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180neTut0 CO AHSA pO>KAEHUS

BblaroLlerocs Poccuiickoro TepanesTa,
OoCHoBaTeNs (DYHKLWMOHANBHOIO HanpasneHns
B remaTonorun Cepresi MNeTposuya boTknHa
NOCBALLAETCA 3TO TPYA

17 ceHTAGpPA 2012 roga ucnonHsietca 180 NeT co AHA POXAEHUSI 3aMeyaTe/lbHO-
ro KIVHULMCTa-MbICNINTENS, Y4eHOoro-HosaTopa Cepresi lNeTpoBnya BOTKMHa, C
MMeHeM KOTOPOro CBA3aHO 3apoXkaeHune 1 (hopMMpoBaHUE NepPBON B CTPaHe Hayu-
HOW TepaneBTUYECKON LUKONbI.

[ny6okue 3HaHWsA, NHTEPEC KO BCEMY HOBOMY, Bennyaiiiias npegaHHOCTb CBO-
eMy fieny, caMOOTBEPXKEHHbIN NOBCEeAHEBHbIV TPy, FOTOBHOCTb OTK/IMKHYTbCA Ha
CTpagaHna 601bHOM0 B COYETAHUN C OTTOYEHHbIM [0 COBEpLUEHCTBA MacCTEPCTBOM
BpayeBaHuna noctasuam C.MN. BOTKMHa BO rnaeBe OTeYECTBEHHOM Tepanuu. Tpya-
HO NpeACTaBUTb XOTb OAVH pasden Tepanuu, KOTOPbIiA He KOCHYCA NbITANBLIA YM
C.IN. boTkunHa.

C.IN. BOTKMNHY 6bIN0 YY>KAO «COCMOBHOE» OTHOLUEHWE K 60nbHOMY. OH 6bin
OAVNHAKOBO BHUMAaTENEH K MMnepaTpule u 601bHOMY congaty. O6beKTOM ero pa-
60Tbl, NPUNOXEHNEM ero AyLUn W UHTeNnekTa 6b11 60/1bHON YenoBeK C ero cTpa-
[aHUSIMM HEe3aBUCUMO OT MOMOXKeHUs B 0bLiecTBe. TONbKO OH Obln CTUMYNOM A5
€ro AesaTeNlbHOCTW, BOSIHEHWUIA 1 3a60Tbl. 3TO OTHOLWLEHME K 60nbHOMY C.I1. BoT-
KVH cyMen nepefaTb cBoeMy cbiHy Cepreto Cepreesnyy BOTKVHY, KOTOpOMY Mpu-
Hafnexar cnosa: «boNbHOr0 HYXHO NHO6UTL, TONbKO TOFAA U MOXXHO €ro N1eYnThb, a
€C/n He N06UTE, TO He NleunTe, a NepeaanTe Ballero 60/bLHOrO ApYromy Bpauy».

[yweBHasa LWeApOCTb, FyMaHU3M, Hay4Has MbIT/IMBOCTb, 6GECKOPbICTME BCe
3TN 4epTbl OblIM ApUCYLWM ABYM Benvkum Bpadam Poccum — C.IM. BOTKMHY ©
H.W. Muporosy. Vx npoteccnoHannam, HpaBCTBEHHbIE, AYXOBHbIE OCHOBbI 1 CO-
CTaBnAT Kpeno Muporosckoro Meauko-Xunpypruyeckoro LieHTpa.

Mpe3ngeHT HaumoHansHoro Meamko-Xupypruyeckoro LieHTpa
Mpodeccop, Akagemmk PAMH 0. LLleBueHKo
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CNTUCOK COKPAIWLEHUNA

CITUCOK COKPAILIEHU N

AJIT — anTMITUM(MOLUTAPHBIN IOGYIHH

ATI — aHTUTUMOLIMTAPHDIN IOOYJIMH

TI-6-DJIT — rioko30-6-docdar aeruaporeHasa

JBC — nucceMUHUPOBAHHOE BHYTPUCOCYIMCTOE CBEPThHIBAHME

IL-3 — viHTepneiikuH 3

GM-CSF — rpaHy/I0LUUTADHOMOHOLIMTAPHBIM KOJOHHECTUMYIMPYIOIUI (haKTop
G-CSF — rpaHylolIMTapHbIi KOJIOHMECTUMYIMPYIOWHH daKkTop

M-CSF — MOHOLIMTAPHbI KOJIOHUECTUMYAUPYIOUTUN haKkTop

CFU-GEM — xonoHHeoGpa3syolasi €AMHMLA MHEIOUIHOM MYJIBTUTIOTEHTHOM
CTBOJIOBOH KJIETKH (hopMupyolliasi IPaHYIOLMTHI, 3PUTPOLMUTHI, Makpodaru,
MErakapuOoLMThI

BFU-E — 6ypcto6pa3syoliias eIMHUIA IPUTPOLIMTOB
CFU-E — xonouueo6pasyouiast ¢IMHMLA 3PUTPOLIUTOR
BFU-MEG — 6ypcrofpasyionias eiMnuina TpoMOoIuToB



KOJ1. Lesuenko, A.A. HoBuk, B.SI. MeabHUueHKO
AHEMMHU

Beedenue

bonpmIMHCTBO reMarosornyeckux 3abojieBaHMN U CUHIPOMOB
SBJISIOTCS TIPEPOraTUBOM CMEeHANIU3MPOBAHHBIX CTALIMOHAPOB U
pPEoKO BCTPEYalOTCs B IPAKTUKE Bpauei apyroro npodunsa. C He-
KOTOPBIMU BUJAMH NATOJOTUU CUCTEMbI KPOBH HEOJAHOKPATHO
CTANKUBAJICS JIIOOOM ONBITHBIM KIMHULMCT (J1UMpoageHonaTus,
JICHKEMOUIHbIEC PEaKIIMU), OMHAKO U B 3TOM CIy4yae CTABUT OKOH-
Yare/ibHbl NMarHo3 U MPUHUMAET pelIeHUe O TAKTHKE JIEUEHUS
Bpau-rematoior. [TpakTHYecKHd eIMHCTBEHHBIM UCKIJIIOUEHUEM $B-
JISIIOTCSI aHEMUMU.

