospacTe 15—45 neT. OnucaHbl eoyHUYHbIE
cemelHbe Clyyau OTC/I0MAKU CETHATKM C PETUMHOLLM3MCOM M 6e3 MM1onuu.
Ana HacneacTBEHHOA OTC/I0MAKM CeTyYaTKM TUMMYHA BHE3arnHoCTb ee
BO3HUKHOBEHUSA. >Kasi06bl 60/1bHBIX Ha HeoKMAaHHoe yXy[lleHue 3pe-
HWS, OrpaHUYeHVe MoNsa 3peHWns, Byaslb Mnepeq, rnasamu. [lepen, nosie-
JIeHVeM OTC/I0AKY, 0COOGEHHO MpU OBWXEHWUW [la3a, BO3HUKAT MeTa—
mMopaorcuur, oTorncuKn, OrHeHHble Kpyru v ap. Mpu  odTasibMocKonmn
pethrieKe ¢ r1a3Horo AHa CBeT/I0-Cepblif, 6GerecoBaTbliA. CeTuaTka 06pa-
3yeT BOJ/THOOOPa3HYH MOBEPXHOCTb WK CepoBaTbIiA My3bipb. CocyAbl Ha
HelA pe3Ko U3BUTHI, Jal0T SBfeHVE Napasiakca, yKasblBalollee Ha pas-
HULY YPOBHS OTC/I0EHHOIA CETYaTKM U HOPMasIbHOr0 [/1a3HOro [Ha.
CocyAbl M/1a3HOr0 [Ha KaXyTCs 3HaUMTeSIbHO TeMHee, YeM B HOpMe.
B ceTuaTKe MOXKHO Hab/loAaTh paspbiBbl B BAAE PE3KO KpaCHbIX MATEH
Ha (hoHe CepoiA OTC/I0EHHOM ceTyaTKM. OC/I0KHEHUS — MOMyTHEHMe
CTEK/I0BUAHOIO Tesia, MpUAOLMKAUT, BTOpUYHAsA F/laykKoma, aTpodums
rnasHoro f6710Ka.

NleyeHMe Xupyprnyeckoe B BO3MOXHO 60siee paHHME CPOKMU.
MpUMeHSIOT  AVaTEePMOKOary/IaLMI0  CK/Iepbl, OMepauyio  YKOpoYeHus
CK/IEPbl, CKBO3HYK) W HECKBO3HYK pe3eKkuMio CK/epbl, MpormnbaHve
CKJIePbI, (hoToKoarynsaumio, yKpensieHue acumein 6egpa v T. .

MporHo3 3aBUCUMT OT [OaBHOCTM MpoLiecca, COCTOSAHMSA CeTYaTKU
1 Bblbopa Havbosiee paLMoHasIbHOr0 MeToda ornepauun.

CETUATKWN TAMNETOPETUHANIbBHAA AETEHEPAL WA BPOXX-
AEHHAA, NN NHOPAHTWbHAA UEHTPAJIBHOIO TUMA BE-
CTA. OnucaHa Best B 1905 r. Twun HacnefoBaHWs — ayTOCOMHO-0—
MUHaHTHBIA. Bosie3Hb BO3HMKAeT BO BHYTPUYTpo6HOM nepuoge. [Mpea-
rnoniaraeTces HapyLleHne meTabosvama. IsMeHeHUs NIOKa/In3yoTes B Crioe
MArMEHTHOIr0 anNuUTeNnsA, nNasiodek U Konboyek. CTpadaeT membpaHa
Bpyxa. OTMeuvaeTcs MporpeccupyloLlee CHVDKEHWE OCTPOTbl 3peHus,
CMMETPUYHOE Ha 060MX rnasax. OfHaKo MafeHMe 3peHUs MOXET Mpu-
0CTaHOBUTbLCA N HEKOTOpOe BpeMs OCTaBaTbCA CTauvoHapHbIM. Habsito-
[aloTCsA MOSIOKUTESbHbIE N OTHOCUTESTbHbIE CKOTOMbI. Ha rnasHom AHe
B MaKy/1spHOIA 06/1acTy 1M Ha Nepudeprn MEKTCs o4arv 0BasTbHOA Wn
OKPYTJI0L4 (opMbl, Kpasi X 3a3ybpeHbl, LIBET »Xes/TTO0—P0o30BbIA n 6es10-
EATbIA, VIHOra B LIEHTPasbHbIX 0TAE/1axX CeTUaTKN MPOUCXOANT KUCTO3-
Hoe nepepoxaeHue. 3abosieBaHWE MOBTOPSETCA B HECKOSIbKUX MOKOse-
HUAX. MPOrpeccupyeT oYeHb Mea/IEHHO.

AndhdhepeHunmanbHbIA gMarHO3 MNPoBOAAT C XOpUO-—
PETVHUTOM CUDWINTUHECKOLA N TYOEPKY/IE3HOIA 3TUOSIONN.

194



NNeueHwne ManoycrewHo. lMokasaHL, TKaHeBas U BUTaMWHO-
Tepanus, cocyaopacLumpsiowme cpeacTsa, aHTUKoarysaHTbl, OKCUTeHo
Tepanus, y/ibTpa3ByKoBas usmoTepanus. MNMporHo3 HebaronpuATHLIA.

CETUATKWN TENEAHTNOKTA3NA (PETUHUT 3KCCYOaTVIBHBILA,
KoaTca 60/1e3Hb; Hapy>kHbIIA FeMopparvyecknii - peTUHUT, HapyXHbIIA
9KCCY[AaTUBHBIA peTnHUT KoaTca). BrnepBble 3abosieBaHve onucas Coats
B 1908 1 1912 rr. OdTa/IbMOCKOMMYECKM 3TO 3abosieBaHNE MOXKHO CBS-
3aTb C BPOXAEHHOIA aHOMasTMEA peTUHa/IbHbIX COCY0B, PeTVHa/IbHLIMA
Te/leaHrMaKTasusaMmM 1M O0THeCTU ero K hakomartosam. [laTosiornyeckas
KapTyHa 3aK/1Il04aeTcs B HapyLLEHUN MPOHMLAEMOCTU COCY 0B, 0COGEHHO
KOHEYHbIX KanusisapoB, KOTOpoe MPUBOAUT K MPOMOTEBaMMIO YXUOKOLA
YacTW KPOBU U (HOPMEHHbIX 3/1eMeHTOB. B pesynbTaTe o6pasyeTcs no-
CTOPOHHSASA TKaHb MEX/Y CETUATKOIA 1 CoCyaMCTOA 000/104KOLA. B cocyam-
CTOIA CTeHKe HabioaaloTea SABMEHNS TMasivHO3a, nponuvdepauuns sHOo-
Tenug, aHeBpu3Mbl, TPOMOO3. -

KnunHunka. BonesHb HOCUT yalle OAHOCTOPOHHWIA XapakTep,
MocTOsHHO nporpeccupyeT. [lpeMMyLLecTBEHHO MopaXkaeTCs MOsIoAoiA
BO3pacT. [18 HaYaslbHOMA CTaMn XapakTepHO MOsIB/IEHNE 04aroB 3KC-
cyaata 6es10ro WM »xesroBaTo-6es10ro LBeTa y 3a4Hero nosioca rrasa,
0CO6EHHO Y AMCKa 3pUTESIbHOM0 HepBa WM Maky/bl.  4YacTo' mmeroTcs
remopparvm 1 OT/IOKIAHUA X0ofiecTepuHa B BUAE 6/1eCTALMX Todek. V3me-
HeHUs B cocylax ceTHaTKM MOCTOAHHbI, OHW aMry/10BUAHbI U LLapoobpas—
Hbl, 06pa3yloT NeT/M N Ky6oukn. B parbHeldlem aKceyaT MOXeT 3a-
HUMaTb O4YeHb 6OSibLUME YYaCTKWM CEeTHaTKN U BbBbIBAET €€ OTC/I0IAKY.
O6LMpHaa aKccydaumst N KPOBOU3NUSAHNS B CTEK/IOBUAHOE Teslo BedyT
K nponvgepaTUBHOMY PeTUHUTY. Boie3Hb O0CNOXHAETCA KaTapakTolA,
BTOPUYHOLA [/1ayKOMOIA, VpPUOOUMK/NTOM, aTpodmein rria3Horo si6sioka
N 3aKaHUYNBaEeTCA C/IEMOTOIA.

AndpdhepeHyumanbHbIA [JUarHos3 Heobxogumo Mpo-
BOOVTbL C aHrMoMarTo3oM ceTyaTku (6on1e3Hb unnens — JinHpay),
MceBAOr/IMOMOIA, XOPeopeETMHUTaMU U np.

eyeHMe: aHTUOMOTUKW, BUTaMUHbI, KOPTUKOCTEpOUAbl, Auva-
Tepmokoarynauma mn (oToKoaryaaumsa M3MeHeHHbIX COCY0B, CUMITTO-
MaTUYECKN MECTHOE JIeYEHME OC/IKHEHNIA, XUPYPrusi BTOPUYHOIA riay-
KOMbl 1 MocfiefoBaTefibHbIX KaTapakT. [MporHo3 TsxeslbiA.

CUPUHITOMUENNA — 3aboneBaHne, XapaKTepuaytolleecs Ha-
JIM4vEM MOSIOCTEIA N KUCT B CMIMHHOM MO3re, ABIAIOLLMXCA CrieacTBMEM
[DeheKToB pa3BUTUSA CAMHHOIO Mo3ra. OnmcaHbl cevelHbe Crlyyan 3a-
60/1eBaHNSA. Y HEKOTOPbIX POACTBEHHUKOB 60/1bHBIX M0 J/IMHWM 0TLA N Ma-
Tepu 06Hapy>XXMBaKTCA MNPU3HaKM Au3padmyeckoro ctaTtyca. [osiocTn
pacrioslaratoTcs B pas/IMYHbIX 0TAeax CrIMHHONO Mo3ra C paspacTaHnem
r/IMOMaTO3HOA TKaHW. Hanbosiee 4acTo MnopaxaeTcs LEV/HLEA 0TAen
CMWHHOro Mo3ra. Mos0cTM MOryT 6bMb HaMo/THEHbI KCAHTOXPOMHOLA >XUA-
KOCTbI0. B npouecc BOB/eKalOTCA KIETKU MepegHuX W 33[HUX POroB.
3aboseBaHNe MeJIeHHO MporpeccupyeT.

KAnHunyeckme CUMMOTOMbI MOABMAKTCSA Yalle BO 2—d-Mm
[EeCAaTUWIETUN XN3HW, HO MOFYT HabnoaaTbCs MHOTOA M B AETCKOM BO3-
pacTe. My>XUMHbI NOPaXKalTCA 60/1ee YacTo, YeM >KeHLMHbIL.  KrvHude-
CKW 3a60s1eBaHNE MPOAB/IAETCH C/1ab0CTLI0 M aTPOPUAMU BEPXHUX U HK-
HUX KOHe4yHocTelA. Hawmbosiee 4acTo HabogaoTest paccTpolAcTBa 6one-
BOIA U TeMrepaTypHOIA YyBCTBUTESILHOCTU. VIMEIOT MecTo mnapectesuw,
aKpoLMaHo3, BeretaTuBHble U TPodnyeckme pacCTPOACTBA. B HEKOTOpbIX
cny4vasax rMpoLecc MOXET pacnpocTpaHATbCA Ha Oy/bbapHyto 06/1aCTb.

AndhdhepeHyumanbHbIA AMAarHoO3 MpoBOAAT C Ony-
XOSIAMU CAIMHHOIO MO3ra, rapoMuesveiA, aviacteMaToMvesvetA.
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NeyeHWe: ANa orpaHUYeHWUA pocTa rINO3HbIX 06pa3oBaHUIA
M MOSIOCTEeIA MPOoBOAAT MOBTOPHblE KypCbl peHTreHoTepanuu. lMokasaHa
BMTaMuHoTepanua (rpynna B), npu 60/71€B0OM CMHAPOME — aHa/IbreTUKW.
C uenblo ynydleHnsa HepBHO-MbILEeYHOM MpOoBOAMMOCTM — MpenapaTbl
paga nposepunHa. NpumeHsaeTca 6asibHeoO- 1 u3noTepanus.

CKNEPOOEPMUSA (cemeliHo-HacneaACTBeHHble GopMbl). uddy3Has
cKfepoaepMusa npeAcTaBnisieT cobOMA TAXesoe cuMcTemHoe 3abosieBaHue,
XapakTepusyluieeca MeaSIEHHO MNporpeccMpyrowmm TedeHnem. Hauwn-
HaeTcsa B 6 TCKOM U/1M IOHOLLEeCKOM Bo3pacTe. BHavane nopaxatw Tca nLo
M KAUCTU PYK, B AasibHEMLLIEM B NpoL,ecc BOB/1EKAOTCA TY/IOBULLE U KOHEeY-
HOCTW. JTafo0HW 1 NOAOLWBbLI U3MEHATCA peako. MosaBNATCA 3K3eMaTo3-
Hble o4Yaru, KOTopble MOCTErNeHHO YyBesIM4MBalTCHA, 3aTBepaesBaloT. Ho
Mepe rnporpeccMpoBaHUs rnpouecca Koxa ukcupyeTca K nogsexawium
TKaHAM, LBET ee CTaHOBUTCA XeNToBaTbIM, MOA0OHbLIM C/IOHOBOIA KOCTWU.
OTmevaloTCA TesfleaHrMaKTasun, SBJIEHUA AUCXPOMUKN. XapaKTepHbl
Hanps>XeHHOCTb M PUrMAHOCTb KOXHOr0 MOKpPOBa C OrpaHW4yeHnem Mo-
ABWXHOCTU MUMWYECKUX MbIWL, 1 Mackoobpa3HocTb nuua. PaHHue cum-
NTOMbI COMPOBOXAADTCA HeBpasIrnMeiA, napecTte3neii, YyBCTBOM CTArvBa-
HUA KOXW,* B AanbHelillem MoBblLLaeTca TeMmrnepaTypa, NosABAATCA 06-
wee HegomoraHue, cnabocTb, cycTaBHble 60nn. Hepepko nosasBnsawTCA
pacnpocTpaHeHHble MoAKOXHble N3BECTKOBbIe Y3e/1KN A0 1cMm B AnameTpe,
KOTOpble MOryT U3bA3BNATbCA  (cMHApoM  Tubepxu — BaticeeH-
6axa),

CknepooepMUYecKNA npouecc MOXET OrpaHUYMBaTbCA KUCTAMM,
cTonaMmm U NUUoM. HepeaKo OH codeTaeTcs € cocygocrnacTuU4eckum de-
HOMeHOM 60s1e3HN PeliHo, Jlokanm3auma npouecca Ha KUCTAX M cTonax
npueBoaAnT K pAedopmaumsaMm nMasnbueB, MO0SABMEHUIO 60/1€3HEHHbIX £A3B,
paspyLlleHN0 HOFTelA KUCTW, npuobpeTalowmnx «KorTeobpasHbIA» BUA,
B npouecc MoXeT BOB/1eKaTbCA CAN3MNCTas 060/104Ka NOOCTU pTa, roT-
KW, nuwiesBoga € pasBUTUEM CYXOCTU U cMmopmBaHuem ee. O6HapyXwu-
BalOTCA BbIpaXXEHHbIE BUCLEpPas/ibHble M3MEHEHUS: PaccTPOMACTBO Xeny-
[0YHO-KULLIEYHOro TpakTa (CTeHO3bl, HapyLleHe NepucTaibTUKN, N3bA3B-
neHnsa), MuokapgmoancTpopumsa, nepnkapauT, apTepnasibHas runepTeH-
318, CKNepo3 fierkux, HedponaTtus m T. 4.

ABMEHNA CUCTEMHOIA CKeposepMum MOryT ObiTb 6€3 U3MEHEHUN
KOXW WAW npeawecTBoBaTb WM. [UCTOMATO/IOFNYECKM CKlepoaepmMus
NposiB/ISETCS OTEYHOCTbIO, runepTpopueri, romoreHmsauneii n ¢unbpun-
HOMAHO [fereHepauyeli KoJ/lareHoBbIX BOJIOKOH, KPYTJ/I0KNeTOYHbIM,
NpenMMyLLLeCTBEHHO NUMAOLMTAPHBIM  NHPUBTPATOM BOKPYF COCYyAo0B,
(h1OPO3HbIM YTO/ILLLEHNEM CTEHOK COCY0B, roMoreHusaumeian n artpopueii
MbILLIEYHbIX BOJIOKOH, WUCTOHYEHMEM XXUPOBOM KJ/IeTHATKMU.

NeueHune. B, page cnydyaeB oTMeYeHO 61aronpuATHoe AeMACTBUE
KOpPTMKOCTEpoMAHbIX MpenapaTtoB, AKTI. [MonoxumTenbHoe AelAcTBue
0KasblBalOT MHBEKLMM NAasbl, CTEK/I0BUAHOFO Tesla, MpMMEHeHue BuU-
TaMUHHBbIX npenapatoB: E, D2, A, C, PP, naHTOoTeHaTa Kanbuusa. OT-
MeYeHbl MOMOXKUTeNbHbIe pe3ysibTaTbl 0T ASINTESNIbHOMO MPUMEHEHUS
60M1bWMX 003 aHTUONOTUKOB: MEHULWNMNHE, CTPENTOMULIMHA, FpU3eo-—
hynbBuHa. B page cny4vaeB oTMedeH ahheKT OT Ha3HAYeHUA TUpeoanHa,
FOPMOHOB SAWYHWKOB, aHrMoTpodmMHa, HO-LWMNa, HUKo-wna. MNMokasaHa
6oratas 6enkamMuM M BUTaMMHaMu AueTa. BecbMa addekTuBHa ¢Husmno-
Tepanus: MpUMeHeHWe YbTpa3ByKa, Jiydelr bykku, pguatepmuum; an-
navkaumn napaduHa, 030KepuTa, Maccax, basibHeosiormyeckue mnpo-
uenypbl (cepoBoAopoAHble U panHble BaHHbI). HapyXXH0 — npumeHeHue
CMArvyawwmnx mMaseti. B pegKux criydyasx peKoMeHAyeTcs Xupyprude-
CKoe JieveHue.
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CNE3HbIX TOYEK W KAHAJ/NBUEB ATPE3VNA. W3BecTHa
C 1875 r., nogpobHo onncaHa Kraupa B 1910 r. BcTpeyaeTca cpaBHU-
TenbHO pefko. THWM Hac/ne[oBaHUS — ayTOCOMHO—AOMUHaHTHbIA.  [Ma-
TOreHe3 He BbIACHEH. AHATOMMYECKW OTMeYaeTcsl 3akpbITVe MpoCcBETR,
C/e3HOro KaHaslbLia [VIEHKOA, MOSIHOE ero oTcyTcTBue. 3abosieBaHue
BPOXAEHHOE, Hab/ioaaloTes cemelHbE crlyyan. ATpe3ns C/ie3HbIX ToYeK
M KaHa/1bLIEB MOXET COYeTaTbCA C APYrMMU aHOMa/MsaMWU  pasBUTUSA
(MUKpodhTasIbM, 3NUKAbITYC, CUHOAKTWIVMA U T. A4.). BpoxaeHHble aHo-
Ma/IMn C/IE3HOIA TOUKU M KaHaslbLa OensaT Ha Tpy rpynnbl: 1) Hopmasib-
Has c/e3Hast ToYKa, aTpesns KaHaslbLa: 2) aTpesust C/1e3HOA TOUKM, Hop-
MaIbHBIA KaHasew: 3) aTpesvs C/iesHOMA TOYKM U KaHanbua. Yaule
BCero BCTpeyaeTcs BTOpas popma aHoMa M. KIMHUYECKW Y Taknx 60/1b-
HbIX HabOAaeTCa cre30TeveHme.

_leyeHne: xupyprunyeckasd nnactmka. [porHo3 6naronpusT-
HbLA

CNEMNOTA HOYHAA, KYPUHAA. TEMEPANOMUNA BPOX-
AEHHAA. CuHgpom onmncad Oguchi B 1907 r. HacneayeTcs no peuec-
CMBHOMY, CLIeWSIEHHOMY C MOJIOM Tuny. B OCHOBe remepasiowil fiexar
CTPYKTYpPHbIE W3MEHEHUA B CBETOYYBCTBUTESIbHOM OTAEfle  CeTyaTKu
M He[oCTaTOMHOCTb 3pUTENIbHOM0 Nypnypa. MMCToMornyeckn 06Hapy>XXu-
BalOTCA 3HaUMTeSIbHOe YBeSIMUEHVe umc/a KOMIOoYEK U JereHepaTvBHble
M3MEHEHWNS B KOSI60UKaX U MasiovKax, Hasimume KpUCTa I/INYECKOro Mnr-
MeHTa.

KnunHuka. BpokaeHHasa remepasionus MposBrseTcs Mnpenmy-
LLECTBEHHO B AOLIKOSIbHOM Bo3pacTe. OCHOBHbIM CUMWTOMOM SBJISIETCA
pesKo CHUXXeHHass TemHoBasd aganTtauus. BonbHble >xasytoTes Ha rsio-
X0e 3peHVe B CyMepKaX, C 60/bLUMM TPpyAOM OpUEHTUPYIOTCS B OKpY-
»KaroLeiA 06CcTaHOBKe, B TO BpPeEMS KaK B YC/I0BUSIX A0CTaTOYHOIO OCBe-
LWEeHNS B HayaslbHbIX CTaamsaX BPOXKAEHHOLA remMepasionun Takmx siBfie-
HA He 6bIBaeT. py OoPTa/IbMOCKONUM KapTUHa F1a3HOro [Ha BO MHO-
rMx csy4vasx HarmoMUHaeT MUrMEHTHYI AereHepauuio, HO OT/IndaeTcs
0T Hee OTCYTCTBMEM MporpeccMpoBaHus. VHOrga Ha r/asHom [He m3mve-
HEHMS MOryT MOJSIHOCTBIO OTCYTCTBOBaTb WM Ha ero nepudgepmm Habo-
[aloTca Meskve 6enbie o4aXkKm (6en1oToueuHbIA peTuUHAUT). ViccnegoBaHme
3pUTENIbHBLIX (YHKUMIA MOKa3bIBaeT, UTO Y JETeiA AHeM BbICOKasi 0CTpoTa
3pEHUA U HOpMaslbHOE LIBETOOLLYLLIEHWE, HOYbIO OHW MOYTU Criembl. He-
pefKo BbIABMSETCA BbICOKAaA MWOMWUS, acTUrMaTu3M, HUCTarMm.

AvarHos. [Ona AvarHoCTUKM HeobxoauM TLRTeSbHbIA aHaMm-
He3, K/IMHMYECKoe 06C/1ea0BaHne 60/1bHOM0, N3yYeHVe 3padvkoBbIX peak-
LA, afanToMeTpus, uccnenoBaHve (eHomeHa [ypkuHbe, odTasibMo-
M BGVOMLLKPOCKOMLISA.

AndhdhepeHyuManbHbIMA AMarHO3 cfiegyeT NpoBoAUTb
C xopuogepMmneta, rurnoBUTamMmMHO3oM  A.

Jl eyeHWe 3aKI0OYAETCA B MOSTHOLEHHOM MUTaHUK, Ha3HaYeHUn
PbIGLENO XXMpPa, BUTAMUHOTEPANUW, COCYAOPACLUMPSAIOLNX U TKaHEBbIX
CPeACcTB, Me/IaHOOPMHOI0_ropMoHa MHTEPMEMHA, LCTELIHA, KOHCKOro
KaliTaHa, Y/bTpasByKOBOA (um3noTepanmin.

Mpu _BpOKAEHHOLA remMepasiowl MPOrHO3 B OTHOLUEHWMM 3peHunst
CepbesHbIiA.

C/TOHOBOCTb CEMENHASA BPOXXAEHHASA (nnMdoaepma, Mrris—
posi 60s1€3Hb). 3abosieBaHMe onucaHo B 1692 r. Miiroy. fABnseTca creg-
CTBMEM MOPOKa pasBUTUA NMMBATUYECKMX CoCyA0B. OnumcaHbl criydan ce-
MEAHOIo MopaXXeHUs ¢ A0MVHAHTHBIM Hac/le4oBaHMeM. Hecko/bKo Yallle
3TVIM 3a60/1eBaHNEM CTPALAIOT XKEHLLUMHBI. HacieACTBEHHYO (JOpMY BPOXXK-
[EHHOIA C/TIOHOBOCTU HasbIBAOT 60s1e3HLI0 MUnbpos. MopaxkeHne finmda-
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TUYECKMX COCY/10B MOXKET MPOSIB/ISITLCSA BPOXKAEHHOIA 9KTa3veiA, runonsia-
3velA wm annasvieid. MaTomMophosIorMyeckn B HadasibHbIX CTaamsx npe-
Ba/IMpyeT OTEUHOCTb TKaHeld, B AasieKosalleffx C/lyvasx HacTyraeT
TOTa/IbHOE 3aMELLEHME MOAKOKHOM K/IETHAaTKA FpYGOBOSIOKHUCTOIA Coe—
OVHATESIbHOLA TKaHbto. epepokaeHne MoAKOKHOM K/eTYaTKU B CBOO
ouepenb 3aTPYAHAET OTTOK J/IMM(bI U CMOCOGCTBYET MPOrpPeccuUpoBaHmio

KAunHMKa. OCHOBHbIM CUMMTOMOM CTpafaHusa SBMSETCA 0TekK
HWDKHUX KOHEYHOCTEIA U KUCTelA, KOTOpbIiA MOXET ObiTb 06HapY>KeH Mpu
BOXXAEHUN pebeHKa WM MosSBUTLCA Yepe3 HeCKOsIbKO MecsLeB. B Havasb-
HbIX CTaZMsAX 0TEK «MArKUIA», YMeHbLLIRETCA BO BpeEMS CBa. Mpuv A/mTerb
HOM MOKOe MOXeT Agke McHe3HyTb. OZIHaKO Moc/ie Harpy3ku BHOBb BO3-
HUKaeT [lpu NporpeccMpoBaHMM MpoLiecca «MArkKas? cTaaus NnepexoamT
B «TBEPAYIO» CTafMo, KOrAa Haf, ore«om MpPeBaNMpyeT h6po3Hoe nepe-
poxaeHVe KIeTYaTKU. TKaHW CTaHOBATCA [UI0THbIMK, KOXa rpyoas,
HeroaBWKHasA, YryosieHiA OT JaBlieHVs He BO3HMKaeT._Mpn «TBepaoia»
CTaaMM MOCTOAHHO Hab/lAAOTCA TPOPUUECKME PacCTPOLACTBA B BLUKITU-
rnepkepaTosa, TPELUVH, NMUIVEHTaLMIA, Manu/i/I0OMaTo3HbIX pa3pacTaHuu.
XapaKTepHO BO3HMKHOBEHVE MOBTOPHBLIX BOCMA/IMTE/IbHBLIX MPOLLECCOB.
Nnmdorpama  yTouHAET xapakTep MopakeHUs NMMGATUYECKUX CO-

“°fl euenune BPOKAESHHO C/IOHOBOCTU XUPYPrUYecKoe N 3aK/ito-

YaeTcs B TOTa/IbHOM YAa/IEHUM MOPaXKEHHOIA MOAKOKHOMA K/IeTHaTKU.
MoorHo3 BPOXKAEHHOMA C/I0HOBOCTW MOC/Ie MPOBEAEHUN JledeHus 61aro-
MPUSTHLIA  py OTCYTCTBUMM J1Ie4EHUS MPOLLECC MPOrpeccupyeT.

P COJIUTAPHAA OBbISBECTBJ/IAIOWAACA INNTEINOMA Ma-
nepba — LWaHaHTe 60s1e3Hb). OnuncaHa B 1881 r. Malherb n Chenantais.
M3BecTHbI cemvelHbe criydan. ConmTapHas o06bi3BecTBAstoLasAca Lla-
Teswoma npeacTas/iseT coboiA [obpoKavecTBEHHOE HOBOOGpasoBaHWe U3
rnepemeLLieHHbIX 3a4aTKOB CaslbHbIX XXerie3, MaTpuKca Bosioca Win BOs1o-
CAHOro Melka. 3T0 HoBOOOpas3oBaHMe, Kak MpaBusio, JIOKasim3yeTcs
B VIO KOXHOXKXMPOBON K/IETHATKE Pas/IMYHbIX YHaCTKOB KOXMW, Yallle BCero
Ha smue n ronose. Mpy ocmMoTpe OTMeYaeTcs MOABWKHOCTb 0J1YXOM,
6e360/1e3HEHHOCTb M OTCYTCTBME U3MEHEHMM LiBETA KOXXM Haz, HOBOOGpa-—
80BaHMEM.

TOCYANCTO-KOcTTaTTu3aMBPNOMNA3NA (Knununensa -

Bebepa cvHOPOM, OCTEOMNLLEPTPONUYECKXLL BapUKO3HbIM
H BY”, runepTpodmyeckan remaHrunskrasnd). Klippel, Trenaunay B
1900 r Weber B 1918 r. ganm noApobHoe onvcaHve CUHAPOMA, Xapak >

pyCYyIOLLIErocsi OHOCTOPOHHUM BPOXAEHHbIM MOPOKOM pa3BUTUSA apTe-
LLO—-BEHO3HO CUCTEMbI & BTOPUYHBIMU OCTEOMNLLEPTPONYECKUMU U3Me-
HEHVSIMX B O[IBOA pexxe B [ABYX KOHeyHOocTsAX. CMHOPOM BCTpevaeTcs
C OAMHAKOBOMA YaCTOTOM Y MYXXYUH » XXEHLWMH. CyLHOCTb cuHApoma
3aK/II0HAETCA B HapyLLEHNN KPOBOTOKA MO MarucTpasibHbIM BeHam ropa-
>KEHHOMKOHEYHOCTW. 3aTpyfHEeHMEe O0TTOKa KpPOBW MO /1ly60KUM BeHawm,
MOXeT ObIMb BbI3BAHO arviasviein wiM runonsiasven BeHbl, COaB/VMBa—
HVEM ee 3MOPUOHA/IbHBIMU TSHKaMU, apTeprasibHbIMU CocyamMun, BPOXK

JeHHbIM  Hefopa3BUTVEM KJIanMaHHOr0 annapaTta r/lyb6okux BeH 1 pac

Tnpuoni

WP« ‘N Win ¥ cTné CUMMNTOMBbBbI OTMEYaOTCA MPU POXAEHUN.
AHIMVOMbI KOXW MJI0CKME €OVHNYHBbIE WA MHOXKECTBEHHbIE, 04VOCTOPOH—
we. Nmeetca runepnsiasvst MArKMX TKaHEIA N KOCTELA Ha MOPaXKEHHOI
KOHEYHOCTUW, HepeaKn Tpopuyeckue $3Bbl, 0TEK MOAKOKHOA KreTyaTKu®
YacTo OTMEYaeTCsa cepAeyHO—CocyANCTast HedoCTaTouHOCTb. Ha peH e
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rpaMmMe — HakOXHble U MOAKOKHbIE KaSbLMPUKATbI, UCTOHYEHME KOp-
KOBOrO C/1051 KOCTelA. [Ma30BbliA COCTaB BEHO3HOLA KPOBW M3MeHeH. Teue-
Hve 3a60neBaHVA HEYKJ/IOHHO MporpeccupyoLLee.

AndhdpepeHynanbHbIA guarHO3 MPoBOAAT ¢ 6ones-
Hbto  LLTypre — Bebepa, mnnens — JiuHaay, 60/1e3Hbt0 MI/I!'Ibpo»
B. ApyrM1 MOpPOKamMu pasBUTUSA COCYAUCTOIA CUCTEMBI.

NNeueHMe: nokasaHa o6LleyKpennawLWwaa u cUMIMTOMATYe-
cKas Tepanus, B HEKOTOPbIX C/ly4Yasx — XUPYPruyeckoe mcceyeHme aH-
rvoM, MacTUKa BEHO3HbIX COCY/0B, 3/1EKTPOKOArysisiuma N peHTreHoTe-
panua. [Ona yganeHus KanwuaispHbIX aHrMoM MpuUMeHsieTcs KpuoTepa-
nus. MporHo3 HeG/aronpusTHLINA BC/IEACTBYE HapacTaloLeid cepaeyHo-
COCYAUCTOM HeJoCTaTO4HOCTU U JIMMAocTasa.

COCYOQUCTOM OB0/T0YKMN CKITIEPO3 FTEHEPATM30BAHHbI»
Penkoe 3abonesaHwe. Tun Hac/efoBaHUA — ayTOCOMHO-PELIECCUBHBIIA.
1 ayTOCOMHO-AOMMHaHTBLIIA. VIMetoTes cemeliHbe crlydan 6onesHn. Mato-
reHe3 He BblISICHeH. 3abosieBaHMe Yallle HaUMHAEeTCS B IOHOLLECKME oAbl
MposBAseTca HEeXHOA MUIVEHTALWE B MaKy/1apHOA 06/1acT Mo TUMy
fereHepaumn LTaprapaTa, a 3aTemM HacTymnaeT BbIpaXeHHbIMA CK1epoB
xopuoHAen. VHorga Ha nepydepun ceTHaTKN ObIBatOT OT/IOKEHUS LLBr—
MeHTa Mo Ty MUIMEHTHOIA AereHepaumn ceTyaTkn. CKiepo3 xoprionaep
MOXET ObIMb LEHTpasIbHbIM, MepUnanuispHbIM 1 FeHepasIn3oBaH-
HbIM. ;

NNeuveHue. _ButammHoTepanus, CTUMYVpyIOLLMe MpenapaTbl,—
MporHo3 cepbesHbIA. N

COCYOANCTON OBONOUYKW MPOIrPECCUPYIOLWAA ATPODNIN
(xopnogepmMHs). Onucan Mautner B 1872 r. BcTpeyaeTcsl 04eHb pefaKo.
Tun Hacnef0BaHVS—ay TOCOMHO—-PELIECCUBHBIA N PELIECCUBHBIIA, CLIEMVIEH»
BoAC MOSIOM. HocvTenim nopaXeHHOro reHa UMeoT HopMasibHble QlyHKT
UMM rnasa, HO Ha r/la3HoM JHe ornpefesiseTcs HepaBHOMEpHas MnurmeH-
Tauusa 1 NepukanmnnspHas aTpogus cocyaucTolA 060/104KN. Xopuoaep—
MMA KaK TOKe/bIA OUCTPOMHECKUEA MNPOLLECC OTHOCUTCA K rpynn#
TaneTopeTUHa/IbHbIX AereHepaumiA. MaToreHe3s He BbISCHEH.

KnnHuka. BonesHb HaunHaeTcs B AETCKOM Bo3pacTe M noci'Qy
neHHo nporpeccpyeT. O6HapY>XMBAETCA MOHWKEHME 3PEHUS, KOHLEHT
privyecKoe Cy>XeHue rpaHuL, rnosis 3peHus, remMepasionus, 65M30pyKoCTb»
K 20—30 rogam HacTynaeT c/ienoTa. Y My>UuMH Yallle 6bIBaeT 6osiee 3/10*
KayecTBEeHHOe TeuyeHve 3abosieBaHMA. [py ohTasIbMOCKONUA rasHoe AHe
6esoe, bnectawee. PUCyHOK cocyamcTOMA 060/104KM  MOYTU  MOJTHOCTBHO
OTCYTCTBYET, BAOHbI NNLLb OTAE/bHbIE COCYAbl B LIEHTPa/IbHbIX 0TAeNax.
061acTb MaKyJsibl Pe3KO KOHTYPHPYETCA U MMEET KpacHOBaTO—KOpPUYHEB
BbIA LIBET; Koe-TAe BUAHbI MUIMEHTHbIE T/1bIOKY; CoCy bl ceTHaTKa He n3-
MeHeHbl; FpaHuLbl A1CKA 3pUTESIbHOro Hepea CTyLUEeBaHbI.

1 edye BB e 6OesycrnelwHo. MPorHoO3 THKESbIA.

COCY,CI,VICTOI/I OBOJIOYKUM N CETYATKU KO]'IbLI,EBI/I,CI,HAFI
ATPOOUNA ®YKCA. OnucaHa Fuchs B 1895 r. Tun HacnegoBaHua —4
ayTOCOMHO—peLIECCBHBIIA. MaToreHes 3a6osieBaHNA He M3BecTeH. BcTpe-
HaloTes CeMbW, B KOTOPbIX KO/IbLIEBUAHASA aTPOPUS COHETAETCA C MUMMEHT?
HOA fdereHepauveid. Moutn B 90% cnydaesB-npu OAHHOM 3abosieBaHUN
HabNIOAAETCA BbICOKa™* 6/1M30pYKOCTb. TUMMYHA reMepasionus.

KnunHuka. 3aboneBaHne HaunHaeTcs B AeTcTse. [Mporpeccupo ]
BaHVe 3a60/1eBaHVA O4veHb MefyleHHoe. [locTeneHHO MafgeT OCTPOTE;
3pEHUs, CY)KMBAIOTCA FpaHULbl NoNs 3peHns. Ha nepudepnn rnasHoiA
AHa 06pa3yloTcs y4yacTKU aTpodmn COCyOMCTOIA U CETUATOIA 060/104eK]
KOTOpble MOCTEMNEeHHO pacrnpoCTPaHATCa K LEHTPY, MHoAa crivBasch
Mexay Co60IA. LleHTpasibHble OTAeNbl U KpakaHasa nepudepus He np?
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BepratoTca aTpoumn. B yyacTKax aTpoduu MOryT HabnoaaThCs r/bIokn
HArMeATa. JUCK 3pUTeNbHOr0 HopBa 0CTaeTCA HOpMasibHbIM.

NleyeHMe: BUTaAMUHbI, TKaHEBas W YNbTPa3ByKOBas Tepanus,
(WTWKoary/IHHTbI. MpOrHo3 Cepbe3HbIIAL.

COCYAMNCTOro TPAKTA N CETUATKIN KOJ/IOBOMA. B 1872 r.
Mauluer onmcan ABYCTOPOHHIOK KO/1060MY COCYAMCTOIA 060/104KM Fiasa.
Tim HacnenoBaHWs — ayTOCOMHO-PELIECCMBHBIML.  BcTpevaeTcs  Takke
npy XpoOMOCOMHbIX abeppauuax rpynnsl A 1 Tprcommin rpynn B n E.
AHOMa/INS BCTpeYaeTCs CpaBHUTEsSIbHO PenKo.

Kono6oma cocyaAMCToro TpakTa U CeTHATKN — BPOXAEHHbIA AetheKT
TKaHW, CBA3aHHbLIMA C HapyLleHMeM HOpMasibHOr0 3apalleHuns 3apodbilue-
BOM e/ rNasa B pe3ysibTaTe Hac/ieACTBEHHO 06YC/I0B/IEHHOIO HapyLue-
HWNS KPOBEHOCHOMA CUCTEMbI, MUTAIOLLLIA 3a4aToK. [MCTOMOrnMYeckn 06Ha-
PYXXUBAETCA OTCYTCTBME TKaHW CETYATKM WM COCyaMCTOLA 060/104KM
® 06/1aCTN KOSI060Mb.

KnunHuka. Konobombl MOryT BCTpeyaTbCs B OOHOLA pafy>kHOIA
-0060/104Ke WM B COMETAHUN C KO/1I060MaMM COCyANCTOro TpakTa, BbIXoaa
(puTenbnoro Hepsa ceT4daTkW. Kosoboma pay>kHOIA 000/104KM  Yallle
VMEET IpyLLEBUAHYHO (POPMY C BEPLLMHOIA, 06palLEHHOM K /IMMOY, 3pa4vok
BbITAHYT BHM3 U HECKOSIbKO BHYTPb. CHUHKTEP pafy>kKHOLA 060/104KU
MepexoonT Ha Kpali Kosiobombl. Pa3mepbl KO/1060M  pas3/iNyHbI, MHOraa
HernosHble ¢ COXpPaHEeHVEM 3afIHEr0 3KTOAEpPMasIbHOr0 JIMCTKA. MomMuMo
M30/1MPOBaHHOLA KO/1060Mbl, B paay’kHOIA 060/104Ke MOryT 06pa3oBaThbCA
HECKOJ/IbKO 3payKoB, pearvpyroLlmx Ha cBeT,— MosiHKopusi. Kosio6oma
CocyauCTOILA 060/104KM U CETHATKU 3aHUMAET MHXHIOW MOSI0BUHY [/1a3-
HOro AHa. 3T0 KOs1060Mbl MOMYT GbITb B HOPMasIbHbIX /1a3axX M NpUMUKpo—
thTanbmo. OhTasIbMOCKONMUYECKM 06/1aCTb  KOS1060Mbl  MpeAcTaBseTes
rony6oBaTo-6e/10BaTOr0 LiBeTa 13-3a BUOMMOLA cksiepbl. Kpas Komo60Mbl
PO/TKO O4epyeHbl, YacTo MUIMEHTUPOBaHbl, MHOrAA MUIMEHT Kak 6bl ae-
JIT KOM0GOMY Ha OTAefbHble yuacTKW. Yepen, Konobomy npoxoasT peTu-
Ha/lbHble cocyabl. PYHKLUMM riasa npy Kosiobome cocyamMcTolA 060/104KN
mCOOTBETCTBEHHO MaKYJISIPHOLA 06/1aCTU Pe3Ko CHWbKeHbI. Mpy coueTaHum
KosoboMbl cocyaucToiA 060/104KM M CETHATKU nocneaHss MOSHOCTHIO OT-
CYTCTBYET B 00/1aCTV K0/1060Mbl. COOTBETCTBEHHO 3TOMY YYacTKy Habsito-
[aeTca BbiMaAgHV/e Mot 3peHusi. BcTpevaloTcsl MosiHble KO/1060Mbl CO-
CYOVCTOIA 060/104KM C COXpPaHEHWEM 3peHUs B MaKy/IsipHOLA ob6racTu. U,
Hao60poT, MOryT 6bIMb KOSI060MbI YXENTOro MATHA, MpU KOTOPbIX OCTpPO-
Ba 3peHUs1 CUJTbHO CHWKEHA. B 06/1aCcTU MaKysibl 0hTasIbMOCKONUpYeTCs
[etheKT CocyauCTOM U CETUATOIA 060/104EK 0Ba/TbHOIA (HOpMbl C Pe3KO0 Nssr—
MEHTMPOBaHHbLLUM FpaHMUamMu. YacTo Takue Ko/1060Mbl 6biBaloT  ABY-
CTOPOHHUMW.

NleyeHWe He paspaboTaHo.

TANACCEMNA — 6onesHb  Kynn  (Cooley), CpeavzemMHOMOp—
CkBs, MMLLeHeBManas, JsienToumTapHas remMoimTuyeckass aHemuns PreT—
™ — [pennn — Mukenn.

CcMCIAHO-Hac/1ieACTBEHHass FeMOSIMTUYECKass aHeMus onmcaHa B
1925 r, Cooley n Lee y BbIXoAuUEB U3 cpean3eMHOMOPCKUX CTpPaH, a 3a-
Tem Rietti, Greppi. Miclieli B UTasimn. 3abonieBaHMe pacripocTpaHEHO
cpean HaceseHWsl CTpaH cpeau3eMHOMOPCKOro nobepexxbs. B mocneaHue
roabl 3a60sieBaHNE ObUI0 OMMCANo Y XUTeSeA BeeX NSATa KOHTMHEHTOB,
b Tom uucrie n B page pabioHoB CoBeTckoro Cowo3a — AsepbalAgkaHe,
ApmMeHUN. Y3bekucTaHe. TaslacceMusi 0THOCUTCSA K Fpyrnne reMorsiobyHo-
MatviA M reMors1I06MHo30B- (cM. M'emor/106mHonNaTms). Bo3HMKHOBEHME
®danaccemmn 00yC/I0B/IEHO PacCTPOLACTBOM CUHTe3a remorsiobmea. Bbl-
aenswTca CNeaylolMe BUObE 1) Ha/M4YME HbF, WIN Tak Ha3biBaeMOro
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MsI04HOro remMors106MHa, KOTopbIA B HOpME BCTpPeYaeTCcs TOSIbKO Y 340-
POBbIX HOBOPOXAEHHbIX, a Npu TaslacceMun obpasosaHue HbF npogon-
YKaeTcsa NOCTOSAHHO B TeYeHWe BCeA XKU3HU; 2) TOpMOXKeHUe 06pa3oBaHuns
HbA; 3) yBenMueHve NpoLeHTHOro cogepXaHus HbAs.

Mo KAMHMUYECKUM TMNPOABAEHUAM TMPUHATO pas-
[endTb TaslacceMuio Ha 2 rpynnbl:

1) a-Tanaccemusi, 06ycC/1I0B/IEHHasA TOPMOXKEHMEM CUHTE3a a-Lereii re-
MOFJ106MHa;

2) p —Tanaccemusi, 00yc/10B/IEHHas TOPMOXKEHMEM CUHTe3a P —Leneti remo-
rnobuHa.

a-TanacceMnsi MOXeET MPOSABIATHLCA B FrETEPO3UTOTHOA U FOMO3UIOT-
HolA (hopmax. eTeposvroTHbIMA BapMaHT a—TaflacceMmn XapakTepusyeTcs
rMNOXPO0.MHOLA aHeMVELA, MNKPOLIMTO30M C Ha/IMYMeM B MYMOBUHHOIA KPoBU
remorsiobuHa GapTta (Y4). WHoraa o6HapyXuBaoT He6osiblLLoe Kosiue-
ctBo HbH (P4) y B3poc/ibix reTepo3uroToB. TOMO3MroTHasa gopma a-Ta—
JyacceMun BEOET K PasBUTUIO BOOAHKW M/104a U K ero rmbesnin oo poXxaeHus.

P-Tanaccemms Takke AeNUTCA HA FOMO3UIOTHYHO (hOpPMY, WU3BECTHYHO
mof, HasBaHMeM talassemia major, U reTepo3uroTHyto opMy, HasblBae-
Myto talassemia minor.

KnnHnyeckn talassemia major nposiBNSeTCA B paHHOM BO3pacTe
B BUAE MPOrpeccupytoLLeil aHeMmnn rMnoxXpoMHOro xapakrepa. Javress-
HOCTb 3ab0/1eBaHMA — OT HECKO/IbKMX MECALEB [0 HECKOSIbKUX JieT
B 3aBMCMMOCTW OT CTEMEHN TSHXKECTU. Tskesaa dopma, NpossBsaoLanca
YK€ Y HOBOPOXAEHHbIX, YacTO 3aKanymBaeTCA CMepPTbio Ha MEPBOM roay
XN3HW. Tpn cpeaHETSHKeNoiA opmMe AETV A0KMBAIOT [0 LUIKOSIbHOr0 BO3-
pacTa. Jlerkas gopma KIVHNYECKN MPOSIBASIETCA Ha BTOPOM rody. Takns
60/1bHble MHOMAA AOCTUraloT 3pesioro BospacTa. BaXkHbIM CUMIMTTOMOM 3a-
60/1€BaHNA AB/IAETCA FEMO/IMTUYECKAS aHEMMS B MEPBbIE HEAE M sk ushu.
O6bI4HO O0TMevaeTcs 6/1eQHOCTb KOXKHbIX MOKPOBOB 6€3 BbIpaXXeHHOIA
XENTyxn. PebeHOK 0TCTaeT B (PU3NYECKOM pa3BUTUN. XKMBOT YBE/INHEH
aa CYeT renarocruieHomMerasivn. MepeHocmua LWMpoKas, 3anasluas («cem-
JI0BAOHBIMA HOC»). pn peHTIreHos10rMyYeckom 06c/1ei0BaHNN KOCTelA Yepe-
na 06Hapy>XMBalOTCA XapaKTepHble M3MEHEHWs, HarnoMmHatoLme CTosi-
pe BOSIOCbl MUIH LIETKY. B KpoOBM — FMMOXPOMHAs MUKPOLTapHas
aHemMusi C aHM30LMTO30M M MOAKWIOLITTO30M. SPUTPOLUTBI UMEIOT M-
LLeHeBHAHYO (opMy. BblpakeHa apHTPo6/1acTeMusi, CoYeTaroLLascs
C HEBbICOKMM PETUKYJIOLMTO30M. B KOCTHOM MO3re 60/1bLLIoe KOSTNYECTBO
HOPMO0G/1aCTOB C MOSIOKUTESTLHOIA peakUMein Ha >keslie3o — crgepobsia—
CTOB.

Talassemia minor (Manas TaslacceMunsi) reTeposvMroTHas qopma
p-Tanaccemmn. KnmnHmn4yeckoe nposisfieHme SToiA popMbl 0TMEYaeTCS B BULE
6EeCCMMNTOMHOI0 TeveHWss 6e3 3aMEeTHOr0 YKOPOYEHMUS >KM3HM 3pUTPO-
LUMTOB MAW CrIeHOMerasvn.

NedveHune. lMpn HAMUUM aHEMUM MNPOBOAAT CUMIMTOMAaTUYECKYHO'
Tepanuio. OAnNako aHTWaHeMWYecKue npenapaTbl OKasbIBaloT —crlaboe
[eVACTBYE, a MpY reMoTpaHCchy3unsax aheKT BpeMeHHbIA. JTyuLinta adiekT
[@eT 3aMeHHoe repesiMBaHVe KpoBM, MpVY KOTOPOM YacCTb MaTosiornde-
CKWN M3MEHEHHbIX 3PUTPOLIMTOB 3aMEHSIeTCA Ha MO/IHOLEHHbIe. Mpyn remo-
JITUYECKMX KPU3aX PeKOMEHAYeTCs MPUMEHEHME CTEPOUAHBLIX FOPMOHOB.
CrnieHaKToMUA MpK BO/ILLLIOEA TastacceMu MasioadhekTnaHa. Mpy Masoia
TaslaccemMny OTMEYeH MOSIOKATENbHBIEA S(EKT OT ernsIeHIKTOMUN.

MporHo3 3aBmcUT OT hopMbl 60/1€3HK, Mpy GONLLLOLA TaslacceMny —
Heb61aronpUSTHLIMA (OeTV NMornbatoT B paHHEM BO3pacTe WM A0KUBAOT
avwb ao 10 neT). Mpu Ma0iA TasacceMmn NporHo3 6osiee 61aronpusT-
HbIA
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TECTUKYAPHON PEMNHNIALUNN CMHAOPOM. 310 3a6osne-
BaHVE paccMaTpuBalOT KakK Hac/ieCTBEHHOE 3HAOKPUHHOE. OnucaHbl
8eMbIT, rAe HECKOSIbKO CecTep VMe/M 3TOT CUHAPOM. YCTaHOBJ/IEHO, YTO
Hac/efoBaHMe WOET MO PELLeCCMBHOMY, CLIEMJIEHHOMY C MO/IoM  Tury
W M0 ayTOCOMHO-peLIeCCUBHOMY TuUny. 3Ty opMy UHTEPCEKCyasim3Ka
onvcanin Briepeble Stenglehnpr (1817), Ricco (1832k Morris B 1903 T.
cob6pan 80 c/yyaeB 3TOro 3abosieBaHNA U MPeasioKU Ha3BaHWe «TecTu-
KynsipHas (peMI/IHI/BaLgI/IH».

KnnHunka. abosieBaHNE SABNSETCA BapyaHTOM  MYXKCKOro
JIOKHOI0  repMapoamuTr3Ma, Mpy KOTOPOM 06HAapYXXUBAeTCH XEHCKUIA
(heHOTUN: YKEHCKMe NponopLnKY Tena, pacnpenesieHme Xmpa rno XXeHCKoMy
Twny, HoOpMasibHOe pasBUTME MOJIOYHBIX >Kesle3, XXEHCKME HapyXHble
FEHUTATNN, YKEHCKUIA TUMN 0BOJIOCEHUSA, HO MMEIOTCH TECTUKY/Ibl, KOTOpble
MOKA/IM3YIOTCA B MaxoBOM KaHasie* 60/blMX MoMoBbIX rybax mm
B OPIOLLHOLA MosocTU. MaTka oTCyTCTBYET. 'MCTO/10rMyeckoe mccsenosa-
HWe TeCTUKY/1 MOKasblBaeT, YTO CeMeHHble KaHaslbLibl Y3Kue, 6e3 rnpo-
bBeTa. O6Hapy>XVBalOTCA CEpPTO/NEBbl KIETKA CO CMEepMaToroHMnsMM.
MouTwn BCcerga HabntoAATCA NEAONIOBCKYE KITETKU, KOTOpbIe N ABNSAIOTCA
MECTOM MPOAYKLIMM FOPMOHOB. Y 60/1bHbIX 06bIYHO OTCYTCTBYET M0/10B0IA
XpomaTuH B aApax OYKKa/TbHOro anuTeMs N B sapax K/IETOK KpPOBW.
KapHoTun myxckoia — 46 XV. M3ydeHMe aHaMHe3a MOKa3bIBaeT, YTO
y [ETeiA pa3BUTNE WOET HOPMa/IbHO C XapaKTePHbIM» YepTamn noBeaeHns
ONA NeBoYeK, 0TMeYaeTCs TUMMYHas XXeHCKas MNcmxoceKcyasibHas opueH-
Tauus. VHTesr1eKT 06bIMHO pa3BUT XOpoLLo. MepBble kasi0bbl 0TMeYatoTCcs
B nNybepTaTHOM Mepuode U CBsi3aHbl C aMeHOpeeiA, BO ec/iM TeCTUKY/Ibl
HaxogaTca B 60/bLUMX MOM0BbIX Fy6ax r/m B MaxoBoA 06/1acTW, o
»ano6bl MOryT ObMb M paHblue.' [py mMccnefoBaHUM  FOPMOHasIbHOTO
npotnnsa 06bIMHO 0OHaPY)XXMBAIOT HECKO/IbKO MOBbILLEHHYHO CEKpeLnio
17-keTocTepouaoB M rMMNoun3apHbIX  FOHAAOTPOMMHOB.  JKCKpeLms
3cTporeHoB 00bIMHO B MNpedesiax HopMbl. OCHOBHbIM MCTOUHUKOM  aHA-
pOreHoB 60/IbHbIX ABMAKOTCA TECTMKY/Ibl. B0O3MOXKHO, YTO umeeTcH
OTCYTCTBME UYBCTBUTESIBHOCTU K 3HAOrEeHHbIM aHAporeHam.

3a 60/bHbIMA C TECTUKYJISIPHOMA (PeMUHM3ALIMEA HEeobX0aMMO Mo-
CTOSAHHO HabMloaaTb, TaK KaK MMEETCs CK/IOHHOCTb K MasinrHu3aunm
TecTUKyn. OCOOEHHO TLATENIbHO K/IMHUYECKOe HabrioaeHve O0/HKHO
npoBoAnTLCA B MybepTaTHOM Bo3pacTe. 10/10Bas >KM3Hb MOXET BIIO-
cneacTBun GbMb  HOPMasIbHOIA.

JleyueHWe 3KCTpPOreHamn MpoBOAUTL He CrieayeT.

TETPAOA OANNO — TsDKeNbIA  BpOXKAEHHbLIA MOPOK  cepaua,
BCTpevaroLLmiica B 14% crlydaeB BCeX BPOXAEHHbIX MOPOKOB cepAua.
B uacTu cnyyaeB TeTpaabl Panno (2—3%) 0TMeYeHO BAMsHME HacleacT-
BEHHbIX ()aKTOpOB. B nuTepaType MMEIOTCA OMmcaHns CevolA, B KOTOPbIX
HECKO/IbKO UYJIEHOB MMESIN MoA0OHbIE WM OpyTrve BpOXKAEHHbIE MOPOKMU
Cepaua. Mepepava Hac/eACTBEHHbIX (opm TeTpadbl ®asiio ocyLeCTB—
ASeTC NpenMyLLIECTBEHHO MOSIMIeHHbIM MyTem. TeTpaga ®anisio cocTouT
VB YeTbIpeX aHaTOMUYECKMX KOMMOHEHTOB: CY>XEHWE YCTbS JIErOYHOLA
apTepun; OeeKT B MeEXOKesTlyA0YKOBOLA Meperopogke: CMeLLeHVE YCTbA
aopTbl BMNpPaBo (OEKCTPOMoO3VUMS aopThbl); FMNepTpodua  MuoKapaa
npasoro xenygouka. Mpu TeTpage ®anno oTmeyaeTcss 60/1bLLIOE KOMW-
YeCTBO COMYTCTBYHOLUMX BPOXAEHHbLIX MOPOKOB Pa3BUTUSA, OCOGEHHO
MaTosiorMnM KOCTHOIA cuUCTeMbl. OTMeYUatoTCs Takoke TesileaHr1MaKTasn Ha
LeKax, NoKpacHeHWe [eceH N UCKPUBIIEHVE NasibLEB. TeparneBTUYECKUIA
3heKT HacTyMaeT Mocsie XMPYPrHecKoro sieHeHus.

TWPO3MHO3 — Hac/leACTBEHHOe 3abosieBaHVE 0OMeHa TUPO3MHA.
BnepBble onvcaH Medes B 1932 r. y 60/1bHOro, CTpagatolero mvacte—

202



BUEIA YacToTa TOYHO He YycTaHoB/fieHa. HacnepgyeTca no ayToCOMHO-
peLieccMBHOMY Tuny. Pa3BuTUe 60/1€3HN CBA3aHO C HeAoCTaTOYHOCTHHO
OKCUAA3bl NaparnapoKCUpeHNNMUPOBUHOIPAAHOIA KUC/0TbI. Y 3[0p0BbIX
JHQOEA 3TOT (hepMeHT obecreumBaeT npeBpalleHVe [aHHOIA  KUC/0TbI
B FOMOrEHTU3VHOBYI. [pU Ha/IMuMM 3H3MMATUYECKOro 6s10ka 06MeH
TMPO3VHA HapyLLIaeTCcsl, YTO MPUBOAUT K PasBUTUIO TUPO3UHEMUN U TUPO—
BN/ypnv. B mode 60/bHbIX 06HapYXMBAOTCA 6OsbLUME KO/IMYECTBA
napar apoKCcUMeHN/INMPOBUHONPaaHOIA,  MaparuapoKcrheHUIMOI04HON
M naparuapoKcUeHUTyKCYCHOA KUC/OTbI py TMpo3MHO3e B MaTosio-
FMYECKUIA MPOLIECC paHO BOBJIEKAETCA MeyeHb (pasBuTvie Andidy3HOro
(hnbposa, CcTe0T03a), MOYKN (AereHepaTUBHbIE M3MEHEHUA W AnasTaums
KaHa/bLieB), KOCTHas cucTema (PaxvTonofobHble M3MeHeHUs).

KnuHuka. 3aboneBaHWe nNposiB/sieTC] B MepBble  Heaem
N MeCALbI XXM3HWN PBOTOIA, OTCTaBaHVEM B IM3NYECKOM PasBUTUW, YBe -
YeHUeM pa3MepoB MeyeHW. B CBSi3W ¢ pa3BUTUEM LMppo3a MOosIB/ISKOTCA
XKENTyXa, acUUT, KPOBOM3/IUAHUSI B KOXY, OOHAKO TeMrbl pasBUTKSA
rnopaXxeHns nevYeHM MOryT BapbupoBaTb. B CBA3M C MopaXeHWem nouvek
pa3BMBaeTCcA I/IKKo—aMMHO—(ochaT—-anabeT, KOTOpbIA CTY)KUT MPUYNHOLA
paxnTonoA06HOro 3a6os1eBaHMA KOCTHOMA CUCTEMbI: OCTEOMOpo3 M OCTEOo-
ManAUMs, VCKPUBIEHUST A/IMHHBIX TPyGUaTbIX KOCTEMA. Y MHOrmx 6osib»
HbIX WMEETC 3afepKKa B YMCTBEHHOM pasBUTUW. TedeHvie 60/1e3HU
HebnaronpusaTHOe, MHorve 60rbHble MormbaloT B BospacTe A0 10 rer
OT MEYEHOYHOMA HeaoCTaTOYHOCTW.

AdnarHoO3 OCHOBbIBAaETCA Ha aHa/IM3e K/IVHUYECKUX CUMITTO-
MOB, paHHEro rosiB/IEHNs1 MPU3HAKOB MeYeHOYHOIA HepocTaTouHoCTU
a TakkKe [aHHbIX GUOXMMWYECKOr0 06C/efoBaHUSI — MOSIOKUTESIbHOIA
npobbl MusioHa € MOY0IA, MOBbILLEHWS YPOBHSI TUPO3VHA B Jia3me
KpoB 00 10 mMr% u 6onee, o6Hapy>XeHWs1 MaparuapoKcUeHUINMpo—
BMHOIPaHOMA KUC/I0Tbl B Mode. OTCyTCTBME 3H3MMa MOXET ObiTb
YCTaHOB/IEHO FUCTOXMIMUYECKM B MyrMKTaTax reveHn. JudpepeHumans-
HbA AnarHo3 MpoBoAsT C CMHAPOMOM g ToHu — [le6pe — daHKoHW,
rMpy KOTOPOM HET 3HAYUTEsIbHOr0 MOPaKEHUSI MEYeHN U BUOXMMUYECKME
TeCTbl HA TUPO3MHO3 OTPULIATESTbHBI, C HAC/IEACTBEHHBIM BHY TPUYTPOGHbIM
reraTuUToM, MpPOSBASIOMMCA B OT/IM4UME OTTUPO3MBO3a Y)XKe MU poxae-
HUW, C ra/laKTo3eMVEIA /iaBHbIM 06pa3oM Ha OCHOBaHMM GMOXUMUYECKMX
[aHHbIX, C BbIPOKEHHbIM TOKCOM/1a3MOM W UMTOMerasveld. Y [ereii
6os1ee cTapLLUero Bo3pacTa MOXeT BO3HUKHYTb HEOOX0AMMOCTb AudxbepeH-
LIMpOBaHUsA TUPO3MHO3a U LLMPpOo3a MeyeHn rocrie rnepeHeceHBoL 6os1e3HN
BoTknHa. B nosb3y AmarHosa TMPo3MHO3a FOBOPAT Havasio 3abosieBaHNs
B paHHEM [IETCTBE U MOJIOKATE bHbIE GMOXMMUYECKUE MPOGbL.

NleyeHMe 3aK/IYaETCA B OFPaHUYEHMN (heHUMaSIaHHA 1 TUpo-
31Ha B AvieTe 6G0/IbHbIX U BO MHOFOM CXOZHO C JieYeHVeM (DeHWTIKETOHY—
pvn. TporHo3 npwv MpoBeAeHWM AyeToTepann 6osee 61aronpusaTeH,
TakK KakK rpy 3TOM Y[3eTCs CHU3UTb YPOBEHb TWMPO3WHA B KPOBW, [0-
OUTBLCS YJTyULLIEHMWA ngKLMﬁ rneyeHV N royek.

TUNPO3NNYPUA TPAH3UNTOPHAA. HabniogaeTca B nepuoae
HOBOPOXKAEHHOCTM B CBSA3W C 3aZIEPKKOLA CO3peBaHUsI OKCUAA3bl Mapa-—
MAPOKCU(EHINMHPOBHIONPaAHOIA KUC/I0ThI, a Takke TUPO3MHOKCUAA3bI
" TI/Ié)OSMHTpchaMI/IHaSbI.

6O/ILLUMHCTBE C/lyYaeB K/IMHNYECKU He MPOSIBNASIETCS, HO Y He-
KOTOPbIX JETEIA OMUCaHO BO3HMKHOBEHWE TUMOTPO(PUY, CYA0POXKHbIX
COCTOSIHWIA, 3afiepXKKa HEepPBHO-TMCUXMYECKOr0 pa3BUTUS, YTO CBS3bl-
BaeTC C BTOPUYHbIM TMOJAB/IEHMEM aKTVMBHOCTU (heHr/Ia/laHNHIapo—
KCWMasbl W MOBbILEHVMEM KOHLIEHTpauUmMu (eHwnasiaHMHa B ruia3me
KpOBW.
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Twpo3nnypns He TpebyeT /ledeHns, HO ee MPUXOAUTCS YYUTbIBaTb
npy o6cnefoBaHUAX Ma TUPO3NHO3. Ecnn Trpo3nnypns conpoBoXaaeTcs
YKa3aHHbIMN  KITMHUYECKUMW SB/IEHNSMK, MOKarnaHo Ma:LllaycHHEe INCTbI
C orpaHunyeHvem 6efika H MNpyMeHeHve BuTamunHa C B BbICOKUX [03aX
(0,5 r Becvtkii). lMporHo3 n 6GO/LLUMHCTBE C/lyYaeB 6/1aronpuUSTHLILA.

TMPOaHTPAHI -AMUHASbI HACNEAOCTBEHHAA HEAO
CTATOMHOCTb. PasBuTre 3abo/eBaHUS CBA3aHO C  HapyLUeHWEM
obMeHa TWMPO3WMHA, MOBbILLEHVEM €ro KOHLUEHTpauum B Msasve KpoBu
BC/IEACTBYE HapyLLeHMs mpoLecca Npeobpa3oBaHMs B Maparnapoken—
(hEHNTIMMPOBUHOIPaAHYI0  KUC/IOTY.

KAnvnHuuyecKN nposBaseTcd  CyAOPOXHbIM  CUHAPOMOM,
PacCcTPOLACTBAMU AbIXaHUS, 33EMKKOIA HEPBHO—MNCUXMYECKOI0 pas3BUTUSA,
HE[OCTAaTOYHOM MUIMVEHTALWEIA KOXU M 3K3EMOA. Y lyulleHune 06Lero
CoCTOAHUS 60/IbHbIX AOCTUIAETCH HasHaYeHVeM [yeTbl C OrpaHUYeHVEM
theHNasiaHMHa 1 THPo3WHa. 3abosieBaHve Masio M3ydyeHo. Ero yactoTa,
TUN Hac/efoBaHNA W_OTAAJEHHBIMA MPOrHO3 He YCTaHOBJIEHbI.

TPEMOP CEMEWHbIA 3CCEHUUANBHbBIV (MuHopa crHapom).
OnwucaH B 1936 r. HacnenyeTcsa Mo ayTOCOMHO—aOMUMHaHTHOMY TUIy.
Hayano 3a6oneBaHVss MOXeT O6bMb B AETCKOM /M 3pesioM  BO3-
pacTe.

KnnHunuyeckasa KapTMWHa XapaKTepusyeTcsd HHTEPMMT-
THAPYIOLMM ApOXKaHNEM KOHEUHOCTELA, Io/10Bbl H S3bIKa, YCUIMBAOLLMMCS
npr 3MOLMOHA/TbHOM HanpsXeHUW. Y 60SIbLUMHCTBA 60/1bHbIX UMeeTcs
06LLass MblWweyHass runoToHWs. 3abosieBaHWe TeyeT CTaLMOHapHO.

AnddpepeHuymanbHbIiA AunarHO3 cfedyeT NpoBOAUTb
C rcnatoLiepebpasibHOA OUCTPOPUERA, € paHHMMM (hopMamMKn Xopen XaH-
TUHITOHA W MOC/IEACTBUAMM  MEPEHECEHHOIA  HEAPOUHMEKLIHT.

JleveHwMe. TepaneBTUHECKUIA 3PHEKT MOXKET ObMb MOsTyyeH
0T NpUMeHeHns BUTaMmnHa B5 1 cefaTyBHbIX CpeacTB.

TPUMNCWHOIreEHA HEOOCTATOYHOCTb — KulleyHas 3H3UMe-
naTHs, CBA3aHHas C OTCYTCTBMEM TpUMCUHOreHa. HacneposaHve G-
Ne3HN ellle He u3ydeHo. [lposBrseTcs B Mepuvofe HOBOPOXAEHHOCTU
reHepasIn30BaHHbIMWN OTEKaMK, aHeMVeld, PeTUKYSIOLMTO30M U 303MHO—
weld, a Takke ArienHrverTauyeia Bosioc. HapylueHuve pacluensieHus
ii BCacblBaHWA 6GeSIKOB COYEeTaeTCA C HeAOCTaTOYHbIM YCBOEHWEM >XMpa
H Kanbups.

NlevyeHMe: nMpeAnpuHATbI MOMbITKA Tepannmn rnaposmsaTamn
6eqika MU MaHKpeaTMHOM. [1pOrHO3 He M3Yy4eH.

TPUCOMUU E (xpomocombl 16—18) (Ogsapca cmHapom). 3abosieBa-
HWe 06ycoBeHo TpmcOMKMen XpomocoM rpynnbl E. B HacToswee Bpems
CUMTAETCH, YTO Yalle ObIBAaET YBE/IMYEHME 4MC/1a XPOMOCOM 18-Anapu.
MogobHble CUHAPOMbI OMKMCaHbl MpY  TpaHC/IoKaLMK  XpoMocoMbl  18.
OnuncaHa Mo3ank-Tpucommss E. UYacTtoTa Tpucomum 18 cocTaBnseT
1:3000 pomoB. 74% BCcex [OETOIA C TpUCOMMELA 18 — AEBOYKM, 4TO,
no BEA BUOMMOCTW, MOXET ObMb 00YC/I0B/IEHO 6GOSBLLEIA  BHYTPU-
YTPOGHOIA CMEPTHOCTLIO MaslbYMKOB. [1aTo/10roanaToMHYeCkH onpefe-
NA0TCA  AeheKT MEeXOKesTyJ04KOBOA S MeXnpeacepaHoiA neperopoaku,
CTEHO03 YCTbS M aHOMa/ MM Ayrn aopTbl, OTKPbITLIA apTepUasibHBLILA Mpo-
TOK, AetekTbl AvadparMbl N MEKKeSieB AMBEPTUKY/I. B rosioBHOM mo3sre
Haxo4AT W3MEHEHVS K/IETOK Kopbl 60/blUMX MOMYLLApUEA,  aTpoumio
HEPBHbIX K/IETOK B MO3)KEUKE W KpacHoOM siape.

KnunHnka. CpegHuia Bec 60nbHOr0 pebeHka € Tpricomreih B
npu POXXOEHWM HWKE HOPMbI, BblpakeHa ruvnoTpotus. lMiaueHTa Ma-
NeHbKasA, 4acTo OTCYTCTBYIOT 06e MyroyHble apTepum 1 UMEETCA Mapo—
aMHWOH. B 60/bLLMHCTBE CrlyYaeB 06HaPY>XMBAOTCA TMMNEPTOHUS MbILLLL
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n rwrcppedniekcns. Pethnekc Mopo HEMOCTOSHHBILA. Pexxe HabnogaeTcs
FUNOTOHVSI MblILLILL, TUNWMYHA (ICKCOpHast AediopMauys MasbLEs pyKw,
CTOMa nosiasi C BbCTYMAOWEA MATKOMA, KOPOTKMEA BTOPOIA nasiey, Hora
HaxoauTcsa B OopcasibHOA hriekcnn. Hepeoko cuHaakTwivni. Hortu
ruMnoriacTuyHbL.  FpyavHa  wupokas. YacTbl MyroyHble, MaxoBbliA
1 3MOPUOHa/IbHbIE TPbDKU. Yepen BbITAHYT, YL pacrosiokeHbl HU3KO,
JehopMrpoBaHbl, 0TMeYaeTCs MUKpPOrHaTHSA. ObHapyxmBaiATe!! MHOXeCT-
BEHHbe MOPOKM PasBUTUKSA BHYTPEHHUX OPraHoB: cepaua, J1Ierkux, rnoyvek
M ap. [NasHble CUMMATOMbI BK/IOYAOT MTO03, 9K30(TasibM, aHoMaInMmn
pafy>XHOA 0060/104KM, 3MMKaHT, TUNepTesniopnsM. Y MHOruMx [OeTetl
reMaHrMoMbl Ha KOXe.

AwvarHos. [lpy NocTaHOBKeE AvarHosa MsyyalT W nanunisp-
HbBA PUCYHOK. 90% 60/1bHbIX, MMEIOT AYroo6pasHbIiA PUCYHOK Ma (hasiaH-
rax nanbueB. Bonee yem y 50% [eTet4 oTMevaeTces ry6okas 60po3aa,
napasisiesibHasA nasnbuam. OKoHYaTesIbHbIA AMarHo3 ycTaHaBIMBaeTes Npy
nccreoBaHNM XPOMOCOMHOI0 Habopa, KorJa BbISBSETCA Hasmyme Jorosi-
HUTESTbHOLA 18-HAXPOMOCOMbI, PeXXe—TPaHC/I0KaLKA XPOMOCOM, MO3anLI3M—
MporHo3 rmoxotd. 70% 3TUX LETEIA OOXKMBAKOT To/bKO A0 1 mecsua,
0% — go 1 rona a Tonbko 1% — go 10 feT u Goree.

TPNCOMUA D (xpomocombl 13—15) (MaTtay cuHgpom). Onwcas
Patau B liHit» r. B ocHoBe cMHApoMa S1eXUT Tpreomus 13—15-n xpomo-
COM, pexke TpaHC/I0KaLMmM XpoMOCOM. BOMbLUMHCTBO aBTOPOB OMKMChIBAaOT
MO3auK-TpHCOMMIO D. WHorga HaxogAT [06aBOoYHbIA - (hparMeHT oAHo!»
M3 XpomMocoM rpynnbl D. B reHese XpoMOCOMHbIX abeppaunn UMeeT
3HaveHne BO3pacT MaTepn. [leBouKM 6OMEOT HUCKOMBbKO Yalle Masibun-
KoB YacTtoTa Tpucommmn D coctaBnseT 1 : 4000 pogoB. OTKpbITVE Tpa-
coMmm 13—15 nocny>Kusio OfHOBPEMEHHOMY OTKPbITUK stuonoru»
apnH3aHUehanHn. 80% apyH3HMNE(aSMEIA UMEKOT 3Ty (hOpMY XPOMOCOMHbIX
aHoMaMiA. Ha cekumn nouty B 50% OTCYTCTBYIOT 0OOHSATESIbHbIE
JIYKOBULBI U 0B0HATENIbHBLIA TPaKT. 3puUTe/ibHbIA HepB  He[opasBuT.
Moutn a 10% cny4YaeB HeaopasBUTbl JI0GHblE OTAe/ bl Mo3ra. Mosr
YMeHbLLIEH B pasmepax, MO3KeYoK aTpotupoBaH, TpeTuii Xenyaouek
MOXET OTCYTCTBOBaTb. B O0TAe/bHLIX ClyvasX OTCYTCTBYHOT MypaMUaHbIE™
MpOBOAHVKWU B MPOA0SIroBaTOM Mo3re. bosblumve M3MeHeHUs B cepaeyHo-
COCYAINCTOIA cucTeMe: OeieKTbl MEeXOKesTyJ0UKOBOMA N MexupeacepaHoa
neperopoaKn, OTKPbITLIA apTepurasibHbILA NPOTOK K paHHWIA apTepumo-
cknepo3. B 50% wmeeTca MOMMKUCTO3 MOYEK, rMapoypeTpa, ruapo-
Hetpo3, B 23 crlyyaeB — ABYyporas Marka.

NnHuMkKa. [letm poxaalTes NPeXaeBpeMEHHO, C  HU3KUM
BECOM. B 60/bLUMHCTBE C/lydaeB OTMeYatoTCs MblLAVEYHAS TUMEPTOHUSA
M nweppe/IoKens, wWHorga cyaoporv. BosblUMHCTBO LETRIA FiyXxuve
v Tyroyxme. HoBopoXAeHHbIe MMKpoLedasibl 06bIMHO MMEKOT AetheKTbl
KOXW F0JI0Bbl, MMKPOJTasIbM, KO/1060MYy pafy>XHOMA 060/104KN W F/Ty60K0—
Cvigawpve fedopMmpoBaHHbIe YiLHbIE pakoBUHLL. B 34 cniyyaeB mmeeTcs
pacLien reHve rybbl 1 BepxHero Heba. MHorga OTCyTCTBYET HOCOBas
neperopogka. [loCTOSHHbI  FPbDKW,  KPUATOPXM3M, MOMOAKTUIVS,
thnekcopHau AethopmaLiia NasibLEB, BbICTYMAOLLASA NATKA M Nosias cTona.
Mpn  gepMaTorNnNUUeckoMm  UCCIeA0BaHNN — MBMEHEHHBIEA  KOXMbIN
pUCYHOK. [MporHo3 HebaronpusTHbIA.  [poao/DKUTENbHOCTE  XKU3HU

J“ TPOMBACTEHVNA HACNEACTBEHHAA TEMOPPAIMYEC-
KAA TTNAHLUMAHA. BnepBble 3a6onieBaHve onucaHo Glanzman
B 1918 r., KOTOPbILA OTMETWI (PYHKLIMOHA/TbHYHO HEA0CTaTOYHOCTb Muiac-
TUHOK Kak OCHOBY remopparmyeckoro auaTesa. 3abosieBaHue, Kak
npaBwsio, HacsieaoyeTcss Mo  ayTOCOMHO—PELLECCMBHOMY Tuny, i S40M
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aBTOPOB OMMCAHO AOMWHAaHTHOE HacnefoBaHve. My>XUMHbI U YKEHLLMHBI
60/1et0T 0AMHaKOBO YacTo. B 10% cemel4 0TMeYeHbl poACTBEHHbIE Gpaku.

KnunHnyeckun 3aboneBaHWe NpoSBASETCA 3HAYUTESTbHbIM
KpoBOTEYEeHVeM Mocsie Menkux TpaBMm. O6pallaeT Ha cebs BHUMaHve
peskoe yA/MHeHE BpeMeHN KPOBOTEHEHNS MpY HOPMaslbHOM KOJSTMYECTBe
MNNacTUHOK, OTCYTCTBME peTpakuMn KPOBAHOIO CrycTka, OTMeyaeTcs
WRHVB0LMTO3 M MakpoLTo3 MIacTUHOK. CUMITOM LUMNKAa pe3ko Mo
ATenbHbIA. [pn rccieaeBaHUM TPOMOOLIMTOB 06HaPY>KMBAETCA BU3KA
YpoBeHb  rAvuepasibaerHa-gocaTaernaporeHasbl,  NUPyBaTKUHA3bI,
eafieHo3nHTpUocthaTa (AT®P), B HEKOTOPbIX CrlyyasxX aaeHO3MHAMGOC—
thata (ALDP). Y TpomMboUMTOB MoTepsiHa CMOCOOHOCTb K 06pa3oBaHUO0
ACEBAOMNOAMIA, OHW MeHee MoABWXKMbl. B pesynbTare aTUX M3MEHEHUIA
HapyllaeTca arr/iloTUHaUMs MIaCTUHOK W MJ1oXo o6pasyeTcs Tpomo6.

NNeyeHMe NPOBOAUTCA BHYTPUMbILLIEYHBbIMU WHBEKLMAMU 1%
pacTBopa npenapata AT®. [lMpn KpPOBOTEYEHUSAX MOKasaHbl MECTHbIe
mCpeiCTBA W MepeiMBaHns KpoBuW. [porHo3 y B3pocsibIX 60/1bHbIX XOpOo-
UMA, TaK KaK C BO3pacTOM KpOBOTOYUMBOCTb YMeHblUaeTcs. B 6onee
MOJ1040M BO3pacTe 06WibHbIE U A/UTeSbHbEE KPOBOTEUEHUS MOMYT Mpu-
BECTU K HebnaronpusaTHOMY UKCXoay.

TPOMBOUNTAPHAA TEMOPPAIMMYECKAA AOUNCTPODUA.
mOrcaHa B 1048 r. Bernard v Soulier. BcTpeyaeTcs y My>XUUH N Y >KeH-
WWH. HacnegyeTca Mo ayTOCOMHO-peLieccMBHOMY Tuny. OnmcaHbIl
meH/MHLE CITyYan.

KnnHnyeckune cyMITOMbI 60/1€3HN — MOSB/IEHNE 3IKXIIMO—
=B 1 METEXVIA Ha KOXXEe B MNepBble Mecsubl Moc/ie poXAeHus, 3acTbl
KPOBOTEYEBUS M3 C/IM3UCTbIX 000/104EK. XapaKTepHbl CTPYKTYPHbIE U3-
MEHEHMS TPOMOOLMTOB MNP HOPMasIbHOM KOSIMYECTBE: OHWM HEobbIHalAHO
60NbLUMX pa3mepoB (00 Be/MHMHBLI IMMGOUMTOB). Bpemsi KpoBoTeUeHUs
YO/IMHEHO, OTMEYaeTCs  HapylleHuve  Tpom6onacTMHoobpasoBaHUS.
MerakapnoupTbl HOpMasibHbIE.

NeueHune  KpoBOTOUMBOCTb YMeEHbLUAETCA MpMn MNepesimBaHUn
KpPOBW W TPOMOOLITTHOIA Macchbl, a Takoke Mpu JieHeHUM KOpTUKOCTepou-
fdamn. 3abosieBaHMe MOXET MpOTEKaTb B JIETKOIA U THKesoiA (opme.
B nocrieaHemM cryyae BO3MOXEH JIETa/IbHbIA MCX04, OT 06U/1bHOM0 KPOBO-
TeueHus.

TPOMBOIATNA BUNJTEBPAHOA HACNEACTBEHHO.
CEMEVHASA (6one3Hb BnnnebpaHaa;, BpoXXAeHHas MceBAoreMomnvs;
remopparuyeckas KanuaasaponaTms; atpomMooLMToneHnImncKasa nypnypa,
saHrvioremopring; cocyguctas remopuams). B 1926 r. Willebrand
onmcasl cBoeobpasHyto opMy remopparm4eckoro aviatesa, KoTopyto O
Habntogan Ha AnaHackmx ocTpoBax (Bammuiackoe mope). 3aboneBaHue
nepegaeTcs Mo ayTOCOMHO-AOMUHAHTHOMY TUMY, UMEHOTCA FOMO3UIOTHbIE
A reTepo3nroTHble GopMbl. Cpean G0SIbHBIX OTMEYaeTes CpaBHUTESTbHO
Heb6osbLUoe NpeobriagaHve XeHLWmH. OnucaHo 6onee 500 crlyyaeB 3TOro
3aboneBaHMS.

KnunHunuyeckoe nposBsieHne 60/1€3HN — KPOBO—*
TeYeHNA 13 C/IM3MCTbIX 060/104EK N KOXHbIE FremMopparnn B BAOE IKXUMO—
30B. Hebonbluve onepaumn (yganeHvie 3y6a, TOH3WI9KTOMUS) HepeaKo
COMpPOBOXAAOTCA UPe3BbIMAIAHO 0OWILHBIMA M OMacHLIMU KPOBOTEUYEHN-
AaMu. MoryT MMETb MECTO M remapTposbl. XapaKTepHO yBeSMuyeHve
L/MTENbHOCTU KPOBOTEUEHUS M PE3KO MOSIOKATESbHBILA CUMITTOM LUMMNKA.
KornyecTBo TPOMOOLIMTOB, UX CTPYKTYpPa, PETPaKLMA KPOBAHOI0O CrYCTKa
HOpMasibHbI.  [pyrve remoctartuyeckue npobbl — Tpemsi CBEpTbIBaHUSA
KpoBu, NpoTpoMOMHOBOE BpeMS N KOIMYECTBO (PUOPUHOreHa — Takoke
HOpMasTbHbI, Kanunninspockollraeckoe mccenoBaHe 60/1bHbIX 06Hapy—
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9KMBaET (DYHKUMOHa IbHble HapylleHUs — OTCYTCTBYET peakuus 3a-
nycTeBaHNA KaHWISPHbIX MeTeslb B OTBET Ha MUKPOTPaBMYy, XapakTep-
Has [/19 HOpMa/ibHbIX Kanwuaspos. 3To, MO-BUAMMOMY, 00YC/10BSIEHO
ee U3MEHEHUAMN COCYOUCTOMA CTEHKM, a AePUUMTOM rymMopasibHOro Co-
cyancToro akTopa (thakTopa HubCOHA), KOTOPbIA COAEPKNTCS B KPOBU
3[10POBbIX JHQOEA U KyNUpyeT remopparvyecknia CUHAPOM Y 60/1bHbIX
60N1e3HbI0  Bunebpalto nocne MHDY3UM KpoBu foHopa. OTmevaeTcs
yMepeHHbItA aedmumt VI aHTUremodmnnueckoro akTopa. MNpodunak-
TVKa OC/IOKHEHWIA COCTOMT B MpeAoTBpalleHVuy TpaBM, CroCOBHbIX
BbI3BaATb KPOBOTEYEHUE.