AHEMUSIMU Pa3IMYHOTO I'eHe3a CTpaaarT Gosiee MUUTHApIA Ye-
JIOBEK, 1103TOMY 0OCHENOBaHUE U JIeUCHUE TAKOIO KOJIUYECTBA Ma-
LIMEHTOB B NMPUHIIMIIE HE MOXET ObITh Chepoil NesITeNbHOCTH CIIe-
LIMATUCTOB Y3KOTro npodusist. boibHbIE C aHEMHUYECKUM CUHAPOMOM
BCTPEUAIOTCS B IIPAKTUKE XUPYPIOB M TEPATIEBTOB, B MOJUKIHHUKE
W CTaLlMOHAPE U HE3aBMCUMO OT 3TOI'0 JOJKHBI MOJy4YaTh CBOEBpE-
MEHHYIO M aJeKBAaTHYIO MEAULIMHCKYIO nomoulb. Bo MHOrMX ciiy-
yasgx Bpauyu CTAIKUBAIOTCS € OOABIIMMU CAOXKHOCTIMHU NMPU BEPH-
(uxaumu xapaktepa aHeMHUH U Ha3HauYeHUH Tepanvn. OCHOBHBIM
CNocod0M IMAarHOCTUKM aHEMHHU HEPENKO SIBJISIETCS OOLIUI aHAIU3
KPOBHU, a METOAOM JIEYEHUSA — COUETAHHOE Ha3HAUEHUE ITPETapaToB
KeJesa, BATaMMHA B, M IOJTMBUTAMMHOB. DTO MOXET IPUBOAUTD K
TSDKEJIBIM TIOCIIEACTBUSIM, [10CKOJIbKY aHEMUS YaCTO SIBASIETCSI CUH-
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BBEAJEHMHWE

IPOMOM Apyroro 3abojeBaHMsl (COMaTMUECKOTO, XUPYPTrUYECKOTO,
HOBOOOpa3oBaHus).

B mocnegHue aecATUAETHS U3MEHWIMChH MOAXOAbI K JICYCHUIO
psiia aHeMUIi, BblIeIeHa HOBasl popMa — aHeMMSI XPOHHMYECKMX 3a-
OoneBaHuii. Bce 3TH maHHBbIE HEAOCTATOUHO M3BECTHBI OOIBIIMH-
CTBY KJIMHULIMCTOB, TaK KaK MyOJIMKOBAINUCH IIPEUMYIIIECTBEHHO B
crieuMaIM3UPOBAHHBIX U3TAHUSIX.

B MoHorpadpuu npeactasieHbl 00LIME NPUHLUIIBL AMATHOCTUKH
AHEMUYECKOTO CUHIpOMa U COBpeMeHHAasi HHPopMaiiysi 00 OCHOB-
HBIX BUIaX aHEeMHU. DTH JaHHbIE, HA Halll B3MJISI, MOTYT OBITh TIO-
JIE3HBIMU HE TOJIBKO reMaToJI0TaM, HO ¥ KJTMHUIIUCTAM JPYTUX CIie-
LUAJIBHOCTEH, KOTOpbIE B CBOEW TMOBCENHEBHOUW NEATEIBbHOCTHU
CTAJIKUBAIOTCA € Mpo6IeMOil TUAaTHOCTUKY U JIEYEHUST AHEMUIA.



KOJL. LlleBuenko, A.A. HoBuk, B.Sl. MensHuueHKO

AHEMMHHU

I'maBsa 1.

Cmpykmypa
U QyHKuuu 3pumpona

KposeTBopeHne (reMornos3) — MHOTOCTaAMMHbII MPOoLECC Kile-
TOYHBIX [eJIeHUHA U AU pepeHILIMPOBOK, B pe3yabTaTe KOTOPOro 00-
pasyroTCcA 3penble, PYHKIIMOHATLHO MOJIHOLIEHHbIE KJIETKHA KPOBU.

KpoBb coctouT M3 mnasMbl ¥ (POPMEHHBIX 3MEMEHTOB, CO-
CTaB KOTOPBIX B HOPME OTHOCUTELHO MOCTOSIHHBINA. OBbeM KpO-
BH Y B3pOCJIOTO YeJIOBEKA COCTABASAET NpUMepHo 1/13 Macchl Tena
(5-5,5 ). U3 sroro konuuecrBa 55—60% npuxoauTcsa Ha IU1a3-
My ¥ 40—45% Ha popMeHHbIe 1eMeHTLI. Ha MpoTsikeHUH XU3HU
exenHeBHO obpasyercs 6onee 10 kiierok. OQHOBPEMEHHO B KPO-
BYM HAXoAMTCSL 0K0JI0 25X 10" sputpouutos, 3X 10" 1eiKOLUTOB U
150% 10 TpomMGoLuTOB. PonoHauanbHULENR BCEX KIIETOK KPOBH SIB-
JISIETCSs1 CTBOJIOBAs KPOBETBOPHAs KJIETKA.

Turioresa o HaMM4Me eQUHON KJIETKM IpelleCTBEHHULbI Oblia
chopmynmpoBaHa B 1908 roay npodeccopom BoeHHO-MeauLIMH-
ckoi akaneMuu A.A. MakcUMOBBIM, B paboTe «JIuM@poLUT Kak 06-
1ast MOCTOSTHHASI KJIETKA Pa3/UUYHbBIX 2JIEMEHTOB KPOBU B 3MOpU-
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nasa .

CTPYKTYPA N PYHKLIMN SPUNTPOHA

OHa/IbHOM Pa3BUTUKN W B MOCAEAYIOLEN YKMU3HN MIEKONUTAOLLNX>»
(pucyHok 1.1).