NNeyeHwne. TlaToreHeTNYECKOro JsieyeHus 60/1e3HN He CyLLEeCT-
ByeT. [1N19 OCTaHOBKW KPOBOTEYEHMS MPUMEHSIOTCA MeCTHble CpeacTBa
{remocTaTnueckas ry6ka, TpOMOVH 1 Ap.) W NepesvBaHmne B AO0CTATOUHOLA
[o3e Msiasmbl U KpoBW. C BO3pacTOM Hak/IOHHOCTb K KPOBOTEUYEHWSIM

N dTPOMBOUNTOMELI1IVNYECKAA TMYPMYPA (60ne3Hb  Beprib-
roja, XpoOHMYECKass peLMAMBUPYIOLLAA Mypnypa, — navonaTmnyeckas
TpomboumToneHnYeckas nyprnypa). BrepBble 3abosieBaHWE OMUCaHO
a 1735 r. Werlhof. MNpu 6onesHn 'Bepsibroa B 16% crydaes
Y[AeTcsl YCTaHOBUTb CeMelHbIA XapakTep 3abosieBaHusA. Bompoc o Tune
Hac/e0BaHWs1 0CTaeTca [0 CUX MOp HepelLeHHbIM. 3abosieBaHVe BCTpe-
YaeTcsl MPeMMYLLUECTBEHHO Y JKeHLUMH. [laToreHe3 3a6oneBaHuss A0
HaCTOALLLEro BpeMeHM OKOHYaTesIbHO He SiceH. PaHblue 60/1bLuoe 3HaYeHve
npuaaBany U3MeHeHUsIM (lYHKUMEA cenie3eHKU. B HacTosiee Bpems
BbICKa3bIBaeTCA MNpeanosiokeHWe, 4TO TPOMOOLMTOMEHNYeCKass Mnyp-
nypa— 3abosneBaHVe pasHOPOAHOE, WMElOLee C/I0KHble MaToreHeTu-
yeckmMe MexaHusMmbl. OcTpble c/lydan 3abosieBaHUsi 6OMbLLEA YacTbio
ObIBalOT a/I/IEPrMYECKNE; XPOHUYECKME — UMEIOT UMMYHOSI0MUYECKYH
OCHOBY C aHTUTENaMN NGO Bbi3BaHbI 06pa3oBaHMEM MaTOs10rMHECKOro
BeLu,eCTBa CesIe3enKoIA.

KnmHmnuyeckaa KapTuWHa 3a6oneBaHUst pasnunyHa.
CrneupnyeckuMn  NpU3HaKaMn — ABMISIKOTCA  06/1aKoanaHbIE  «CUHSIKA»
Ha MecTe Oake JIerKUX TpaBM; pPe3KOe CHYDKEHMWE 4ucsia TPOMGOLIMTOB
(BN0Tb [0 eAMHUYHBIX B MpenapaTe), 3HauMTeslbHoe YBE/IMYEHME COAEep-
XXaHUIA MErJIkapuoumToB B KOCTHOM MO3re, OTCYTCTBUE YBeSIMYEHUS
cesieseHKU. CneuunpuyeckMn HapyLLEHUSIMWM B CBEPTbIBaOLLIEM cucTeMe
KpPOBU SIBMAIOTCS YA/IMHEHWE BpEMEHW KPOBOTEUEHMSI U HapylleHue
peTpaKLMM KPOBSHOFO CryCcTKa; pe3Ko MoSIoKUTESIEH CUMITTOM LLMIKa.
MerakaprnoupyTbl B KOCTHOM Mo3re mnpeACTaB/ieHbl [/iaBHbIM 06pa3om
MO10ApIMA PopMamMm ¢ pPesKo 6a30qaman0|‘7| LATOrU1a3MoiA 1 6e3 npusHa-
KOB OTLUHYPOBKW MJ/1acTUHOK.'

NeueHwne. Tlpn ocTpoiA TpoMOBOAMTOMELLrYeCKoM Nyprype
HEo6X0A4MMO MPUMEHEHNE KOPTUKOCTEPOUAHBIX FOPMOHOB. [pn XpoHuye—
CKOIAl HEMMMYHEOIA (hopMe CcTepomnaHast Tepanus JaeT BpeMEHHBIEA 3geKT,
rnoaToMy, Kak MpaBW/10, PEKOMEHZYeTCsl CTUIeHIKTOMUS, KOTopasi [aeT
O0TUET/IMBOE KJ/IMHUKO-TeMaTosIorMyeckoe ynydileHve. [porHo3 6naro-
npsATHBLIA C rofaMyM HaK/IOHHOCTb K KPOBOTEYUEHUO YMEHbLLIaeTCs,
Y [eBOYEK WMEETCS OMAaCHOCTb O0OWIbHbIX MeHCTpyauun B nepuofl
nonosoro a3BNTUN

TY P03HbIVI CKJIEPO3 (6onesHb BypHeBunns — MpuHrs).
3a6oneBaHv|e npeACTaB/IsSeT codeTaHUe CYyA0POXKHBIX MpPUNaaKoB, criabo—
YyMMs U CBOE0OpasHbIX KOXHbIX M3MeHeHUIA. OnwmcaHo Burnounue
B 1862 r. Pringle B 1880 r. BnepBble BbiAE/MI Ty6epo3HbLIA CK/IEpO3—
B CaMOCTOATESIbHYIO HO30/10rMyecKkyto opmy. B nuTepaType umeeTcs
onvcaHne HemHorum 6ogee 600 HaboAeHNIA. B nonynsiupmn Ty6epo3HbIia
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Cksiepo3 BcTpedvaeTca 1:600 OO0, B yupeXaeHusaX 419 YMCTBEHHO
OTCTa/IbIX S, 60/IbHblE TY6epo3HbIM CK/1epo3oM cocTaBnsioT 0,3%.
HacnegyeTcsa 3abonieBaHvie Mo ayTOCOMHO-ZAOMMHAHTMOMY TUMy C Herosi-
HOLA MEeHETPaHTHOCTLI0 MyTaHTHOro Tena. py naTo/10roanaToMnUyYecKom
nccsefoBaHMM B MO3re 06HapY)>KMUBaKOTCS Y3ekn win 6yropku 6eseco-
BaTO-Xe/TTOBATOr0 LIBETA, CK/IOHHbIE K 00bI3BECTB/IEHVIO. Byropku
MOryT JI0Ka/IM30BaTbCA B Kope 1 6e/loM BeLLecTBe 60/1bLUMX MOoyLLapuriA,
CTBOJIE H XeslyouKax MOo3ra, MOKeYKe, CUMHHOM Mo3sre. [mucTonoru-
YeCkW B MO3re BbISIB/ISETCA PasMHOXEHME F/Ma/IbHbIX BOSIOKOH, Hasmyme
aTUMUUHBbIX TUFaHTCKUX KETOK, MPeACTaB/IAOWMX KpyMHble MySibTr-
nosisiprble KIETKN ¢ 60/1bLUMM KOSIMYECTBOM OTPOCTKOB U My3bIPpbKOBUA-
HbM S4pPOM. YKasaHHble K/ETKU BCTPEYaloTCa B M/I0THbIX TY6epoHAHbIX
oyarax, a Takke yyacTKax Kopbl 6e3 MakKpOCKOMUYECKUX W3MEHEHUIA.
YacTo MoryT 06Hapy>KMBaTbCA MHOKECTBEHHbIE OMYyXO/IM  MOYeK —
reMapTombl, OMyXo/M cepaua — pabaoMMOMbl U OMNYXOSIM  JIerKUX,
reyveHn, MomKeslyJ04HOA Xernesbl M Apyrux opraHos. aToreHes 3a6o-
NeBaHNA MasionsyyveH. Bo3MOXXHO, YTO Ty6Gepo3HbIA CK1epo3 0THOCUTCH
K 3KT0-Me303HToAepMa/IbHbIM - ANCTIIa3MSAM.

KnnHunk a. OCHOBHbIMA K/IMHUYECKMU CUMMTOMaMU Ty6epos-
HOI0 CKJ1epo3a SAB/IATCA CYA0POXKHbIE MPUMaAKW, NCUXUYECKME U SHAO-
KPUHHbIE PacCTPOIACTBa, M3MEHEHUS KOXW, MOPOKU pasBUTUS BHYTPEH-
HUX opraHoB. Hauano 60/1e3HM Yallle 0TMeYaeTes Ha NepBoM oy XXMU3HW.
Y [eteiA sBosHukanT NOSIMMOPGHBbIE CYA0POXKHbIE NPUCTYMbI. Marnble npu-
MaaKkv Mo TUMy KUBKOB, CaslaaMOBbIX CYZAO0POr COYETatTCA C 60/1bLLMMM
abopTUBHBIMM M MCUXOMOTOPHLIMU MpUcTynamn. MoryT HaboaaThes
LnvTeNbHbe  6eccyopokHble  WHTepBa/lbl. BofbHble pesko oTcTaloT
B MCUXNYECKOM PasBUTUN; B 6O/IbLLUMHCTBE C/1yYaeB MHTE/VIEKT CHUKaeTcA
[0 nonotun. Hepegko 06Hapy>XmBatoTcs ruapouedanng, nvpammaHble
H  3KCTpannpamMuiHble CYMITOMbI,  3aMMo30reHHTa/IbHbIEA  CUHAPOM.
B BospacTe 0T 2 A0 6 JeT n3peaika B TeHeHVie NEPBOro rofa Xusnu y 6onb-
HbIX MOSB/IAIOTCA KOXHble M3MEHeHUs. XapakTepHa adeHoMa CaslbHbIX
Xenes Ha Lekax — afeHomMa VpuHrns, umetowwas Bug 6aboukn. Mpea-
CTaB/leHa ManysilaMy po30BOr0 /M SAPKO-KpacHoro ugeta. [Ma nby
60/IbHbIX O0TMeYaeTcs MUIMEeHTUpPOBaHHas OrMyxoslb, Ha rosfioBe —
yyacTKUM cedbX BO/10C. BcTpeyaloTcs KOXKHble (PUOPOMbI, aHTM3KTasnw,
LiarpeHeBble YTO/LLEHVS KOXW. B0 BHYTPEHHMX opraHax — Moykax,
rneyeHW, ceneseHke — Yy oTAeSbHbIX 60/IbHbIX 0TMeYaroTes AobpokaqecT-
BEHHble OMyX0/IM, MHOrAa CK/IOHHble K MasMrHuszaumH. Yacto Habnto-
[Al0Tea  AucrIacTUYecKVe YepThbl;, BbICOKOe He6o, AedopMaumm ro3so-
HOYHMKA W PYyOHOIA KIETKW, KOPOTKOHAI0CTb U T.4. Ha rnasHom gHe
06bI4HO BbISBNAIOTCA HOBOOOpPa30BaHWS, pPacrosiokKeHHble Ha Aucke
3pUTESNIbHOIO0 HepBa WM  HarnomuHalolpe TYTOBYK Arody, OTAeSibHble
0YaXKKM MO nepudeprn ria3Horo AHa. MNpy KpaHMOMIOrMYecKoM mccneno-
BaHWM  YCTaHaB/IMBalOTCA MeTpUMKaThI,  Yalle  JIoKa/Iu3yroLmecs
B 06/1aCTV GOKOBbIX W TPETHLEr0 XXesTy04KOB, MO3XeuKe. I/1eKTPo3HLLe-
thanorpamma  XapakTepulyeTcsi  HamumeM  Andiy3HbIX  HapyLLeHWEA
6V09/1EKTPUYECKO aKTUBHOCTU B codeTaHMM Co4aroBbIM/ N3MEHEHUSMM.
TeueHvie 3a60/1€BaHNS HEYKJ/IOHHO MporpeccupytoLlee, 60/bHble 4acTo
rnornéatoT B ANWIENTUYECKOM CTaTyCe, pexke 0T HUTEPKYPPEHTHbIX 3a60-
NeBaHNIA. [ IMTeNbHOCTb YXW3HU He rpeBblaeT 2U—25 JieT.

AviarHo3. [Ona aAuvarHosa BaXHO CoYeTaHve CYO0POXHbIX
MPUCTYMOB, KOXHbIX CUMMTOMOB, C/laboymMus M Crieumnyecknx msme-
HEHWEA r/1a3HOr0 AHa.

NeuveHwne. Mpn fedyeHU 60MbHBIX Ty6EpPO3HbIM CK/1EPO30M
MPUMEHSIOT  MPOTMBOCYAOPOXKHBLIO W AermapaTaliLlosHbio  npenapaTbl.
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Cnenndnyeckan Tepanua OTCYTCTBYeT. [1porHo3 HebMaronpuATHbIIA,
B oTAenbHbIX Ccry4dasx MNpPoBOAUTCA HEeApOXUpYypruyeckoe JsieveHve
onyxonein.

®EH MNMNNPOBNHOITPAANAA OJINTOPPEHNA  (deHrvikeTo-
Hypns. 6onesHb ®ennnHra), 3abosieBaHne Briepeble onucaHo B 1934 r.
Fuelling. PacripocTpaHeHO BO BCcex CTpaHax Mwupa. Hacnenyetca ao
ayTOCOMHO-PeLIecCUBHOMY TUMy, 06a Mosia NopaxkatoTcs NpUG/M3NTENIbHO
C paBHOLA 4acTOTOIA. 3aboneBaHVe BCTpeYaeTcs cpeay HOBOPOXKAEHHbIX
1: 10 0HO, B nonyssAuum 1—4 : 100 000; cpeAn YMCTBEHHO OTCTa/1bIX
LeTRiA 60/bHble (heHMIKETOHYPUEIA COCTaBNSAOT oT 2,4 A0 4.3%. Is 13—
15% cniydyaeB OTMeYaeTcsa KpOBHOE POACTBO poauTesieid.  Pogutenn
B 100% criyd4aeB SBAAOTCA FETEPO3UIOTHLIMA HOCUTENIIMU  MAaTOos10-
rnyeckoro reHa. MaTonoroanaroMUyecKkL,: MUKpoLehains, MUKPOrpus,
HapyLLeHVEe MUeTMHU3ALUMN 3pUTENbHBbIX HEpPBOB, MUPaMUAHbLIX TPaKToB
H MO3KEUKOBbIX [MyTelA B ocHoBe 60/1€3HM NexunT AedeKT GepMeHT
/NWIIaHUHIMAPOKCIasbl, BCMIEACTBYE 4Yero HapyllaeTcst Mepexon

eHnanaHMHa B TuUposuH. CoaepxaHue eHuNasiaHuHa MoBbILAeTCH
B KPOBW H JINKBOPC 60/IbHbIX, B TO BPEMS KaK TMPO3UH WU HEKOTOopble
Apyrvie aMMHOKUC/IOTbI CHKatoTeA. JucbanaHc aMMHOKUCIOT NpuBoaun?
K BHPYLUEHMIO MHeSiMHMsau! mo3ra H HedoCTaTOYHOM  MpoayKumu
afpeHa/IMHa, HopagpeHasIMHa, MeslaHvHa N Aap.

Knunakka. PaHHUMM cMMiTOMamMn SIBASKOTCA pBOTa, pasfgpa-
XUTE/bHOCTb. aK3ema, 0TCTaBaHVe B MCUXOMOTOPHOM pa3BuTun. [Jetun
00bIMMO  6es10Kypble, roslyborsiasble, KoXa C€/1abo nMrMeHTUpoBaHa.
OT MHOrMX 60SIbHbIX UCXOAUT CrReLMPNUECKNIA - (<MbLLMHBLIA») 3anax.
Hanbonee xapakTepHbIMU SBASKOTCA CUMIITOMbI CO CTOPOHbI HEPBHO»!
CUCTEMbI. B HEBPOSIOrMYECKOM CTaTyce — FMMEepPTOHUS MbillL, BbICOKME
CyX0oXusbHble peduieKcbl, aTakcus WU FHMEPKIHe3bl. Y MHOMMX 60/1bHbIX
B*paHHeM [OETCKOM BO3pacTe OTMevaloTcs 6osibluve 1 Masible anuwienTu-
yeckue NpunagKu. B ncmMxonaTosiornyeckoii KapTuHe PEe3KO BblpaeH—*
HOB cnaboymue. BONbLUMHCTBO 60/bHBIX OTHOCATCA K UOMOTaM «/n
K nmbeuwiam 1 oTAesibHble 60/1bHble — K AebwiaMm  XapaKTepHbIM /151
60/1bHbIX (PEHMIKETOHYPUEIA SABNSETCHA BASI0CTb, MacCUBHOCTb, OTCYTCTBYE
MoGY>XAEHNIA K KakoM-/1B0 AesTeNlbHOCTU. VIHOraa HabnogaeTes ncuxo-
MOTOpPHasA PacTOPMOXKCMHOCTb. JlabopaTopHble uWcCMeaoBaHUN:  coaep-
KaHue heHnIasiaHMHa B KpoBU (M CIIMIHHOMO3MOBOLA YXUAKOCTW)MOBbILLIEHO
00 40 Mr%. B moue BblpaKeHHast rMvepaMHHOoaLHAYpUS N KeToaumay—
pPHA  (M30bITOK KETOKUC/I0T), MoYa [JgeT MOSIOKUTENbHYIO peakLmio
5 peakTmBoM ®PensiNHra, AUHUTPOPEHWUMAPA3MHOM.

AnarHo3 CcTaBaT Ha OCHOBaHUM XapaKTePHbIX BMOXTTMMIYECKMX
VBMEHEHVNIA U TUMNYHBIX K/MHUYECKUX OaHHbIX. AudxprpeHumanianbiia
AvarHo3 cregyet NpoBoAUTb C APYrMMM aMUHOoAUUAYPUSMI, FPynroiA
LETCKNX LiepebpasibHbIX Mapa/iMyeli, CyA0poKHbIMWU CUHAPOMaMWU pas-
JINHYHOIA 3TVO/I0M K.

JledyeHne — greta c orpaHNYeHNEM (heHUNaaHMHa, npenapaTthbl
LnmorpaH, snogeHanak 1 ap. MNpoBoanTca nog 6UOXUMUYECKMM KOHTPO-
nem. lNpothurnakTuka 3abosieBaHUA CKIaAbIBaeTCA M3 paHHELA AmarHoc-
TUKN C MOMOLLBI aKCMpecc-TeCTOB H XpomaTorpagmuueckux MeToaos,
MeANKO-reHETUYECKOT0  KOHCY/IbTUPOBaHUS U BbISBIEHNA reTepo3nroT
HOF0 HOCHTE/IbCTBa C MOMOLLBIO Harpy3o4HbIX TeCcTOoB.

®JIEBOKTA3NA BPOXAEHHAA — nopok pasBUTUA MOBEpX-
HOCTHbIX BeH (BEHO3Has aHrMokaBepHOMa, roslybas aHrvoma, BeHO3Has
aHrvoma, aHrmomaros, BeTBUCTas aHrmoma). [logpobHoe onvcaHWe
KMHWKN 3abosieBaHuA caenaHo Backenheimer B 1907 r. BpoxaeHHas
hnebakTasna ABNAAETCA Hanboslee YacTo BCTPEYaroLLMMCA MOPOKOM pas-
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BUTUSI COCYNCTOIA cUCTEMBL. VIMEIOTCS YKa3aHUsi Ha posib Hac/ieiCTBEH-
HOCTU B BO3HWKHOBEHUWN BPOXAEHHOIA (ebakTasun. [ocneaHss Har
6/10aeTCA B pa3/IMYHbIX Yy4yacTKax Tesa, OfHAK0 ualle mnopaxarTcs
KOHEYHOCTU. AHaTOMMYECKM TMOPOK  XapaKTepusyeTcsl  Ha/luvMem
aHOMasIbHO PacrosIokKeHHbIX paclUMPeHHbIX BEHO3HbIX COCyAoB. BeHa
HeoObMHOMA (JOPMbI, MMEIOT LLIapOBUAHBIE YTO/ILEHWS, aHeBpPU3MOroa06-
Hbe BblGyxaHusi. [Mpy MOpGOSIOrMUECKOM UCC/IeA0BaHUN HaxoasAT He-
paBHOMEpHOe  pacrosioKeHNe MbllleYHbIX BOJIOKOH,  HeaopasBuTue'
3/1aCTMYECKOr0 KapKaca.

KnmHmnmuyeckasa KapTuHa Nopoka pasBUTUA MOBEPX-
HOCTHbIX BEH XapaKTepusyeTcsl Ha/MuvMeM paclUMpeHHbIX U3BUTbIX BEH,
KOTOpble pacroslaralnTcsl Ha OrpaHMYeHHOM Y4aCcTKe WM 3axBaTbIBalOT
3HaUUTesbHbIE MPOCTPaHCTBa. 3abosieBaHME MPOSIBIIIETCS C POXAEHUSA
WM B repBble MeCsLbl s»usniu pebeHKa, BHavasie 0TMeyaloT M3MeHeHVe
OKpackn KOXHbIX TOKPOBOB, KOTOpble CTAHOBATCA LMAsSiOTHUHbIMA.
3aTeM MOSIBMISIKOTCA Pa3/IMUHOLA (hopMbl OMyXosieBUAHbIE 06pa3oBaHUS.
Mo mepe pocTa pebeHKa 3TV 06pa3oBaHUS YBEIMUMBAIOTCS B pa3Mepax,
CTaHOBATCA HaMpsHKeHHbIMY, XOPOLLIO KOHTYPUPYIOTCA 04, KOXelA.
Koxka nog HAMM MUCTOHYAEeTCS, MPUHMMAET LVIaHOTUYHBIA LIBET, nepuroau-
YECKN MoABepraeTcs s3BeHWbIM MpoLeccam. XapaKTepHbIM MPU3HaKOM
npy BpOXXAEHHOIA 1e63KTas3nn SAB/SETCA YMeHbLLEHVE BapyKo3a 1 ony-
XOMEBUAHBIX 06pa3oBaHWiA MpY MOAHATUM KOHEYHOCTW BBEpX WM CAaB-
JIEHN TKaHelA. YacTo npy nanbnauyy MOpaKeHHOro cerMeHTa MOXKHO
06HapYy>XNTb B TKaHSIX [VI0THble 06pa3oBaHUA OKpYrs/ioia opMbl —

ne6oiiiiTbi. TeueHWe 3abosieBaHUS [/ATEsIbHOE, MporpeccupytoLLlee,
OC/TOKHEHHbIX C/ly4YasX 60/1bHbIX 6eCroKosT 60/1H, Tpouyeckme Ha-
pyLUEHWs, ABUraTesibHble paccTpoLACTBaA.

AvarHo3s. [nAa yTodHeHUs AvarHo3a 60s1bLUoe, 3Ha4YeHNe UMeeT
BeHOrpausi, yKasbiBaloLlasa Ha XapakTep MOpaXXeHUs BEeHO3HbIX COCy-
[0B, TSDKECTb €ro, pacrnpocTpaHEHHOCTb M BOBJIEYEHVME B MpoLLece
OKpY>KaloLmMX TKaHel. JudithepeHUmpoBaTb BPOXAEHHYO (1e63KTa3nio
HeobXoAMMO OT [pYrvx OPOKOB pa3BUTUSI KPOBEHOCHBLIX COCY/0B.

NNeyeHMe XUpYpruyeckoe, 3ak/0HaeTcsi B MOSTHOM YAasfieH N
MOpaXKeHHbIX COCYZ0B W TKaHel. B HeKoTopbIX Cryvasx npuberaooT
K YaCTUYHOMY VICCEYEHMIO COCY /0B W MPOLLMBAHWNIO OCTaBLLMXCS MOPaKeH-
HbIX Y4YaCTKOB BeH MHOXECTBEHHbIMM LuBaMW. [MpOrHo3 B GO/IbLUMHCTBE
c/lyyaeB 6/1aronpuUsTHBINA. B 3anyLUleHHbIX Crydasx wiv rnpu pacnpocTpa-
HEHHOM MpoLlecce MPOrHO3 Cepbe3eH. Y HeKOTOpbIX 60/IbHbIX MOryT
BO3HUKHYTb MOKa3aHWS K amryTaumn.

POPMNMUNHTPAHCPEPA3bI HEOOCTATOYHOCTW CUHA-
POM. TMepBbita criyyati 3abos1eBaHUA Obl1 onncaH B 1963 r. Kak «runep-
tonvatlCgemMusi ¢ OPMUMMHI/KOTaMMHaLUMAYPEMA  Moc/ie  Harpysku
rUCTUOMHOM.

NMHMYecKaa KapTnHa 3ab0/ieBaHUsI XapaKTepu-
3yeTcA CK/IOHHOCTBLIO [ETRIA K OXKMPEHUIO, SIBMIEHUSIMM MceBAorunonapa—
TUPEOMAN3Ma, YMCTBEHHOIA OTCTa/I0CTLI0 U CK/TOHHOCTBIO K 3a60/1eBaHM1I0
BGPOHXOMHEBMOHVEIA. Y 60/IbHBIX 06HaPY>KMBaETCA BbICOKas KOHLIEHTpa-
umsi posIMeBOIA KUCMOTbI B CbIBOPOTKE KPOBU U HU3Kas aKTUBHOCTb
hopMUMUHTpaHcdepasbl. BosbLLUoe KOMIMYECTBO (HOPMIMUHISIHOTaMUHO—
BOMA KUC/I0Tbl MOXET BbIAENATLCA C MOY0iA Mocsie npobbl C HarpysKotA;
Mpn 3a6onieBaHUN MOXET ObMMb MOSIOKATENIbHBIIA TECT C TPEXX/I0PHBLIM
2Kes1esom.

NNeyeHMe CUMMTOMATUYECKOE.

SOCPAT-ANABET (ruvnodocdaTeMTTUECKas TyOys10MaTus, paxuT,;
Pe3CTeHTHbIA K BUTaMuHy D, Onb6patita — BatTnepa — Bniymbepra

210



Cvngpom). 3abosieBaHMe 06YC/I0B/IEHO CHDKEHMEM peabcopbummn docda-
TOB B KaHaslbLiaX MOYEK, MPOSIB/ISIETCA B KOHLIE MepBOro — Ha BTOPOM
rofly >KM3Hu, Mocsie Toro Kak etV HauvHaloT XoauTb. Tun Hacrnenosa-
HUS — OOMMHAHTHBILA, CLEMVIEHHBILA C MOSIOM.

KnunHnyeckaa KapTWUHa CXogHa C KIVMHUYECKMUN
MPosIB/IEHNSIMU  paxmTa, OAHAKO MpOLLecCbl OCTEONAHOIA ruMneprsiasum
M oCTeOMa/IALUMN Hambosiee BbIpaXKeHbl B KOCTAX HWKHUX KOHEYHOCTEA.
OTMeyaeTcs VCKPUB/IEHME OJWHHBIX TPy6yaTbIX KOCTEA U 06pa3oBaHue
genu varum. [O/IEHOCTOMHbIE N KOJEHHblE CyCTaBbl AeopMMpPOBaHbI,
yTOMWeHbl. [oxoKa HeyBepeHHasi, WHOr4a YTWHasi, B TSDKeNbIX CIIy-
Yasix OETV He MOryT XOAUTb, HO B OT/IM4YME OT paxuTa o6Liee COCTosIHNe
pebeHka  npu dochaT-AvabeTe  CTpadaeT  HesHauuTesibHo.  [pwn
OTCYTCTBUM JsleyeHUst 60sie3Hb MporpeccupyeT ¢ pocToM pebeHKa, Ha-
CTyrnaeT [AMcTpotmns, MosIHas HEeCrnoCO6HOCTb K CamOCTOSATESTbHOMY
rnepeaBXEHMIO. PeHTreHos1ormyeck 06Hapy>KMBatoTCA Te XKe U3MeHe-
HUS, KOTOpblE XapaKTepHbl /11 paxuTa, HO MaTosiorms 0co6eHHO Pe3Ko
BbIpaKeHa B KOCTAX HWKHUX KOHEYHOCTeA. OAHVMM M3 TUMMUHBLIX PeHT-
reHOMOrMYeCKMX MPU3HAKOB CUMTaETCs rpy6OBO/IOKHUCTas CTPYKTypa
ry64aToro BeLlecTBa KOcTU. Mpy GMOXMMUYECKOM UCCMeNoBaHUN Uas3Mbl
KpoBM 06HapyXwuBaeTcss ronogocdatasvst Ao 1,5—2 mr%, pesko mMo-
BbllLieHa aKTVIBHOCTb LUE/IO4HOMA (hocthaTasbl. CogepkaHve Kanbumsa fie
M3MeHeHo. B Moue 06Hapy>KMBaeTCa 3HauMTe lbHOe KOMIMUeCTBo thocdopa.

AvudpdhepeHumManbHbIA AuarHO3 c/edyeT MpoBOAUTL-
C OpyrymMn cvHApOMamm, COMpOBOXKAAIOLLIMMUCA Kap/IMKOBbIM POCTOM.

NeuveHwne dochaT-AnabeTa 3aKIOHAETCA B A/IATENBHOM BBefe-
HU BuTammHa D B 60Mblumx Ao3ax (40 O00—120 Q00 en. ekKeaHeBHO)-
Mpn 06si3aTENIbBHOM KOHTpPO/lIe aa CoAepmKaHWeM KasibLms u ocgop»
B KpoBW. [lofg, BAVSIHYEM JIEYEHUSI aKTMBHOCTb LUEMOYHOM (hocthaTasbl
ObICTPO CHWDKAETCS.

PYKTO3bI HEMEPEHOCVMOCTb HACNEAOCTBEHHASA.
OnucaHa B 1956 r. Chambers, Pratt-. 3a6osieBaHve HacrnenyeTcs M-
ayToCco.MMo—PeELIECCMBHOMY TUMy, Yawe 6on1eloT Masibumkn. Jlo 1963 r.
onucaHo 26 60/bHbIX. B 0ocHOBe 3a60/1eBaHUSI JIEKUT HEAOCTAaTOYHOCTD,
(hpyKT030-1-thocthaT-asibo1asbl B HEUEHI, MOYKaX M CAM3KCTOIA 060/104Ke—
XrLUeUNnuKa, a Takke CHWKEHWe akTUBHOCTU (ppyKTo30-1,6-avdochar—
a/1bAoMasbl; M3MEHEHVS 0HOro M3 (epMEHTOB B/IMSIIOT Ha aKTVIBHOCTb-
apyroro. JefmunT yKasaHHbIX (PEPMEHTOB MPUBOAUT K HaKor/ieHuo—
B KPOBM M TKaHAX (pyKTo3bl U (hpyKTo30-1-docthaTa, 06/1a0at0LLmX
TOKCMYECKMMUN OEACTBUSIMA 1 OMpeaesIsioLmx CUMATOMATUKY 3ab0s1eBa-
HuA. Hanbosee Tskeslble NaToMOposiorMyeckue U3MeHeHWs1 HacTyraoT—
B MEeYeHN: LMppo3, CTeaTo3, HEKPO3 K/IETOK; B MOYKax  BblpaXkeHHas
rpaHyno BaCKy/1sipHasi AereHepaLys.

KnuHuueckmne CcUMNTOMbBbI pa3BMBalOTCA B Mepuog*
Korga rpyaHbIM OeTsM Oa0T (PPYKTOBbIE COKI, caxap, WA Mpn paHHe»*
HasHayYeHUM CMEeLLAaHHOr0 MM MUCKYCCTBEHHOr0 BCKapM/iMBaHWA. Yrop-,
Has aHopeKcusl, pBOTa, pasBUTME TUMOTPOUM, MPEKpaLleHne pocTa*
YacTble 0O6MOPOKM (FUMOr/IMKEMMS), YMCTBEHHasi OTCTa/10CTb, MHOrAA
renaTtoMerasivs 1 >xkenTyxa XapakTepusyloT Tskesyto qopmy 3abosieBa-
Hus. Mpy 0o6pOKaYeCcTBEHHBbIX (hopMax 3ab0s1eBaHUSI B paHHEM [JIETCTBe
HabMHAAI0TCA TOMbKO Xesly10HHO-KULLIEYHbIE PacCTPOIACTBA U 3aTpyaHe-
HUS MpU  KOPM/IEHMW: OTBpALLEHME K MULLE, coAepxalleii (ppyKTo3y.
C yBe/MyeHveM BoO3pacTa 60/lbHble HauMHAOT Jlerdye MepeHocuTb He-
60/blUMe  KOoNmMyecTBa  (PPYKTO3bl.  JlabopaTOpHble  VcCreapBaHVs—
ABMIAIOTCA peLLaloLLMN MU YCTaHOBSIEHUN [HarHo3a. B moue 06Hapy-
XuBaetca *100—130 Mr (QpykTo3bl 3a CyTKW, anbbymMuHypus*
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runepamnHoaTAypnsA. Harpyska (¢pyKTo30i4 BbBbBaET pe3Koe yXyn-
LEHME COCTOSHUSA 6O/IbHbIX, rmnepqlpyKTosemwo 3HaUNTE IbHYIO TUMo-
rJIMKEMUIO.

Ll,mcpq)epeHu,maanblVl AnarHos MpoBOAAT C Fa—
/laKToaeMUeiA, B OT/INUME OT KOTOPOIA MPU HEWEPEHOCHMOCTU  (hpyKTO3bl
He pa3BMBaeTCA KaTapakTa, XOpOLIO MEPEHOCUTCA MOJSIOKO, 3Hauu-
Te/lbHO MeHee BblpaKeHa YMCTBEHHas OTCTas10CTb. VaeHTudmumpoBaHve
BUOa YIr/eBoda WM uccriefoBaHne akTVMBHOCTM COOTBETCTBYHOWMX (hepMeH-
TOB B 6GHOMCUPOBaHMbIX TKaHAX M03BOMIAKOT TOYHO YCTaHaB/MBaTb
OvarHo3. yTem K/IMHUYECKOro WM GUOXMMMNYECKOrO WCC/Ied0BaHNEA S1ETKO
OTBEPrHYTb  ACCEMNUMA/IbHYSD  (DPYKTO3Yputo, MEHTO3ypHIO U [pyrvie
TUNbl MEJVMTYPUIA. Y [OETEIA TpaH3UTOpHas (pyKTOo3ypusi BCTpedaeTcs
npy NMOPaXKeHUSAX MeYeHN, HepoOTUHECKOM CUHAPOME, cercuce N apyrux
MHTOKCUKaUMAX, MH/I0POCTENO3e, YMOPHOIA pBOTE.

NNeyeHne pueTndeckoe. HasHaueHWe MUKW, He coAaepalleia
mOpYKTO3bl, MPUBOAUT K JIMKBUZAUMWA  TUMOM/IMKEMAW, (PYKTO3YpLUT,
anNbOyMNHYpPN 1 TrynepaMmmHoaumaypnn. MporHo3 6/1aronpuUsTHLILA Npy
paHHEIA AuarHocTUKe 3abos1eBaHUSA M COOTBETCTBYHOLLEM AVETUYECKOM
NeveHnn.

PPYKTO3YPUA 3CCEHUMANBHAA — pobpokave—TBEHHas
BPOXAEHHAA aHOMa/InsA obmMeHa (pYKTO3bl, XapaKTepusyloLllasacs oT-
CYTCTBMEM K/IMHUYECKMX CUMITOMOB. B 0OCHOBe 3a60/1eBaHUA JIEXUT
ayTOCOMHO-PELIECCVMBHO  Hac/ieyeMbliA - AetheKT  (hlepMeHTa  neyeHn —
(PpYKTOKMHa3bl, KaTa/IM3MPYIOLLEIA MpeBpalleHne (pyKTo3bl BO (DpyK-
T030-1-thocthaT. OnmcaHo HemHorvMm 6osiee 50 60J/IbHbIX, YTO CBS3aHO
He C abCoMOTHOMA pefKocThio 3abosieBaHusA, a C ero [obpoKavecTBeH-
HOCTbIO U C/YYaAHOIA BbISAMUISEMOCTbIO. XpoMaTorpagMyecku B Mode
KoeHTNNuypyeTcss (pyKTo3a, Harpyska (pyKTo301 YBe/IMUMBaET
(PpyKTO3EMUIO U (PPYKTO3YpUI0. BO3MOXHbLI COYETaHHble HapyLLeHWs
MeTabo/mM3Ma HECKOSIbKUX  MOHOCaxapuaoBs.

NeuyeBuAa He TpebyeTca. MporHo3 61aronpUSTHBIMA.

dYKO3NO03. dyKo3mao3 OTHOCAT K MeTabosindeckum 3abosieBa-
HUSM U CBSI3bIBAOT C BPOXAEHHOMA HeAOCTaTOUHOCTLIO (OTCYTCTBUEM)
thepmeHTa anbha-1-tyko3naassl. MNpy 3ToM 3a6o/1€BaHNN MOC/1E HECKOSTb-
KNUX MECALEB HOPMasIbHOI0 PasBUTUS Y [LETElA Ha4YMHaeT MposBATbLCA
Tsbkenoe nporpeccupytoLLiee NopaXKeEHWE MCUXUKK, MPUBOAsLLEE K MOWO-
TUN. BbIABNAETCS MMNOTOHUA MbILL, MOC/1e Yero HacTyrnaeT Tshkesias
WCBaCTVIKa, AuLepcopaumoHnas purnaHocTb. 3abosieBaHMe 4acTo COMpo-
BOXJAeTCA OPOHXMTaMU N BPOHXOMHEBMOHUSAMMN, MPODY3HLIMA MOTaMW.
Broxmmunyeckoe uccrieaoBaHve BbISBMSET OTCyTcTBUE  asibia—1-tyko—
314a3bl B pa3/IMyHbIX TKaHAX: MeYeHn, S1Ierkmx, Mosre, rnovkax. YnbTpa—
.MVKPOCKOMHYECKOEe U1CCMeA0BaHE BbIAB/ISET MHOKECTBEHHbIE LTO-
nnasMaTU4ecke JIMMOMAHbIE BK/IOYEHWUS, HaKOM/IeHWe B TKaHAX
IJIMKOSIUTUYECKMX KOMIJIEKCOB M MYKOHO/IMCaxa pusioB, CoAepXaLlmx
(pyko3y (H-pesokcn-1-ranakrosa). Heobxoanmo npoBognThb audepeH-
uanbHbIA aval Hi3 ¢ MyKonosimcaxapuaosamu.

Jl nue Hue cumnTOMaTMyeckoe. [porHoO3 He61aronpUATHLIMA.

XEHXAPTA CNHAPOM. OnucaH Hanliart B 1950 r. lNpeacraBnseT
€060 MHOXECTBEHHLIA MOPOK pa3BUTUSA. HacrnegyeTcs Mo ayTOCOMHO-
peLiecCMBHOMY TUHY, XapaKTepHO MasieHbKoe «MTU4be SINLIO», MUKPO-
rHaTua, pocT 3y60B Breped, OTCYTCTBUE OTAE/bHbIX YacTeld Tesla.
Bo/lbHblE 3HAUMTESNIbHO OTCTAT B (IM3MYECKOM pasBUTUW. WHTennek-
TyanbHoe pa3BuTUE He CTpajaeT.

hepeHLUMaNnbHbIA AuarHO3 CfeayeT NpoBOaUTb
C ApyrmMn MNOpoKaMn pasBUTUSA.
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XATCYWNMA — XAKAMOPU BOJIE3Hb. B 1963 r. AnoHCKNMMN
mccnepoBsares1IAMn ObU1 ONKMcaH HOBbIA TUM Hac/1eACTBEHHOIo 3abo/1eBa-
HUA, XapaKTepI/l?,yPOLl.l.Vll;’lCﬂ renaTocryieHOMer aJ/INelA, LLIPPO30M rMneyeHu,
rnopaxxeHnem ﬂVIM(i)aTVI‘—IeCKVIX Y3/10B, HaKorusieHMemM B MapeHXMMaTO3HbIX
opraHax W peTuKysiounTax rpaHys1 He M3BECTHbIX paHee BeELUEeCTB.
B neYeHn npovcxoant 3HAYNTESNIBHOE HAKOM/1IEHWE reTeponosincaxapmgos,
MPOYHO CBA3aHHbIX C 6enikamm. 3tn nonncaxapngbl COCTOAT U3 IJIHOKO3bl,
HO He ABMAKOTCA I/IMKOreHamMum M cogep)kat, Kpome rJ/1H0KO03bl, [J1H0K03—
aMVH, TraslaKTo3aMuH, [JaloT C Van peakuynio, HarnoMmHaroLLyr0 peak-
LIK0O aMWJT0MNEKTUHOB 1 aMW104EKCTPUHOB, N PE3NCTEHTHbI MO OTHOLLIEHWIO
K ,U,eWTBW'O a—amMusasbl. nO]'II/IC&XapI/I,quIe KOMIMOHEHTbI O4YeHb MPO4YHO
cBsi3aHbl C 6elkamu. JeTanu ToHKoro CTPOEHUnA 3TUX HE0ObIYHbIX aMVHO—
nosmcaxapngoB UM XapaKTep 3H3MMaTU4ecKoro ,qutBKTa noka He
N3BECTHBbI,

JleyeHNne He pa3pa60TaHo. Bone3Hb NpMBOAUT K JIET/IbHOMY

ucxoay. o

Q\{)}'IECTEPI/IHOS LEPEBPAJIbHbIV (BaH borapta — Lle-
pepa — anwmekiHa cuHApom). 3aboneBaHue onucaHo Van Bogaert,
Scherer, Erstein B 1937 r. OTHOCUTCA K Fpymnne HapylleHWIA JIMNUAHOIo
obmMeHa. OnwucaHbl ceMeliHbe cnydan. HacnegyeTca No  ayTOCOMHO—
peueccMBHOMY TuMy. [MaTo/n0roaHaToMUYeCKU OTMeYaeTes AMdy3HbIA
0TeK KeTOK MypKMHbE U ABuUraTesibHbIX KIETOK MepegHuX poros CriviH-
HOr0 MO3ra, HaKOor/leHVe XonecTepyHa B COEAMHUTESIbHOMA TKaHu,
OT/I0KEHNE KPUCTa/I/1I0B XOJIECTEPUHA B MOIKEUKE M HOXKaxX Mo3ra.

KnnHuka. Beywymnm B K/IMHUKE 3a60/1€BaHUA  ABNSIOTCA
3afepKKa (PU3NYECKOro MU MCUXUYECKOro pasBuTmusa. Koxka cyxasa, mop-
LMHMCTas, cepoBaToro LBeTa. B 06/1acTh BEK — KcaHTes1a3Mbl, Hepeako
MMeeT MeCTO ABYCTOPOHHSS KaTapakTa. HeBponormuieckas cvMMToma-
TuKa pa3BmMBaeTCA MOCTerneHHo. HaunHaeTcs, Kak npaBusio, C aTakTu-
YecKUX SB/eHNIA. 3aboneBaHWe TEYET O/ NTeSTbHO, MHOMAA A0 HECKOSTbKNX
[eCITWIETUIA, B no3aHelA cTagun 3a60/1eBaHNS — pasBepHyTas KMHUKA
«yNbbapubIX PacCTPOACTB, HapyLleHue [/1I0TaHus, CepaeyHO-AbIXaTeslb-
Hble Kpu3bl, AU3apTpusl, Napasiny fMueBoro Hepsa. Mpy peHTreHocKo-
MUYECKOM U1CC/Ief0BaHNM  BbISB/ISIETCA OCTEOMNopo3, KUGOCKosmo3 6e3
rpybbIX AeCTPYKTUBHBIX UM3MEHEHWIA. B KpoOBWM CHWXKEHO coaepxaHue
xosiecTepyHa CMepPTb HacTyrnaeT Mpu SIBJIEHUAX CepAeyH0-COCYNCTOIA
HEeA0CTaTOYHOCTW.

AnddhepeHumanbHbIVA AMarHoO3 credyeT NpoBOAUTb
C KcanTomMaTo3oMm, 6o05ie3Hb0 Ppuapeiixa, Mbepa Mapw.

JleyeHWe — aveTa c OrpaHNYeHVEM XXMPOB, BUTaMUHOTepanus,
tiogoTepanusi.

XOHAOPOAONCTPO®USA. 3aboneBaHue ommcaHo Parrot B 1892 r.
CyLLHOCTb 3ab0/1eBaHNA 3aK/1I0HAeTCA B HapyLUeHUW 3HXOHAPaSIbHOMO0
pocTa KOCTEA XOHOPOG/1aCTUYECKOr0 MPOUCXOXKAEHUS (KOCTU KOHeu-
HOCTEIA U OCHOBaHMS 4epena). [eprocTasibHbIA U 3HAOCT/IbHLIEA POCT
He HapylweH. XoHapoaucTpogusa BcTpedaeTea B 0,01% crydaeB. 3ab6o-
feBaHVe HacneayeTcs Mo ayTOCOMHO-AOMWHAHTHOMY WM ayTOCOMHO-
peueccnBHoMy Tuny. [penMyLLECTBEHHO MOPaXKaeTCs >XEHCKUEA Mof.

KnnHnuyeckasa KapTWHa MposBAseTCS XapaKTepHOLA
TPMAA0A CUMNTOMOB: HU3KMM POCTOM, MaKpoLehasIMeta N MUKPOMESTVELA.
PocT 60/1bHbIX He npeBblwaeT 120 cM 1 06yC/I0B/IEH KOPOTKMMUN KOHEY-
HocTAMW. [nivHa TynoBuwla HopMasibHa. KOHEYHOCTM  YKOpOYeHbl
B OCHOBHOM 3a CHYET IUIe4eBbIX U 6epeHHbIX KOCTelA, AethopMUpoBaHbl
M yTo/eHbl. CycTaBbl Takke AedopMUPoBaHbl N YTOMLLEHbI. [Manbubl
«UCTelA KOPOTKME 1 TosiCThbe, npuyem f/iHa | 1—IV nasbueB ogyHakoBa.
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Uepen yBesiMYeH, C BbICTYMaOLLMMM SI06HBIMK, BUCOYHLIMM, TeMeHHbIMM
M 3aTbUI04HBbIMA Gyrpamu. J106 BbINMyKbIA U HaBUCaeT Hah, KOPOTKUM
MPUIJIOCHY TbIM HOCOM. /1a3a LUMPOKO paccTaB/ieHbl U PacrosfioKeHbI
rny60Ko. MblILLLbl pa3BUTbI X0poLLo. Lles KopoTkas. >KMBOT HECKO/IbKO
0TBUCAET. BbIpakeH MOACHNYHBLIA /10pA03. CO CTOPOHbI BHYTPEHHUX
OpraHoB HapyLLEHWIA He 0TMeYaeTcs. VIHTe/UIeKT 00bIMHO He CHUDKEH.
Mpy XoHAPOAUCTPOUN OTMeYaeTcs paHHASA AeTCKas CMepTHOCTb U Bbk
COKVIIA MPOLIEHT MEPTBOPOXKAEHHOCTU. XapaKTepHa peHTreHos10rMyecKas
KapTuHa: Tpyb4aTble KOCTM YKOPOYeHbl M YTO/ILLEHbI, 0CO6EHHO B aMn-
MeTahm3apHbIX 30Hax. AHaTOMUYecKue Byrpbl M MecTa MpUKpernsieHus
MbILLLBI FUMepTPodupoBaHbl. KopTUKa/IbHBIEA C/0IA YTO/ILWEH, KOCTHO-
MO3rOBOIA KaHas1 Cy>XeH. AnntimnsapHbie KOHLLbI 60Ka/1I0BUAHO pacLuMpeHbI*
30HbI POCTKOBOFO Xpsillia Cy>KeHbl. 3nMdm3bl AedopMMpoBaHbl, YrJio-
LLEHb . OKOCTeHeHl/Ie HacTynaeT paHbLue.

hepeHUMaNIbHBIUA AunarHO3 c/eayeT MNpoBoAUTb
B nepByro oyepesib C MYyKOMoscaxapuao3amu.

NeueHna e. OnpefdeneHHoe CTMMY/MpOBaHWE pocTa [aeT Mpu-
MeHeH1e FOpMOHOB (COMaTOTPONMH — FOPMOH MepeaHeia A0/M Fnnognsa).
CTyMynMpoBaHWe pocTa KOHEYHOCTELA B AJ/IHY MyTeM BBeAEHWS KOCTHbBIX:
WTUdIToB BO/IM3M POCTKOBBIX 30H MasioatiheKTBHO. B psage crnydae»
Tepanua CBOAUTCA K MPUMEHEHMIO  0OLLIEYKPEMJISIOWEro  sieHeHus.
Mpn rpybbix Aethopmaumax KOHeYHOCTelA nokasaHa Koppurupytoilas
ocTeoToMUA. TPOrHO3 A/19 XKNU3HU 6/1aronpUsTHBINA

XOPEH POrPECCUPYIOLWLAA ACI'IE,CI,CTBEHHAFI (XaH-
TUHrTOHa 60/1€3Hb, XOpemdeckas AemMeHuUus)). 3abosieBaHue BriepBble
onucaHo Huntington B 1872 r. BcTpeyaeTca ¢ YactoToid oT 2,3 o 6,7
cny4yaeB Ha 100 OO0 B monynsiumu. HacrefyeTcs Mo ayTOCOMHO-AOMM—
HaHTHOMY TUMy. My>kUMHbI GOEIOT HECKO/IbKO Yallle. [13HETPaHTHOCTb.
reHa Bbicokasi. LLInpoko pacnpocTpaHeHHble AereHepaTViBHbIE N3MEHEHUS
VIMEIOTCA M0 BCeMy MO3ry: aTpodms MO3ra, Cr/1&KEHHOCTb M3BW/IVIH,
pacluMpeHvie enyzo4koB. Hawnboriee Tsbkenble M3MEHEHVs onpefe-
NA0TCA. B NOAKOPKOBbLIX 00pa3oBaHusaX. O6Hapy>KMBaeTcs JIMHOUOHbLIA
MArMEHT B HEPBHbIX K/IETKaX W MNepuBacKy/ISpHbIX MPOCTPaHCTBaX.
BospacT 60/bHbIX 25—45 reT.

KnuHnK a. XapakTepusyeTcsi HapacTatoLiM XOpPen(opMHbIM
rMNEepPKNUHE30M, KOTOPbIA YCUMBAETCA MPU AMOLIMOHaUSTbHOM Hanpsike-
HUW. HepeAko Ha4dasio 3a60/1eBaHNA CBA3AHO C HapacTaHWeM WHTesVIeK-
TyasibHOro fAeteKTa WM YCWIEHMEM XapaKTeposiIorMyYecKnx ocobeH-
HOCTEIA, MHOrAA C MCUX030M (rasuTtoLMHATOPHO-MAPaHOUAHBIA CUHAPOM,
Jenpeccysi, napappeHvs, 6pen). BbigensioT ase (opMbl MOCTErneHHo
pasBMBAIOLLIErocs C/1aboyMUsi: MpY MEPBOIA UMEET MECTO HapacTaHvie-
HEYCTOMAUMBOCTV  BHUMaHWS, OTBJ/IEKAEMOCTM, Henoc/1e[0BaTe lbHoCTU
MbILLIEHNS, HEMOCTOSHCTBA LEfeiA, pesy/ibTaToB UWHTE/UVIeKTYas/IbHOA
paboTbl, PV BTOPOIA — MOCTEMEHHOE OCKYJAHEHVE MbILUIeHs U PeYn,
3amMefy/ieHe 1 TYTOMOABIDKHOCTb MbIC/ITESIbHBIX MPOLLECCOB, 3MOLLMO-
HaslbHOe MpUTYr/IeHVe. VIMeloTcs  anpakTuydeckve W aakTudeckue
paccTpoLACTBa.

Hepeoko HabnopaloTcsl SHAOKPUHHBbIE UM HEMpOTpodMYeckme Ha-
PYLIEHNA — VHPAHTWM3M, Oy/IMMUS, >kaXaa, BasOMOTOPHbIe pac-
CTPOMACTBa, HapyLleHWe TpohuKM KocTeld.  [AuddysHble  aHOMasiMm
06Hapy>keHbl Ha 33I. MHeBMO3HLUedanorpapma 06Hapy>XmBaeT yBes-
YeHVe XKeny04KoB BC/IEACTBYE AereHepaLin NoAKOPKOBbIX 06pa3oBaHm
MU KOpbl (OpOHTa/IbHOA 06/1acTU.

MarHO3 CTaBAT Ha OCHOBaHWW CEMEIAHOIo aHamMHes3a, Xapak-
TEPHOr0 FUMEPKMHE3A W VBMEHEHUIA MCUXMKW. [ndhepeHuviaribHbIA.
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AVarHo3 criegyeT MnpoBoAUTb C  MOPKEHUSMU  MOAKOPKOBbLIX Y3/10B
Opyrota aTvosiorym  (onyxonuv, sHuedanuTbl, 6onesHb Muka v gp.).
TeyeHvne morpeccupytoLlee, A/MTENIbHOCTL 60IE3HN B CpeaHeM OKOJ10
15 neT. CMepTb HacTynaeT OT MHTEPKYPPEHTHOM MHpeKUMN. B ceMbsx
60/1bHbIX 4YacTo ObIBAOT CyMLMA/IbHBbIE MOMbITKM, KOTOpble pacLeHn-
BalOTCA KaK MposiB/IEHWE MMIMY/IbCMBHOIO MOBeAeHVs, HEeBpO3bl.

NNeyeHne  TpaHKBUAM3ATOPaMW — Pe3epriviH, XJI0PNPoOMasuH
M Ap. — B COYETaHWUM C TPOMaLMHOM, LIMK/IOA0MOM. B HEKoTOopbIX Cry-
Yasax Xupypruyeckoe siedeHvie. BadkHbl MeponpusaTusa Mo couyasibHOMA
peajanTaunn 60/1bHbIX.

XPYCTA/IMNKA KOJIOBOMA — pefiKkasa aHOMa/IMsA  pa3BUTUA
XpycTa/IMKa, CBf3aHHas C aHOMa/WIELA LUINApHOro Tesla B pesysibTare
33EPKKN  pasBUTUA BTOPUHHOLA 3MOPUOHaUTbHOMA  Wwiesn.  Kosoboma
XpycTa/MKa" B BUOE BbIEMKW pacrioslaraeTcs KHU3y. B aTom mecte oT-
CYTCTBYIOT LIMHHOBbI CBA3KU U BUOHbI M3MEHEHHbIE 0TPOCTKM LINSINapHOro
Tena. 3peHne MOXeT ObMMb CHWKEHO B pesysibTaTe HepaBHOMEPHOro
rnpesIoM/IEHNS BELLECTBA XPYCTa/IMKa WU HA/IMUYNS KOs1060Mbl COCYAMNCTONO
TpakTa.

NleyeHMe: ONTUYECKAAs KOPPEeKUUA W HOWEHVE AblpHaTbIX
04KOB. MporHo3 6/1aroNpUATHBIA.

XPYCTAMIMKA OTCYTCTBUE BPOXAEHHOE, A®AKUA
BPOXXOEHHASA — kpaliHe pekas BpoXAeHHas aHoMasms. MpuunHoia
[aHHOA aHOMa UK SIBNSAKOTCA NepeHeceHHbIe MaTepbio BO BpeMsl 6epeMeH-
HOCTU Ha 2—A4-4 Heflenie pasBUTUS 3apodblllia KpacHyxa, cudmnmc
W gpyrve nHpekumn. [mnarHocTuKa OCyLUEeCTB/ISIETCA C MOMOLLbIO 610-
MMUKpOCcKonuu, axoodTasiorpaguun, ¢urypok [ypkuHbe — COHCOHa.
Hun3koe 3peHVe /nlb HE3HAUUTESTIbHO Y/1YULIAeTCs Mocsie OrTUYECKOIA
KOPPeKLnN.

XPYCTANMNKA J3KTOMMNA — oTHoCUTEsSIbHO 4acTo BCTpevaro-
Lasacsa aHoOMasInNA PacriofIOKEHUS XpycTasimka. Tun Hac/ieoBaHUS —
ayTOCOMHO-ZIOMMHAHTHBIA U ayTOCOMHO-PeLIECCUBHBIA. MoABbIBUX U Bbk
BUX XPYCTa/IMKa CBA3aHbl C arviasvieiln LMHHOBOIA CBA3KU U PECHUYHBbIX
OTPOCTKOB C 3arvbom MocsiefgHUX B CTOPOHY CTEKSI0BUAHOIO Tesia, YTo
CBA3bIBAETCA C HapylleHVeM MeTabonm3mMa COeaVHUTESTbHOIA TKaHW
HacreCTBEHHOro XapakTepa, 06YC/I0B/IEHHOM [AeheKTOM 3H3UMa.

KnunHuka. [poyecc, Kak NpaBusio, ABYCTOPOHHUIA. OTMeYaeTcs
MOHWXeHVEe 3peHus, pedpakuua BCMEACTBYE MOABbIBMXa XpycTasiMka
rMHEepPMETPOMNUYECKass. SKTOMNUS MHOr4a codeTaeTes ¢ TakMMU aHoMasn-
AMN pasMepoB  XpyCcTasIMKa, Kak ciepotakua n mMukpodakus. [Mpn
OohTa/IbMOSIOrMYECKOM  UCC/IEA0BaHNN  06HapyXXmBatoTes rybokas re-
peaHAs Kamepa, UpUaoA0HE3, YacTo reTepoxXpoMus paay XHbIX 060/104eK.
BbIBMX XpycTa/iMKa ObIBaeT B CTEK/I0BUAHOE Teslo, MepesHIon Kamepy.
Mpn cybnokcaumm B NPOXOAALLeM CBeTe BUAEH Kpaid xpycTasiMka
B BWOE AyroobpasHoM SHUWN. XpYCTasSIMKM OCTaloTCs Mpo3padHbIMU.
306paxkeHne rf1a3Horo AHa OKasbIBaeTcs YABOEHHbIM M3-3a Pa3HOro
npesioM/IeHNsT Jiy4eld XPYCTa/IMKOM M BeCXPYCTa/IMKOBOMA 30HOIA. [Mpun
BbIP®KEHHOM CMELLEHMM XPYCTa/IMK MOXET YLIEeMIATLCA B 3payke
M BbI3BaTb Pe3Koe MoBblleHne ohTasIbMOTOHYCa Mo Tury 0CTPOro Npu-
CTynNa rfaykoMbl. SKTOMUSA XpyCTaSIMKa HepeKo coHeTaeTCs C MUIMeHT-
HOIA [ereHepaLiieii ceTHaTKWY, MerasiokopHea, SrmnkaHTycoM W1 ApyrvMun
M3MEHEeHVSIMU T/1a3. SKTONUA XpyCTasIMKa SB/ISETCA YaCTbIM CUMITTOMOM
npn Takmx 3abosieBaHUSIX, KaK 60s1e3Hb MapdaHa, Mapke3aHu, «aps6-
Nas KoXa», HeCOBEPLLEHHbIA OCTEOreHes, FOMOLMCTOHYPUS.

NeuvyeHwne 3akoyaeTca B yAa/leHUM XpycTasinka WM aHTu*
r71ayKomMaTo3HbIX orepaumsX.
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XPYCTANMNK MA/bIA. MUKPODAKWNA - peakas BpoKOeH-
Hasa aHomasMa pasBUTUSA XpycTamka. OnwmcaH O. A.u /JyanHOBbIM
B 1929 r Twn HacnenoBaHWs — ayTOCOMHO-AOMUHaHTHbIN. [peauona—
raeTca 4TO B OCHOBE 3a60/1eBaHUA JIXUT Hac/ieACTBEHHOe HapyLleHue
MeTabo/IM3Ma  COEAVHUTENIbHOA  TKaHW. MWMKpohakns 4acTo MOXKeT
coyeTaTbCsl €O chepohakmein N SABMATBLCA CUMIMTOMOM GpaxmaaKTuang,
wm cuHapoma MapkesaHn (KOpOTKOe TY/I0BULLIE, KOHEYHOCTU U Lues).
Mon 6MOMUKPOCKONUK BUAOHBI 30/10TVCTBIA KpaiA XpycTasimka U Heaopas-
BUTasA LIMHHOBa CBA3Ka. Masible pasmepbl 1 60/1bLas chepuHHOCTb HacTo
COYETAKTCA CO CMELLEHMEM (3KTOMVeiA) XpyCcTasinka. XpycTa/IMK MOXET
YLWEMSISTHCA B 3payKe U BbI3BaTb MNPUCTYN I1ayKoMbl. V Takux 60/1bHbIX
3peHVe MOHWKEHOo, pedpakums MuornmMyeckas U € BO3pacToM  Mpo-

1In J1 e'ue Hune 3aK/loyaeTca B yAaleHUM XpyCcTa/iMKa Wi aHTu-
r/1ayKOMaTo3HbIX onepaumsx. MporHo3 cpaBHUTETIbHO 6/1aronNpUSTHBLIA.
XPYCTANMNKA TIOMYTHEHWE (BpoxggHHas KaTapakTa).
BcTpeyvaeTcs npumepHo y 5 13 100 OO0 getein B EBpone 1 AMepurke 3Ta
naTosiormsa XpycTa/ika 3aHUMaeT rnepBoe MeCTO cpeau MpUYVH C/1enoTbl
y peTeid Tun Hac/nefoBaHUA —  ayTOCOMHO-AOMUHAHTHBIM M AYT ° A o —
PELIECCUBHBIA U PELIECCUBHIILA, CLIEMVIEHHBIA ¢ MosioiA. Okoso 30 /Ocnyiae
BPOXAEHHbIX KaTapakT HOCAT Hac/eACTBEHHbIEA XapaKTep. HeHeTpaHT—
HOCTb reHa 95%. TpyZHO MPOBECTU YETKYH paHb MEX/y KaTapakToii
Hac/1leACTBEHHOIA N Ka?apaKTOIA BHYTPUYTPOOHOIA. He WCK/IoYEHO YTo
KepaToreHHble areHTbl, JaXe B Ma/ibIX KOHLIeHTpaumax (rmrnoBUTaMmHO3
A C, HepocTaToK (PO/MEBOIA M MAHTOTEHOBOM KWUC/OT, BUTamMuHa b,
TpunTohaHa, LMUCTUHE, TUMNOKaIbLMEMUS), NPU MOBbILLEHHOMA FeHeTu-
YECKOIA YyBCTBUTE/IbBHOCTU OpraHm3ma K UX ASACTBUKO MOFYT Bbi3blBaTb

06pay ¢ A™Q@B/1et09,PHTO HEKOTOPbIE hopMbl 60/1E3HELA C Hac/1IeACTBEHHBIMA
HapyLleHnaMMn obmMeHa 6enKoB, YrfeBodoB, JMNMAOB, COSEBOr0 N M-
MEHTHOIro, MOryT Bbi3blBaTb MOMyTHEHWe XpycTanuvka. Mpu Tpucomum
16_ <0 44 15 21—22, Npy Hac/eACTBEHHbIX CTpadaHUAaX CcoeauHU-
TeSIbHOIA TKaHW, MpY HapyLLeHM 0cTeoreHesa Takoke MOryT BCTpevaTbes
KaTapakTbl. [MOMYyTHEHUS B XpYCTa/IMKe CBA3aHbl 0 M3MEHEHUSIMU €ero
XMMMYECKOro cocTaea. ViHoraa HacneacTBeHHas KaTapakTa MnosiB/isieTcs
B 6osiee no3gHem Bo3pacTe. [prMepoM MOXET C/YXUTb BeHe4yHas KaTa-
pakTa, KOTOpas XapakTepu3yeTcs Mea/leHHbIM MporpeccupoBaHeM
npouiecca. BUOMMKPOCKOMMYECKU BbISIBAIAIOTCA HEXHeULLME
B pa3/INYHbIX 30HaX XpycTasinka. BpoxaeHHble kaTapakTbl B 60/1bLLMH-
CTBe C/ly4aeB ABYCTOPOHHME, HENporpeccupyrolime, HepeaKo KOMOLLLL-
TTOTCA C [ApyrMMy  MOpOKaMn  pa3BUTUS  [Jflasa.  XapakTepHa
. Jlokasmzaumss MOMYTHeHUss B 06/1aCTU 3MOPUOHA/IbHOIO  S4pa.
Llenecoo6pa3Ho noapasaensaTb BPOXKAEHHble KaTapakTbl MO Mpo-
VCXOXXOEHVIO Ha Hac/ieACTBEHHbIE N BHYTPUYTPOOHbIE M0 K/TNLIYECKOU
KapTUHE Ha 30HYJIAPHYIO, SAEPHYI0, MOISAPHYIO, MNJIeHYaTYIo,

MOP(IHYH0, BEHEYHYI0 N AU 3HYIO. 1 M, ™
pq)l_IXOTHbIe 7] ﬂere'u'Kg%gz)a)éa&bl cnefyeT HasblBaTb ,q'ﬁﬂ&daym’\m,
a BCe pefKo BCTpeyvalomeca MOMYyTHEHUSA XpyCTas/InKa BPOXKOEHHOro

(UeHTpasIbHOro « nep..p»—
YeCcKOro 3peHKns) KaTapaKTbl HE06X0AMMO MoApPa3AeniATh Ha Tp/\cTeneHn.
Mon kaTapakTax | cTeneHW ocTpoTa 3peHUst paBHa WM MpeBbIlWaeT O,
(c KoppeKUmeii n 6e3 Hee) 1 Nosie 3peHnst He yxke 25° B yC/10BUAX hrsno-
JI0FMYECKOr0 COCTOSIHMA TJ/1a3a W HOpMasibHOMA  OCBELLEHHOCTU. 3T
KaTapaKTbl B MPUHUMIME He MoAJ/iexaT ornepaTVBHOMY JIeYEHWO, U TN

216



MOryT 06yyaTbCs B 00bMHOM LLKONe. KaTapakThbl It cTerneHn xapakTepa*
BYIOTCA TakKUMW MOMYTHEHVSIMU XpyCTasinKa, MpU KOTOpbIX OCTpoTa
8peHus paBHa 0,2—0.05 (c Koppekumeii n 6e3 Hee) U LIEHTpasIbHOE Mosie
BpeHUs yxe 25°. [eTaM npu oTCYTCTBUN MEAULMHCKMX MpOTUBOMOKa3aH
KA MOXKET ObITb NpoM3BeAeHa 3KCTPaKLUMsA KaTapaKTbl WM ONTUYecKas
mpuaskTomusa. [etn ¢ katapaktamu |l cTeneHn MoryT o6y4yaTbCs Takoke
B LWKoMNax Ansa cnatosugsawmx. Mpu kaTapakte Il cTeneHn ocTpoTa
BpeHns Hwke 0.05 1 LeHTpasibHOoE Mosie 3peHUA KOHTPOSTbHbIM METOA0M
He ornpeaenseTcs.

eTW, KaK npaBw/10, OO/DKHbI 00y4aTbCA B LUKO/E AN1A CrienbiX.
He no3xe uyem 4epe3 rof MNpy YCTaHOB/IEHMM AMarHosa KaTapaKThbl
Il cTeneHn nokasaHa 3KCTPaKUUA KaTapaKTbl. [MOCKO/IbKY NOMYTHEHUS
XpyCTa/IMKa MOryT COYMeTaTbCA C MaTosiorvieid Apyrux 060/104eK F/iasa,
C Ha/mumeM Kocorsiasusi, HucTarma, aménvonun mn ap., Heobxoammo
pasnnyaTb M30/IMPOBaHHbIE MOMYTHEHUSI XpyCTasInkKa 6e3 Kakux-sinmbo
OC/IOKHEHVUEIA W CONYTCTBYIOLMX VBMEHEHUA — MNPOCTble  KaTapaKTbI*
Ecnn B pesynibTare KaTapaKTbl MOSABU/INCL HUCTarM, Kocorsiasve, avb-
ANONWS, [/Ia3HOMA TOPTHKO/UIMC, TO CriedyeT roBopuUTb O KaTapakTe
C OC/TIOKHEHNAMW. Mpu codeTaHUN MOMYTHEHUA XpycTasiMka ¢ Siobbivm
BPOXAEHHbIMW  aHOMa/INAMUA WA MPUOBPETEHHOIA MATOSIOMMEA  BCErO
rnasa, a Takke opraHmsma B Ue/ioM (MUKpOpTa/ibM, anupuaus, Ko-
no6oma  3pUTeNnbHOro Hepea, 60ne3Hb JayHa, cuHgpom MapdaHa v
Ap.) wnX 0603HaYaloT KaK KaTapaKTbl C COMYTCTBYHOLMMN V3MeHe*
HUAMWN.

NleyeHMe KaTapakT pelLlaeTcsa B 3aBUCUMOCTU OT XapakTepa
naTosiorun, OCTPOTbl 3peHUs W O06LUEro cocTosHWSA pebeHka. Bonee
61aronpUATHLIM 419 orepaumia saenseTes 2—3-7eTHWiA BospacT. Bonpoc
06 9KCTpaKkuMn KaTapaKT Yy [eTeld MiafLlero Bo3pacTa, 0CTpoTa 3peHus
Y KOTOpbIX orpefensieTcs Sivllb npubm3nTenibHO, pellaeTcs Ha OCHOBa-
HUN BEINHMHBbI N UHTEHCUMBHOCTU MOMYTHEHUA XpycTasivka, rnoseaeHust
pebeHKa, ero crocobHOCTU OpPUEHTUPOBATLCA B OKPY>XKAlOLLELA 06CTa-
HoBKe. Ecnn Bce 3TV M3MEHEHMA BbIp@KeHbl B cunwhoii CTEMEHW, TO
9KCTPaKLMIO KaTapakTbl B CBA3M C OMacHOCTbIO PasBUTUA HMCTarma,
ambnivonun 1 Apyrux OC/IOKHEHUIA MPOU3BOAAT B 60/1ee paHHEM BO3-
pacTe. /IHTepBas1 MeXay ornepaumsamMn Ha ABYX rlasax — [0 6 Mecsauges,
Mpn nomMyTHeHMsX XpycTasinka |11 cTeneHn B 060Mx rsiazax Npou3BoasT
aKCTpaKancysIApHY0 3KCTPaKUMIO KaTapakTbl. B Tex cny4asx, Korga
B XpyCTa/IMKE WMEIOTCA Mpo3payHble Maccbl, Onepaumio MNpom3BoasaT
B [Ba 3Tana: AVCUM3HSA CYMKM XpycTasinka, a vepes 7—10 aHeti npn Bbr
paXXeHHOM HabyxaHun XpyCTa/IMKOBbIX MacC — YyOasieHne 3TuX Macc
nyrem acnvipaumun. ViHorga npovsBOAAT WHTPaKancysiapuyo aKCTpak-
LMo XpycTasinKa rocse 30HYy/10/IM31ca € MocsiedytoeiA  MprUc—Knne
JH3bL. Tpn ocTaTKax XpyCTa/IMKOBbIX MacC MpoM3BOAAT aKTUBHYHO
paccacbiBatoLLyl0 Tepanuio, MPUMEHSIIOT Y/IbTPa3BYK.

MporHo3 Mpyi BPOXAEHHOMA KaTapakTe TeM JIyulle, Y4eM paHblle
npov3BeAeHa onepaums. Xopowume ucxodbl y OeTeild A0 3 SieT Habnoaa-
totca B 80%, nocre 5 et —y 18%.

LEMNAKNA (KMLeYHbIA “ nHpaHTUWM3M, v — MepTepa — e6-
Hepa  60/e3Hb) — 3abosieBaHVe,  MPOSAB/ISIOLLEECS  PacCTPOLACTBOM
nuLLEeBapeHns N CBA3aHHOE C HapylleHVeM BCacbIiBaHWS B TOHKOM K-
LLIEYHVIKE XXUPOB W Yr/ieBoaoB. 3abosieBaHWe CBA3aHO C HerepeHocu-
MOCTbI0 6e/1Ka KIEAKOBVHbI MLUEHVILBI U XX — [/1aasMHa, NPY MOSTHOM
VCK/TIOHYEHNN KOTOPOro 60/ibHble BbI3A0PaB/IMBAlOT. YCTaHOB/IEHO, YTO
Hac/fieicTBEHHas HeAOCTaTOYHOCTE MMMYHOr/100y/IMHOB A BEOET K pa3Bu-
TUIO CMHAPOMa Liesiakun. YacToTa 3abonesaHns B nonynaumm 1 : 3000,
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fttf! BaereOEBAlAMIA — ayTOCOMHO-AOMMBAB HbILA 0  HEMO/IHOLA  MeHOp

TPIHTHOCTLION A A XapaKTepu3yeTcsl CHUXKEHVEM anneTuTa y pe6eHKa,

00LLELA BASIOCTBIO, 6/1AHOCTBI0 KOXKHbIX TMOKPOBOB. $I3bIK Cr/1aXeH,
pasMepbl XMBOTa YyBe/ndeHbl. CTyn 6es10BaToro LBeTa, O/IECTALLMIA,
00WTbHBIA, COAEPXKUT MHOI0 HEMATPas/IbHOMO XKMPa W XKMPHbIX KUCOT.
B cBfi3 C HapylleHVMeM BCacbIBaHWA Yerie3a pa3BMBAaeTCst aHEMUS.
HabnoaoTes oTcTaBaHMe B pocTe, 0CTE0MNopo3, paxmTUYECKME SBMEHVS..
XJiopuapbl B MoTe W C/IIOHE B Npefesiax HopMbl, B KPOBU CHYDKEHO coAep-
»XaHue docgopa, Kanbuuis, JSMNAOB.
leyeHNe B OCHOBHOM AMETUYECKOE, OrMPaHUYMBAOTCA XUPbI
M KpaxmMasn X106 M3roTOB/ISETCH U3 PUCOBOLA, MPEYHEBOIA, COEBOIA MYKW.
Xopollee BMsSHWE OKa3bIBaeT (DPYKTOBasi AMETA, MPUMEHEHME 06E3KU-
peHHoro Mmorsoka. [MpenapaTbl MOMKESTYAOUYHOIA >Kenesbl He [aioT -
Kxa B cBSi3N C SABMIEHUAMM MOAM TMNOBUTaMMHO3a Ha3Ha4yaloT BUTa-
MUHBLI ' (A, TpyNNbl B @ ap.). nporuos npu MPABUIBHOM ANETUHECKOM
Jevesinn_ BAosiHe _6/1aronpusTHLUA. /<
LLEPEBEPOPETUHANBHbLIN AHITMOMATO3 Hunnena-
JIvHpay 6one3Hb). Hippel B 1904 r. onuvcan 3aboneBaHve, XapaKTepusy-
lOLLIeecs aHrmoMaTo3oM N AereHepalpeid cetyaTku. Lindau B libb r.
BblBW1 Y 060/IbHbIX KUCTO3HbIE OMYX0/IM MOIKEUKa, MoyeK, SAnuKa
WV nomkenyaouHolA ernesbl. 3abosnieBaHME HepeaKo WMEET CeMBUHbIA
XapaKTep, Hac/eflyeTcsi Mo ayTOCOMH .—AOMWHaHTHOMYy Tuny. Yaule
6OMel0T JILa MYXKCKOIo rosla. MpenmMyLLecTBEHHO 3a6osieBaHME BCTpe-
yaeTca B [AETCKOM BO3pacTe. AHATOMUYECKU OOHapyXXUBaKrcs KACTbI
BHYTPEHHNX OpPraHoOB M MO3XEYKa, peTUHasIbHas [ereHepaLysi ¢ oopa-—
30BaHVEM MHOXECTBEHHbIX MELLOTYaTbIX aHeBpy3M. bosiesHb | nnnena —
-JlvHpgy SiBNsieTcA CUCTEMHbLIM HOBOOOPa30BaHMEM COCY/I0B 8 BO3HUKAeT
Ka MoyBe BPOXXAEHHOI0 Hac/ieiCTBEHHONO MOpoKa pasBUTUA Kanusap a.
Onyxonn npeacTaBnsaloT Co60IA aHrMoMbl € paspocLUetAcs Mol >A
TKaHb U MHOXECTBEHHbIMU KUCTaMW. 3a60sieBaHME Yally BbISIB/ISIETCS

cny HUK Ha rfiasHoM AHe B HaYas/TbHbIX CTaausix 3a60/1eBaHNS
HabNJATCA AenNUrMeHTauma r1asHoro AHa, pacluMpeHne U MU3BUTOCTb
COCYZI0B CeTYaTKMW, [MCEeBOOHEBPUT U JIerkoe" MOMyTHEHME CeTuYaTKW.
B nosoBvHe crlydaeB MpoLlecC MNopaxaeT o00a rlasa. BbipakeHHbIA
aHrMoMaTo3 XapaKTepu3yeTcs Pe3KO0 YTOMEHHbIMA U V3BUTbIMK apTe-
pUsMM B 30HaMK, KOTOpble 00pasytOT KJ/1yOOUKM LLIapoBUAHOIA opma
TEMHO—-KpaCcHOro LIBETa, MHOrAA C XesTToBaTbIM OTTeHKOM. KosmuecTso
M BeNMUYMHA K/TyOOUKOB pa3/iMyHbl, WMHOrRAA OHW 06pas3ytoT KpYrHYHo
LWapoBMAHYIO OMyXosib, MPUAMUHUPYIOLLY0 B CTEK/10BUAHoe Teslo.
MpoLiecc yallle HauMHaeTCs C MPaBoro r/asa A JIOKa/IN3yeTCH B BEpXHO—
Hapy>XHOM OTAgrle rf1asHoro AHa. PeTvHasbHble M3MEHEHVSI BbIpaXXatoTcs
B MOSIB/IEHWN 3KccyaaTta W remopparviA. B o06MacTu vakysbl WMHOrAa
BCTPEYaeTCs KapTuHa 3Be3dbl. 3a6osieBaHMe MporpeccumpyeT, O0C/I0K
HSIETCA T/1aYKOMOM, oTcnoiikoi CETUYATKM, KAaTapaKTOM, NPUAOLINKIHTOM.
Mpn HeBposiornyeckoM o6c¢/1efoBaHNN — FUMEPTEH3VOHHBIN CH.MITTOMO—
KOMIJIEKC N MO3XEUKOBbIE PacCTPOIACTBA: aTakCusl, HMUCTarM, aanaaoxo—
KUHE3 ” KucTbl @ onyxonun CrivHasIbHOMA JIOKaIN3aLUmMN UOEHTUYHDI,
[A0T K/IMHWUYECKYO KapTUHY OryXosii CRIMHHOIO Mo3ra. B cnMHHOMO3ro-
BOIA YXMOKOCTU 0OHapy)XXMBaeTcs c/1ab0 BbIpaKeHHbIA CUHAPOM 0eSIKOBO—

MTIEN\N ,:“Qu ‘T»«n [nnnens — Jinngay o06bl,» 0 .im

OqJTaI'IbMOI'IOFaMVI, TaK KaK aHrmomMaTtos, KUCTbl W aereHepauua CCrilTkKe
4acTo ABMAKOTCA €OMHCTBEHHbIMW CUMMTOMaMU. KWUCTbl BHYTPEHHUX

218



OpraHoB HepefKo He pacrno3HalTCs MPVKU3HEHHO, 0AHAaK® peHTreHo-
cKonveli yepena N BHYTPEHHUX OpPraHOB YAaeTcsl 06HapY>XWUTb KasbLi-
thmKaTbl. JudtepeHumanbHbliA AMarHo3 crieqyeT MpoBoAUTbL € ApYTrvMM
aHnMaTo3amMn 1 6onesHblo KoaTca.

NNeyeHMne cMMATOMATMYECKOE: MPUMEHSIOT AeruaparaufioHHble
npenapatbl (CEpHOKMUCNAsA MarHesus, HOBYPHT U T.4.). B HekoTopbix
Cny4vasix MoKasaHa peHTreHoTepanus. 3abosieBaHME HEYK/1I0HHO Mpo-
rpeccmweT. [porHo3 He61aronpUSATHLIA.

UANCTATNOHNHYPUA — 6one3Hb 06MeHa METUMOHWHA, Xapak-
TEepU3yoLLAAca 3a0epKKOA HEPBHO-MCUXMYECKOT0 pa3BUTUA pebeHKa.
OnwucaHa B 1959 r. Harris n coTp., 4actoTa B MOMy/SUMN TOYHO He
ycTaHoB/leHa. Tun HacneoBaHUS — ayTOCOMHO—PELLECCBBHbIN.

LNCTaTMOHUH — MPOMEXYTOYHBLIEA MNpPoAyKT 06MeHa METVOHWHA —
B HOpME pacLlenIseTcs o4 B/VMSHUEM LMCTaTWUOHMHa3bl Ha LBCTErH
M romocepuH. py CHWKEHUN aKTMBHOCTW AaHHOr0 (epmeHTa MeTabo-
J3M UMCTaTUOHMHA HapyLLaeTCs, HakKorsieHVe ero B TKaHAX MpuBoguT
K WX MOPaXeHWo, MpuyeM O0CO6EeHHO UYyBCTBUTESIbHOM OKasblBaeTcs
HepBHasA cuUCTeMa. YCTaHOB/IEHO, YTO KO3H3UMOM LMCTaTUOHMHA3bI
ABMAETCA Nupuaokcasib—-docaT, Npu  LUCTATUOHVHYpUE aKTUBLOCTb
(bepMmeHTa HapylLleHa BCfeACTBME OTCYTCTBUA CUOCOBHOCTM 6efkoBOLA
MOJIEKY/Ibl  arl03H3UMa CBSA3bIBATLCA C  KO3H3UMOM.

KnuHunka. 3abonesBaHne nNposiB/sSeTcs B paHHEM BoO3pacTe
330EKKOIA  HEPBHO-MCUXNYECKOTO PasBUTUSA, TUMOTPOQUEiA, B HEKO-
TOpbIX C/ly4yasaX Takke TPOMOOMeHueiA, aHeMVEIA U 06pa3oBaHMEM Mo-
YeBbIX KOHKPEMEHTOB. JKCKpeLMs LMCTaTUOHMHA C MOY0A BO3pacTaeT
[0 400—500 mr/24 4vaca, Torga Kak HopMasibHasi Mo4a COAEPXMT SLb
cnedbl umMcTaTuoHuHa. ocse Harpysku MeTUOHWHOM BbIBEAEHVE LUCTa-
TMOHMHA pPe3Ko BO3pacTaeT W, HaobopoT, OHO YMEHbLUAETCA Mpu BBe-
OeHnn BuTaMmHa BB (MpUAaoKCUHA).

AnarHo3 OCHOBbIBAETCA Ha XpoMaTorpanyeckom uccrieao-
BaHUN MOYM N BbISBMIEHUA LICTATUOHUHYPUM Y YMCTBEHHO OTCTasIbIX

in

JledyeHVe aveta C WUCKIIOYEHVEM MPOAYKTOB, COAEpXallmx
METUOHUH (TBOpOr, pbiba, rpubbl), a Takke MpYMeHeHWe NMPUOOKCUHA
(ruopoxnopnaa) B Aose Ao 100 mr B CyTKW. [1porHo3 npu oTcyTCTBUMU
NleyeHVst HeGaronpuUsTHLILA: Kak U Mpu heHUNKETOHYPUK, pa3BuUBaeTCs
Tshkenass YMCTBEHHas OTCTasioCTb.