CyllecTBOBaHMe TaKON KIEeTKKW, MofyymBLUeli Ha3BaHWe CTBO-
noBoi kposeTBopHoi KneTkn (CKK) B 1961 rogy gokasanu J.E. Ti-
Il v E.A. Me Cullough ¢ nomoLLbto KynbTypabHbIX UCCeA0BaHUNA,
Korga 6b110 nokasaHo, YTo Mmpu nepecagke 4OHOPCKOro KOCTHOro
Mo3ra 06/ly4eHHOM MbILW B ee Cefie3eHKe BO3HMKAalT oyaru Kpo-
BETBOPEHMS, KOTOpble MNpeAcTaBnsat0T CO60M MOTOMCTBO OfHOW
KNeTKn (Tak HasblBaemol KOJIOHMeOOpasyroLein eauHNLbI cene-
3eHKN). B cpefHem B KOCTHOM MO3re COLEepXKMTCS | CTBO/I0OBasA Kpo-
BeTBOpHasa Knetka Ha 105 kneTok (pucyHok 1.2).

KpoBeTBOpHbIE KNETKN 06pa3ytoTCA B KPOBETBOPHbLIX OpraHax
KOTOpble pa3fenstoTcs Ha SMOPUOHASIbHbIE (XKENTOUHBIA MELLOK,

Puc. 1.1. Mpodeccop BoeHHO MeanLMHCKOW akafemum A.A. MaKc/MoB,
co3gaTenb yHATapHOW Teopun KpoBe TBOPEHUS.



HO.J1. LLeBueHko, A.A. HoBuK, B.A. MenbHMYEHKO

AHEMMMM

Puc. 1.2. Cxema KpOBETBOPEHUS 1 ero perynsums.

3aMOpMOoHasibHaA MeyeHb, cefie3eHKa W KOCTHbIA MO3r) ¥ B3pocC-
Nble (KOCTHbIA MO3F, TUMYC, Cefie3eHKa NMM@aTnyeckue yanbl,
nMmgongHas TKaHb, acCouMMpPOBaHHasa Co CAM3UTLIMU 060/104-
Kamu).

Y B3pOC/IOro YesioBeKa KPOBETBOPHbIM KOCTHBIA MO3r (MUeso-
NaHasA TKaHb) HaXOAWTCA B NMIOCKMX KOCTAX (Yeper, NO3BOHOYHUK,
pebpa, rpyauHa, KOCTY Tas3a), U B MPOKCUMaSIbHbIX KOHLAX KOCTei
6eapa, nieya u rofieHn, ¢ Bo3pacToM KOMYECTBO KOCTHOrO mMo3ra
yMeHbLUaeTcsa (pucyHok 1.3).

B mMuenongHoi TkaHuW 06pa3yroTcA 3pUTPOLUTLI, TPaHy/oLun-
Tbl, TPOMOOLUTLI, MOHOUMTLI, B-numdpountbl, NK-knetkn u K-
KNeTKN, a Takke MpeaecTBeHHNKN T-1MM{OLNTOB (aHTUTreHHe-
3aBUCUMBbI NTMMDOMO33).
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nasa |.

CTPYKTYPA VN ®dYHKUNN SPUTPOHA

rofpi

Puc. 1.3. PacnpefeneHne KOCTHOro Mo3ra B KOCTSX CKeneTa.

dpnTpOonoas

Mpouecc 06pa3oBaHMA U CO3PeBaHUSA IPUTPOULHLIX KNETOK B
KOCTHOM MO3re, NMPUBOAALLNIA K NOABMIEHMIO 3pefbIX 3pUTPOLNTOB,
Ha3bIBaeTCA IPUTPONO330M. Bca macca apuTpomnaHbIX KIeTOK op-
raHM3Ma HOCWUT Ha3BaHue 3PUTPOHa.

KynbTypasibHbIMY  UCCNEA0BaHUAMM  YCTAHOB/IEHO  Ha/lnuyne
[BYX TUMNOB KNETOK-MpeALlecTBeHHUL, 3puUTponoasa: 6ypcT-06-
pasytoLLeil eavHULbI 3PUTPOLIMTOB U KOMOHMeobpasyoLein eau-
HULbI 3puUTpoLMTOB. BypcT-06pasytowias eamH1La 3pUTPOLUTOB
(BFU-E) nonyuuna Ha3BaHWe B CBA3W C TEM, YTO NPU KyNbTUBU-
poBaHMM 06pas3yeT OrpoOMHble KOJIOHUM (OT aHr/IMIACKOro crosa
burst — B3pbIB). Bosnee 3penble NpefLeCTBEHHUKU 3pUTPOUAHO-
ro psga, KonoHneobpasytowmne eamHnusl aputpountos (CFU-E),
(hOpMUPYIOT B KyNbTYpe MeHee KpYrHble KNeTOYHble KOMoHUN. Ko-
nnyectBo BFE-E B KocTHOM Mo3re cocTtaBnsieT 100 Ha 105 KNeTok,
CFU-E — 400 Ha 105 KneTok.

11



HO.J1. LeByeHKo, A.A. HoBUK, B.A. MefbHUYEHKO

AHEMMM

MepBoOii MOPOSOrMYECKM Pacro3HaBaeMOM KNEeTKON 3puTpo-
NAHOro psaga ABnseTcs apuTpobnacT. MNpu nocnefoBaTebHbIX Ae-
JIEHNAX W CO3peBaHUM apuTpobnacTel anddepeHLNpyoTca B 6a30-
(OMNbHBIA, NONXPOMATOMUIILHBIA N OKCUPUIbHBIN 3pUTpobNacT,
a 3aTeM B PETUKYNOUMTbI W, HAKOHeL, MpeBpaLlatoTca B 3pefible
aputpounTbl (pUcyHokK 1.4). TpoJo/MKUTENBHOCTL 3PUTPONO33a B
KOCTHOM Mo3re cocTtasnset 7—10 cyToK, npuyem 13 O4HOro 3pwi-
TpobnacTta obpasyeTcs 16 spuTPOLIUTOB.