UNCTNHO3 (cvHapom ®aHKOHW, 60ne3Hb  AbaepxanbaeHa —»
KaymaHa — ceMel/Hbi/A LUMCTVHOBBLIA  AMabeT, 60/1€3Hb  HaKOoM/1eHns
LMUCTMHA, aMUHOKMC/IOTHBIA avabeT) — Hac/eaCcTBeHHoe 3abosieBaHue,
CBSI3aHHOE C HapylleHVeM 06'leHa UMCTUHA, KpUCTa/Uibl KOTOPOro
OTK/13AbIBAOTCA 6 TKaHAX U BbBbIBAIOT pas/IMuHble HapylleHus [Aes-
TeNIbHOCTU BHYTPEHHUX OpraHoB. Havbosiee 3HauUTe lbHbIE HapyLLEHUS,
BO MHOIOM Orpefensiolime KMHNYECKY0 KapTUHY 60/1e3HM, BO3HMKAlOT
B [eATESIbHOCTM MOYeYHbIX KaHa/ibLeB, 4TO MPUBOAUT K pasBUTUIO
r70KO3ypUK, aMmuHoaumaypum n hocaTypmm N paxmTonogobHbIM N3me-
HEHMAM B KOCTSX. 3aboneBaHMe BriepBble onvcaHo Abderhalden B 1903 r.
HocnT cevelmbliA xapakTep M C OOWHAKOBOLA YaCTOTOMA BCTpedaeTcs
Yy Ma/IbUMKOB W [OEBOYEK, HacreAyeTcss M0 ayTOCOMHO-PEeLecCUBHOMY
Tuny. YacTtoTa 3abonesaHus cocTaesiseT 1 : 600 000. 3abonesaHuve
CBA3bIBAETCA C Hac/1IeACTBEHHbIM (epMeHTaTVBHbIM 6/10KOM B 06MeHe
umMcTuHa.  Cneuudmyeckne Mopgoornyeckme M3MEHEHUs B MOYKax
BbIPKAIOTCA WHTEPCTUUMA IbHBIM  HE(PUTOM C  KaHa/1bLEBOMA [ereHe-
pauyeii. B KOCTHOMA TKaHU BbISB/SKOTCA W3MEHEHVSs, aHalornyHble
KapTUHe paxmTonogobHoro gocaT-amadeTa: rpyboBOSIOKHUCTaA eTpyK-—
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Typa, (h1Mbpo3, ABMEHMA 0eTeoropo3a A ocTeomManaumn. B cBasm e nso-
XOIA pacTBOPMMOCTbIO LIMCTUHA B  OMOSIOMMYECKMX DKMAKOCTAX Npun
uUpe3MepHOM HaKOMJIeHMM B KJ/IETKAX OH JIerko BbINadaeT B 0Caf0K
B BUOE KPUCTA/I/I0B, Bbi3bIBas pas/ivyHble (hyHKLMOHa IbHbIE HapyLLEeHNs
B [EATESIbHOCTUN BHYTPEHHMUX OpraHoB. [/1H0K03ypus, amuHoaumaypus,
NpoTENHYPUS 0OBACHAITCA MOPaXKEHMEM K/IETOK KaHas/1bLIEBOI0 3nu-
Tesisa 00pa3oBaBLUMMUCA B HUX KPUCTa//1aMU LIMCTUHA.

KnunHnka. 3aboneBaHne nNposBMsETCA B KOHUE MepBoro —
Hayasile BTOpOro Moslyrogma XW3HU MoTepeid anneTuTa, 3HaYUTEsS1bHOMA
YKDKAOIA, 3aropamu, peOTOA Mocsie npyemMa MUY 1 NUTbS WX He CBS-
3aHHOM C KOpw/leHVeM. B To >ke Bpems COMpOTUBASEMOCTb pebeHKa
Mo OTHOLLEHMIO K MH(EKUMOHHBbIM 3abosieBaHUsAM CHUKaeTcs. Hepeako
oTMeyYaeTcs CBETO60S3Hb, MHOrAa YBeriMyeHue pa3MepoB MeyvYeHn U ce-
N1e3eHKM, pa3BMBAOTCA paxXMTUYECKME W3MEHEHUS KOCTelA, O04HaKo
MHOrvie JETV NMOrnbaroT eLLe A0 pa3BepTbIBaHUS MOSHOM KapTVHbI PaxXmnTo-
rnoao6Horo 3aboneBaHWs. JleTaslbHbIA MCXOA, HacTymnaeT MNpu ABJIEHUAX
rmnepTepMnM, KOMbl U COCYAMUCTOr0 Kosslanca. Y 4acTu LeTetd paxutu-
YecKMe W3MEHEHUS KOCTEMA, HaobopoT, CTaHOBATCH [AOMUHUPYHOLLIMM
npu3HakoMm 3abosieBaHWUS, KOTOpPOe XapaKTepuyeTcs BASbIM, MoaocT-
pbiM .TedeHvem. [eTn oTcTaloT B pocTe, HabnoAaloTCs WUCKPUBIEHUS
TpybyaTbIX KOCTel, TeMeHHble Oyrpbl, YETKM Ha pebpax, rappvcoHoBa
60po3da Ha rpyaHOLA K/eTKe, MMMOTOHMSA Mbill, KAMHWYECKN M peHT-
reHOSIONNYECKN 3TN U3MEHEHWSI aHa/IorM4yHbl MPOSIB/IEHUSIM  paxuTa,
CBSI3aHHOI0 C HeAOCTaTKOM BuUTamuHa D. B Moye 60/1bHbIX MOBbILLEHO
cofiep>kaHme amuHoasoTa (CBbillie 2 Mr Ha 1 Kr Beca B CyTKM) M docaTos
(6onee 11 Ha 1 M2B cyTKM), 06Hapy>XMBaeTca caxap. B TepmMvHasIbHbIX
(hazax — runo— n msocteHypusi. Co CTOPOHbI KPOBU 06HapY>XMBaKOTCA
yMepeHHass aHeMusi, MpU3HaKU FUNepX/I0peMUYECKOro aumaosa n -
nokanivemms. Kpome TOro, MMEKOT MECTO CHVDKEHWE cofepkaHns Heop-
raHM4Yeckux (ocaToB U MOBbILLIEHHasA aKTUBHOCTb LLE/I0YHOMA docda-
Tasbl. [py  pasBUTUM  MOYEUHOLA HEeOOCTATOYHOCTM  KOHLIEHTpaLms
thocthaToB BO3pacTaeT. OT 6onesHn ge ToHn — [ebpe — DaHKOHMU
LMCTMHO3 OT/IMHaeT Havaslo B 6osiee paHHeM OETCKOM Bo3pacTe v 6onee
HebnaronpuaTHoe TeuyeHWe. CBeTO60sA3Hb, €C/IN OHa MMEETCs, YKasbl-
BaeT Ha BEpPOATHOCTb UMCTUHO3a. KpucTasuibl umcTMHa MoryT Obimb
06Hapy>keHbl B poroBuUe MNpu o6crieoBaHUM LUEMEBOIA JIAMIMOLA

NeuveHne. [lpMMEHSIOT BbiCOKME A03bl BUTaMMHa D (go 50 0O
eq, B CyTKM), aHabonmyeckve cTepouabl, BBefeHue GochaToB u npena-
paToB Kanuda. T[lpy BbIpakeHHOM auuzose HasHayalT pPMTBOPbI 6u-
KapboHaTa HaTpus BHYTPMBEHHO. [py Ha/MuMm 04aroB WHMEKUMN
MoKasaHbl aHTUOGMOTUKMU.

MporHo3 npu UMCTUHO3E 06bIYHO M/I10XO0IA, Yepe3 2—3 roga OT Hadaa

60/1€3HMN HACTYMNaeT JETa/IbHbIA UCXO[,
I LUNCTUHYPWNA. HacneacTBeHHo o00ycrioBrieHHoe 3abosieBaHue,
B OCHOBE KOTOPOI0 JIEXUT MOPaXXeHWe TPaHCMNOPTHOIA CUCTEMbI AVaMUHO—
MOHOKap60HOBbIX aMWHOKUC/IOT: LWCTUH, JIN3UH, aprvHWH, OPHUTUH.
BbIfIB/IEHO HECKO/IbKO TUMOB LMCTUHYPMM B 3aBUCMMOCTW OT Turna
Hacne0BaHUs, C MOYOIA MOXKET BbIAeNATbCA B MOBbILLEHHOM KO/IMYeCTBe
760 OOWH UUCTVH, IGO0 UMCTUH + JIN3WH, SIM60 YeTbIpe aMUHOKUC/I0TbI
BMECTE, SIMO0 LMCTUH + LMCTEUH= roMoupcTenHavcynbpua. eTeposu-
rOTHOE HOCUTESIbCTBO MaTos/I0orMYeckoro reHa BcTpedaeTcs 3 97% cny-
YaeB LIMCTUHYPUM U1, KaK MpaBusio, He TpebyeT nedveHuns. Hanbonee Ts-
Xenble opmbl 3a60/1€BaHNSI BCTPEYAlOTCA Y FOMO3UIOTHBLIX HoCcUTesietA
(Tabn. 5). LMcTnHYypmns HacneayeTcs Mo peLeccMBHOMY WM HEMOSTHOMY
peLieccMBHOMY TUry.
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umncT/umncT

umeTt I/uymet |

umeT 11/umcT |1

umeT L /umer 111

umeT | /umet 111

umcT 11/umer I
umet /ymet 1

umnct/uynet |

ymct/umnct |l

yuct/yneT 111

XapakTep

Hopma

| TN UMCTUHYpPUN

ABoliHas reteposn-
rornas

To xe

FeTepo3urotbl no |
TMNy

FeTepo3nroTbljio Il
TUnNy

FeTepo3nroTbl no
I Tnny

Tabnmya

TUNObl ULWCTUHYPUWN (BREMER, 1969)

AMWHOKUCIIOTblI MOYN

Hopma

Pe3koe nosbilleHne 3KCKpe-
UMM UMCTWHA, /IM3UHA, ap-

FT'MHWHa, OPHUTUHA

To xe

Hopma

HekoTopoe noBblilleHNEe 3K-
CKpeuun umctuna u nmsun-

Ha

3HaunTesnibHoe
3KCKpeuun UuUCcTUHA U Nn-

3nHa

noBbllWleHne

AKTUBHOE BcacblBarnive aMMWHOKWUCAOT C/AN3UCTOA 060-
JI0YKOA TOHKOro KulleyHukKa

NmeeTcsa

Mo4TM NONHOCTbIO OTCYTCTBYeT aKTUBHOE BcacblBaHWe
UnCTUHa, NIN3NHAa, aprMHnHa, oprnTuHa

OTCyTCTBYeT aKTUBHOe BcacbiBaHMEe JM3MHa (BcacblBa-
HVe aprMHUHa U OPHUTMHA He M3y4yasnocb). BcacbiBa-
HVe UuucTuHa cocTaBniseT 11 HopMbl

BcacbiBaHWe fin3nMHa */, HOpPMbI; BCacbiBaHWUE OpPIHXK-
HUHa 1/4 HopMmbl; BcacbiBaHMe LUCTUHA V* HOpMblI

Pe3ko CHMXeHO BcacblBaHWe LcTuHal
yem y romosurortoB | Tuna

HO OHO Bbllle,

He wccnepgosanocb

*

BcacbiBaHWe nusnHa V* HopM™

He wuccneposanocb



KAMHMUYeCcKU UUCTUHYpUS MpPosSBMSeTCS B BuAe Hchpo-
nTvasa, reMatypun, 3a4acTylo WHDEKUMM MOYEBLIBOAALUMX TyTelA.

AvnarHo3 CcTaBaT Ha OCHOBaHUW 06Hapy>XeHWs B Mouve 60s1b-
WNX KOJIMYECTB LUCTUHA WM LMCTEUH—-TOMOLINCTEUHAMCY bDNOA.
C 310l Ue/blo NPUMEHSIIOT  LIMaHWAHUTPOMNPYCCUAHBIIA TECT U XpOMaTo-
rpagmio  aMMHOKUC/I0T Ha Gymare. Kpome Toro, B roc/iegHee Bpemsi
ynoTpe6siIfieTcs  KOSIOPUMETPUYECKUIA TECT € LIMCTUHOMHOCTOM.

NleyeHMe CcKIaObIBaeTCA M3 JSleUeHUS OC/IOKHEHUIA (B OCHOBHOM
yOasieHVe 06pasoBaBLUNXCS KaMHELA) U MPOUIaKTUKA HedposiuTmasa.
Cpeon NporIaKTUYECKUX MEpONpUSTUIA OCHOBHBIMWU SIB/ISKOTCA  Crle-
ayouwme: 1) NoCToAHHOe yBesiMdeHve auypesa A0 2 MV/MUH, 0CO6eHHO
HOYbIO, KOrJa BblOENSETCH Hanbosiee KOHLEHTPUPOBaHHasA W Kucras
Mo4a; 2) nopilenaymsaHue moun Ao pH 7,5. Hambonee ynotpebrmMbivm
C 3T0IA Uenblo npenapatamn sBsoTces 6ukapboHaT Hatpua (oo 30 r
B [eHb) U aueTasosiammg; 3) orpaHvyeHne MeTUOHUHA MW, U3 KOTO-
poro B OCHOBHOM W 06pa3yeTcs UMUCTUH; 4) nfiedeHvie D-neHvupwuiamm-
HOM 2—3 I B [eHb oA, KOHTPO/IEM LMaHWUAHUTPONPYCCUAHOIO TecTa
(a0 150—200 Mr umcTmHa Ha 1 1 moumn). V3BecTHo, 4To D-neHuwiaMrH
nepeBOAUT UMCTVH B XOPOLUO PacTBOPUMBIAA Aucynbdug (umctemH-D-
neHNUW1aMUH). YKasaHHbIMA MpernapaT BCe peXke pekoMeHayeTcs /1A
NeYEHUs1 LMCTUHYPUM U3-3a PE3KO BbIPKEHHOF0 TOKCUYECKOro OELTT-
BUS: D-neHuwIiaMMH MOXKET ObITb MPUYMHOMA aHeMUU, JIEMAKOLMTO3a,
303MHOWIMA, TMOBbILLEHWNS LUESIOYHOMA (ochaTasbl B KpoBU, HedpoTu-
YecKoro CUHAPOMa, a/I/1IePrMYecKmX Cbeld, NeTarlbHbIX crlyydae. Kpome
Toro, D-neHMUWwVIaMVH SB/ISETCA  aHTUMETaboIMTOM  MUPUOOKCUHA,
rnoaToMy MNpu ero nMpUMeHeHUM Heobxoaumo BBoaMTbL 50—100 Mr BuUTa-
MuHa BB. TporHo3 Havbosiee HebnarornpusTeH Mpyv M30/IMPOBaHHOIA
UUCTUHYpUM  (HedposinTmas, rnapoHedpos).

LUMTPYNNTMHY PUA — 3aboneBaHve, 00yC/10B/IEHHOE 3H3UMATU-
UECKMM [Oe(beKTOM B LMK/Ie CMHTe3a MoyeBUHbI Kpebca — lMeHseaetATa.
M3BecTHO ¢ 1962 r. (McMurray), o 1968 r. 6bV10 OnNMcaHo elle 2 Ha-
6/1104eHVsA, 04HAKO MOXKHO MnpefrnonaraTb, 4To 3abofieBaHVe peKo Oua-
rHOCTVPYeTCA BC/IEACTBME TEXHWMUECKOIA C/IOKHOCTU METOAOB, HeobXo-
OMVbIX 018 MOATBEPKAEHUS AmarHosa. Tun HacfefoBaHWs — ayTo-
COMHO—PELIECCUBHBIIA.

B Hopme oAHVMM M3 BaHeMWMX 3TanoB uukia Kpebca — lMeHse-
JeiTa fABNSeTC 06pa3oBaHue aprMHUHAHTAPHOIA KUC/I0Tbl — MNpoAyKTa
KOHAEHCALUMN LUMTPYJUIMHA M acrnaparMHOBOMA KUC/OTbI Peakuusi ocy-
LECTB/ISETCA B NpUcyTCTBMM AT® Npn yyacTum hepmMeHTa — CUHTETasbl
APrVHMHAHTAPHOIA  KMCNOTbL. [lpy  OTCYTCTBMM 3TOrM0  9H3MMA CUHTE3
MOYEBUHbI HapyLlaeTCs, KOHLUEHTpauma UMTPY/UIMHA B KPOBU U B MoYe
MoBbILLGETCH, OAHaKO HerocpeACTBEHHO MPUUMHOIA  MHTOKCUMKaLMn
ABNSETCA rurnepamMmorLLeMus.

KnuHuka. 3abonesaHvie nposiBNsSeTCA B rpyAHOM Bo3pacTe
PBOTOIA, 06e3BOXXMBaHWEM, Pa3BUTMEM KOMbI C a/IKasl030M U Cy0p0oXK-
HbIX COCTOSHUIA. B nocnepytolwem HabogaeTcs 3afepXKa HepBHO-
MCUXMYECKOr0 PasBUTUSA, TUMNOTOHUA MbIWL, runeppedriekcns. B ne-
proge MHTOKCMKaLmMM pe3ko —B 50—200 pa3 — MOBbILLIAETCA KOHLEHT-
paums UMTPpY//IMHA B MU1a3Me KpoBU U JiKeope. KOHLeHTpauus am-
MuaKa B KPOBW Mocsie npuvema nuwy nosbilleHa Ao 1000 mkr%. Oco-
6eHHO OTYET/IMBOE MOBbILLEHVE aMMMaKa B KpPOBW Hab/ofdaeTcs rocse
Harpysku rJi0TaMVHOBOLA KUC/OTOM. BbiBeAgHVE UUTPY/UIMHA U MoYe-
BVHbI C MOYOLA 3aBUCUT OT KOMMYeCcTBa 6Gesika B CYTOYHOM MULLEBOM
pauuoHe. AKTUBHOCTb CUHTETasbl arpyHUHAHTaPHOA KUC/I0Tbl B rMevye-
HOYHOM MyHKTaTe Npuban3nTenibHO B 20 pa3 HWXKE HOPMbL.
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A a at 146 4 MogTeepkaaemas nytem Ko[padecTBéiAHoro obpeir '
NeHNs UMTPY/IIMHA B M/1asMe KpoBW MeToAOM XpomaTorpaduu.

NeueHue. B nepuoge Kpnsa — pernaparaulmoHHas Tepanus,
rnocrie 4ero — AMETOTEpanus ¢ orpaHuyeHvem 6enka no 0,5—1 r/kr.
MporHo3s He6MaronpusTHLIMA: ecnim AETU He NOrvGaloT B Mepuoae MHTOK-
cuKauum, To B [a/bHEMALLEM OTCTalOT B MCUXMYECKOM pasBUTUMN.

LIJEVIHO rMA30-AKYCTUYECKIUI CVHOPOM (cvHgpom Buri-
AepBaHka). OnmcaH Wiidervanck B 1952 r. Habnioganvch ceveliHbe
cnydan. BonerT MCKIOUUTESbHO YKEHLLMHBI.

KnnHunka. CvHOPOM XapaKTepusyeTcs BPOXAEHHOIA [/lyXo-
HEMOTOM, [ABYCTOPOHHMM MapasinviyoM OTBOAALLEro Hepsa C retractio
bulbi, rvnoriasveii NosoBUHBLI LA 1 3y60B, aHOMasIvein 0BOSIOCEHUS.
MoryT 6bIMb 06Hapy>KeHbl MPUAATOK YILHOLA PakoBMHbI, FeTepoXpoMust
paay>KHoiA 0060/7104KN, CYOKOHBIOHKTMBa/IbHasA JMnoma, AedopmMaupn
KPaHMOCLUraasiIbHOro COYSIEHEHUS. Y POACTBEHHWKOB 60/1bHbIX 06Ha-
PYXXUBAKOT [IyX0Ty, ruapouedanivio, pacllernsieHne Mo3BOHOYHMKA.

AndhdpepeHymanbHbIA AunarHO3 cfeayeT NpoBoAUTb
C cuHgpomom  KnnHnensa — oeians.

NNeyeHKne cuMNTOMATUYECKOE. B 0OTAENbHBLIX Crlyyasx Mpo-
BOOUTCA XUPYPruyeckoe JiedeHne HEeKOTOpbIX YKa3aHHbIX aHOMasniA.

LWEPELWIEBCKOIO — TEPHEPA CUHAPOM. 3aboneBaHue Briep-
Bble 6bU10 onucaHo B 1926 r. H. A. Llepelwuesckum, B 1934—1935 rT.
Bonnevie, Ulrich, B 1938 r. Turner, KOTOpbIA onpeaesnn 3To 3abone-
BaHVME KaK «CUHAPOM WH(aHTWAM3Ma C BPOKAEHHOLA MeperoHYaToiA
LLeeli N Ba/lbIrMpOBaHHbIM  Mpearuieybeny.

KnmnHnyeckwu cnHapom  Lllepelwuesckoro — TepHepa  Xa-
pakTepU3yeTcs BbIpaXEHHbIM [0/10BbIM  UH(PaHTU/IM3MOM, HU3KOpoe—
JlocTblo 1 06pa3oBaHNEM KOXHbIX CK/1a[0K Ha GOKOBOLA MOBEPXHOCTU
wen: HW3Kopoc/10CTb TakMX 60/MbHbIX He CTO/b BbIpaKEHa, Kak npu
rmnogm3apHoM HaHu3Mme. O6bl4HO 60/ibHblE  C/IOKEHBI  MPOMOPLMO-
Ha/1bHO, C LUMPOKOLA FPYAHOIA KIETKOIA U 60/1bLLMM PacCTOSHUEM MeXay
Cockamu. 3nudmsapHble JIMHAM pocTa OJMTeSilbHoe BPEMS OCTatoTCA
OTKPbITLIMW, XOTS TEMM pPocTa [JeTeiA 04eHb 3amMefJieH, a PocT B3POC/IbIX
60/1bHbIX PeaKo MpeBbIaeT 135 cM. VIMEOT MECTO aHOMas/iMM pas3BUTUSA:
TopyaliMe yiluW, aHOMa/IMM OpraHOB YYBCTB, YMEHbLUEHHAsA HWXKHASA
YeslloCTb, Ha/IMUMe TPETbEro BeKa, MOMOAKTUVSA, CUHOAKTUANS, U3Me-
HeHVe HorTeld (YMeHbLLUEHHbIe, MonepevyHoucHepUenHble, YTO/ILLEHHbIe
Y OCHOBaHWS), KIMHOOAKTIUINA, OTeK AUCTaSIbHbIX OTAES0B HVDKHUX
KOHEYHOCTE, BpOXAEHHbIE MOPOKM cepAaua (KoapKTauums aopTbl, de-
(heKT MexXoKeslyJ0UKOBOIA Meperopoakn) v pag opyrux. Ha peHTreHo-
rpamMmax HaxogAaT ocTeomnopo3. [OHaga/bHbIA —AucreHe3  SB/seTcs
Hanbosiee MOCTOSHHbIM CUMITOMOM 3abos1eBaHuA. pyn  fanapoTomMuun
06bIYHO He HaxoOAaAT ANYHWKOB WM Moc/efHVe 3aMeHSTCH pyavMeH-
TapHbIMN TsHXKamK, COCTOSLLMMU M3 COEAMHUTESBLHOIA TKaHW, OCTaTKOB
ANYHUKOBOMA TKaHW U WHTEPCTULMASIbHBIX K/IETOK,  HarmoMuHaloLpe
KeTkn JletAgyra. MpnbnmnsntesibHo 80% 60/bHBIX C cMHAPOMOM Lllepe-
LIeBCKOro — TepHepa SBMSATCA XpPOMaTWUHHEr aTuBHbIMW. [pu mccne-
[0BaHM KapuoTuna y 60/1bHbIX 06bI4HO 06HapyXXunBaeTcsa 45 XpoMOoCoM.
VimeeTca gedmumt X — MOM0BOMA XPOMOCOMbI.  py Apyrmux BapuaHTax
cnHapoma  LlepelueBckoro — TepHepa MOXET O0OTMevaTbCd Mo3anKa
nosoBbIX XpomocoMm Turma XO/XX; XO/XY; XO/XXX; XO/XYY;
XO/XX/XXX. TNpn wccnegoBaHUM 3CTPOreHOB 00bIMHO 06HapYXu-
BaeTCsA MX HU3Koe copepxaHne. CoaepxaHme roHaao0TPONMHOB BbICOKOE.

AnarHo3 CcTaBATCS Ha OCHOBAHUN K/IMHUKN U AaHHbIX LWTO-
reHeTNYECKOro UCC/IeA0BaHusA, B VCK/IIOUUTESbHBIX C/y4vasx MnokasaHa
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Aanalo?oTw. AuddepeHumanbHbIA AnarHo3 HeobxoAuMo MNpoBOAUB,
a runousapHbLIM HaHVU3MOM, HOBEHWILHOLA MUKCEAEMOW, €BHYXOUAMN3MOM.

/1 ed eH une. Heobxoomma Tepanus aHabo/IMHECKUMMU CTepoMaaMm
1 BcTooreHamwn. lMepe, HayasioM Tepanuu 3CTporeHamu rnokasaHa Aavia-
rHocTMyeckas NanapoTomus. Mpy pesko BbIP@KEHHbIX LEMHbIX CKaa-
Kax (Mrepurnym) MApoBOAAT M/1aCTUHECKYIO XUPYPrUYECKY0 OMnepaLiuio.

LWN3ODPPEHNA (ponb HaCJ'Ie,qCTBeHHOCTI/I;). bone3Hb bneHaepa
BaHOpe craboymme) — MCMXMYECKoe 3abosieBaHue, Hocsllee nporpec-
CUPYIOLLMIEA XapakTep. PacnpocTpaHeHHOCTb 3a60/1ieBaHMA  COCTaB/IsEeT,
noTHXM pa3/iNyHbIX aBTopoB, OT 4 A0 8,5 Ha 1000 HacesnieHus. Oue-
BUOHOA SIBNSETCA POSib HaC/IeACTBEHHbIX (aKTopoB. [eHeTuyeckue umc-
cnefoBaHUSA 06HapPY>XMBAKOT, YTO Cpen POACTBEHHUKOB 60SIbHbIX LLIN30-
(hpeHveld HabnoOaeTCs yBe/IMHeHVe C/lyYaeB 00/1€3HW, MapasisiesibHoe
cTenenn poAcTBa. Tak, No AaHHbIM Kallmann, yactoTa 60/51€3HM Yy po-
avTenei paBHa 9,3%, Y [Jetein-16,4%, Y nonycubcoB - 7 I/o,
V cnbcoB — 14,2%: y AByAlALEBbLIX 6/n3HeloB — 14,5%, y oqHOsHLE
Mbix — 86 2%. [eHeTUYecKMe WCCNeaoBaHUs B MAsonsTax  (OaHHble
CKaHAMHaBCKMX aBTOPOB) MoOKa3asin 60/bLUY0 pacrnpocTpaHEHHOCTb
LUM30(PEHNN B CEMbSIX C PoACTBEHHbIMU Gpakamu (0-10/0). Mpegro-
naraeTca ayTOCOMHO-PELIECCVBHBIA TuUN  HacnefoBaHua ¢ .0% neHe—

TPaHTHOCTLIO.N K A OCHOBHbIMW  KITMHUYECKVMW  NPOSBSIEHNAMN 60—

Ness* CriyXkaT HapacTalolme U3MEHEHWUs! JIMYHOCTU B BUAE HapyLleHus
€e eVHCTBa, ayTM3Ma W MoTepy CBSI3U C PeasibHOCThH, 3MOLIMOHA/IbHOIO
OCKy[leHVsl, CBOE06pa3HbIX HapyLeHNIA MbiluieHVs. Ha oHe 3Tux
OCHOBHbIX (HEraTVBHbLIX) PacCTPOMACTB B TeYEHUN 3a60/1eBaHNS, 60/IbLLEIA
YaCTbO B OMpeaesieHHOM Moc/1ieaoBaTeNlbHOCTU U CBSI3U ApYr C APYIOiA,
pa3BMBalOTCA NPOAYKTVBHbIE PacCTPOLACTBA: HEBPO30MOA00HbIe, afdek-
TVBHbE Ta/UIOLMHATOPHbIE, 6peaoBble, KaTaToHW4eckue. OTaenbHble
nposiB/fieHns 6osie3HN GbUIM U3BECTHbI AaBHO. [0 BblAeneHUs 3a0osie—
BaHWSI B CaMOCTOSITE/IbHYH HO30/10rMYeckyto  ®°PMY. onpefesieHHble
0COGEHHOCTM €ero TeuyeHUst GbUM ycTaHoB/leHbI Morel 1 Magnan, or-
[enbHble K/IVHMYECKWEe CUHAPOMbI onuncaHbl Kahlbaum n Hecker v gp.
CucTeMaTu3aums K/IMHUYECKMX BapuaHTOB, 06beAVHEHVe WX B camo-
CTOATE/IbHYI HO30/10FMYECKYI0 (DOpMY, UCX0AS U3 XapaKTepa TeyeHus
i cXoAcTBa KOHEYHbIX COCTOSHWUIA, NpuHag/iexmT Kraepelm, KoTopbiia
nan 00MesHM Ha3BaHWE «paHHero criaboymus». Bleuler, YuuTtbiBas
OCHOBHY!O MCUX0MNaTO/I0MMYECKYt0 0CO6eHHOCTb 3abosieBaHUss  obLuee
;«palncuxumkun  (schisis), npeanoxmn HaMeHoBaHME «LUM30—

TnaBHbIM  KpUTEPUEM  TPYMMNPOBKN  Pa3/INYHbIX  KIMHUYECKUX
BapVaHTOB LUM30(PEHNN B HacTosLLee BpeMs SB/SETCS ee  yyeHue.
Mo xapaKTepy TeyeHWUs BblOENAT 3 OCHOBHbIX BapvaHTa LIN30( peHnN.
A1 HerpepbIBHOTEKYLLYTO, 2) nepuoguyeckyto, 3) MpUCTYnoodpasHyto
(«y6006pa3Hyto»). HernpepbIBHOTeKyLLasA - OCHOBHas opma 6one3w”
MY KOTOPOLA HamMbos1ee MOJSIHO MPOSIBSIIETCA TUMMYHOE AJ151 LUN30(PEHUIN
coyeTaHMe HeraTVBHbIX U MPOAYKTVBHBLIX CUMITTOMOB, a Takke Haubosee
oyeBMAHa crepmduyeckas MporpeaveHTHoCcTb 6os1e3Hn.  Meprogunye-
CKas LUM30(PEHNS XapaKTepusyeTcs Mepuoavyeckm BO3HUKAaKOLLMMUN
MCUXOTUYECKMMM COCTOSIHUAIMUW, OTAE/eHHbIMA Apyr OT Apyra pesmc-
CUAMU NN MTepMUceUsaMN.  KnnHUYeCkne BapvaHTbl MPUCTYMOB —

OAPKTUBHBIX [0 ow e POULHO—KATATOHNYECKNK — HaXoAsaTCA Tec
Boli CBA8BH ¢ rny6uHoiA nopaxeHus. MpucTynoobpasHas («wy6ooopas-—
HAA») LWN30(PEHNA XapaKTepusyeTcs coyeTaHVeM MpU3HaKoB Herpe-
PbIBHOTEKYLLEro npouecca M BO3HMKAKWMX Ha ero oHe oYepyeHHbIX
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npucTynoB 3a6osieBaHnsA. [eTcKas WM30(hpeHns B OTAE/bHbIX NposiBrie-
HUAX omnmcaHa Sancte de Sanetis B 1908 r. CuctemaTmzauyst KIVHWU-
YecKMX BapuaHTOB LUM30(PEHNN Y OETEIA U NOAPOCTKOB, Klaccnmkaums
60/1e3HM MO0 KPUTEPUID TeudeHusl, NpuHATas Broc/IeACTBAM U B 00OLLEA
nevxvatpun, npuHagnexar . K. CyxapeBoia (193?). TeueHve 3a6one-
BaHVA Yy [ETeiq NperMyLLEeCTBEHHO HenpepbIBHO-BAI0e. HenpepbiBHON
MporpeavieHTHbIA TUN  TeueHUss BCTpedvaeTcs pexe. [Mepnogmyeckas
LUIn30(hpeHnNs HepeaoKO BCTpeYyaeTcs Y MOoApOCTKOB, OCO6EHHO [eBOYeK.

PaznuHble ¢opMbl  LLUM30PEHNN B TEHETUYECKOM OTHOLLEHMS,
no—-BMAMMOMY, HeoaHopoAaHbl. Mo gaHHbIM Ey Leonhard, puck 3abone-
BaHWA Mpy Neproavyeckmx opmax 3HaumMTenbHO Bbllle (31>—22/6),
YeM NpU  HerpepbIBHOTEKYLLUEIA LLN30(peHNN. BOoMbLIMHCTBO aBTOpOB
npuaEpPXKNBaOTCA MOSMIEHHOA Mpupoabl 3TOro 3abosieBaHUS.

NeyeHwUe 60/bHLIX LLN30PEHVEIA MPOBOANTCS B CTALMOHaPHbIX
YCNoBUAX N ambynaTopHO: MOAAEPKMBAIOLLAA Tepanusa BO BpeMs pe-
Muccun. B 3aBMCMMOCTM OT BeAyLLEero NcmMxonaTosiorMyeckoro cMHapoma
MPUMEHSIITCA  HELApOsienTUYeCK/e npenapaTbl (aMWHa3WH, CTeslasaH,
MaXXernTws, rasionepuaon n ap.), a takxe MHCyMHoTepanus. Mpu noa-
OEPKUBAIOLLICIA Tepannn [03bl NpenapaToB CHUKAKTCS.

SKTO-ME3OAEPMANILHAA AHOMA/INA HACNEACTBEHHO-
CEMENHAA. CuHgpom Briepsble onmcadH Golta, Gorlin B 1962 .
HacnenyeTtcsa Mo ayTOCOMHO-AOMWHAHTHOMY TUMy.

KAVHNYECKON KapTunuHe 3a60/1eBaHNSA BeayLLMn
CUMMNTOMAMWN  ABJISKOTCA KOXHbIE MOPaXXeHNS1 — pe3Ko O0TrpaHUYeHHbIE,
HenpaBW/IbHbIX OYEPTaHUEA OYarm WCTOHYEHHOIA TUHEPNUIMEBTUPOBaH—
HOIA KOXN, MECTaMM C KOPUYHEBATO-KpacHbIM OTTEHKOM, Ha MMrorsiacTy—
YECKMX YYacTKaX KOXM MOryT BbICTYrMaTb XVUPOBble rpbbkn. Mpu rmucto-
JIOrNYECKOM  MICC/IeioBaHNN KON — FUMoM/1asus OepMbl 1 3aMeLLeHmne
€e XXMpOBbIMU K/IeTKamMW. InuaepMmuc He mameHeH. OTmedatoTes rmrno-
MacTUYHbIe N ANCTPORpPOBaHHbIE HOrTW, pPefKuULA pocT BOJIOC, HA e/M-
3UCTbIX  000/104KAaX — MHOXECTBEHHbIE  COCOYKOBbIE  BbICbINaHWA.
OnucbIBatOT KO/1060MYy  pafy>KHOA 060/104KN, MUIMEHTALMIIO CETYaTKW,
aTpoumio 3puTenbHOro aepBa. OTMe4aeTcs pacllernyieHne A3blika Ho
cpeaHeln JIVHUN MUKPO— WK 6paxuuedanns, CHUXKEHUE WHTesUIeKTa.
B HeBpos1IOrMyeckoM ctaTyce—HUCTarM, cxogsileecs Kocorsiasve. [lo-
POKWN pa3BUTUS: NONNOAKTUANA, CUHOAKTUANS, TUNonaasvs 60/1bLIoro
nasbLa, aHoMasim 3y60B M MOPOKM cepAaLia.

AndbdepeHymanbHb A AnarHos MPOBOAAT C CUHAPO-
Mamn  BepHepa, Bnoxa — Cynbubeprepa, ®aHKOHW.

NeyeHwne cumnTomMaTuyeckoe. [lMpu MokasaHWAX (aHOMasIMA
nasibLUEB 1 ,qglg MnpoBoAAT orepaTyBHOEe BMeLLATE IbCTBO.

OKTOAEPMAJIbHO-ME3O4EPMAJLIIOU AONCTTTA3NN
CUNHOPOM (cvngpom  Kone, Paywkonb6a — Tymun). OnwucaH Cole
B 1941 r., Rauschkolb n TooTey B 1943 r. 3abosieBaHVEe NPoOSBASETCA
Anthddy3HOIA NSTHUCTOM aTpodiMeil KOXI Ha Luee, TysI0BULLE M M0/0caTolA
aTpomeilr Ha KOHEeUYHOCTAX, PacCTpoliACTBaMM MUFMEHTaLmM 1 pacLumpe-
HVIEM COCYA0B, AVNCTPOMELA HOFTElLA 1 3y60B. HacTo OTCyTCTBYET 60/1bLLOA
rasieL, 1 nepBasi NJIKOCHEBas KOCTb JIEBOIA CTOMbI U MMEETCA CUHAAKTINA
nocnegHNX AByX MasibLEB JIEBOMA PYKMW.

leyeHNe XUPYpruyeckoe;

OKTOAEPMAJIbHAA NoNTNTrNNonNaA3nNaAa BPOXXOEH-
HAA — peakoe BpoxaeHHoe cemeliHoe 3aboseBaHve. OnucaHo Christ—s
Siemens. XapakTepu3yeTcs aHrnuapo3om, ruro— WM aaoHTVeIA, pas3ing-
HbIMW  OUCTPONYECKUMN  M3MEHEHUAMW CO CTOPOHbI 3y60B. [MCTO/0-
rMYecKn OTCYTCTBYIOT HOTOBbIO M CaslbHble Xesiesbl, 06Hapy>XXnBaeTcs
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Aucrsiasvs BosI0CAHbIX (hO/UMKY/I0B M Bosloc. OnmcaHbl [Ba OCHOBHbIX
TvNa cuHApoMa. AHMMAPOTUHECKMEA CUHOPOM MPOSB/SETCA MMMOTPAX0—
80M, aHrmMapo3oM M  FUMNOAOHTUEIA, TMMOPOTHYECKNIA — TUMOTPUXO30M
Ll aHomareri HorTelAd. ViHorga OTMeYaeTesl aHOHUXMWS, OHUXOrpurdios,
KepaTo3 JgA0HeIA M MNOAQLWB, IUMo- WM ansasuvs C/IIOHHBIX, C/Ie3HbIX
S MOJIOYHbIX Xesie3, aHoPTa IbMus, Cef/I0BUAHBIIA HOC, ANCTPOPUHECKUIA:
KepaTuT, aTpomyecKMiA  pUHUT, OTCTaBaHWe B pocTe, FMNoTPons
Mos10BbIX OPraHoB, OTCYTCTBUE BTOPUYHBLIX MOSI0BbLIX MpU3HaKoB® OTCyT-
CTBYE MOTOOTAENIEHNS MOXET CTaTb MPUYNHOLA rOJI0BHBLIX 60s1elA, 0s10-
BOKPY>KEHUIA U MONNYPUN.

7l ey e HWe HaNpaB/ieHO Ha YCTpaHeHVe OTMeYeHHbIX AeheKTOB.

3KTO-ME3OAEPMA/IBHAA AOWCMJTIA3NA (BaH bBorapta —
Ose cnHapom). 3abosieBaHMe onucaHo B 1952 r. HacnepgyeTcs mo ayTo-
COMHO-peLiecCMBHOMY Tury. OnuvcaHbl cemMeliHbe Crydau.

Knun-Hnuyeekme cUMMNTOMBbI NpPosSBASAIOTCA rocsie 3 JieT.
Bo/bHbIE UMEIOT XapaKTepHbIA BHELLHWIA BUA: YIUTOWEHHBIA BOe, pac-
LUIMpEHHas MepeHocuLa, MUKPOrHaTus, roTudeckoe He6o, aedopmmpo-
BaHHble yLUW, rurnorniasvs rnasHul, runeptenopmsm. KoHeuHocTn YKo-
poYeHbl, O0COBEHHO KMCTU W CTOMbl. YacTo CHWKEHWe WHTESVIeKTa,
MMOMKA U acTUrMaT3Mm. Ha peHTreHorpaMme — OCTEOMOpPO3, 0CTeos 3
MPOKCUMa/IbHbIX OTAE/I0B KOHEUHOCTEIA.

AnddhepeHumanbHbIA guarHO3 c/eayeT NpoBoaUTb
C,qpyrmmm avcnnasnsamn.

NeyeHne CUMNTOMATUYECKOE, MOKA3aHO HOLLEHWE KOPpUrun-
yngmx OYKOB.
EPCA — OAH/IOCA CUHAOPOM. 3abonesaHune onucaHo Ehlers
n DanJos B 1901. 1908 rr. Hacnepyetcsa mno ayToCOMHO-A0MUHAHTHOMY
TunNy. B ocHoBe nartoreHesa /fiexaT AereHepaTviBHble U3MEHEHUS Kosiia-
rEHOBOA U 9/1aCTUHECKOLA TKaHW.

KnunHunka. [epBble NposiBIEHMS HayMHalOTCA B [AETCKOM
Bo3pacTe. OHW XapaKTepu3yHTCHA MOBbILLEHHOM 3/1aCTUYHOCTBIO KOXW,
ee pacTsHKMMOCTbIO, JIOMKOCTBIO M PaHUMOCTbBIO ee CoCy0B, MepepacTsa—
3KEHVEM CBA30YHOr0 arnnapaTa, 00YC/I0B/IMBAOWMM Ype3MepPHY0 Mof-
BWKHOCTb CYCTaBOB M YacTble MoaBbIBMXW. OCOGEHHO BbIpaXeHa pac-
TSOKUMOCTb M 3/1aCTUHMBOCTb KOXKM Ha Jiue U B 06nactv 60/1bLumx
CycTaBoB. Koxa /I0KTEBbIX, KOJSIEHHbIX CYCTaBOB MCTOHYEHA, NMepraMeHTo-
obpa3Ha; CKBO3b Hee MPOCTYMaeT CeTb Te/IeaHrVaKTasWiA. YCusieHHas
pPaHMMOCTb KOXW NpUBOOUT K 06pa3oBaHu0 pPyOLOBbIX W3MEHEHUIA.
Hepeako 06pa3yloTca MArkue, (rbposHble, KOXKHblE U MOAKOXKHbIE,
MUIrMEHTUPOBaHHbIE  OMyXO0SIM, KOTOpble  MOryT  00bI3BECTB/IATLCA.
B npouecc MHOrga BOB/IEKAETCHA CAM3UCTAA 060/104Ka LUEK U A3bIKW.
ONUCLIBaIOT  My3bIPbKOBbIE BbICbIMaHWsA, HamoMuHatoLwme  GysVIesHbIA
anuaepmonms. 3abosieBaHWe COMpoBOXAAeTCA aHEBPU3MOLA aopThbl, On-
BEPTMKY/laMn MULLEBOAR, OWTSTALWEN KULLEYHNKa, 3BeHTepauvell avia-
(hparmMbl, BbIBUXOM XpYyCTa/IMKa, aHOMas/IMsaMn 3y60B.

,Cl,l/ld)d)epeHLl,I/larlebll/l AnarHOo3 cfeayeT NpoBOAUTb
C Cungpomom TypHepa — Kusepa 1 06LLIMPHOIA rpynnoiA Hac/ieaAcTBeH-
HbIX 3260/1eBaHNIA, CBA3AHHbIX C MOPaXXEHUEM COEAVNHUTESIbHOA TKaHW,
C CI/IH,?_,FOMOM BaH nep Xese.

NCA BAH KPEBEI‘Ib,EI,A CVHAOPOM. 3aboneBaHvie onucaHo
Ellis van Creveld B 1940 r. OTHOCUTCA K rpynne 3KToAepMasibHbIX
ouennasunia. HacnenyeTces no ayToCOMHO—peLeccuBHOMY Tuny. Poavtenv
60/1bHbIX [ETElA YaCTO SABAIOTCA KPOBHbIMW POACTBEHHUKaMM.

KnnHunka. OTmevaloTcs ANCMAPONOPLNSA Ty/ioBMLA U YKOPO-
YeHVe KOHEYHOCTEIA, MOPOKW paspuTus; MOSMAAKTUANS, CUHAAKTWANS®
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rVIrorviaalAiA Horteld, MADKeECTHeLAVBTE 3K30CTo3bl.  X'apaittep&ij aedop-
MauMmM MpPOKCUMasTIbHbIX OTAE/0B AJIMHHBIX Tpy6G4aTbIX KocTeid. YacTo
06Hapy>XmMBaloTCa aHOMasiMM 3y60B WM UX OTCYTCTBUE, CMassHHOCTb
BepxHelA rybbl ¢ 3y6HbIM Kpaem fJeceH. MoryT VMMETb MeCTO MOpOKMU
cepaua (aetheKT Mexokesy[ouKoBO MEPEeropogku), CHVDKEHME WHTEST-
N1eKTa, MOsI0BOMA UHDAHTUAM3M. PeHTIeHOMOrMyeck: 3amef/ieHHoe pas-
BUTME siep OKOCTEHEHUS B /IMHHbIX TpyGYaTbIX KOCTSX.

AvdpdhepeHyunanbHbIA AUarHO3 c/edyeT MPoBOAUTb
C MUKCceOdeMOIA, 60nesHbio  JloGLumeiAHa.

NeyeHNe CYMMTOMATUYECKOE.

3MBPVOTOKCOH — BpoXaeHHast aHOMas/IMs POroBOEA 060/104KU,
BCTpeYaeTca CpaBHUTE/IbHO 4acTo. Tun HacnefoBaHUs — ayTOCOMHO-
OOMUHAHTHBIA.  I3MEHEHWA B poroBuiLle CBsi3aHbl C OT/IOKEHVEM JIN-
nuaoB B 60yMeHOBOIA 060/104Ke U CTPOME BC/IEACTBME HapyLLEeHUs! JIro—-
MOHOro obmeHa.

KnuHukKa. Pa3fMyaloT nepeaHuiA 3MGPUOTOKCOH, pacnosiarato-
LWMIACS B MOBEPXHOCTHBLIX U CPEAHUX C/I0SIX: POrOBULLbI, W 3a0HWIA, Ha-
XOOAWMIACA Ha rpaHuLE C AeCLIEMETOBOMA 000/104KOA. py GUOMUKPO-—
CKOMUK orpeaensieTcs KosbLEeBUAHOe NOMyTHEHME POrOBULIbI CEPOBATONO
ugeTa wMpuHoiA 1,5—1 MM, KOTOopoe TsAHeTcs BAOMb Siumba, Mpouecc
He nporpeccupyeT. 3puTesibHble GYHKUMW He cTpagjaloT. Hepeako
3MOPUOTOKCOH COYETAETCA C TaKMMM aHOMa/IMAMW [/1as3a, KakK MUKpPOo-
(hTasibM, MUKPOKOPHEea, MeraslokopHea, KepaToKoHyc u ap. [Mogo6Ho
BPOXAEHHOMY 3MOPUOTOKCOHY, B pOroBULIE MOXW/IbIX JHQOEA 06pasyeTcs
M YBESIMYMBAETCA KpyroBoe MOMyTHEHWME, OTAE/IEHHOe OT JiMMbBa TOH-
KOIA MO/I0COIA MPO3payHoOlA TKaHU,— cTapyeckas Ayra, Wiv repoHTOKCOH.
Tvn HacneaoBaHWA M MaToreHe3 aHaslorMyeH 3MOPUOTOKCOHY.
to- /leyueHMne He paspaboTaHo. [1pOrHO3 XOPOLUMIA,

OQHUE®PANOTPUTEMUHA/IBHBIN  AHTMOMATO3 LWTYP
'E — BEBEPA — 3a6oneBaHue, XapakKTepusytoLeecs aHrvomMoLA
KOXW, BPOKAEHHOM  [/TayKOMOA W aHIVIOMOLA  COCyAMCTOMA  060-
JI04KM  MO03ra, COMpOBOXAAMLLEeics  pa3Hoo6pasHbIMU  HEBPOsIOTU-
YeCKMMM cvMMToMaMu. [lepBble criydan 6one3HM  onucaHbl - Sturge
B 1879 r. n Weber B 1922 r. K 1960 r. B nuTepatype 6bU10 ONUCaHO
544 cnyvas 6onesHn LUTypre — Bebepa. OCHOBHOW TuM Hacneno-
BaHWSA — ayTOCOMHO—I0MUHAHTHBIIA, UMEIOTCA [aHHble 0 BO3MOXKHOCTU
ayTOCOMHO-PeLIECCUBHOI0 HacsleAoBaHWs. [1aTos10roaHaTOMUYECKN: aH—
rmomMarTo3 KOXXW, MSrKOMA MO3roBoiA 060/104KM FOSIOBHOMO MO3ra, XO-
pUoNAaNbHbIX CIVIETEHWUIA [N1a3HOro 5I6/710Ka, aHrMoMaTo3 CrMHHOIo
MO03ra, BHYTPEHHMX opraHoB. aToreHe3 60/1€3HM He W3BECTEH.

AN KnuHumyeckasas KapTuHa 3aboneBaHVss B TUMNMHYHbIX
CNny4vasix XapaKTepudyeTcsl KJ/1acCMYeCKOLA TpuafoiA CUMIMTOMOB: aH-
rVIOMOIA KOXW, T/1ayKOMOMA M aHIOMOLA MO3roBbIX 000/104eK. AHIVOMbI
KOXXU OTMEYaloTCA C POKAEHMA U UMEOT BUL, «MbUIAIOWMX MSTEH*,
JI0Ka/IM3YIOTCA Ha Jinue B 06/1acTU MHHEpPBaLIMM TPOIAHWMYHOIO HepBsa,
vauwle 1—11 BeTBelA, pexke Ha TY/I0BULLE UM KOHEeYHOoCcTsX. [laykoma
06HapyXuBaeTcs y OeTeiA B Bo3pacTe oT 1 roga oo 15 sieT Ha CTOpoHe
aHrMMoMbl L@, B OTAEMbHBIX ClyyasX MOXeT HabnogaTbCs aHrvoma
Xxoproviaen W pafy>XHoiA 060/104KN rfiasa. Hanbonee yacTbiM/ HEBPO
JI0rMYeCKMMUN CUMITTOMaMU SIBSISIKOTCSA CYI0POKHbIE MPUMaaKK, HocsLLye
04aroBbIiA, Mo3aHee reHepasIM30BaHHbLILA XapaKTep, Napesbl U Napainym
KOHEYHOCTEA LIEHTPa/IbHOI0 XapakKTepa Ha CTOPOHe, MpOTMBOMOSIOXHOIA
aHrvomMe sMua M Mo3roBbIX 060si04eK. [lpuraresibHble pacCTpolAcTBa
06Hapy>XMBatOTCA HepeaKo rocsie CyAOPOXHbIX MNpUMagKoB. 3Hauun-
TeNbHO Yalle, Yem hopma C MosHOLA TpYaapiA CUMMTOMOB, BCTpeyaeTces
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BUCMMMTOMHasA (hopMa — COOTBETCTBEHHO B 64 1 23%. B .13% criyyae»
6onesHn LLTypre — Bebepa WMeEET MeCTO MOHOCUMMTOMHas ¢opma.
Ana BbISBNEHWA OGUCUMITTOMHOIA M MOHOCUMITOMHOMA (POpMbl  HEOBX0—
O/Mbl  [0MONHUTENbHbIE  MCC/e0BaHUA — PEHTIEeHOs0rnYeckue, reHea-
forvyeckve 1 gp. Ha peHTreHorpamme deperia 06HapyXuBaloTcA
[BYXKOHTYPHbIE TeHW, 4allle B TEMEHHO—3aTbUIO4HOMA 06/1acTu, UX Mpo-
VCXOXOEHME CBSA3aHO C KalbUMHaUvelA cocyfoB. Ha rnasHom AHe
Y MHOMMX 60/IbHbIX WMEEeTCH pacLUMpeHne COCY[0B, SBJIEHWE aHrvo-
MaTo3a. Mpu an1eKTpoaHLEehariorparuyeckom 1ccrieioBaHUN BbISBISKOTCA
AnddysHble 1N o4YaroBble M3MEHEHNS 3/1EKTPUYECKOLA aKTUBHOCTU MO3ra.
B Liepe6pocnmHasIbHOA XNAKOCTN MO3ra MoBbILLEHO coaepXaHue 6erika,
BCTPEYaloTCa eaVHNYHbIE 3pUTPOLMTBI. COO6LLAIT 0 HapyLUeHUSX Xpo-—
MOCOMHOI0 Habopa Yy 60/IbHbIX: TpUCOMUSA MO 2-i4 Nape, Ha/M4uve A0-
6aBOYHOIA Y -XpOMOCOMbI U T. A, Y poACTBEHHUKOB G0/IbHBIX HEpeaKu
aHIIOMbl KOXMW.

NleyeHMe cUMOTOMATMYECKOE: MPUMEHSIIOT MPOTUBOCYAOPOXK—
Hyl0 Tepanuio, npenapaTbl, CHWKAOLWME BHYTPUrfasHoe JasrieHue,
B oTAe/bHbIX ClyyasX NpoBOAAT peHTreHoTepanuio Ha 06/1acTh Fos10Bbl,
XUPYPruyeckoe sieyeHne MO3roBbIX aHrMoM W F1ayKoMbl.

" MNpomnakTnka: LLenecoobpasHo BO3AEPXKUBATBHCA OT AETOPOX-
[eHVs B CeMbsX C OTArOLUEHHOA Hac/1eACTBEHHOCTbHO. .

QHUEDPATOOPTANIBMUNYECKAA ANCIIJTA3NA CEMEVHAA
(Kpayse'cuHgpom). OnucaH Crause B 1950 r. HabnwogaeTcsa 4acTo
Y 4WIEHOB OHOIA CEMbW.

KAnHNuUYecKU xapakTepnsyeTcs ABYCTOPOHHMMW MOpoKamm
pa3BUTUSA CETHATOLA 060/104KM Tla3a B BUAE HEAOCTaTOuHOMA AudiepeH-
umaumm ee cfoeB. VIveeT MecTo BTOPUYHAsA OTC/IOMAKA CETYATKW, MCeBa0-
r/iMomMa, ABYCTOPOHHAS MUKPOPTa/IbMUS, YIJIOWEHME [epefHein Ka-
Mepbl. MOMyTHEHMe XpycTasimka, OCTpoTa 3peHUst CHWKaeTcs A0 Mosi-
HOro amaBpo3a. CUHAPOM COMPOBOXAAETCA MOPOKamMu pasBUTUS HepB-
HOMA CcUCTeMbl — 3HLedasiolenie, MeHVHrolesne, Aucryiasvelii Moxeuka
N aTtpodmeinr Kopbl. [McTonormyeckoe wuccnegoBaHVe 06Hapy>XMBaeT
runorn/asmio Mo3Xeuka M 60MbLUOr0 Mo3ra. B nerkve runonnasvs
M anfasus, ateniektasbl. Hepeaokm MopokW pasBUTUSA cepaua, MOYeK,
YKESTY[OUHO—KULLIEYHOIO TpakKTa W _MOYeriosioBOA CUCTEMBI.

ﬁ'mqod)epeHumaanbl M AunarHo3 MnpoBogsaT ¢ ApyrvMm
(hopmMaM—  CeMEMHbIX AMCTUTIA3MIA 1 XPOMOCOMHBIMW  aaappaLysiMu.

AMMOEPMUNCA OTC/IOMKA MY3bIPYATAA BPOXAOEHHAA
(Bebepa — KokeiaHa cnHgpom). OnucaH Weber n Coekayne B 1933 .
HacnegyeTca Mo OOMWHaHTHOMY Tuny. —

AVWHWKa. 3abosieBaHVe HauMHaeTca B OETCTBE, HO LUT/IO-
JaloTcsa cnyyYan 1 No3gHero ero pasBuTuA. MaTtoreHes: naTosorma Ka-
NUANSpoB U HapylleHne (yHKUMK nedeHw. [MposBaseTcs peumavem-
pylowmMn  6ysi/1e3HbIMA - BbICbIMaHMAMM  Ha cTorax W Kucasx, CcXoa-
HbIMA C By/I1E3HBIM ANMAEPMO/IH30M. PeLamBbl HacTyNaloT Crov raHHo,
B 0COGEHHOCTW rocne JelACTBUA Xonoga wim Tervia. CUHAPOM cxoAeH
C MpoCTOlA (oopMOLA By/1/1E3HON0 ANWAEPMOSINGA, HO OT/IMYaeTcs OT siee
MpeanoyTUTENTbHOA JIoKa/In3aUmMeil Ha CTOM3X U KUCTAX. CumnToMm Hu-
KOJ/IbCKOI0 OTCYTCTBYET. B KpoBW  303MHOGUAMA.

teOAndpdhepeHmanbHbIA AMarHoO3 credyeT NPoBOAUTb
C peumovBupytolLeiti  Bysu1esHOA AMCTUAPOTUYECKOLA aNmnaepMopmTUEN.

NeueHwne cMm. ByniesHbiiA aNMAepMosIna.

«AMUAEPMOAVCIIAIABNA  BEPPYLIMGOPMHASA  (cnHapom
NleBaHpgoBcKoro — Jlytua). 3aboneBaHve  onmcaHo — Lewandowski
a Liiti B 1922 r. OnucaHbl ceMeliHbie Cry4an.
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KANHIAUYECIMIA KOXHble MBMEHEAM XapaKTepusyroTcs rtrtd-
CKAMW WM BbICTYMAOWMMN Haf, NMOBEPXHOCTLIO KOXWU rurepkepaTuye—
CKUMW  60poaBKaMn, KOTOpble ObIBAOT MHOKECTBEHHbIMY, Pa3HOro
pasmepa, ualle JSIOKa/IM3YIOTCA Ha KOXe BEepPXHUX KOHEYHOCTelA U Ty-
nosumwa. MMCTOMOrNYECKN; MMNEepKepaTo3oM, rmreprpaHys1esoM, akaHTo-
BOM, BaKyo/M3aUMEM wwunoeuansie KETOK, MUKMO30M S4€ep.

AnddhepeHyumnmanbHbIA [AUarHoO3 NpPoBOAAT C pac-
cesiHHbIMM ~ 6opogaBKamy, 6GopogaByaTbIM  akpokepaTo3om  [onda,
60/1€3HbI0 Japbe 1 HEKOTOPbIMN  KepaToaepMUSMA.

Ne4yeH ne— alAeKTpokoarynaums 6opodaBoK, MNpU KepaToaep-
MUN — KepaTo/IMTUHECKME Masn, BUTaMUHOTEepanus.

SAMNHAEPMOTN3 EYJ'II'IESHI:II/I BPO)K,EI,EHHI:II/I (KnbHepa
cuHgpom). OnuncaH Koebner B 1886 r. HacnegyeTca mo ayTOCOMHO-AOMA—
HaHTHOMY 1 peLieccuBHOMY Tury. O6a nosa 60neloT 0AMHAKOBO 4acTo.

KnnHunka. T10 KINHUYECKOMY TEYEHWUIO pa3/indatoT MpocTyto
N gucTpotmyeckyto  opMy. BpoxaeHHbIMA  By/iesHbIdA  anuaepMosiva
XapaKTepusyeTcs 06pa3oBaHeM My3bpeii Nocsie MEXaHUYECKOIA TpaBMbl.
HauvHaeTcAa B paHHeM [JeTckoM Bo3pacTe. [ly3bipy  MoBepxHOC-
THble. Coaepxkmmoe WX Npo3pavyHoe WM remopparmyeckoe. Jloka-
JIN3YIOTCA Ha TOJIEHsAX, B 06/1aCTV  KOJSIEHHbIX U JIOKTEBbIX CYCTaBOB;
npu AUCTPONYECKOIA opMe Ha C/M3UCTBIX 060s104Kax MysbIpn  3a-
XKMBalOT, He ocTaBnss pybuoB wm aTpodmia. Y [eTeiA 4acTo OTMe-
YaeTca Takke runepruapo3 siagpHeid u ctorn. MexaHu4veckas TpaBma
BEOET K rmben HeaoCcTaTOMHO 3/1aCTUYHBLIX BOJIOKOMN B BEPXHEM Crl0e
[epmbl, B pe3y/ibTaTe 4Yero pacLuMpsroTCs KPOBEHOCHble W SmMpaTnde-
ckue cocyabl. B 06pa3oBaHMM My3bpetd Npy OUCTPOPUUECKOM  3nnaep—
MOSIM3e UrpaeT posib HapylleHWe (U3MKO—XMMNYECKOr0 U 3H3MMaTU-
YEeCcKOro paBHOBECUSA ME3EeHXMIMa/IbHbIX TKaHeIA U MpoHULL@eMocTn 6a-
3a/1bHOr0 cnos anuaepmuca. Mpu ancTpoduryeckotd opme 6y1e3Horo
anuaepmMosiv3a My3bIpy pacrosiaraloTcs MPenMyLLIECTBEHHO MeXay anu-
[epMUCOM U IEPMOIA, MpY MPOCTOA hopMe — B Ma/IbMUIMMEBOM CJ/10€
anunaepmmca. COCOYKN Cr/iakeHbl. TeveHne 3abosieBaHUA XPOHUYECKoe,
peunavBmpytoLLiee. Pexke Hab/lofaloTcs aTunuyeckre gopmMbl 3a6os1eBa-
HUSA: 710K/ IM30BaHHasA, pybLytollasacs c 06pa3oBaHVEM 6GenbIX  yp—
TUKOMOAO6HBIX py6LIOB, A3BEHHO-BEreTrnpyHoLLas.

AndpdepeHumanbHbIA gMarHOoO3 cregyer NpoBOAUTb
C ny3blpyaTKolA, AepmMaTo3omMm [opuHra v nopMpuHOBOIA 60SIE3HbIO.

JleyueHwne cocTonT B MNpuMeHeHUM BuTamuHoB A, D2, C, P,
E, rpynnbl B, npenapaToB Ka/ibLuA, xesiesa. B oTAg/bHbIX C/1ydanX
GnaronpuaTHble pesynbTaTbl AT  KOPTUKOCTEpPOMAHbIe Mpenapatbl,
raMmva-r/i00y/iMH,  CUHTETUYECKME MPOTUBOMA/ISPUAHBIE  MNpenapaThbl.
Mocne BCKPbITUSA My3bipeld Ha 3p03vBHbIE MOBEPXHOCTU Hak/lafblBato?
[epMaTosioByH0 Masb, KOPTUKOCTEPOUAHbIE KPEMbl C aHTUOMOTUKaMU
(nokakopTeH-H, ynbTpasaH, AepM030/10H, Fe0XOPTOH, OKCUKOPTU T. I.).

OMMKAHTYC — camas 4yacTasa aHOMa/Ms Beka. Tun Hacneno-
BaHUA — ayTOCOMHO-AOMMHaHTHBIA. 3NUKaHTYC XapakTepudyeTcs 00-
pasoBaHWEM MOY/TYHHOA CK/IaAKU KOXMW, KOTopas TsAHETCSs Mo obe
CTOPOHbI CMMHKW HOCa W MPUKPbIBAET BHYTPEHHWIA Yron [/1ia3HoIA LUEMN.
OH 4acTo coYyeTaeTcs C BPOKAEHHbIM MTO30M, 6s1ethapothMo30M, KOCO-
r/1asviemM n IBASETCA CUMIMTOMOM MHOMMX Hac/1ieACTBEHHbIX 3a60/1eBaHMIA.
BcTpeyaeTca Kak cuMnToM npy 6051e3Hn [ayHa, Ty6epo3HOM CKslepose,
YesIOCTHO—/IMLIEBbLIX AM30CTO3aX, MPU KYyTUC-Jlakca M MHOMMX Apyrux
3a6onieBaHusAX. Duke-Elder BbioenseT crnefyiowye BWObl aNMKasTyca:
1) epicantus supraciiiaris — ck/lagka WOET OT 6poBM U CrycKaeTcs
K C/1e3HOMY MeLLKY W Ho3[4pe, HeobbMHbIA TuM; 2) epicantus palpe-
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brails — cknagka cnyckaeTcs oT BepxHero Veka K iAKiAaopourarssiovs
Kpato! 3) epicantus tarsalis — ckniagKa 0T BepxXHero Beka CrycKaeTcsl
K BHYyTpeHHelA crialike; 4) epicantus inversus ckfagka npoxoauT
OT HWXKHEro Beka K BHYTPEHHE crabike. BTopoia n TpeTum Tunbl BCTpe-
yaloTca yYacTo. lMepBble TpU TWMa C BO3PaCTOM YMeHbLUalTcs.  1bT—
BEPTLIA TUM COMPOBOXAAeTCA MTO30M U 6riehapodriMo3om, BefeT K
ambnonun, siedeHvie oriepaTuBHoe. MporHo3 6/1aronpuUsaTHBINA.
AMUNENCUNA (HacreacTBeHHO-CEMEMHbIE (hOpMbI), MMMNcaHbl pas-
JMYHbIe (POPMbI  HAc/1eA0BaHUA: Ay TOCOMHO-PeL|ecCMBHOE,  ay TOCOMHO—
[OMVHaHTHOe, CLierJsieHHoe C MosioM. BOosbLUMHCTBO aBTOPOB CUMTALOT,
YTO anNWnencus SBSISETCS reTeporeHHbIM 3abosieBaHeM. AHa/IU3 pofo-
C/I0BHbIX MOKa3bIBaET BbICOKYK OTArOLWEHHOCTb MO0 MWFPEHW, AUMCo-
MaHuW. 3Hypesy, Cy[oporam pas/IMyHOro reHesa B CeMbAX 60/IbHbIX
BMWIEUCVEIA UTO COCTaB/IAET 0Ko10 30% OT BCEX C/Iy4aeB 3NWJIENCUN.
OTMeYaeTCsl BbICOKaA CTereHb KOHKOPAAHTMOCTU MO anW/Iencum y OfHO-
AlALEBbIX 6/IM3HELIOB: BO3PacT MOSAB/IEHUS MePBbIX MNPUMagKoB, UX Xa-
pakTep, peakums Ha_ Teparnuio. -
NNHMKa. OCHOBHbIMA K/IMHUYECKMMU MPOSB/ErLUAMA Ccevelt
HOIA anwierncum ABNSKOTCA CYA0POXKHbIE MPUNaaKN Pas/IMYHOro Xapak-
Tepa — 6onbluMe, Ma/lble N WX 3KBUBAIEHTBL VI3MEHEHUS JSIMYHOCTW,
HepeaKo MpedLlecTByHOLLME CYA0POXKHBIM MposiB/ieHnsaM (nepcesepauns,
BA3KOCTb, ‘3rOLEHTPU3M, u4pe3mepHas adbeKTaums) U yKasblBatoLyve
Ha Ha/muvie CyZOPOXXHOMA FOTOBHOCTW MPM FEHYMHHOW anuerncum, Ha
33 onpefenseTcs FUNEPCUHXPOHM3AUMSA UMMY/IbCOB  He TO/bKO Y
60/IbHbY/, HO U Yy WX (EHOTUMUYECKN 300P0BbIX pPOACTBEHHMKOB.
Mpy nocTaHOBKE AmarHo3a WCK/IYaeTCs CMMATOMaTU4Yeckas anwien-
CMH'J‘queHme. MNokasaHa AsvTenbHas MpoTUBOCYAOpoALas U O
ruapaTaunoHHas Tepanus. JledeHve uvHOVBMAOYasibHO. PexkomeHAayeTcs
VICK/TIOUNTb U3 OMETbI OCTPYHO MULLY, a/iIKOrosibHble HanuTKU.
AMNCMNAOVNA — HepopasBUTVE BepXHEA CTEHKW Modemncrycka-
TeNbHOr0 KaHana (pacllieryieHne, YKOpPOYeHWe, MOSIHOe OTCYTCTBUME),
repemeLLieHe eB B CTOPOHY J10Ha. [Npu fierkoia hopme anvcnagun ypeTpa
He M3MeHeHa, HO MepeMellieHa BBepX W Hapy)XXHoe ee 0TBepcTue pac-
MOM0XKEHO MeXay K/IMTOPOM U SI0HOM; By/1bBa M Braraivwe NMor;, i Obimb
pasBUTbl HOopMasibHO. Tpwn cpeaHeiA CTerneHW BbIPaXXKEHHOCTU anvcnaamn
ypeTpa yKopoyeHa, 0TMeYaeTcs YaCTUYHbIA aedeKT nepeaHeti ee CiBhkh,
CMeELLIEHE Hapy>KHOr0 0TBEPCTMSA MOYencnycKaTesIbHOro KaHasia K J10HY,
HabnlogaloTea' pacllen/ieHe KamMTopa U gpyrue fethekTbl pasBUTUA
Hapy>XHbIX MO/I0BbIX OpraHoB. Tshkenas dopma anucragum rnosiHoe
OTCYTCTBUE BEPXHELA CTEHKU YPeTpbl, AeteKT MOXET pacrnpocTpaHATbCA
Ha CHMHKTEP A HWKHIO 4YacTb MepedHeil CTEHKW MOYeBOro Mys3bIps.
Mon TsdkeroiA hopmMe anNUCMaann HabIOAAOTCS MOPOKW PasBUTUS Ha-
PY>KHbIX TO/I0BbIX OpPraHoB: HecpalleHue JIOHHbIX KOCTelA, K/ >spa,
OTCYTCTBUE MeEPeaHElA CralAky, nceBaorepMagpoanTmaM a apyrme aHo-
Ma/MM  pasBuUTUSA. CUMMATOMbI 3NUCMaoMW: HeaepXaHve MouM Mpy 3Ha-
unTeslbHOM AethekTe repeaHeil CTEHKU ypetpsl C HapyLIEHWEM (YHK-
UM ChUHKTEpa MO4YEBOr0 My3bIpsi. M _
i JledyeHune onepaTmBHOE. Onepauun y [OeTeid peKoMeHAOyroTCs
Bo3pacTe cTapwe 6—38 sieT. Mpn rpy6 ,ix nopokax (MonHas anucuaans,
9KTOMMA MOYEBOIO MNy3bIPs) BO3HUKAET OMacHOCTb BOCXOAALUEIA VUHpeK-
unn, onepaupmio fenialoT B paHHeM BospacTe (cTapwe 1 roga).
SMNTAPI3YC — aHOMa/IMA  pa3BUTUA  CIM3UCTOM 060/104KN. Onu-
caH Sharpringer B 1899 r. BcTpeyaetca BO0,07% criydaeB KaK pesy/sib-
TaT 334ePXXKN 06paTHOro pasBUTUA AYMN/INKATYP C/IN3UCTOU 060/104KM.
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KnunHunka. 3Trarapyc — AyTawkaTypa_ C/IM3UCTOMA 060/104KU
4 06/1acTN Xpsila BEPXHErO BeKa W MepexoAHoiA Ckagku. Ha cnmsu-
CTOL/ 060/104Ke BEPXHUX BEK pacnoslaraeTcs r/ieHKa
BOI0 LBETA C /134KOA MOBEPXHOCTLIO. OHa HauMHaeTcs B 06/1acTy BepX
lero cBoga 1, oNycKascb Ha Xpsill, He3amMeTHO BrUIeTaeTcd B KOHBHOHK-
TUBY Y HWKHEro Kpas xpsuwa. LLnatenem Mo)KHO «pouTw nog ayonvka—
TYPOiA KOHBIOHKTUBbI. OYHKLMM F/1a3a He CTpadatoT.

AndbdepeHymnanbHbIA AMarHOoO3 NpoBoAAT C Tpaxo-
MO Jlede HU 0 He NoanexuTt. MNporHo3 XopoLUniA.

SPUTEMA JIAAOHEW (JlevHa cuHapom). OuvHcaH “are B '* T.
MpeacTaBnsieT CoOOIA CEMEMAHYIO Hac/IeOCTBEHHYHD WM BPOXOEHHYH
CUMMETPUYHYIO CTOMKYIO 3puTemy sigapHeiA 1 noaows. [MopakaroTcs
M Opyrve yyacTKN KoXu. HabnwogaeTcs pacluMpeHue Kanmanspos n 6o-

raras Cerb, COCY/I0B. o~

p,mEBdJepyg'Hu,maanblm AMNarHO3 npoBogAT € MJsio-
CKAMW aHIrMoMamui, MeAVKAMEHTO3HOIA 3pUTEMOIA JIgapHEIA 1 CTon.

Jl eyeHNe CcUMMTOMAaTUYECKOE. _of,,

APUTPOOEPMUA BPOXXAOEHHASA MXTNO3NPOPMHASA
AAPbBE. Onucana Darier B 1902 r. HacnegyeTcs Mo ayTOCOMHO—peLec—

Q/BHKMY,, HMKa  XapakTepusyeTcsl MOKPacHEBLLEIA YellyiAHaTolA KO-
XKEI' CMOpLUMBAHMEM, CYyXOCTbIO €€, ObICTpbIM POCTOM HOMTeiA 1 BOJ1OC.
Koxa nnga cyxas, CTaHyTas, C 9po3vsaMu U TpelmHamm BOKpYT pTa.
BbICTpo MOABAAIOTCA SWHelAHbE WM [yroobpasHble 3pUTeMbl C JIerko
TCranBaloLWMMUNCA  CepoBaTo-6e/ibIMN - YelllyiAKaMi B 00/1aCTU  Cri bk
rpyaun W BEPXHUX KOHEYHOCTEM. SpuTemMa ObICTpo paspeluaeTcsi, Ho
BaTeM BHOBb MOSB/ISIETCA Ha TeX WM Apyrnx Mectax. Bosocbl cTaHo-
BATCA PeKVMM, a HOFTWU Crierka AfcTpodryHbIMU. Y HOBOPOXAEHHbIX
MouTpogepMHsa MOXET MPOSAB/IATLCA PE3KO BbIPaXKEHHbIM M1aCTUHYATLIM
LenyLeHeM, ceboppeiaHbIM CoCTosHMEM. Koxka LwenyumTes 60/1bLLUMMmn
XUPHBIMN  MAACTVHKaMK, KaK 0Obl MOKPbITa TUIEHKOW, MOAebHOMA KO-
N0AV0, — «KOVIOIMIAHBILA  peGeHoK». KJIMHNYECKOM O0COGEHHOCTLI0 Bo—
anKo-0y/11Ie3HOIA  (HOPMbl  IPUTPOAEPMUN  ABIAKOTCA  NpexogsLive mny-
3bipbKM U MNY3bIpW, KOTOPble BO3HMKAIOT B pesysibTaTa akaHTosm3a.
JNlerkve opmbl 3pUTPOKEpaTOAEepMIA Y OETeiA paHHEro Bo3pacTa Xa-
pPakTEpPU3YHOTCA OrpaHWYeHHbIMU  6/1ALKaMA.  [UCTOMOMMYECKN; OTV—
yaeTca KepaTo3, MecTaMu C MapakepaTo3oM W 00bMHBbIMM  BOCMa/IN—
TeflbHbIMM  M3MEHEHUAMW B Aepme. B oT/iMuve 0T  06bIKHOBEHHOMO
MXTWNO03a 3epHUCTBLILA C/OIA COXpaHeH WM O@ke pacLUvpeH.

Jle Yo HMe npoBoAAT BUTaMMHOM A: BHYTpb Mo 15 M kanenb
2—3 pasa B AeHb WM B BUAE BHYTPUMbILLEYHbIX VHBEKLIMIA aeBUTA,
cogepkawiero sutaMuHbl A 1 E, no 1 mn yepe3 geHb (0o 20 OM UHBEK-
WA Ha Kypc), BUTaMMHa A N0 2 M1 BHYTPUMbILLEYHO 4epe3 AeHb,
ma Kypc g0 30 nHbeKUMIA. OQHOBPEMEHHO Ha3HAYakT BUTaMUHBLI Fpynbl
B v TupeomauH no 0,03—0,05—0,1 r 2 3 pa3sa B AeHb. HapyxXHo
NMPYMEHSIIOT KpeMbl C BUTaMUHOM A 1 canuumiosoe kucrioton (i—o/o),
BaHHOYKM ¢ OTBapaMu 4epefbl [AyOpBOiA KOpbl WM KpaxmasibHble.

ANYHNTKOB MOPOKIWN PA3BUTUSA. «[osf10BOLA AMNCreHe3»—oTCyT-
CTBWEe 0BOreHHOIA NapeHX1MbI B M0/10BbIX XXesie3ax B KOMOMHAT™ ¢ BPOX-
JEeHHbIMA aBOMa/TNSIMU  Pa3/INYHOLA CTEMEHW: rUMorslacTUyecKkas MaTka,
HeaopasBuTble Tpybbl S pyaUMEHTapHas CTPYKTypa Mos10BbIX >Kesles.
E py runonnasnm SMYHUKOB HabiodaloTes YepTbl eBHYXOMAM3Ma, KOTO-
pble 00bIMHO HEe Pe3KO BbIPAKEHbI. .

[06aBOYHbIE  SAVYHMKN — O4eHb peaKas aHoOMasIvs  pasBUTHNS,
[06aBOYHBIA  ANYHUK MOXET ObIMb PacrosiokeH B  Me30caslbILLIHKCe
cneBa T aopThbl, Cpeay Me3eHTepuasibHbIX JIMMBaTUYECKUX Y3/10B.
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MEONKO-TEHETUWYECKWE KOHCY/NbTALUN

Pa3BepTbIBaTb MX Lies1ecoobpa3Ho Ha 6ase 06beAMHEHHbLIX SIEYEOHbIX Y-
peXAEHIA (MOSIMKITMHNKK, 60/1bHULBI). BMOXMMMYecKas reHeTuKa, LTo-
norvisi, [OCTVDKEHUS MPUKIAAHOMA GUOXMMUM CO3Ma/TN peasibHble BO3MOX-
HOCTW paHHelA AMarHOCTUKW W CBOEBPEMEHHOMA MPOPMIAKTUKN HaceacT-
BEHHbIX 60s1e3HelA vesioBeka. AHa/IM3 POAOC/I0BHbIX 60/1bHbLIX (FreHeasorn-
YECKUIA METOZ), METOAb! MOMY/IALMOHHOMA FeHETUKN MO3BOSININ BbISCHUTb
pacrnpocTpaHeHe N OCHOBHbIE TUMbl Hac/ieoBaHUA 3ab0s1eBaHUIA Y Jito-
[ei CoBpemeHHast MEOVIKO—TEHETUYECKAS KOHCY/IbTaLMs O/HKHA COCTOATh
a3 LUTaTa BbICOKOKB/IMNLIMPOBAHHBLIX BpayeiA-creLpaniucToB, CpeAHENO
MeVLMHCKOro MepcoHasia. HeobxoauMbl GMOXMMUWYECKasl, LMTOreHe-
TUYeCKas, PeHTreHOornyeckas, 3/1eKTpou3mMosiornyeckas u gpyruve
nabopaTtopyn. B 3a4aunm MeOMKO-TEHETUHECKOIA KOHCY/IbTauMn BXOAUT
OMarHocTUKa Hac/ieACTBEHHOIo 3a60/1eBaHns, YTO SABSETCS Heobxoau-
MbIM YC/1I0BMEM MPaBU/IbHOMO MPOrHo3a MoTOMCTBa. Bompockl Mo Meayko-
reHeTUYECKOMY  KOHCY/IbTUPOBaHUI0O MOryT 6bMb  pa3/iMuHbl.  [py
OTArOLEHHOM aHaMHe3e MOXHO 06pallaTbCsi 3a  KOHCY/ibTauyeid o
BCTYI/1IEHNS B 6paK; OAHAKO Yalle 06paLLaloTes 3a KOHCYIbTauyei B ToM
c/lydae, Korga B CeMbe ecTb 60/1bHOIA pebeHoK.

MeauKo-reHeTUYeCKasi KOHCY/IbTalusi OCHOBbIBAeTCA Ha TLATe b-
HOM aHa/iM3e POJOC/IOBHOIA, COCTaB/IEHUM TeHea/loNMYECKOIA  CXEMbl,
TOUHOLA MOCTaHOBKE [AuarHosa.

[eHeaslormyeckne Ccxembl SIBNASIOTCA BaXHbIM 3BEHOM B 06C/ie-
[0BaHUM BOSILHOIO, WX COCTaBfIeHWe MpeallecTByeT KNHMKO-s1abopa-
TOpHOMY  uvccrieoBaHUo. OcoBEHHO BaXXEH aHa/IM3  PoAOC/I0BHbIX
y 60/IbHbIX C Hac/eACTBEHHbIMM 3a6os1ieBaHNsaMU. [padimyeckoe mM306pa-
YKEHMe poACTBEHHbIX CBS3ElA B CEMbE C MOMOLLBHO YC/I0BHBIX 0603HaYeHNIA
(cM. YcnoBHble 0603HaYeHVs1) O3eT BO3MOXHOCTb YCTaHOBUTH TWUM Ha-
CNnefpBaHNA  OTAEMbHBLIX  (M3NOMOTMYECKUX W MATOSIONMYECKMX MpU3-
HakoB. PofoC/10BHbIE HAYMHAKOT COCTaB/IATb C OMNpeAesieHHOro usieHa
meVHY, Yallle 60/1bHOr0,  KOTOpbIA HasbIBaeTcst Mpo6aHAoM. JlvLa oaHoro
MoKosleHns ¢ npobaHAOM pacroslaraloTcs Mo FOPU3OHTATbHOMA JIMHWUN,
KaXx0e MNpeaLLIecTBYHOLLEe MOKOJSIEHUE pacroslaraeTcsi Ha CXemMe Takoke
Mo ropu3oHTasIbHOM JIMHUM Bbille SIMHUM MpobaHaa, a Kakaoe rocsie-
Lyiolliee MOKO/IEHVIE — HIDKE JIMHUAM MpobaHaa. Jluua MydKCKOro nosa
0603HaYalOTCSA —KBaapaToM, JIMLIA XEHCKOro rosa — Kpy>XKom. lpsmas
JIMHVA MeXAy KBa[paToM U KpY>XKOM 0603Ha4aeT 6pak, uayLias KHU3y
JHWA BELET K AETSAM, KOTOpbIle pacrosiaraloTcs B BO3pacTHOM Mopsiake —
Crapwve cneBa, wiaawwme cnpasa. CrneuyasibHbIMA  0603HAUYEHUSAMU
oTpaKalTcs yMepline AeTW, OSTU ¢ ypoAcTBamMu M Ap. Hepeako npwu
*CoCTaB/IEHUM  POAOC/IOBHOIA BBOAATCA OyKBEHHble 0003HayeHus /1A
rpauyeckoro 0TO6BPaXKEHWUS] OTAeSbHbIX HO30/I0NMYECKUX eauHUL, 10
nepsoi1 6ykBe 3abo/eBaHVsA, Hanpumep A — afikorosism, 3 — anu-
nencvs U T. 4, Jna yaobeTea cocTaB/IeHVS POAOC/I0BHOIA CHaYvas1a MOXXHO
BbMEPTUTL POACTBEHHbIE CBA3W, Kacatolyecss matepu npobaHpa (Mare-
PUHCKas SIMHWST), 3aTeM YepTAT OTLOBCKYH JIMHWK. [pu cocTaBrieHun
pOLOCNOBHBIX MHOTAA He 0003HaYaloT Ty JIMHWUIO, rAe HET 1cc/ieayemMoro
npu3Haka, N YepTAT JIMHAIO C Ha/IMYMEM MAaTOSIOrMYeCcKoro npu3sHaka.
Tabnmuya ycroBHbIX 0603Ha4YeHUEA Ha cTp. 234.

PeLieccrBHOe Hac/fiefioBaHVe 3ab0sieBaHMA XapaKTepuayeTcsl, Kak
npaBusio, Tem, YTO POAMUTENIN 3[0pOBbl, 6paTbs W cecTpbl 6GOSILHOIO
E 25% cry4aeB MOryT ObITb 60/1bHbI, 04HAKO, BBWUAY TOM0 YTO B CEMbSIX
ymco OeTet 6bIBaeT HeGO/IbLUMM, 3ab0s1eBaHNE HepeaKo HOCUT criopagu-
YeCKNIA XapakTep. Poguteny 60/1bHOI0 pebeHkKa vatle, Yem B nonyasaumm,
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COCTOAT B poAcTBe. [Mpy AOMMHAHTHOM Ture Hac/iefjoBaHUs BabosieBaHVe
nepegaeTca OT poguTerield K AetaM. OfHako [OMWHMPOBaHWE MOXET
ObMb MOMHBIM (26COMOTHBIM) WM HenosiHbIM. COOTHOLLEHWE 60/1bHOI0 U
300poBbIX JETRiA B CeMbe cocTaBsiseT 1:1. Ob6a Mosa mopakakwTes ¢
0AVHAKOBOIA YacToTolA. O6bIMHO 60s1eH OAVH M3 poayTesieia npobanga.

Oco60ro BHUMaHUVSI  3ac/Ty)XMBaeT Hac/iefoBaHWe, CLEersieHHoe
CnosiomM. BosbHbIMM 0Ka3bIBaKTCS B CEMbE MOYTU BCErAa JSINLA MYXXCKOI0
rnosa, MaTepn KOTOpbIX 370poBbl. 3a6osieBaHWe cpeay GpaTbeB B CEMbE
pacnpenenserca 1: 1 bBonesHb nepenaeTcsa uyepes XeHLWMH, Hepeako
BCTPEYaeTCA Y MX POACTBEHHMKOB MYXCKOro mnosia (MOXHO OTMETUTH,
yTo GOSIeH OTeL, MaTepy, 6paT Mo JIMHAM MaTepy, M/IEMSHHUK MO JINHAN
MaTepn). BosbHblE MYXUYMHbI HUKOr[da He MepedatoT reH CBOMM  Cbl-
HOBbSIM, HO MOFyT MepefaTb FeH CBOMM A04epsM; He MOpaXeHHbIe
MY>XUMHbI HUKOFAa He nepefjatoT FeH CBOMM MOTOMKam.