Mo Mepe co3peBaHNs 3PUTPONIHBIX KNETOK MPOUCXOANUT KOHAEH-
caums XpomaTuHa, yMeHbLUeHVe pa3MepoB fapa U KIeTKu, HapacTa-
eT KO/IMYeCTBO remMorsiobnHa B LIUTOMNIa3me B CBA3M C YeM, ee OKpacka

| Paamep PubocomansHas

v PHK
- KOE-3 500+fL
MpoHopmo6nacT
CopepxaHnve

1 remornobunHa

[ ] Ba3odubHbIin
Hopmob6nacT

4

Q
2

- LI_I MonuxpomaTounbHbIi
Hopmo6nacT

Qo
8&

2 008¢

OKCUUbHBIA
Hopmo6nacT

S 4
co
KocTHOMO3roBoii
I' peTukynount
5
180-150 1L
- PeTukynouut 1+
6
7
8§ = SpUTPOLNTLI
90 fL 0 4+

Puc. 1.4. Cxema guddepeHUMPOBKM spuTpobnacTa.
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nasa J.

CTPYKTYPA N ®dYHKLUNN SPUNTPOHA

MOCTENEHO U3MEHSIETCA OT TEMHO-ToNy60i (6a30pnNbHbI 3pUTPO-
6nacT) 40 Po30BOM (OKCUUbHBINA 3pUTPO6IACT 1 3pesble IPUTPO-
UMTbI). OKCUPUNBHBIA 3pUTPO6IACT NyTEM NMUKHO3a 0CBOBOXAeTCA
OT Afpa W NpeBpaLLaeTcs B PeTUKYNOUMT. B LMTONNa3Me peTuKyso-
LMTOB MpU CreumanbHOM OKpacke BbISIB/ISETCS ceTyaTad CybCcTaH-
ums, nNpefcTasnstoLLas coboin octatkm pubocomanbHo PHK. Petu-
Ky/oumTbl 06bIYHO CO3PEBAKOT L0 3pefiblX 3PUTPOLMUTOB B KOCTHOM
MO3re B TedeHue 2—3 AHei. YacTb peTUKyY/0LMTOB BbIXOAUT B KPOBO-
TOK W B CPeJHEM Yepe3 CyTKN MpeBpaLlaeTcs B 3pefible 3puTpOLUTHI
(NpenmyLLECTBEHHO B Cenie3eHKe). 3pesble 3puUTpoLnTbl — Gesbagep-
Hble K/IETKW, UMetoLLMe BOSAKOBOrHYTYHO AUCKOUAHYIO (DOpPMY, KO-
TOpas Nydlle BCEro afantmpoBaHa K TPaHCNOPTY BELLECTB B KNETKY
13 KNIETKY, a TaKXKe K AU{Y3nn rasos K LEHTPY KIIETKW.

KneTka guckomgHon opmbl B 1,7 pasa MmeeT 60/bLUYHO MO-
BEPXHOCTb, YeM Chepryeckas KneTka Takoro e 06bemMa, 1 MOXeT
MEHSATb CBOK (DOPMY NPU PaCTHKEHUN UK COKPALLEHUN KNIETOY-
HO MembpaHbl (PUCYHOK 1.5).

Puc. 1.5. neKkTpoHHas MUKpooTorpadms spuTpoLmTa Henoseka.

A —spuTpounT (gnameTp 8uT, ToNWwMHaA 2 ,1UT). B — kanunnsap ¢ gepopmMmpoBaH-
HbIMW BHYTPU 3pnUTPOLUTaMN.
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1011, [eBuenko, A.A. Hosuk, B.S. MeabnuueHko

AHEMBMH

Hapsiny ¢ obpazoBaHueM 3pUTPOLIMTOB B KOCTHOM MO3re TMpo-
WCXOOUT paspylieHUe YacTH SPUTPOLIMTOB — He3(GEKTUBHBIIA
IPUTPOIIO3, KOTOPBIH ABJISIETCS ONHUM U3 HU3UOJIOIHYECKUX Me-
XaHU3MOB pPerysiliiii HOPMAJIbLHOTO PABHOBECUA B CHUCTEME DPU-
TPOHA B YCJIOBHUSIX MOCTOSIHHO MEHSIOLIeca NoTpeGHOCTH opra-
HU3Ma B IIPOAYKIIMHU SPUTPOLIUTOB.

Buocunmes u cmpyxmypa 2emoznobuna

Jna cuHTe3a reMorao0MHa HEOOXOOUMO HaMYMe TpeX CTPYK-
TYPHBIX KOMIIOHEHTOB: IMoOKHa, npoTonopduprHa v xenesa. dns
Kax 0¥ U3 IOOUMHOBHIX 1Ieneii remomoduHa (a, 3, 8, u y) HMeIoT-
¢S COOTBETCTBYIOLIXE TEHBI, KOTOPbIC AKTUBUPYIOTCS 110 Mepe 1ud-
(epeHIIMPOBKH 3PUTPOUTHBIX KJIEeTOK-NpeauiecTBeHHuL. CuHTe3
nHdpopMmarmonHoit PHK (u-PHK) rmob6una ocyiecTBisiercs mox
BIMssHUEM HecKoibkux PHK-monumepas. B pesyiabrate MHOTo3-
TAMHOTO TpoLECCa MPOUCXOAUT TpaHCGHOpMaLIUs TIEPBUYHOM MO-
JIeKyabl ¥ obpazoBaHue nodouHoBoit u-PHK. Tlocne atoro B pu-
00COMaxX IMPOUCXOIUT TPAHCISALUS: CUHTE3 MOJUIMENTHIHON 1eNH
DIOOMHA B COOTBETCTBUM C TIOC/IENOBATEIbHOCTBIO KONOHOB M-
PHK. O6pasoBaBuiasics 1eib [JIOGHHA CIIOHTAHHO (6e3 y4yacTus
(bepPMEHTOB) IPeBpaLaeTCs B nuMep of, a 3atem TeTpamep a, B,