OTBET sla BOMPOC POAMTESIELA 0/DKEH ObMMb KOHKPETHbIM. [pexxae
BCEro c/ieayeT peLLnTb, KaKOB CTaTUCTUHECKMIA PUCK MOC/1eAYHOLLEr0 pebeH-
Ka GbITb 60/IbHBIM. 3TOT PUCK MOXET ObITb HA3KUM WM BbICOKMM. Harpu-
Mep, B C/lyHae FeMo/IMTUYECKOLA 60/1e3HN PUCK  AJ1A MOoc/IefytoLero pe-
6eHKa Obmb  60/1bHLIM 100% , ec/iM oTel, FOMO3UIFOTEH MO pe3yc—(haKTopy.
[ns gpyrvx 3a60/eBaHNIA Prick 3HA4YNTESIbHO MeHbLLe. B cryyae Xpomo-
COMHOIA 6osie3Hn (6one3Hb [ayHa, cuHapom KnaibAHpensTepa, 60/1€3Hb
LLlepelieBckoro — TepHepa, Tpucomusi X, BPOXAEHHblE YPOACTBa,
BbI3BaHHbIE XPOMOCOMHbIMM aGeppauyusiMmn, 1 Ap.) HeoBXoAMMO LTOSI0-
rvyeckoe uccriefioBaHve 60/IbHOr0 W poaMTESEIN.

Ecnn B cniydae 6one3Hu [ayHa y pebeHKa BblsiB/ieHa perysisipHas
TpUCOMUS, TO BEPOSATHOCTb Y MaTepy MOBTOPHOrO POXAEHUA pebeHKa
C 60ne3Hblo JayHa HeBennka mcoctasnseT 1 : 1000—15 : 10 000 B Tex
cny4asx, Korja Bo3pacT MaTepn He npeBbillaeT 35 JIET, M OHa He sB-
nseTca  HocuTesieM abeppaHTHOrO KaprioTnna. B cnyyasx TpaHcso-
KaLMOHHOI0 cvHApoMa JlayHa BeposiTHOCTb POXAEHWSI B CEMbe [ETelA
C 3TOA MaTosIorviel1 Bbllle. WM3BECTHO, YTO YacToTa 3abosieBaHWIA, Bbi-
BaHHbIX aHOMa/IMSIMX XPOMOCOM, YBE/IMUMBAETCA C BO3PacTOM poauTesietd
(ocobeHHO ¢ yBe/mdeHVeM Bo3pacTa matepu). [Mpu pelleHnn Boluoca
0 poXAeHUN pebGeHKa B cemMbe, rae 6bU1 60/1bHOLA XPOMOCOMHbLIM 3a60/1e-
BaHVeM, HeoBXOAMMO MPOBECTV  TLUATE/IbHOE  SHAOKPMHOSIOM MUECKOE,
BLOXVMMUECKOE vceriefjoBaHvie poayTesieiA.

[Ans peleHuss Bonpoca 0 Ja/ibHeMALLEM AETOPOXAEHUN B CEMbE
HEOOX0AMMO OLEHUTb TSHKECTb WMEHOLLErocsl MOPaKeHUs Yy MepBoro
pebeHka. Hanpvmep, CMHAAKTUANS, MOMOAKTUANA, MesIKve aHOMasum
CKesieTa He SIBNSIOTCHA Cepbe3HbIM MPOTUBOMOKa3aHNUEM K JasibHELALLIeMY
LEeTOPOXKAEHNIO, [aXe eC/M pUcK nepefayn AeekTa BbicoK. Oco6oe
MECTO B MeAMKO—TEHETUHECKOI KOHCY/IbTaLM 3aHUMatOT BOMPOCbI, CBSA-
3aHHble C PUCKOM POXAEHUs1 GOSIbHOr0 pebGeHKa B CeMbsiX C  pas3/ivy-
HbIMA HapyLLEeHVSIMA 06MeHa BelLecTB. B 3agauy Meayko-reHeTudec-
KUX KOHCY/IbTaLUMIA [0/HKHO BXOAWTb BHEAPEHVE B MPaKTUKY [A0CTU-
YKEHVIA MPUKTIaOHOA  BUOXMUNA.

MOXHO MpeAcKasaTb BbICOKYH) BEPOSTHOCTb POXKAEHUS 6O/IbHOro
peGeHKa B 6pake MeX/y poACTBEHHUMKaMU 60S/IbHOM0 U FreTepo3vroTHLIM
cynpyrom (cyrpyroid). PoAacTBEHHWKM GOSIbHOMO0 Hac/ieACTBEHHLIM 3a-
60/1IEBAHNEM COCTaB/IAT «IPyMy BbICOKOr0 pUCKa», KOTopasi Moa/1exxuT
TLWATENTbHOMY TeHeaslorMyecKoMy, LIMTOIOrMUYecKoMy, GUOXMMUYECKOMY
N KNVHUYECKOMY UCC/IEA0BaHMIO.

Mpn  MeaVIKO-TEHETUHECKOM KOHCY/IbTaly Lie/1ecoo6pasHo Y nThl-
BaTb SMMUPUYECKNIA PUCK O/ psfa  Hac/ieACTBEHHbIX 3a60s1eBaHNIA,
CBefleHNs1 0 KOTOPbIX MOXHO HalATU B PyKOBOACTBaxX MO MeAMLHCKOLA

J(J CnpaBoYHNK BO K/MHUYECKOLA FEHETVIKE
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reHeTUKe. HeobxoaMma CyLLeCTBEHHas MorpaBKa Ha O0COGEHHOCTU [aH-
HOI/ CeMbW, a Takke YUeT K/TMHUYECKMX MPOSIB/IEHNEA (hopMbl Hac/1IeaCcT-
BEHHOro 3a6osieBaHUS. [JMCMaHCEPHBbIEA YUET 1 HaG/OAEHVE 338 CEMbSMM,
rae wvvetoTcs 60MbHble C Hac/ IEACTBEHHBLIMW - 3a60/1€BaHUSIMK,  ByayT
CMoco6CTBOBATL  COBEPLLEHCTBOBAHMIO  paboTbl  MesMKO-reneT HecKiAX

KOHCY/TbTaLMIAL
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MNPNNTOXXEHVE

CNOBAPb OCHOBHbIX TEHETUYECKWNX TEPMWHOB

ABEPPALINA XPOMOCOMHAA — m3meHeHVe CTPYKTYpbl BCeiA
XPOMOCOMbI WM OOHOMA XpoMaTuapbl, BO3HMKaloLLee B pe3ysibTaTe pas-
pblBa, 3a KOTOPbIM MOXET CfieoBaTb COeANHEHME pa30pBaHHbIX KOHLIOB
B HOBbIX COYETaHWAX. Pa3nnuyaloT TpU OCHOBHbIX TUMa XPOMOCOMHbIX
abeppaumii: 1) XpOMOCOMHbIEe paspbiBbl — OTAENEHVE KOHLEBOro cer-
MeHTa 0T OCTa/1IbHOI0 Tesia XPOMOCOMbI; 2) MHTEpCTULMa IbHAsA Aerleumns —
BblNaZeHne BHYTPEHHEro cermMeHTa XpoMatugpl; 3) TpaHc/okaumm —
06MeH OTAe/bHbIMY, CerMeHTaMM B [BYX Pas/IMYHbIX XPOMOCOMAX.

ANNENbHbIN TEH. /Mool fOKYC "XpOMOCOMbl MOXET UMETb
pasfINyHy0 CTPYKTYpPY, W MO3TOMYy B HeM pacrosiaraloTcs pasHble
reHbl, HasblBalOLLMeECS asuiefTbHbIMN.

AYTOCOMbI — XpoMOCOMbI, UMEIOLWME OAVHAKOBOe CTpoeHue
y camua 1 camkn (T. €. BCE XPOMOCOMbI, KPOME FO0sI0BbIX).

BMONOIN’MYECKOE MOAE/IMNPOBAHWE B NEHETUKE — oT-
pac/ib 3KCNEPUMEHTA/IBHOIA OMOMOrnK, 3aHMMAaOLLIAACA aHa/IM30M Ha-
CNeAcTBEHHbIX MPU3HAKOB W 3a00/1eBaHNIA Y YKUBOTHbIX, aHas1I0rMYHbIX
Hac/ieACTBEHHbIM 3a60/1eBaHMAM YesioBeka. JlaeT BO3MOXHOCTb U3Y4nTb
pag, BOMPOCOB, KOTOpble HEsb3s M3YyUMTb HEmnocpecTBEHHO Y 60/IbHbIX.

BNN3HELOBbI METO/L, — onpegernieHWe OTHOCUTE/IHOLA  posin
HacneACTBEHHOCTU U cpeabl B pa3BUTUM MNPU3HAKOB MyTeM YCTaHOB/IEHUSA
BHYTPUMNApPHOro cxoAcTBa (KOHKOPAAHTHOCTL) W pasnums  (Omckop—
[JaHTHOCTN) OAHOALEBLIX N PasHOSAMLEBLIX 6/13HeLoB. MeToa cocTouT
B CTaTUCTMYECKOM CPaBHEHMM COBMAOEHWUIA M0 AaHHOMY MpU3HaKy,
C 0OHOM CTOPOHbI, MaHO3UIOTHbIX O6/IM3HELIOB W, C APYroiA — ArBUroT-
HbIX 6/IM3HELOB. Yem 60/1blle CXOACTBO Y MOHO3UIMOTHbLIX 6GM3HELB
npy HeCXoACcTBe AVBUIOTHBLIX, TeM 6O/bLUMIA YA/ bHBIEA BEC MMEKOT Ha-
CreacTBeHHble (hakTopbl B pasBUTUM MpU3HaKa.

BNVN3HELbl — ocobun, pasBmBatoLLMecs M3 OOHOMA SALEKIIETKU
M reHeTUYECKN WOeHTUYHbE. BrmvsHeubl ABYSNLEBbE, HEMOEHTUUHbEE
(OM3NroTHbIE) BO3HMKAIOT BC/IEACTBME OMJI0A0TBOPEHUS ABYX SALEKIIe-
TOK. [EeHeTUYECKN OHW CXOOHbl Mexay Co60iA He 6oslee  uYem CUGCHI.
Paznnuns mexay oaHOAMUEBbIMM 6/IM3HELIAMU  CBSA3aHbl C  B/IMSHUEM
BHELLHeA cpefibl, a MeXay ABYSIALIEBEIMA — 00YC/10B/IEHbI FEHETUYECKMN
M epefoBbIMU hakTopamu. BrvsHeubl BCTpevaroTcs € uyacTtoToia 1Ha 90
pomoB, Mpyuem "U 13 HMX SIBAAKOTCA MOHO3MMOLWbIMA, MOMo3UroTHOCTb
6/IM3HELOB  OnpedenseTcs M0 WAOEHTUYHOCTUM TakuxX MNPU3HAKoB, Kak
rpynnbl KPoBW, AepMaToOr/IMuyecKre y3opbl, peakums Ha TpaHcrilaH-
Taumo, non n ap. Pasnnuve Mo ogHOMY M3 KapAWHasibHbIX NPU3HAKOB
ABISETCA [A0Ka3aTe/IbCTBOM AN3NIOTHOCTWU. Brv3HeUpBbIA MeTod, npes-
JIOKEHHbIA B 1876 r. Halton, mcnonb3yeTcs B KMHUYECKOLA TeHETUKe
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A4 aHanunsa B3aMMOOEICTBUS FeHETUYECKUX (haKTOpoB W (hakTopbLia
BHELLHelA cpefibl W A1 BbISICHEHNS1 0CO6EHHOCTEA K/IMHNYECKOI0 TeYeHUA
Hac/ieACTBEeHHbIX 3a60/1eBaHNIA. MeTog, COCTOMT a COMocTaB/IeHNN UAEH-
TUYHOCTU G/IM3HELIOB MO Mpu3Hakam (KOHKOPAAHTHOCTb) W HECXoacTBe
B OTHOLLEHUN aHa/IN3MPYyeMOoro npusHaka (OUCKOpAaHTHOCTM,

FTAMETA — noJioBast K/ieTKa, CriocobHas K OrsiofoTBOPEHUIO.

rANNONAHbIN HABOP XPOMOCOM — no/HbiA QOMHOUHLIA Ha-
60p HerapHbIX XPOMOCOM. Y 4esioBeka rarvionaHbIA Habop cocTouT
13 23 XpPOMOCOM (22 ayTOCOMbl M M0JI0Basi XPOMOCOMA).

MEH — eAnHMLA Hac/ieACTBEHHOA WH(opMaLuK, 3aHMMaloLWwas on-
peferieHHbIA 10KyC B FeHOME M AeTEPMUHUPYIOLLASA pa3sBUTUE MPU3HaKa.
eH npeacTaBnsSeT co6OLA y4yacToK Mosiekysibl AHK a onpegeneHHoiA
(PyHKUVEIA, 3aK/oYaloLeIACA B KOAMPOBaHWMM CUHTEe3a Geska.

NEHbl KOMIMTJIEMEHTAPHbIE - paBa HeavienbnbIX reHa, Ko-
Topble MO OTAE/ILHOCTM HE OKasbIBalOT HMKAKOro AelACTBMS, HO BMeECTe
Bb3bIBAIOT _lpassvlee oripeAesieHHoro  NpusHaka.

FEHETWNKA__y4yeHVe 0 Hac/ieACTBEHHOCTU U U3MEHYMBOCTU Op-—

FaHVIpE<t—|ETI/Il-IECKI/II7I KO/, — coveTaHMe TPUI/IETOB W3 OCHOBaHWIA
AHK un y HekoTopbix BupycoB PHK, Hecylpe reHeTU4deckyto MHGop-
MaLmio HEsIKOBOro CuHTe3a.

FEHHbI KOMIM/IEKC — rpynna reHoB, KOMOUHWpPOBaHHOE OELACT-
BVie KOTOPbIX OMpeAenseT pasBuTre AaHHOMo Npu3HakKa. MeHHbIEA KoMieke
rnoAapasfenifAloT Ha OCHOBHbIE TeHbl, orpedesisiolpe pasBMTmE Npu3HaKa,
M TreHbl MOANNKATOPbI, OMpefenisome 0C06eHHOCTU MpU3HaKa.

FEHETUKA KITIMHNYECKASA 13y4aeT 3aKOHOMEPHOCTW Hac/1eACcT-
BEHHOA Mepefayn MaTosIorMyeckyx MPU3HaKoB, WX pacrpocTpaHeHue
1 MposiB/ISIEMOCTb B 3aBUCMMOCTW OT YC/I0BUIA BHELLHEIA cpedpl, pa3paoca—
TbIBaET BOMPOCbI JSIEYEHWUS, MPOrHO3a M NPohWIaKTUKN HaC/eaCTBEHHbIX
6one?_|-E|‘/’| YerioBeKa.

HETMKA TIONYNAUNOHHAA — pasgen reHeTuky, wusy-
YaIOLLWIEA 3aKOHbI, OMpeaesnisolme reHeTUYeCKyo CTPYKTYpY nonysaumm
B [eACTBYIOLLWE B MOMY/ALMM 3BOSIOLIMOHHbIE (haKTopbl. MCnonb3yoT
TaKKe MaTeMaTuyeckvie Modesiv, YTobbl MpoaHa/IM3MpoBaThb M NMPOUSIIOCT-
pvpoBaTh B3aUMOAEMACTBME TakuX (haKTOpoB, KaK CesleKupsi, pasmepbl
nony UMKy, MyTalMOHHBIIA NpoLEece, Murpaumn um

FEHEANOTrMYECKUN METOL cnyxmT /18 BbIACHEHUS poAo-
C/IOBHbIX CBS3elA paccMaTpuBaemoro umHaveuayyma (npobaHga). lpa-
MLLMECKOE MN300paKEeHME WX HOCUT Has3BaHWEe pPOLOC/IOBHOMO «AepeBa»,
aHa/IM3 KOTOPOro AaeT BO3MOXKHOCTL CAE/aTh 3ak/1odeH e 0THOCUTESIbHO
3aKOHOMEPHOCTEIA Hac/lef0BaHMs paccMaTpyBaeMoro npusHaka B JaHHOIA
cembe. TWM Hac/ieaoBaHUS, MpU KOTOPOM MNPU3HAK MOXET ObMb 06Ha-
PYy>XEeH B HECKOSIbKUX MOCNeAYIOWMX MOKOSIEHNAX C PaBHOMA 4acTOTolA
CBEAV MY)>XUMH W >KEHLUMH, Ha3bIBaeTca AO0MUHaHTHbIM. 4  mpooaHaa
OOVH 13 poauTesieil UMeeT 3TOT npu3Hak, 50% noToMCTBa MUMEHOT LLaHC
O6rlafaTe AaHHBbIM MPU3HAKOM. JIDMVMHaHTHBIA MpU3HaK HacreayeTcs,
KakK npaBwo, 6e3 mpomnycka MOKOSIeHWIA.  PeLieccMBHO — HacreayembItA
Npu3HaK XxapakKTepusyeTcs Mpyv aHa/M3e PoaoCsIoBHOA MPOMyCcKOM
MOKOSIEHNIA W pacnpedesieHneM cpeau MoTomMcTBa COrslacHO Ksiaccuye-
CKMM 3aKoHaM *MeHfens. ®eHOTUNMUYECKM OaHHbIA MpU3HaK, Kak npa-
BWUJI0, Y poaUTesiein He NMposiB/isSieTCs, MOCKO/IbKY FeH, KOHTPO/MpYoWmiA
[aHHBIA NPU3HaK, HaxoAuTca B reTepo3uroTHOM COCTOSHUW. OcobeH-
HOCTbIO Hac/1e[joBaHVA, CLEM/IEHHOro C MoJI0M, SBSIAETCA TO, YTO Mpus-
Hak BbISB/ISETCA Y JINL, MYXXCKOFO Mosia, B TO BpeMsi Kak Yy MaTepeti
aHanM3npyeMbliA MpU3HaK HaxoauTcA B CKPbITOM cocTosHuW. J1 atom



cflyyae MaTb S6/19€TCA HOCUTENIeM FeHa, KOHTPOSIMPYIOLEro miAlbia
npusHak. TOT ke camMbIA aHa/IM3NPYEMbIA NMPU3HAK MOXET BCTpeyaTbCs
Y POOCTBEHHNKOB MaTepy MYXCKOro rosia (0Tua, 6pata, Mn/IeMAHHNKA).

FEHOMEOIPA®UNA — pa3gen reHeTukY, rpeaMeToM KOoToporo
AB/IAETCA aHa/IM3 reorpamyeckoro pacnpocTpaHeHUs OonpeaesieHHoro
reHa B MonynsumMmM gaHHoro Buga. [eHoreorpagms mM3yyaeT MpUYUMHBI
M X0, MpOLLeCcCOB reorpapuyeckoii pacnpocTpaHeHHOCTU FEHOB.

FEHOM cm. [eHoTumN.

FEHOTWI — COBOKYMHOCTb FEHOB OpraHuM3ma, orpeaenswoLan
Hac/MeACTBEHHYIO KOHCTUTYLMIO. B rameTax AvniongHbIX BUOOB UMEETCH
OAVH TakKo reHoM, B COMaTUYECKNX K/IETKaxX — Mo Aga reHoma. Knetku
MNo/MIMJIOVAHBIX BUOOB COAEPKAT M0 HECKOsSIbKY TeHOMOB.

FETEPO3SVIOTA — 0cobb, MMetowass HecKosIbKO TUIMOB FeHeTu-
YEeCKN pas/INYHbIX MOJI0BbIX K/IETOK; 3TO 06YC/I0B/IEHO TEM, YTO COOT-
BETCTBYIOLLUME JIOKYCbl TOMOJIOTMYHBIX XPOMOCOM COAEPKaT pasHble
avenn, CreACTBYEM YEro ABJISETCA Ha/MUMe CKPbITbIX MPU3HAKOB.

TMBPNL, — ocobb, Nosly4yeHHass B pe3ysibTaTe CKpewyBaHUs
MeXay reHETUYECKM pPas/INyalolyMNCA  poaUTeNAMMN.

FTOMO3NITOTA — ocobb, cogepxawasi B FOMOSIONMYHBIX J10KycaxX
WOEHTUYHbIE a/V1eNN.

FTOMO3UIOTHOCTb — Hannuve WAEHTUYHBIX &/ VENeiA BO BCeEX
JI0Kycax roMOSIOrMYHbIX  XPOMOCOM.

FPYMMA CLEMJIEHVA — coBOKYMHOCTL rpynr reHos, JIOKa/n-
30BaHHbIX B XPOMOCOME, MMEILLMX BbICOKYIO BEPOATHOCTL NepeaaBaThes
COBMECTHO.

AENEUNA — yTpaTta 04HOro 13 y4acTKOB XPOMOCOMbI.

AOEPMATOIMMNONKA — mn3ydeHe KOXHOIO0 pUCYHKa JiaapHeiA
M CTOM C MOMOLLLI0 OTMeYyaTkoB. [py u3yyeHUM Monynsaumm MeToL,
COCTOUT B COMOCTaB/IEHUN YaCTOTbl TPeX /iaBHbIX TUMOB Y30p0OB W Bbk
uncrieHMM VHAEKCa WHTEHCUMBHOCTM Yy3o0pa. [lokasaHo, 4TO MMeeTcs
CBSA3b MEXay XPOMOCOMHbIMU 60/1E3HAMU MU OCOBEHHOCTAMWU [AepMaTo-
rINUYECKUX  Y30PO0B.

ANNNona — opraHmsam C€ ABYMS  FOMOSIONMYHBIMM - Habopamu
XPOMOCOM B COMaTUYECKUX KJIeTKax. JUr/ionaHbIiA Habop XpoMOCoM —
Habop XpOMOCOM, B KOTOPOM KaKObIA TUM XPOMOCOM MpeacTaB/ieH
napHo. OH MNpuCyLl, COMaTUYECKUM KJ/IETKAM >KMBOTHbIX U Yesl0BeKa.

AHK — ne30kcnpruboHYKIEMHOBass KUC/0Ta, COCTOosWas M3 ABYyX
CANPasIbHO CKPYYEHHbIX MOSIMHYKIEOTUAHBIX LEMeA;, OCHOBHOLA XUMU-
YECKUEA KOMIMOHEHT XPOMOCOM COAEPKUT FeHETUYECKYHD MH(OopPMaLInIO,
3aKOAMPOBAHHYIO B PacrosiokeHHbIX B OrpeaesieHHOM mMopsaKe OCHO-
BaHUAX.

,EI,OMI/IHAHTHbII7I NEH — reH Ha3bIBaeTCA OOMUHAHTHBLIM, €C/In
ero (heHOTUMMYECKUIA 3dXheKT NPOSIB/ISETCS B FreTEPO3UIOTHOM COCTOSHUN.

AOOMUHNPOBAHWME — faBneHve, npu KOTOPOM OOWH U3 ABYX
pasHbIX a&VIENEM reTeposuroTbl (OOMAHAHTHLIA a/Uie/lb) OKasblBaeT
6o/1ee CW/IbHOE B/IMAHVE Ha (DOPMMpOBaHWE COOTBETCTBYHOLLEro Mnpu-
3HaKa 0cobW, Yem Apyroid asviesib (PeLIeCCUBHBIIA).

APEVN® TEHOB — v3MeHeHVe FeHETUHECKOIA KOHCTUTYLMU [o-
Nynsauyuy, CocTosiLlee B HeHarnpasB/IEHHOM M3MEHEHUM KOHLIEHTpauun
reHoB, BbI3bIBaeMOE C/Ty4alAHbIMA MPUYMHAMK, B YacTHOCTU MasibIMM
pasmMepamu monynsaumm (MosToMy ApetAph reHoB He BeAeT K MeHOTUMnu-
YECKOMY TMPUCTOCO6/IEHNIO K Cpeae).

EBFEHVMKA — Hayka 06 ysy4lleHMM 4YesioBeYveckoro poga (es —
XOPOLUNIEA, FeHo3 — pof). [JuckpeauTupoBaHa haluvM3moM, MpPoBOAVIB-
UMM Ha OCHOBE pacoBOIA Teopun reHouma,
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3NTOTA — on/iIoA0TBOpPEHHOE ALY — AMMVIOMAONaA KNIeTKa, 06-
pasoBaBLLAACA M3 C/AUSHUA TFarvioONaHOMA MYXKCKOIA N XKEHCKOLA ramverT.

N3ONATbI — cpaBHUTESILHO U30/IMPOBaHHbIE MonyAsLmMn (rpynmbl
HacefnieHns), KOTopble BC/IRACTBME 3KOHOMWUYECKUX, TeppuTOopuasibHbIX
M Opyrux YCrioBUIA 3aK/II0Hal0T 6pakm BHYTPU 3TOMA rpynnbl, CeacTsmemM
yero fB/SIETCA HepaBHOMEpHOe pacnpefesieHne reHoB Mo BCELA Mony-
NAumn.

MHBPNOVHI — ckpewyBaHe MeXay POACTBEHHbIMY 0CO6SMM.

KAPNOTUIM — KOMIM/IEKC XPOMOCOM WHAVBUAA. TepMUH 4acTo
yroTpeb/IseTes nNpyu MUKpodoTorpahrpoBaHMn MeTadasHbIX MIaCTUHOK
C nocriefytoleiA UX CTaHOgpTusauveil (MaviorpaMmma).

NOKYC — MeCTO pacrosioXkeHUs reHa B XPOMOCOME.

MEWNO3 — peAyKUMOHHOE [erieHue; MpoLece SAepHOro aesieHus,
BeyLLWIA K 06pa3oBaHMIO raryionaHoiA basbl, B KOTOPOIA YMC/I0 XPOMOCOM
YMEHbLLEHO BABOE MO CPaBHEHUIO ¢ AuUioda3oia (aMnyionaHbIM Habopom
XpomocoMm). B TeueHve MebAo3a S4p0 OennTes ABaXdbl, a XPOMOCOMbl —
«ANH pa3. Metio3 — Heobxoammas Mpearocbuika 06pa3oBaHNSA MOsI0BbIX
KMeTok (ramet), ob6nagalomx rarsiouaHbIM HabopoM  XPOMOCOM.

MUTO3 — ferleHrie  siapa, MpvBoAslee K 00pa3oBaHUIO  ABYX
[OOYEPHUX KIIETOK C TeMm >Ke YMC/IOM XPOMOCOM, YTO W poAuTesibCKas
KMeTKa. 3T0 BO3MOXHO MNOTOMY, YTO B MNPOMEXYTKe Mexay AByMs
rnocsiefoBaTesibHbIMA - e/ IEHUAMM  KadKAas XpoMocoMa  yBanBaeTCs.

MEHAOENA 3AKOHbI. 1. MpaBuno egnHoobpa3visi MepBoro no-
KOJIEHVS: MPU CKPELLMBaHUM FOMO3UIOTHBIX 0COGeiA Bce rmbpuabl nep-
BOFO MOKO/IEHNS WMET OAMHAKOBble MpU3HaKW.

2. MpaBwWno pacwensieHns: MoTOMCTBO FeTepo3nroTHbIX 0cobeil
yXe HeoAHOpoAHO — B HeM MOSIB/IAOTCA 0CO6U C AOMUHAHTHBIM U pe-
LIECCVBHBIM MPU3HAKOM B COOTHOWeHUM 3 : 1 (B c/lyyae OOHOMA Mapbl
Mpr3HaKoB).

3. MpaBWi0 HE3aBUCMMOFO Hac/iel0BaHUSA: FeHeTUYECKN 06YC/10B-
NleHHble MPU3HaKM Hac/edyTCs He3aBMCUMO OpYr OT Apyra, CoY4eTasch
BO BCEX BO3MOXHbIX KOMOMHALMSAX, MOAUMHAACL 3aKOHaM BEpPOSTHOCTM.
VIck/loveHne 13 npaBuia — CLEM/IEHVE NMPU3HAKOB,
| - MOHOCOMWA — HexBaTKa OOHOA W3 ABYX FOMOJSIOFMYHbIX XPO-
MOCOM B [UMVIONOHOIA K/IETKE,

MYTAUNA — m3meHeHWe reHeTUHeCKoiA MHpopMaumn, coxpa-
HSAIOLLIEeCs MpWU Hac/1eCTBEHHOIA nepefade. B coBpemMeHHOM mMpeacTas-
NeH MyTaums  noApasymMeBaeT XMMUYecKoe (3amMeHa OAHOA Napbl
HYK/1e0TUAOB) W MeSIKOe CTPYKTYPHOE M3MEHEHVE XPOMOCOMbI (agrieHvie
WM BCTaBKa Mapbl HYKIEOTW/OB).

MYTAIEHHBIE ®AKTOPbI (MyTareHbl) — pakTopbl BHELLHEIA
cpeabl, 06YC/I0B/IMBAIOLLME BO3HUKHOBEHME MyTaLMiA (MOHM3MpYIOLLee
V3NlydYeHne, YbTpaMoneToBble Jlyun, psag, XMMUYECKUX COeOVHEHUEA

n ).

'qu-PACI'IE,EI,OBAHVIE, KOHTPOJIMPYEMOE MO/AOM, — Tun
Hac/leioBaHsi, 06YC/I0B/IEHHBLIA FeHaMV, JTIOKa/IM30BaHHbIMK B M0J10BbIX
XPOMOCOMaX, MPOsIB/IEHNE KOTOPbIX KOHTPOMMpYeTcst mosioM. [Mpy 3Tom
Npu3HaKK, O06YC/I0B/IEHHbIE FeHaMK, MPOSIB/ISIOTCA Yy 060MX  M0s10B
rMo—pasHoMy.

HACNEAOOBAHUWE, OTPAHUWYEHHOE TMOJZIOM, — Twvn Hacne-
[0BaHUS MPU3HAKOB, KOHTPO/IMPYEMbIX OMpeaesieHHbIMA reHamu, repe-
OAOLLYIMACS M TOMY U ApYTOMY 1071y, HO (DEHOTUMUYECKN MPOSBASIIOLLNX-
CA VCK/IOUMTENIBHO WM MPEVMYLLECTBEHHO Y OAHOr0 Mosa.

n HACNEOOBAHVE OAHOCTOPOHHEE — B cnyyae reteporamver—
aoCTH MY)XCKOro rosia HerocpeacTBeHHasi nepegaqa reHoB, JSI0Kasm3o-
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BaHHbIX B Y —XpOMOCOMeE, OT 0TLA K CbIHOBbSIM, a B C/ly4ae reteporaveT—
HOCTW >KEHCKOro rosla — 0T MaTepy K [04epsm.

HAC/NEAOBAHWE, CLEMJIEHHOE C MNOJIOM, y u4erioBeka —
TVUN Hacne0BaHWS, XapaKTepU3YHLLMEACS TeM, YTO FeHbl, OTBETCTBEHHbIE
Ba OrpenesieHHbIA MpU3HaK, J10KasiM30BaHbl B MO/I0BbIX XPOMOCOMAX,
B CBAI3U C YeM MepefatoTcs BMECTE C HAMM U, B HYaCTHOCTW, AaXe B Cly4ae
PeLecCMBHOCTU BCErda MPOSABASIOTCA Y MY>KUUH,

HOPMA PEAKUUMN — cneundmueckass peakumsi opraHu3ma Ha
BO3OELACTBYE (DAKTOPOB BHELLHEIA cpeApbl, onpeaensiemMas reHoTUMoMm
1 NPMBOAALLAA K pa3BUTUIO onpeaesieHHOro npusHaka. HacneacTseHHble
(hakTOpbl (reHbl) ornpedenisloT HOPMY peakumn U Jivlb Yepe3 Hee —
OKOHYaTesIbHbIA MNpu3Hak. Tak, Hanpumep, B HOPMasibHbIX YC/10BUSX
GOSILLUMHCTBO HacesieHMs He UMeeT 306a. pu HapyLleHnn coaepXaHuns
0fa B NULLe /LA € OAHOIA HOPMOIA peakLmy COXPaHSIioT HOpMaslbHY0
LUMTOBUAHYIO >kenesy, C Apyroia — [JaloT pasBuTve aoba.

MNMATONOIMMYECKME COCTOAHNA BPOXAEHHbBIE — aHoma-
M winm  3a6on1eBaHns, BO3HMKalWuMe B 3MOPMOHa/IbHOM  Mepuoae
1 NposBAstoLLMECa Mpy poxxaeHUN. K nx ymcy 0THOCATCA Kak HacneacT-
BeHHble (MOSMOaKTUANS, CUHOAKTWAWA), TakK W  HeHac/ie[CTBeHBble
hopMbl  (BpOXKAEHHBLILA TybepKyses, CUUnC, TOKCOmMs1asmos).

MEMNETPAHTHOCTb — BepoATHOCTb  MPOSB/IEHUA  (heHOTUMNYe-
CKOFO reHa B 3aBMCUMOCTW OT YC/I0BUIA BHELLHELA cpefbl U FeHo-
TVNa.
MAENOTPOMUA TEHA — ero crocobHOCTh OKasblBaTb B/IMAHME
OHOBPEMEHHO Ha HECKOSIbKO MPU3HAKOB.

nonanMnnongna — yeenmueHvie AUNJIOUAHONO YMcsia  XPOMOCOM
(npubasnieHne LefbIX XPOMOCOMHbIX HabopoB: 3n-Tpuruiongus, 4r-
TeTparusionana _m T. A4.).

MOZTIOBON XPOMATUWH — [AHK-cogepxallee TesbUg, pacrosio-
>KEHHOe CBOGOAHO B S4pe Wi Mog, ero 060/104KOMA. OBYC/1I0B/IEHO TEM,
4yTO MpY HamuMn B sape 6o/ee OOHOMA X-XpOMOCOMbI  [06aB0oYHast
XpoMocoMa KOHAEeHCcMpoBaHa. [1oaTomy Mpy aHOMasIUsAX, CBA3aHHbIX
C yBe/IYeHeM Ymcia X—XpoMocoM, YMUC0 TesleL, MosI0BOro  XpomaTuHa
Ha eavHULYy MeHblle 4umcsia X-XpPOMOCOM.

nonynAunMyA — coBokynHoCTb WHOMBMAOB  OaHHOMO  BUg*
CBSi3aHHbIX 00bIMHO TEPPUTOPUASIbHO W CKPELLMBAIOLLUXCA MeXay
CO60LA. 3nemeHTapHast 3BOJSIOLMOHHAA eavHULA.

«MPU3HAK», wm CBOIACTBO,— YroTpeb/ifseTcss KaK YC/I0BHOe
0603HayYeHne eayHULBI MOPGOSIOMMHECKOLA, (IM3MOSTOMMYECKOIA Win 6umo-
XUMUYECKOIA OUCKPETHOCTW OpraHmn3mMa.

PE3NCTEHTHOCTb HACNEACTBEHHAA — ycTOAYMBOCTL K Or-
pefeneHHoMy 3abosieBaHMI0 WM APYTrOMYy BHELUHEMY BO3OEMACTBUIO,
06yC/10B/IEHHas FEHETMYECKN: Hamnpumep, YCTOMAYMBOCTL K Masisipuuv
Yy TreTepo3vroT Mo CeprioBUAHOK/IETOUHOIA aHOMasIN.

PHK — pnboHyKnenHoBasi  KuUc/oTa — MosIMMeEpHast  ogHoLEeno-
yeyHaa Mosekyna. /3BecTHoO Heckonbko TurnoB PHK, oTiuuatowpmxca
pasMepoM MOJIeKy/1bl U OMEPUPYIOLLMX Ha pa3HbIX 3Tanax peanvsaummn
reHeTUYECKO MH(opMaLnn.

POOOC/IOBHbIE TEHETUYECKWE TABJIMUblI — rpaju-
yeckue Mn306padKeHUs POACTBEHHBLIX CBA3EIA WIEHOB CeMbW (poauTenu,
[eTn, BHYKM) C MOMOLLBIO MPUHATBIX B FEHETUKE CUMBO/0B. CnyXkaTt A/1s
M3yYeHNs1 XapaKTepa HacnefoBaHUs (QU3MOMONNYECKNX W MATosoru-
UeCKMX MNPU3HAKOB YesioBekKa.

CTEPUNMBbHOCTb — 6ecriiogye Wi yrHeTeHne CrocobHoOCTU Mpo-
M3BOOUTbL MOTOMCTBO (4acTUYHasA CTEPUIbHOCTb).
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TN HACNEOOBAHNA — 3akoHOMEpHOCTb, KOTOPOMA  Moauuv-
HSeTCA Hac/rieoBaHVEe Kakoro—simbo npusHaka: AOMUHAHTHBIA, ayTo-
COMHO LIECCVBHbIIA, CLIENVIEHHBIA C MOSIOM U T.

TPAHCNOKALINA — nepexof, Kakoro-simbo y4vacTka XpOMOCOMbI
B [pyroe nosiokeHve B TOMA>Ke XPOMOCOME WM Yallle B ApYrobA Heromo-
JIOTU4HOLA  XPOMOCOME.

OEHOTWIM —cymma peasibHbIX CBOVACTB 0c00M, BO3HMKaroLLas
B pe3sy/nbTare B3&I/IMO,EI,eI7ICTBI/Iﬂ reHos  wm B3aVMIMOAEIACTBUS  MeXay
reHoTUNoM 1 OKE ein ¢

XAPON — AI/IH PIrA AKOH — onpeaenseT CooTHoLLeHue
reHoB B Nony/1summ rnpy MaHMMKCUU, MCX0ASA M3 COOTHOLLEHUA KOHLIEHT-
paLmiA a/iiefibHbIX FEeHOB. 3aKOH OTpaaeT reHeTuyeckoe U eHoTUMNm-
YecKoe MOCTOAHCTBO MOMy/IALMIAL

XPOMOCOMA — cTpyKTypa, HaxoOsawasacs B KIETOYHOM sape,
Ha onpefenieHHbIX CTaausax U Mpy COOTBETCTBYHOLLEIA OKpacke BuauMas
B MuTO3e 1 MelbAose. VIveeT onpesiesieHHy0 GopMy 1 andepeHLmpoBaHa
rno BcelA O/MHe B OTHOLIJE‘HI/II/I XUMMYECKOIA CTPYKTYpbl. E€ 0CHOBHbIM
KOMIMOHEHTOM  SIB/1SIeTCA

XPOMOCOMbI 10 OBbIE UEJIOBEKA — nmapa XpomMocoMm,
KOTOpble B 3aBUCMMOCTU OT WMX KOMOMHAUMW ONpedesnsioT pasBuTue
rnosal B K/ETKax >EHCKOro opraHu3mMa WMeloTCs [Be rOoMOSIornyHble
X-XpOMOCOMbI, B K/IETKaX MYXCKOI0 — 0fHa X-XPOMOCOMa U 4acTUYHO
rOMOJIOrMYHasA A Y-XpoMOcQMa.

LUNTOFrEHETUYECKNIA METO/[, — UUTO/IOrMYecKoe M3yyeHue
XpomocoMm. [M03BONSET [AMarHoCTVpoBaTb 3abosieBaHWs, CBSI3aHHble
C aHOMaJIMAMK XPOMOCOM

3KCMPECCVIBHOCTb MEHA — cTeneHb BbIpaXKeHHOCTU [etAcTBuA
reHa. HacnefacTBeHHas naTosiorvs, 00YC/10B/IEHHAs OOHUM U TeM e
reHoM, Yy pasHbIX 60/IbHbIX MOXET BapbupoBaTb OT e[Ba 3aMeTHbIX
MPOSIB/IEHNIA A0 3HAYMTESIbHbIX MOP(OIOrNYecKMX U yHKLMOHa/IbHbIX
HapyLLeHVIA. Mano3amMeTHOe OTK/IOHEHVE OT HOPMbl CAY)XXUT roKasa-
TeSIEM nuskoi CTEMNEHW 3KCMPECCUMBHOCTWU FeHa Y [AaHHOr0 60SIbHOro,
3HauUNTENIbHOE OTK/IOHEHWE YKa3blBaeT Ha BbICOKYHK CTeneHb 3Kchpec-
CMBHOCTW. OKCMPECCMBHOCTb BO MHOMOM 3aBUCUT OT YC/I0OBUWM BHELLHeIA
cpedbl N B3aMMOAEMACTBUA C APYTMMA FeHaMU.