Iem — 3TO KOMIIEKC ABYXBAJEHTHOIO XKeJie3a U NpOoTonopdu-
puHa X, KOTOpBIH COCTOMT U3 YETHIPEX ITHUPOJJIOBBIX KOJELl, CO-
€OUHECHHBIX MeXay cobol. BUOCHHTE3 reMa HayMHAeTCAd C KOH-
JIEHCAllMU TIMLMHA U CYKIMHWIKO3H3UMa A IO BO3IAEHCTBUEM
0 — amuHoneBynuHOBOM Kucnote (AJIK). M3 nByx monekyn AJIK
npu KartaauTudeckoM neitctBur AJIK-nmermapatasel oOpasyeTcs
nop¢odunusored. B pe3ynprate mocienoBaTesbHBIX TIpeBpalle-
HUM (nop@oObWIMHOTEH — yponopdoOHWIMHOTEeH ~ Kompornopgo-
ownnHorex {11 - nporonopdupunoren 1X —» nporonopdupun 1X),
MPOUCXOMSIIMX MTPU KATAIMTUUECKOM NEHCTBUU Pa3IUYHEIX dep-
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CTPYKTYPA U ®YHKLUHWUHU BPUTPOHA

MEHTOB, 00pa3yeTcs NpoTornopduprH IX, KOTOpbLii B MUTOXOHAPH-
SIX COSIMHSETCS C IBYXBAJICHTHBIM Xe€JI€30M U (hopMupyeT reMMm. B
pe3yJIbTaTe COENUHEHHUS TeMa C IBYMS O- U ABYMS [3-LETISIMH TJIO-
OuHa 0bpasyeTcsi TeMONIOOWH A, reMa C ABYMS O~ U ABYMST O-11eTisl -
MU — TEMOTJIOOMH A,, rema ¢ IByMsd O~ U IBYMs] Y-LENSIMH — F€MO-
robuH F (pucynox 1.6).

CHHTe3 reMonioOMHa HAuMHAeTCs Ha CTagud 3pUTpodiIacrta.
CkopocTh cHHTE3a reMoriobuHa B 6a30(MIbLHOM 3pUTpodIacTe
cocrtasJsieT 0,5 nir/Jac.

B nensinimxcs KjieTkax mocjae MUTO3a KOJIMIECTBO reMOIToOHHA
YMEHBIIIAETCS BABOE, B TeUeHHEe HHTep(a3bl MPUOIIKACTCSI K UC-
XONHOMY ypoBHKIO. K KOHIly BTOpOTO MUTOTHYECKOIO ITUKJIA (IIe-
pel AefeHUeM) KJIETKU coaepxar 21,6 Ir reMorsioouHa; B pasje-
JIMBIIUXCS JOYEPHUX KJIETKAX, KOTOPBIC IT0 MOP(MOJIOTHUHU SABASIOTCS
00300 WIBHBIMHU 3pUTpoOIacramu — 1o 10,8 nr. B XKoHIle MuTo3a
B 6a30(MJIBHOM 3pUTPOOIACTE COIEPKUTCs 25,2 NI reMOorIo0HUHa,
B 00pa30BaBIUINXCS M3 HETO PAHHMX MOJUXPOMATOMUIIbHBIX SpU-

AMWHOKUCROTbI

Xeneso

Mewm6paHa apuTpoumTa

Pu6ocomel

O/ @
\ s

CyKuMHwn CoA } \ npomnopmmpmu rEM
ALA CUHTETa3a

MopdobrnuHoren == YpoGunuHoreH == KonpoBunmHoreH
FEMOINOBUH

Puc. 1.6. Cxema cunmesa eemozrobuna.

MpyaoKCHH
(Butamun B6)

MMTOXOH}JPM‘R
MnpraokcuH
thoccharasa
+

nMpMROKCMH
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HO.N1. LWeBueHko, A.A. HoBuK, B.A. MenbHNYEHKO

AHEMMM

Tpobnactax — 13 nr. Mocne geneHns paHHero nNoaMxpomarounsib-
HOro apuTpo6niacTa o6pasytoTca cpefHUe MoNMXpPoOMaTopuIbHbIe
apuTpobIacTbl ¢ KOHUEHTpauuner remornobura 13,5 nr. Mpu atom
NMpakTU4yeckn NOoSHOCTbIO npekpawaeTca cuHTes AHK, KneTka
BbIK/TOYAETCA M3 MUTOTUYECKOTO LIMK/A, @ CKOPOCTb CUHTE3a re-
MorniobuHa Takxe 3amesisetcs. JanbHenllee co3peBaHye KeToK
3pUTPOMAHOIO psAja npomcxoanuT 6e3 aeneHns. Knetku npoxogat s
cpefHeM 5 MUTO30B, B pe3y/ibTaTe Yero u3 | aputpobnacta obpasy-
eTCsA B cpefHeM 32 apuUTpoumTa.

eMornobuH — AbiXxaTenbHbli NMUIMeHT (6€/10K LapoBUAHON (hop-
Mbl), cOCTaBnsAoWMiA 6onee 90% TBEPAON YacTn 3puTpoLmUTOoB. MoO-
NeKyna reMorno6vmHa MMeeT MOMEKYNAPHYIO Maccy 64,5 KunoansToH
1 NPeLCTaBNAET CMOXHbIA 6e0K, COCTOALLMIA 13 6eIKOBOM YacTh —
rno6uHa (141 —146 aMMHOKMCNOT) U MPOCTETUYECKOW rpynnbl — rema.
TpexmepHas CTPyKTypa NpeLCcTas/ieHa BOCbMbHO CNivpasisiMu, Yepey-
FOLLIMMUCA C CEMbIO HeCMMpa/ibHbIMU yyacTKaMun (PUCYHOK 1.7).