Ha cTp. 3 BTOpoiA a6sall CriedyeT umtaTh: «eHeTUHYECKMIA aHam3
VCK/TIOUMTESTIbHO BXKEH MPU Pas/IuHbIX GOS1e3HAX HEHAC/1eACTBEHHOIA
npypoAabl, MOCKOSIbKY B PasBUTUM MHOFUX U3 HUX OMpeaesieHHYH posib
prpatoT reHoTUMMYECKNe 0COGEHHOCTMU.,,»



WPEAMETHbIN YKA3ATE/b

A%B;plcal‘lqtﬁ-ﬁ— KaythmaHa 60/e3Hb
>

AbpaepxanbaeHa — ®aHKOHU  CUHAPOM
al

Ab6nedapus 5

Arammar nobynuHemma 5

— agumdounTapHas ayTOCOMHOpeLec—
cMBHaa 6

ArnukoreHo3s 6

ArpaHynounTos 156

— [eTCKUA reHeTudecknia 154

—  LMKANYecKniA peumansupyowmnia 155

ApeHo3nHTpudochaTasbl gepuumt 21

ApnavcoHa — Bupmepa aHemus 128

ApawlaMmmn-runepkasiveMmm  CUHAPOM
163

AfpeHOreHUTaNbHbIA cuHApom 7

Atipuca 6onesHb 155, 167

AkaTanasusa 8

AKaHTO03 C NUIMEHTHOM JereHepauueii
ceTyaTKu rnas u atakcveri 5

AKpoKepaTo3 BeppyLMpOpPMHbILA 98

— 6opogaByaTbliA onda 22»

AKpoKepaTOoMa Hac/neAcTBeHHas 8

AkpokpaanoguchanaHrua 9

AkpoocTeosini 9

AKpONMUrMeHTaumsa cumMmMeTpuyHas 9

— sA3BeHHas cemeliHas 8

AKpOCTEHOCUHAAKTUANA 9

AkpouedanocuHgakTuana 9

Akcenbdenbaa cuHapom 10

Anakpumunsa 10

AnekcaHgepa 6onesHb 129, 131,

AsnmpoumnTos 10

Anbbepca — LoH6epra 6one3Hb 58

Anb6ouHmnsm 11

Anbpepa neiAkounToB aHomanua 125

AnbcTpoma cuHgpom 11

AnbnopTa CUHAPOM 1

Anbnepca CUHAPOM 145

Anbta-1 gepmunTt Hac/eACTBEHHbIA

132

Anburetimvepa 6one3Hb 12, 136, 173
AHanbHas aTpesuns ¢ BarHa/1bHbIM CBU-

wom 18
AHanbresus BpoXaeHHaa 17
AHanbbymnHemus

AHa/IbHOr0 0TBEPCTUA
CTUBYNSAPHbIM  CBULLOM
AHIMAPO3 rUnoTpMXoTUYEeCKNiA 64
AHrngposia, TMHOTPUX03a W  afOHTUN
CUHAPOM
AHrveremopunma 206
AHrunokasepHoma BeHo3Has 209
AHruokepatoma Mwnbesns 18
—Tynosuwa auncdysHaa 18
AHruoma BeHo3Hasa 209
— BeTBucTaa 209
rony6asa 209
— nsockasa 232
AHrn“maTtos 2u9, 219
— MEHVHrea/IbsbIA ANQpPY3HbLIA 18
— Luepe6popeTUHaNbHbI 218
AHpepceHa cnHgpom 73, (68
AHEBpPV3Mbl BHYTpUYeperHblie BPOXKAEH-
Hble 19
Eemna 156

aTpesus c Be-

AHeMus remonInTUYecKast BpoxXgeHHas 23

— — Puertn — Mpewws — Mwukenu
200

— — HecepoumnTapHas 19

— runonnacTuyeckas cemeviHaa 23

— — BpoXAeHHaa fatimoHga — Bpaek-
thaHa 22

— [OpeHaHouuTapHaa 24

— MUKpocepoLHTapHas remonunTuye-
ckafd MwuHbKoBcKoro — LWoddapa 23

— npumMaxuHosas 20

— ceprioBUAHOKNeTo4YHas 24,47

— ®aHKOHW Hac/neAcTBeHHas arnsacTu-
yeckaa 24

— 3puTpoLMUTapio;A mauonarnyeckas
XpoHU4yeckasa 22

Anvpnaunsa 8a, 178

AH.4nnobnecdapoH 41

AHotTanbm 25

— W MUKpPO(hTaNbM C OPOUTA/IbHOLA KuC-
TolA 65

Anbctpema — Onb3ena cuHgpom 182

AmaBpoTunyeckaa wmnauotms 13, 1

AmMnnonaos Koxu 117?

AMUNOHNA3NN BPOXAEHHOUA cuHapom 27

AMUOTOHUA BPOXAEHHasA

AmunoTpoua HeBpanbHaa 15

— nporpeccupytowas 18

AmuoTpodnyecknii 60k0BOIA ck1epo3 16

AopTbl” KoapkTauua 25

Anepta cuHgpom 9, 39, 78

Annasva 3pmiTpouMTapHas nepBuyHas
22

AnpakcuH rn1a3oaBuUraTesibHOA BPOX-
[eHHbIA CUHAPOM

ApaHa — [oweHa 6one3Hb 16

ApaxHogakTunus 136

ApruHUHAHTapHasa atoreoaxwaypus 28

ApHonbga — Kwnapu cuHgpom 26, 33

ApTepuanbHbIA NPOTOK OTKPbITLIA 162

ApTporpunos 27, 37

ApPTPOOCTE00 WXOANCTIa3na Hacnen-
cTBeHHaa 27

AcTeHo-6ynbbapHbItA napanuy 138

AcTurmaTtunsm 28

ATakcumn-apedriekcnm
cnHgpom 31

ATaKCUN-KaTapaKTbl-Kap/IMKOBOCTU -
YMCTBEHHOUA OTCTasiocTu cuHgpom 32

ATakcusi HacneacTBeHHas 78

— KO3)XeuyKoBasl [OMMHaHTHasa 29

— noJsiMHeBpuTHNYecKas 29

— CnuHasnbHasa MO3Xe4yKoBas Hacnen-
cTBeHHas 29

— TeneaHrunskTasma 30

ATepocknepo3 32

ATeT03 [ABOViHOA 32

ATpodua agep VI un VIl napbl yepen-
HOMO3rOBbIX HEpBOB BpoOXJeHHas 33

Atasnm-arHosmm-anpaxkcua CUHAPOM
165

Adakuna BpoxpaeHHas 215

ApunbpnHoreHemw! 33

AxoHgponnasuna 34

AxpomaTtonusa 34

Aunao03 MoYeYHbIMA KaHanbueBbllA 35

M» » HOBOPOXAEHHbIX 35

Hac/1eACTBEHHbIA
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AllllAelr AgporeHasbl
HOCTbL 36
Awepa cuHgpom 36

tiefJoCTaTou—

BasnnsapHoOA MHBarMHauun cMHApom 26

BapaHayHa Tun runorammarso6ysivHe-
M 61

BapaHun cunHapom 41

Bepgpa BbIBUX BPOXAEHHbIA 36

Betinepa 6onenHo 224

Bekka capkonpgo3 126

Bekkepa — PoliTepa cuHApom 38

Bepa cuHapom 67, 78

— KenToro nATHa ceMeliHas TaneTope-
TWHanbHaa pereHepauus 100

i— 3puTenbHbIX HepBOB aTpodus ce-
MelAHO-HacneacTBeHHas 104

BepapgnHennn cuHgpom 143

BepHapga — Cynbe 6onesHb 206

BepbeccoHa cuHapom 38

Becka cuHgpom 38

Becta makynsapHasa pgereHepauus 100

— ceTyaTKM TaneTopeTuHa/IbHaa pere-
Hepauusa BPOXAEHHas WM WH(aH-
TuUNbHasa 194

BunmoHpga cuHapom 17

BuHpepa cuHpgpom 96

BucaTTbbymMnHemma 17

Bbnersega — XeTaycoHa cuHApom 75

Bnoxa — Cynbub6eprepa cuHgpom 19,

. 154

BokoBoia
151

BopbeccoHa cuHApom 38

Bpaxnpgaktunumn chepodpakmun HCEO-
CTBEHHbIA cnHapom 38, 136

Bpemepa cuHgpom 39

— ®ykca muenoguspapua 39

Bpoka  MXTWMO3NHOPMHBIA AepmaTtos
HO

— apuTpogepmus 9, 170

BpyToHa 60nesHb 5

BynnesHbitA anugepmonni 229

Bynb6a pHo-othTanibMoniernyeckas hop-
Ma muonatun 150

BypHeBunna 6onesHb 105

— [puHrna 6onesHb 207

BakynHa — 3igkepa cuHApoOM 162

Blokcnepa porosBuubl AereHepauus Ce-
MeliHas 185 .

Bioprepa — lpioTua 6ose3Hb 38

BaapgeHbypra—KnetiHa cuHapom 74

BarHepa 60ne3Hb 39

BaH borapta — [e Bpu cuHgpom 18

BaH borapta — O3e cuHgpom 226

BaH borapta — lepepa — dnwTreliHa
cnHgpom 213

BaH pgep Xese cuHgpom 75, 162, 227

Backy/MT remopparmyeckuia 39

Be6epa cuHgpom 138

Be6epa — KokeliHa cuHapom 229

BereTtaTvBHOIA AUCPYHKLMWM  HacneacT-
BEHHO-CEMEMHBIMA cnHApom 40

Bek 3aBopoT 41

— Kono6boma 41,67

— cpauieHune BpoxaeHHoe 41

BepgHura — loddmaHa 60ne3Hb 148

Bepnbroda 6ose3Hb 207

BepHepa cuHgpom 19, 226

BecTnobynspHbIA cemeliHbIiA cuHapom 41

BecTansa 6onesHb 163 n

Bectgans — LWTpiomnens 6osie3Hb 51

BunpgepsaHka cuHapom 223

Aknpebpasga 6one3Hb 206

aMUOTPOMUECKUIA  CK1epo3

242

Buno®”oBoiA B MapaniuTcBuiAiHoM xelbiia
annasva 96

BunbcoHa — KoHoBanosa 6o0sie3Hb 51

BuckotTa — Ongpuya cuHgpom 42

Butunnuro 42

Bnaranvwa annasua 43

BonuaHka KpacHasa 118

— — ceMeldHaa 43

BonbmaHa 6osiesHb 44

BbIBUX BPOXAEHHbLIMA FOMOBKU Jly4eBolA

f koctu 135

———— 6Gegpa 36

BbiKnabIn  camMonpon3BosibHble 45

ManakTosemusa 45, 91

FannesopgeHa — UWnaTtua 6onesHsb,
129, 130
MammaHa — Puya cuHgpom 176

FamcTtopna 6one3Hb 141, 163
Fapronnunsm 145

lapaHepa cuHgpom 170

[apTHyna 6osie3Hb 156
FeMunaHrnakTasusa runepTpopuryeckas

198

FemnaTpodma nvua nporpeccupyrouas
46

Femukpasans 139

— Mo3XeukoBaa 41

Femepanonusa BpoxaeHHas 197, 199

FemoreHus 207

[emors1061MHo3bl 46

CemornobnHonaTun 46

FemoninTUyeckas 60/1€3Hb HOBOPOXAEH-
HbIX 47 .

Femopparnyecknii TesileaHrnaKTaTu- j
YeCcKMA cuUHApom 49

Femodununa 34, 50, 55, 56

— A, B,C, D50

— cocyaucTtasa 206

FeHoAépMaTo3 KOHeYHoCTe A CKepoaTpo—
uyeckMii A KepaTogepmuyeeknii 51

FenaTouepebpanbHas Aguctpodpua 51,
92, 204

[epuHrama cuHgpom 16

MHanongo-peTuUHanbHas  fereHepauus

rm%%oua I Tun meTremornobuHemun 22

'm _ reHTepa — le6Hepa 6onesHb 217

MmapookcunponunHemus 11

rnapoafgeHoOMbl M3 MepeMeLleHHbIX 3a-
4YaTKOB MOTOBbIX XXeJie3 U KaHanos 53

FMOPOOKCUKUHYPEHUHYpUs 53

FeHens cuHpgpom 16

MmnoanbaocTepoHnsm 60

— BTOPUYHBIA 62

— TPaH3UTOPHbLIA 61

FmnorammarsiobynMHemums LwonaTm-
yeekas 61 >

runornnkemma naunonaTmuyeckas ceMeil-
Has 61

F'vnonapatupeonansm >41

FvnonpoaknenepuHemnsa 62

FmnonpokoHBepTUHEMUA 82

lrwranpoTeMHemMms acceHuunasibHasa B»

FMNOTPUX03 HacNeACTBEHHbINA 64

fmnoTnpeos cemeliHbilA 63

mnodusapHbIiA Hanusm 224

CvnoocthaTaanmn 64

ano$oc$aTeMqucxaﬂ Tyb6ynonartus

Fwaé%ammouemmn 53, 1%[

rmMcpounupybuHemMmns  HeremonmTu-
yeckas HacfeCTBeHHas o0 sfepHoa
XenTyxoth 53



Mmnep6unupybuHemuns HolweckKas
ngnonatunyeckas cemeliHaa 54 ¢

FvnepBainHemus

mncprenapuHemusa 55

Mnepkannemus

FvnepkanbuuemMnum K1  0CTEOCK/1epo3a
CuHgpom 58

MmnepkepaTo3-runepnurmMmeHTaums 56

MvnepkepaTto3 Kwnpne 114

Minepnnnemunsa 38

Mnepnunugemua 133, 134, 144

rMnepmeTUOHNHEMUS

MmnepmeTponua 57

[MnepocTO3 reHepa/IN30BaHHbLIMA C Na-
xungepmuneia 58

—  KOPTUKaIbHbIA
cemeliHbIlA 58

MmnepnapaTtupeonansm 56

Mnepcapko3nHemunsa 58

FmnepToHnyeckaa 6o0ne3Hb 59

FnepoxonecTepnHeMmnsa Hac/1eACTBEHHO-
cemeliHaa 6C

Fvnepypukemusa 59

fmnnena — Jfinnpgay 6onesHb 19, 195,
199, 218

mpke 6one3Hb 72

MpwnpyHra 6one3Hb 90

rmcrnguHemna 65

FNna3 KUCTO3HbIA 85

— MabIA 65

Na3Hoe [HO >Xe.Tro-nATHUcToe 66

FnasHoro gHa anbbuHW3Ma W XenToro
nsTHa runonnaasum cuHgpom 86

— sbnoka W rnasHUUbI AepmovgHas
KucTta 67

Na3o0-3y60-nanbLeBoiA cuHapom 67

Mnaykoma 75

— BpOX/AeHHan 87

— nepBuYHas 69

FnukoreHosaa 60ne3Hb 72

FnukoreHos 72, 148 A,

— reHepasiM3oBaHHbIA MaMonNaTUYecKnii

reHepasin3oBaHHbI 7]

LMPPO30M  MedeHn

73

— Anddy3HbIA  C
73

— HedpomerasnibHbIA 72

— ne4yeHu 73

FnnunHemusa 74

FnuynHos 74

FNyxoTbl W YacTUYHOro asbbuHU3Ma
BPOXAEHHbIA cuHApom 74

[ nokosio-6-dochaTaerngporeHassl  ge-
hrunT 20

FnaHymaHa Tpomb6acTeHUA HacneacT-
BeHHas remopparunyeckaa 205

lFony6bIx CKAep, 0TOCK/1epo3a, MaTosio-
rMYeCKOM JIOMKOCTU KOCcTeli CUHAPOM
75

FoMmoyuncTUHYpUs 76

FoHaganbHbIA  gucreHes 223

Fonda akpokepaTo3 6opogaByaTblia 229

MoTua — FopanHa cuHgpom: 225

lowe 6onesHb 74, 76, 159

FpaHynounTOoB sigepHas acermeHTaums
7

MpaHynounToneHna uuknndeckas 155

peH6napga —— CTpaHb6epra cuHapom 172

peByBa poroBuLibl AereHepauus ysesi-
KoBaa 185

pete cuHgpom 33

pehe — CberpeHa cuHApom 78

Fpo6a cuHgpom 99, 188

py6epa cuHapom 78

Fpynnbl KpoBu 78

Fpbixka 6enotd NuHunM 84

— Mo3rosasi BpoxgeHHas 82

— naxoBasl BpoXJeHHasa 83

— nynoBuHHas 86

—mrynoyHas BpoOXAeHHasa 84

— MYMoYHOro KaHaTuka 86

— CAWHHOMO3roBasi BpoOXAeHHas 85

— 3mMmb6puoHanbHas 86

Fy6bl BepxHeld (U Heba) HesapauieHpga
87,

lyna cuHgpom 88

l'yanacye cuHgpom 125

l'yHTepa cuHgpom 147

l'ypnes cuHgpom 146

F'ypnep — TMNdayHanepa — NyHTepa 60-
nesHb 145

JatimoHaa — bBbnekdaHa aHemMus runo-
nnacTnyeckas BpoOXAeHHas 22

AaKpnoumncTUT BPOXAEHHbLIA 88

AanbHo3opkocTb 57

fapbe 6onesHb 97, 170, 229

— 3pMTpoAEepMMA BPOXAEHHAs WUXTUO-
3ndopmHas 232

JaTHa 6onesHb 89. 148, 152

Nebpe — duburepa cuHgpom 60

Ae Bpun cuHapom 91

JeBcTBEHHOIA nneBbl aTpe3nsa 90

Jera cuHgpom 112

AexepnHa — Cotta 6onesHb 153

Ae NaHx cuHapom 148

AemeHuusa xopenyeckaa 214

AdeHan — Yonkepa cuHapom 33

AeHHn — MapdaHa cnHgpom 136

HAepmaTto3 AopuHra 230

Ae ToHn — [ebpe — PaHKOHWU CUHAO-
TOM 91

JedheKT MeXxOKenyao4ykoBoA Mneperopoj-
Ka 91

JoKkoHCTOHa cuHapom 188

[NunabeT aMMHOKUCNOTHLIA 219

— HecaxapHbItA 93

— — HelipornnopusapHblia 92

noyveyHbIA 93

— caxapHblA 46, 93. 134

— CO/EBOMA MoyeuHblA 95

— UMCTUHOBBIUA cemeldHbiiA 219

AwvaTe3 remopparnyecknia 50, 55, 56, 62

An Teopra cuHgpom 96

[n30CcTO3 BeEpxXHe4YesIloCTHO-HOCOBOA 96

— MHOXECTBEHHbIIA 145

Ans3ocTo3 uyenocTHo-NMLEBOA 39

— YeperHo-KJ/IoUNYHO-Ta30BbIA 96

— 3HAOOXOHApPa/IbHbIA 99

———— SIHOLLECTBEHHbIIA Hac/1eCTBEHHbIIA
97

Avmmepa porosuLibl
weTyaTas

AnncomaHusa 97

AvckepaTo3 BPOXAEHHbIA 97

— GoNNuKynspHbIiA 97

ANCKOPTULLM3M  Hac/eACTBEHHbIA 7

Ancnnasus okynogeHToaUrnTasibHaa 99

— XOHApo3KToAepMasibHass 99

— 3KToAepmasibHas BpoXAeHHas 38

— anudwnlapHas MHoXecTBeHHas 98

— A3blYHO-/INLEeBaA 99

AvcTpodua muoToHMYeckas 149

2,3 pudocthopornmuepomyTasbl AeduumT

AereHepauus pe-

21
JoliHa coToBUAHBLIMA xopvonauT 191
AoHory — Ywwnga cuHgpom 132
Ay6uHa — [>koHcoHa cuHapom 100
AopuHra pepmatos 230

243



AunreHia nceBAornnepTpodpuyeckas
topma muonatsan 150

Eder IIl Tun meTremornobvHemun 22

XKenToro nATHa TaneTopcTUHabHas ae-
reHepauua bepa 100

—. — [ereHepauuns >XesITOYHOOPMHas
99

XXenTtyxa remonutuyeckas 102

— wuaguonatunyeckas 100

— XpoHu4eckaa wuguonaTuyeckas 100

— — ceMebiHaa aeremonuTuyeckas 10i

— sAgepHas 102

>KenypouHo-KMLWeYHOro TpakKTa —aHo-
MasiM  BpoxXAeHHble 121, 125, 190

XKenuHbIX xomoB aTpe3us 102

XXunbbepa — MebineHrpaxrta CUHAPOM
54

«3afuba» ryba 101

306a W rAyxoTbl HacNeACTBEHHbIA CUH-
Apom 107

3paukoBas nepenoHka {0S

3pUTeNbHOro epsa aTpopua BPOXKAEH-
Hasa WA uHdaHTUNbHas 104

— — — Jle6epa 103

— ———— 3eMeliHOo-HaceACcTBeHHass be-
pa 104

———— pucka annasus 104

— ————sMKa 106

———— — TrJla3Horo pgHa npysk !C!

— — — 1 CceT4aTKM MWEeSIMHOBbIE BO-
nokHa 105

Konorioma 108

ncesAoHeBpuT 106

NaoBanepnaHoBaa aungemua 107
VImmyHonapes, dpaHuy3ckntd Ttun 10
— wBelAUapcKniA Tun 6
MnTepcekcyaniu3dM >KEHCKUIA  NIOKHbINA

— WUCTUHHbIVA 108

— MYXCKOM JIOKHbIA C )XEHCKUMWU Mo-
noBbIMW opraHamu 109

VHhaHTUAN3M  Neuxnyecknia 109

WoppaHa neikoumToB aHomanusa 126

NcTepna 109

xTnos 9, 98, 126

— BpOXAeHHbI 9, HO

NXTrosa, 0MrodpeHnm, enacTukn Ha-
CNeACcTBEeHHbIA CUHAPOM
—oanuaencun, WUHHaHTUIN3M;, BPOX-
AeHHoro, uanotum cuHgpom HO

MxTuno3nthopmMHbItA aepmaTo3 BEpoka 110

Kawparra — 3HresibMaHa CUHAPOM
162

KaHaBaHa — Bas borapta — bepTpa-
Ha 6one3Hb 129, 130

Kanunnaponatmnsa remopparunyeckas 206

Kap6amungochraTcnHTeTasbl Hacnen-
CTBEHHaa HeTocTaTo4YHocThb 110

KapTareHcpa cnHgpom 111

KepaTogepmusa 229

— BpoXAeHHasa 112

KepaTto3 57, 112, 114

— HacneACTBEHHbIA Nafo0HHO-MOAOLL-
BEHHbIMA 112

— paccesHHbIVA fApaccoHa —
Aosckoro 113

—  (hONNNKYNSAPHBILA CeprnnrHnpyoLWwmniia
NoTua N3

KepaTokoHyc 187

KeToaumnagypn mc yMCTBEHHOA
nocrtelo 104

JleBaH-

oTCTa-

244

Knb6Hepa avBwiiw 229

KuiweyHbliA VHpaHTUAn3m 217

Knatimdenbrepa cuHgpom 114

KneHoBoro cupona 3amaxa Mo4u CUB»
Apom 115

Knunnens — TpeHoHe cuHapom 138

Knunnena — TpeHoHe — Beb6epa CuH-
Apom 198

Knunnena — TpeHoHe — [lapka —
Bebepa cnHapom

Knunnena — ®ebina cuHgpom 116, 158,
223

Koarynonatusa 50

KoaTca 6one3Hb 182, 195, 21S

— PETUHWUT HapyXHbIA 3KCCYAaTUBHBIIA
195

KoraHa cuHapom 26

KoXWn 5 cnu3ncTbix 060/104EK  FUASIMHOB
Yp6axa — Burta 116

KokeliHa cnHgpom 117

Kone cuHpgpom 225

KoneHHoth SIMKW, KpbINOBUAHOIA Kolua
cuHgpom 117

KonnareHosble 6onesun 117

Kono6oma cocyamcToro TpakTa u ceT-
yaTkn 200

— XpycTasnimka 215

KoHeuHocTel i MopoK pa3sBUTUA Hacneg-
CTBEHHbIA 118

KoHTpakTypbl
AeHHble 27

KopTVKO-CTpro-cnusasibHoOA  aereHe-
vauun cnHgpom 173

KocTmaHa cunHgpom 156

Kocornasue cogpyxecTBeHHoe 118

Kpa66e rn060BaHO-K/AeTOUYHAsA JIeAKO-
anctpodpuk 129, 130

— CcuHAgpom 148

Kpay3e cuHgpom 228

KpeTnHusm 63

KpeltATudenbsa — Xakoba cuHgpom 173

KpuBowes MblleyHas BpoxgeHHas 120

Kpurnepa — Hapgapa cuHgpom 53

«KpuKa KOWwKu» cuHapom 120

KpuntothTanbm

KpunTtopxnam 121

Kpucta — CumeHca cuHppom 226

Kpucrtmaca 6osie3Hb

Kpy3 oHa cuHgpom 39, 188

KcaHToma 134

KcaHTomaTo3 38, 213

— KpaHWanbHbIA 123

KcaHTuHypus 122

KTHsnb6epra— BenaHgepa 6o0nesHb

MHOXXEeCTBEHHble BpOX-

Kynun 6onesHb 200

«KypyaBbIX B0s10C» 60/1e3HL 123

KypwmaHa — LWTaliHepTa — BaTTeHa
60n1e3Hb 149

Kydca 6onesHb 14

NakTaT-aumao3 HacneacTBeHHbIA 123

J1akTo3bl HenepeHOCUMOCTb Hac/neacT-
BeHHasa 124

Nanaysn — [exepuHa rsieye-sonaroy—
Ao-nuuesas Gopma MuonaTtum 150

Ne6epa aTpodms 3puUTESIbHbIX HEPBOB
103, 105

— ceTyaTKM JereHepauus
BpOXAeHHaa 193

JleBaHA0BCKOro — JlyTua cuHapom 229

Jlerkoro nosunkucTo3 189

— (n6po3 ceMeliHbIA MANOMATUYECKUIA
AKdbyaHbIlA 126

cemeliHas



JleroyHo-noyeYHbIVi cnHapom HAC EOCT-

BeHbHW 125
JlexxbeHa cuHAapom 120
NetikogucTpodum 14, 129
— rnobomaHo-kneTounas Kpa66e 129,
130
— ¢ Andidy3HOIA BOSIOKHUCTOA opmar
HVelA PoseHTans 131
— MeTaxpomaTuyeckas
FpyHpenbaa 129
— cypaHopunbHaa 129, 130
Nletiko3 128
NelAkounToB aHOManua Anb gepa 125
— — WoppaHa 126
Met1 — lernuHa 128
LTelAHOpUKa,

Wonbua —

— — Yepwmaka,
wun 128

— HeTpothU/bHbIX TUNEPNUTMeHTaLns
aaep BpoOXAeHHas

— nesbrepoBcKas afepHas aHomanus
128

NletiHa cuHgpom 231

NeHo6na — O6UHO cuHapom 159

JleHTuUKoHyC 132

JlenpevayHusm 132

Jlepyn cuHpgpom 97

NInMnTAEKC. TpUHO3 73

Numdbogcpma 197

JlunorpaHyneMaTo3  AUCCEMWHMNPOBaH-
HbIA BPOXAEHHbIA 133

Jlunongosbl 133, 144

— BHYTPUK/IETOYHbIE 14

Ap-nunonporenHemuns 5

NnnoxoHgpoancTpopumsa 145

NTTNA 60Nne3Hb 32

/lnna kono6oma 134

NobwTeriHa 6onesHb 227

Jloy cuHgpom 91

NoypeHca — MyHa — bapge — Bug-
Ha cuHnpom 134, 144

NyiA — Bbap cnHapom 30

JlyueBOA KOCTW FO/I0BKW BbIBUX BPOX-
[eHHbIA 135

JlloTua KepaTo3 (ONIMKYNAPHBLILA cep-

| nuruHupyowmia 113

NalaTeypga cuHgpom 35

Xura-

MaxaHaun oTBepcTus aTpesnsa 33

Mak Apans 6osiesHb 73

Mak Kappun cuHgpom 61

MwukpocTomunsa 135

Manep6a — LllaHaHTe 6o0ne3Hb 198

ManbTo3bl U M30MasibTO3bl HernepeHo-
CMMOCTb HacsieacTBeHHas 135

MaHnaKa/lbHO-erpeccUBHbIA  MCUX03
136

MapnHecko — CberpeHa cuHgpom 32,
78

MapkesaHB cuHgpom 38, 69

MapoTo — JlamMmu CcUHAPOM «4&

MapdaHa 6onesHb 69, 76, 136, 137 173

MaTka pa3gBoeHHas 137

MaTkn annasua 137

— webikn atpesus 138

Magpdyun cuHgpom 138

Mebuyca cuHapok 33, 149

MeranokopHea 184

MeecmaHa porosuibl
auctpodus 188

MeseHXnManbHas AnCnsasus ¢ Nnopoka-
MU pasBUTUS COEAUHUTENbHOM TKaHU
438

Meih — lernunHa NeiAKouMTOB aHOManus
128

anuTennasibHasa

Me%pa — Betce. cuHgpom 140 -

— LlBukcpaTa cnHapom 67

Menanoacpmusa 9

Mennutypusa 93

MeH keca 60s1e3Hb 115

MeTremorno06uHeMnn HacieicTBEHHas 21

MeTBnMasioHoBas aungemusa 138

MwnacTteHns 130,

Mwubennn nopokepaTtos 171

MwurpeHb 139

MukpokopHea 69, 187

MwuKpoctheponnTo3 HacneaCcTBEHHbIMA 23

Mukpohakus

MwukpodTansm 65, 67, 69, 75, 104, 180

Mwukpouetanms WCTUHHas  cemeliHas
140

Mwunbpoa 6onesub 197, 199

MwuHkoBckoro — LWoddapa 6onesHb 23

MwuHopa cuHgpom 204

Mwuwopa 3nactoma H4

Muorno6buHypusa napokcuamasibHasa 140

Mwuoaucnnasuna pgedopmupytowas te-.
TanbHaa 27

Muno3nT occnpuUnpyroWniA  nNporpeccu-
pyrowmia 141

MWOKMOHYO HacneaCcTBEHHbIUA 141

— — anunencua 142,

Mwuonatusa 148, 149

— pAuctanbHaa 16

— Hemanunosasa 151

Mwonsierun napokcusmMasibHasa 163

Mwvonusa 142

MuoToHNsA BpoxaeHHas 143

MuoToHnueckady guctpous  Kypuma-—
Ha — LlUTatiHepTa — BaTTeHa 172

Mosra 6enoro BellecTBa /[ereHepaums
CroHrnosHasa 131

— NonMoancTpodusa nporpeccupytoLlas
145

— MNpPOMEXYTOYHOro Hac/ecTBEHHO—-0e—
MeVHbIA cuHapom 143

Mo3roBbix coCyfo0B  00bI3BECTB/IEHWNE
HacnefcTBeHHoe 144

Mo3xeukoBas AUCCUHEPTUA MUOKIIOHN—
ynckasa 144

M030/1CTOro Tena areHe3ns BPOXAEH-
Haa 144

— — [pfereHepa.nun cuHapom 144

Mopkwuno cuHgpom 147

MpamopHas 6osie3Hb 145, 162

MykoBucyHAo3 5. 125,

Mykonosimcaxapnaosbl 97, 145 214

MblweyHaa aTpoua CnvHasibHas MpoK-
cumasibHas BpoXAeHHas 147

— runonnasvs BpoxAaeHHas 148

— AucToHus Aedopmupytowas 92

— puctpothmna MuUOoToHMYeckas 149

— — nporpeccupytowian 126, 148, 149,
162

MbILWEYHOA rnunepTpohumM N yMCTBEHHOIA
OTCTa/I0CTV  BPOXKAEHHbLIA  CUHAPOM
148

MbILN 3KCTPaOKYNAPHBIX GNU6PO3 BPOXK-
[EHHbIA obumia 151

cnHgpom 141
KOpbl  runepnsasus

MioHxMmelAepa

HapgnouyeuHunkos
BpOXAeHHaa 7

— — Onyxonum BpOXAeHHble 152

HaHusm (17

— runopusapHbIA 224

— — uepebpasibHbIA 152

Heb6a HesapawieHue 153

HeBpUT rvnNepTPoPUYECKUIA MHTepPCTN-
.unasibHbIA 153



aynmBbIX

HeBpo3 Ha COCTOSAHUIA

154

HcByc ocTeornnepTpotmyeckuia Bapu-
KO3HbIIA 198

— MUIMeHTHbIA 53

— — cemMeliHbliA 155

«HerHyuieroes» 4JesioBeka cuHgpom 154

Hesenoda cuHgpom 10

HeliBeprenta cuHgpom 118

HelapogepmuT 155

HelipodunopomaTos 156

— PeknuHrayseHa 154

HelATponeHuss aeTckas MOCTOAHHAA Ha-
cnegcTeeHHas 156

— [pobpokayecTBeHHas 6eccMMnTOMHas
HacneacTBeHHaa 156

— rnepuoamnyecKaa HacregcTBeHHas 155

— cemeliHaa 156

HemanuHoBas mwuonatma 151

HedpoHothTn3 PaHkoHu 157

HedponaTtua c rnyxotoidi cemeiiHas 11

HunbcoHa cuHapom 158

HumaHa — lMuka 6onesHb 74, 77, 123,
158, 159, 173, 191

Huctarm 160

— MWOKJIOHMS 159

HopmaHa — Bypa dopma
yeckoiA ngmotumn 13

Hoppu 6onesHb 160, 182

aMaBpoTH-

Osanonutos 160 .

OorynTn cetyaTkn 6ose3Hb 190

OXnpeHne KOHCTUTYLMOHa/IbHOE 161

Okcanosa 161

On6patita cuHgpom 35

On6patiTa — beTnepa — Bnombepra
cnHgpom 210

OnuroppeHns (GeHUINUPoBUHOrpagHas
209

OnneHretima 6o0nesHb 15

OpoTtanuaypusa 161

Ocnepa 6onesH's 18

OcTeoknasvs £ MaKpoKpaHueli cemeiA-
Has 162

OcTeoneTpo3 cemeliHbilA 145

OCTeock/1epo3  CUCTEMHBIIA
BeHHbIA ¢ MuonaTveid 162

Ot TanbMonnernyeckas ¢opma muona-
Tun 150

MaHmurenonaTna MHMaHTUIbHAA KOHCTU-
TyuuoHasnbHas 24

ManwnnsnoHa — lMcoma cuHgpom 188

Mapa remounna 62

Mapanuy nepuoguyecknii  runokaine—
MUYECKUIA ceMelHblA 163, 164

Mapannervsa cnacTuyeckas cemeliHas
164

MaTay cuHgpom 205

MNepkeTta 60ne3HbL 138, 162

Metitca — Erepca cuHgpom 170

Menuueyca — Mepuybaxepa 6051e3Hb
129, 131

MNeHgpepa cuHgpom 63, 107

MeHToAypus acceHuManbHas 164

Mepuoanyeckas 6osiesHb 164

MeyeHN cTeaTo3 rmnepTpoPUUEecKnia ce-
MelHbiA 74

MeyeHoYHas ANCHYHKLMA KOHCTUTYLMO-
HanbHasa 54

Muka 6onesHb 12, 165, 215

MwnnopocteHos 74, 101

— BPOXAEHHbIA 166

MupyBaTKMWHa3bl 3pUTPOLLUTOB
umT 21

HacieacT-

nedwn-

MuwesBoga atpe3na 167

Mnatn6asnn cuHgpom 26

MoBbIWeHHaa 4yBCTBUTEsIbHOCTL K COJ1
HeYHbIM, ny4dam 167

MoaxenyA04HOMA  kenesbl
hun6po3 168

Motaknnogepmus 117

— BpoXAeHHasa 169

MotAknnocknepogepmnsa 168

MoNMNo3 MUIrMEHTHO-MSATHUCTLIMA 170

MonoBoiA pgucbeHes 232

MonoBbIX OpraHoB MOPOKW pasBUTUSA
170, 171

Momne 6onesHb 73

MopokepaTo3 MwubGennn 171

Mopdhwupua 117, 230

«[MOTHbIX HOr» cuHapom 107

MMoueyHO-MO3roBoiA AereHepauun n MMmM-
Aasonypun cuHgpom 171

Mouka ry6uatas 171

— “neHucTas» 171

Mpagepa cnHgpom 171

Mcesporemodpunma BpoxaeHHas 206

Mporepus 152, 172

MceBaornnoanbAocTepoHn3m 95

MNcesgornuoma 195

— ceTyaTKM U CTek/10BuAHOro Tena 192

MNceBaokcaHTOMa 3silacTu4Han 117

MceBAOCK1EPO3 CMACTUYECKUIA 173

McuxonaTtua 173

Mcopunas 176

MT03 BpoOXAEHHbIVA 177

MysbipyaTka 230

— pobpokavecTBeHHas peuuauBUpYIO-
wasa cemeiiHas 178

Mypnypa aTpom6ouunTOoneHnyeckas 206

— BackynsapHasa 39

— uauonaTumucckas
yeckaa 207

— XpoHu4eckas peymnamsupytoutas 207

Mbepa — Mapu 6onesHb 29,
78

KUCTO3HbIIA

Tpom6GouuTOnenu-

PaBnHa — [Mexepa cuHapom 178
Pany>xHolA 0601104KM reTepoxpomus 178
— — KWUCTbl BpOXAeHHble 179

— — oTcyTcTBMe 179

Paywkonbba — Tymu cuHgpom 225
PaxnT,pe3sncTeHTHbIA K BUTaMnHy D 210
Pebpa weliHble pfo6aBoyHble 180
PegykTasbl — rniTaTuoHa gepuumt 21
Petinn — fea cuHgpom 40

PeiiHO 6osie3Hb 9, 196

PeknuHrayseHa 60ne3Hb 156

PeHnato — Ocnepa 6o0nesHb 49

PecHuy, runeptpmuxos 180

PEeTUHUT Hapy>XHbIIA remopparunyeckuiia

— "= akccypaTuBHbIA KoaTca 195
— TMUrMeHTHbIMA 191
PeTuHo6n1acToma 180
PeTuHonaTua BpoXAeHHas
BeHHasa 182
— TouyeyHaa 193
PeTuvHonuw3sunc 182
PeTponeHTanbHas ¢gubponnasma 183
Pedicyma cuHgpom 29
Pvettn — lpenttn — Mukenu remosu-
Tuyeckaa aHemua 200
Puuappga Pengna cuHgpom 114
Po6eHa cuHgpom 183
PoroBuHa ruraHTckas 184
— KOHMYeckas 187
manaa 187

HacneacT-



POroBuHbI IAerékepaumsi KpucTasnmue—
ckaa LWHnaepa 86

— — MATHUCTaA peweTyatad 18S

— cemebiHaa ®epa 184

———— cemeliHas bBiokcnepa 185

— — ysesnikoBas [peHyBa 185

— [uncTpotnn cemeiiHas kpan4yaTas 186

— — 3HAOTENMAIbHO-3NUTEeTNasIbHaA
Pykca

— — anuTennanbHaa MeecmaHa 188

—.ggom/lﬂ peuunamsupytollas cemeliHast
i

Pom6epra 6onesHb 46

PoTmyHAa cuHapom 168, 226
PoTo-nanbLe-/MUeBoA cnHapom 188
PoTopa cuHapom 1

Pypa cuHgpom 110

PyK 3epKa/ibHble OBWKeHUs 188
Pyccn — Jlean cuHgpom 31

abypo cmHgpom 189

CaslbHbIX  Xene3 pguctpogusa 189

CaHdununno cuHapom 147

CaxapoB HenepeHocMMoCTb 125

Caxapo3bl HenepeHoCUMOoCTb
cTBeHHasa 189

Cepgla v MarucTpasibHbIX COCy/10B BPO-
XXOEHHBILA ropokn 190 1

Ceporo_ BeulecTBa Mo3ra [JereHepauus
cemetiHasA 145

CeTyaTkn 6one3Hb Orynuy

Hacriea-

— rvinonurmMesTauus

— ,qerefg%paum:l AnddysHas BpoLaeH—
. Has

———— KosulougHas 191
———— TMNUrMeHTHas 191

.————CceMelAHas BpoOXAeHHas Jlebepa
153 poxa p

— — TaneTopeTsHa/IbHasA  BPOXAEH-
Has WM UHMaHTWUAbHAA LEeHTpas1bHO-
ro Tuna becta 194

— — To4euyHas 193

— — UEeHTpasZibHOro Tuna rBeHU1bHas
nnu toHoweckaa LWraprapxra 193

— OTC/I0lAKa HacnencTBeHHas

— TeneaHrunskrasua 195

— W CTeKNoBMAHOro Tesia ncesaorsino-
ma 192

CupuHromuenusa 9, 46, 151, 195

Cknepogepmun 46, 173. 16

Cnes oTcyTcTBME apoxksa woe 10

Cnesgblx TOYeK A KaHasibLeB aTpesuns

Cnenota Ho4YHas KypuHasa 197

— uBeToBas 34

C/1I0HOBOCTb CEMEIAHasi BpOXXAeHHas 197

CocyAINCTOro TpakTa W CeTyaTKM KOs10-
oma 200

CocyamcToiA 060/104KM MpOrpeccupyto-
wasa arpodua 199

— — CKJ1epo3 reHepa/IM30BaHHbIA 199

— — W ceTyaTKM KosbLieBUAHAas aTpo-
ua dykca 199

Cocl)é,ngo—KOCTHaﬂ nn3amb6puronnasms

CmHrommenwTos 158

CberpeHa — JlapceHa cuHgpom 78, 110

Tunbepxss — Bailieeembaxa cMHAPOM 196
Tanaccemuns 47, 200, 201
TaqgéFOpETMHaanaﬂ AereHepaumsa 66,

TeseHap3g, cuHApom 9
Tes Cakca 6opeaHb 13, 171

deppu 601e3HbL LU .
Te%gkynﬂpHof/‘l theMrHM3aLMN 3nHApol

TeTpaga ®anno 202

Tumoma ¢ arammarsiobysivHemueii 88

Tupo3nnypun TpaH3uTopHas 203

Twnpo3snHo3 202

TuposnHTpaHeaMuMHasbl HacneacTBeH"
Has HegocTaToyHOCTb 204

TomncoHa cuHgpom >39

TomcoHa 6onesHb 143

Tpemop ceMeliHbIA 3cceHUManbHbIbA 204

TpHMNCUMHOreHa HeaoCTaTOYHOCTL 204

Tpucomus D 148. 205

— E (48, 204

— 22-4 XpoMocOomMbl 228

— 16— 18141 napbl xpomocom 148, 284

— 13— 1544 napbl Xxpomocom 148, 205

TpombacTeHMs HacrieAcTBEHHas remMog-
parvunckaa [naHymaHa 205

Tpom6onatua BunnebpaHga 206

TpomboumTapkas remopparmyeckas au-
cTpoduma 2

TpomOouHTONeHnYeckaa nypnypa 207

Ty6epo3Hblth  cknepo3 207

Tyggl‘/'ma — ConeHta — l0ona cuHAapom

TypHepa — Kusepa cuHgpom 27, 227

Ywwu cuHgpom 64
YHﬁezppMXTa — JNlyHp6opra 6osie3Hb

Yp6axa — BuTa rmasivHoB KOXW n cnu-
31CcTbIX o6osiovek 116

®abpn cuHapom 18

danno TeTpaga 202

®aHKOHU HehpoHohTN3 93, 157

— naHMUWesioHarusi BpOXAeHHasa 24

— cuHAgpom 219

®aHKoHN — LUnusmarepa cuHapom 58

dapa cuHgpom 144

dapbepa cuHgpom 133

®aBusm 19

deHnnkKeToHypusa 65. 116, 155, 209
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