B KaxgoMm spuTpoLmnTe COLEPXKMUTCA 0KOMO 280 MUNIUOHOB MO-
NeKyn reMornobuHa, Kakaas n3 KoTopblid cnocobHa cBa3aTb 4 Mo-
NeKy/bl KACNOpoaa.

CH-CH?

Puc. 1.7. NpocTpaHCTBEHHAs CTPYKTYpa 1 XMuyeckas hopMyna reMmorno6rHa.
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CTPYKTYPA N PYHKLNNN DPUTPOHA

"feMOrnobuH 340pOBOro YesioBeka HEOAHOPOLEH W COCTOUT U3
Tpex (pakymii: A (96—97% Bcero remornobuHa),  (2,5—3,5%) u
F (<1%), koTOpble pasnnyaoTca aMUHOKUCIOTHLIM COCTaBOM Lie-
nei rnobuHa. Kaxablii reMornobvH NMeeT OANHAKOBYHO CTPYKTYpPY
remMa u COLEPXWUT YeTbipe NMoAMNenTUAHbIE Lienn, 0603HaYatoLWm-
ecq OyKBaMW Tpeyveckoro aicgasuta B 3aBUCUMOCTU OT aMUHO-
KMCNOTHOW NOCNefoBaTeNlbHOCTU: reMOrfIobuH A COCTOUT U3 ABYX
Lenein a u ayx |3, remornobuH A, — 13 apyx Lenein a u gsyx 6, re-
MOrIo6uH F — 13 ByX Lener a n agyx y. Takum 06pa3om, Bce HOp-
Ma/lbHble TeMOr/I06UHbI CoAepXXaT OAMH OAMHAKOBbIM TUM Lenei
(a) v BTOpPOI — pasnuyatowmiics (P, 6 nn y).

OCHOBHYIO Maccy remors06vHa B3poc/noro YenoBeka cocTaB/s-
eT remornobuH A (6onee 96%). M'emornobuH F (theTanbHbI) 06-
nagaeT 60/bLIMM CPOACTBOM K KWUCMOPOAY, YeM FemorsiobuH A, u
Yy HOBOPOXAEHHOr0 COCTaBNSAET OKOJ0 75%. Y B3pOC/0ro ypoBeHb
(beTasibHOro remorsiobrHa meHee 1% (puvcyHok 1.8).

remMors106u1H remMor/106vH remMors106vH
(3MBPUOHA/TbHBII) (% npwu poxaeHunn) (% y B3pOCNbIX)
Gower 1 Me? Hb F a,y, (75) Hb A, a282 (2.5)

MeLoK

Puc. 1.8. CocTas v CTpoeHMe reMornobmnHa B 3aBUCMMOCTIY OT BO3pacTa.
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I0.J1. UleBuenko, A.A. HoBuk, B.SI. MenpHyueHko

AHEMMHAN

ConepxaHue reMoriioduHa F yBeTuunBaeTCs Mpu HacleACTBEH-
HBIX TEMOJIUTUIECKHUX aHEMH (TIpeXIIe BCEro TANacCEMMH), a TaK-
K€ MPY HEKOTOPBIX IPHOOPETEHHBIX aHEMHSIX, PA3BUBLINXCS B pe-
3yNBTAaTe HAPYIIEeHUS Mpoudepaliii 3pUTPOLIUTOB.

IMosbieHne ypoBHs reMonIobrHa A, XapakKTepHO JUlsl Tajlacce-
mun. [ToMuMO (PU3N0TOTHUUECKUX TEMOITTIOOMHOB, HiMeeTcs 60Jb-
LIOE KOJWYECTBO [MMATOJIOTUYECKHUX BHUOOB TEMODIOOMHA, OT/IU-
YaloMIMXCs APYT OT JApyra GU3MKO~XMMUYECKMMMH CBOWCTBaMU, B
YaCTHOCTH, NeKTpodopeTHUecKON MoABUXKHOCThIO. M3BecTHO 60-
see 200 aHoManbHBIX (DOPM reMorioOKrHa, KOTOpble 0603HAYAIOT-
cs1 6ykBaMu JaTuHcKoro angasura (S, C, D, E u 1.1.) w1 HocaT
Ha3BaHHE ropoia, B KOTOPOM 3TOT BHI reMorioduHa Obl1 OTKPBIT.
IMaTonorndyeckne rTeMOTIOOMHBI BOSHUKAIOT B pe3yjbTaTe HACHe -
CTBEHHOrO mIedeKTa reMOorno0rHa, OTIUYAIONIerocs OT HOpMasib-
HOTO CTPYKTYPOIl MOJUTICITUIHON LEenu oOUHa, KOraa oiHa UK
HECKOJIbKO AaMUHOKHMCJ/IOT OTCYTCTBYIOT WM 3aMEHEHBI IPYTUMH.

Konmpoav 3pumponossa

IMoanepxaHue HOPMAILHOIO COCTABA IPUTPOHA HAXOJUTCS NOJ
KOHTPOJIEM Pa3IMUHBIX MEXaHU3MOB, OCHOBHBIMU U3 KOTOPbIX SIB-
JISTIOTCS NaBJIeHUE KUC/IOPOAa B TKAHIX U CEKPELIUA 3PUTPOTIOITH-
Ha.

YpoBeHb OKCHUTEHALWMM TKaHEH 3aBUCUT OT MHTEHCHBHOCTHU
KPOBOTOKA, KOHIEHTPALIMM FeMOTIO0OWHA, CTENeHU €ro HachIlIe-
HHS KUCIOPOIOM U CpoacTBa (apUHHOCTH ) TeMOrIO0MHA K KHCJIO-
pony (pucyHox 1.9).

IIpy pa3BUTHU aHEMHU PA3BHUBAIOTCS KOMIIEHCATOPHbIC peak-
1MUY, HalpapjleHHble HAa OOpLOY C TKAHEBOM TUIOKCUEW: YBeaU-
YMBAETCS CEP/eYHbIM BLIOPOC, CKOPOCTh KPOBOTOKA; CPOJCTRO re-
MOIVIOOMHA K KHUCOPOAY, KOTOPOe OMPENeNsieTcsl CoNepKaHUueM
2,3-1uochOrnUIEepHHOBOW KUCIOTHI B 3PUTPOLIATAX, HAMIPOTUB,
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CTPYKTYPA N ®dYHKUNN 2SPUTPOHA

V13MeHeHWs remornobuHa:

Puc. 1.9. Kpusas guccoumaumm oKcuremornobmHa.

MoBblLLeHVE aUHHOCTM K KUC/IOPOAY — BEPXHSISt KpUBasi, CHUXKeHVe adythHHO-
CTW K KUCMOPOAY — HU>KHSASI KpMBa, HOpMasibHast apthMHHOCTb K KUCopody — cpef-
HSISl KpUBas.

YMeHbLLIaeTCH, YTO NPUBOAUT K MOBbILIEHWIO OKCUreHaummn TKa-
Heli. Kpome TOro, nponcxoamnT yBenmyeHve NpoayKunumn spuTpoLm-
TOB, YTO TaKXXe HanpaB/IEHO Ha yNyulleHVe OKCUTeHaLMmn TKaHEN.

SpUTPONO3ITUH — TINKOMPOTENHOBLI FOPMOH MOEKY/ISIPHOIA
Maccoin 34 KuNopanibToHa, ABNAOLMIACA FNaBHbIM YMOPa/IbHbIM
perynatopomM npoaykKuun 3putpounToB. OCHOBHOE KO/IMYeCTBO
aputponoatmHa (90%) BblpabaTbiBae€TCA B MOYKaX, OCTa/IbHYHO
4yacTb MPOAYUMPYIOT MeYeHb, B MEHbLUEA CTENeHn — CeneseH-

19



HO.J1. LLeByeHKo, A.A. HoBuK, B.A. MenbHUYEHKO

AHEMUNMMNM

Ka. HenocpeacTBeHHOW MPUYMHON, CTUMYNUPYIOLLEN BbIpaboTKy
3pUTPONO3TUHA, ABMAETCA TMMOKCUA MOYeK. DPUTPOMO3TUH CTU-
MYy/MpyeT NposvepaLmio MO3gHNX 3PUTPOUIHLIX KIETOK-Npes-
LIEeCTBEHHUL,, BNSET Ha CKOPOCTb 06pa3oBaHUsi HOPMOLMTOB,
CUHTE3 remMorfiobmHa 1 BbIX0[, 3PUTPOLMTOB M3 KOCTHOIO MO3ra B
uupkynauuio (pucyHok 1.10).

Bo3geiicTBMe 3pUTPOMNOITUHA Ha KNETKM OCYLLECTB/ISETCS MO-
CNe CBA3bIBAHMA CO CNELUPUYECKMMU 3PUTPONO3ITUHOBLIMU pe-
uentopamu. Mo Mepe co3peBaHUA KNETOK 3pUTPOULHONO psiga Ux
4yBCTBUTE/IbHOCTb K 3pPUTPONO3TUHY YBEIMYMBAETCS.

Kpome apuTponoaTuHa CTUMY/IMPYHOT 3pUTPMON0a3 1 apyrue
POCTOBble haKTOPbI, & TaKKe ropMoHbI (Tabnnua 1.1).

MpoAyKuns 3puTPONO3TUHA yBENMUMBAETCA MPU TMMIOKCUN pas-
JINYHOTO reHesa:

— BbICOKOropbe, r/lyb0KOBOAHbIE MOrPYXXeHWS;
— BPOX[EHHbIE U NpUobpeTeHHbIe NOPOKN CepaLa;

YBennyeHve cuHTe3a 3pUTPONO3TUHA

YBenuueHne npoayKLuy SpuTPOLIMTOB

Puc. 1.10. Cxema perynauum apuTponossa.
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Tabnuua 1.1.
PaKTOopbl CTUMYNALMUM FeMonoasa

PocToBble hakTopbl
®DaKTOp CTBO/IOBbIX K/1ETOK
OpuUTPONO3ITUH
NHTepnenknH-3
"paHynoLMTapHOMOHOLMTAPHbIE KOMTOHMECTUMYUPYIOLLIME (haKTopbl
OK30KPUHHbIE FTOPMOHbI
AHApOreHsl

KopTu KocTepoun bl
TupoKCcuH

MpocTtarnaHavH E

["opmMOH pocTa

— XpOHMYecKme 3ab60neBaHNSA 6POHX0NErOYHON CUCTEMbI;

— aHeMumM pasnNYHOro reHesa (Xkesneso-, Ponneso-, B2 pepuunt-
Hble, annacTU4Yeckne, remMoIMTUYECKME, remMorsiobnHonaTumm,
3H3MMONaTUN);

— 3abonesaHna NoYeK (MONUKUCTO3, NMUENOHepUT);

— OTAeNbHble BUAbl CONUAHLIX PakoB (runepHepoma, nepsBuy-
HbIiA pak neyeHn, onyxon LIHC);

— NpVemM MeanKameHTOB.

MpoAyKumsa 3pnUTPONO3ITUHA CHUXKAETCS NpU:

— XPOHMYECKUX MUenonponngepaTnBHbIX 3a60n1eBaHNAX (MCTUH-
Has NoAUUMTEMUKN, MUENOAUCNIACTUYECKUIA CUHAPOM, OCTpble
NenKosbl);

— XPOHMYECKNX BOCMA/IMTE/bHbIX NPOLIeccax.

Takum 06pa3om, onpeenieHne YPoBHS 3pUTPONO3TMHA UMeeT
60/bLLIOE 3HAYeHMe Kak AN guddepeHumaibHOM ANarHOCTUKM,
TaK W 418 Ha3HayYeHUs afeKBaTHOro fiedeHns (npenapaTbl 3pUTPO-
NO3TUHA UCMO/b3YIOTCA A/151 IeYEHUSI aHEMUIA, CONPOBOXKAAOLLMX-
CA CHUXKEHVEM €ero YpOBHSA U Mpex/e BCero npv XpOHUYECKOW ro-
YEYHON HeaOoCTaTOYHOCTK).
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HO.J1. LeByeHKo, A.A. HoBUK, B.A. MenbHUYEHKO

AHEMWMMM

CTpyKTYypa 1 yHKUMS 3pUTPOLMTOB

BrepBsble apuTpoUMTLI YenoBeka 6binv onucaHbl B 1674 ropy
A. JleBEHTYKOM, OfHaKO WX (OM3NONIOTMYECKOE 3HAYeHVe OblIo
yCTaHOB/IEHO 6osnee Yem 4yepe3 200 neT. OCHOBHaA (PYHKLUMSA 3pu-
TPOLMTOB, Hanbosee MHOrOYUCNEHHbIX KIETOK KPOBMU, COCTOUT B
TPaHCNOPTE KNC/IOPOoAa M3 NIETKMUX B TKaHW U ABYOKUCY Yrieposa —
B JIETKME.

LleHTpasibHOe 3HayeHVe B CTPYKType MeMOpaHbl 3puTpoumTa
NMeeT MaTPUKC, COCTOSILLMIA M3 ABYX CMOeB pocdonmnmaos, ne-
penneTeHHbIX TpaHCMeMbpaHHbIMU 6e/lkamyu. OCHOBHbLIMW CTPYK-
TYPHBLIMW MEMOPAHHBLIMW MPOTEVHAMM ABMIAKOTCA TIMKOPOPUH A 1
rnankogopuH B (pucyHok 1.11).

FnukodhopuH A
CneKTpuH-AHKUPYH-BeHa-3
KOMIIIeKe

Xonecrtepon

CnexkTpuH aumep
KoMnekc

Puc. 1.11. CTpoeHne MembpaHbl 3puTpouuTa.
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CTPYKTYPA U ®YHKUUWUUWU BPUTPOHA

Coeprueckas popma KIETKH MOAIEPKUBAETCA CTPYKTYPHBIMU
6eKaMu 3pUTpoUTa (CIIEKTPUH, aKTUH, aHKUPUH ), KOTOpBIE 00-
Pa3yloT CETb Ha BHYTPEHHEM cjioe MeEMOpaHbl (IIHTOCKENET).

HedekTsl 6eIKOB MPUBOAAT K IMaTOJIOTMUYECKUM HM3MEHEHUAM
MeMOpaHbl 3pUTPOLUATOB (CchepoluTo3, IumITounTo3). Hapy-
EHUS CTPYKTYPHI JUTTHAOB TaKXe MOTYT CIIOCOOCTBOBATH pPa3BU-
THIO MeMOpaHonatuu (00pa3oBaHNE MUINEHEBUIHBIX SPUTPOLIU-
TOB, aKAHTOUUTOB). [TpHIUHBI U3MEHYHUBOCTU (POPMBI MOTYT OBITh
MEPBUYHBIMU (1e(EKT LUTOCKeNeTa, MeMOpaHbl WIH (HEPMEHTOB
3pUTPOLMTOB) U BTOPUUHBIMU (HapyllleHUe HOJUMepU3aliuu, Kpy-
CTaJUTH3aUMH WM NPEeUNUTAIIUY FEeMOIJIO0NHA).

OOMeH ra3oB MeXIy KPOBbIO, TKAHSIMU U JIETKUMU IIPOUCXOTHUT
nyreM 11 dy3nu, 3aBUCSILLIEH OT pa3HULIbI NapUHMAIbHOTO JaBJie-
HUS Ta30B B JIEFOYHBIX albBeoJax, TKaHIX U KpoBu. IlepeHoc KuC-
Jlopoja OCYIIECTBIASCTCS MPU MOMOLIM TeMOITIOOHMHA, KOTOpPBIH
CIMOCOOCH BCTYMATh B HEMIPOYHOE COSAMHEHNE ¢ KMCIOPOIOM (0K~
CUTeMOITIOOUH).

@®yHKLMS reMoIIoOMHA KaK CpeicTBa TpaHCIopTa KUCIopoa
obecrieunBaeTcs:

— BBICOKOH CBSI3bIBAIOIIEN CrTOCOOHOCTRIO (1 T reMomnioOuHa CBsI-
3bIBAET 1,4 MJ1 KUCJIOPOIa);

— XOpOoIHEeN pacTBOPUMOCTDIO;

— CMOCOOHOCTHIO MOMIOLIATh U OTIABATh KUCJIOPOI;

— Oy epHbIMU CBOMCTBAMU IeMOTJIO0OMHA.

ITpy NOHMXEHUU MApUUATBHOIO NaBJCHUST KUCIOPOda B TKa-
HSIX OKCUTEMOITIOOUH OTHAET KUCAOPO M TIEPEXOIUT B BOCCTAHOB-
JieHHy1o dhopMy (Ie30KcureMorioObuH). MepMEeHTH SPUTPOIIMTOB
MONIEPKUBAIOT TEMOIIOOUH B BOCCTAHOBJICHHOM COCTOSIHHHU, HE-
00XOOMMOM [JIsI CBSI3bIBAHUS KUcaopona. Kax bt 3puTpOIUT CO-
JePXUT 0KoJio 640 MaH MoJiekyn reMorioduHa. Kpome razorpaH-
CIIOPTHOM (PYHKIIVIM, SPUTPOLUTHI BBHIIIOIHSIOT M IPYryue 3amayu:
YYacCTBYIOT B 3HEPTETUYECCKOM MeTab0IM3Me, aACOpOUPYIOT aMHHO-
KUCHOTBI, JIAITUIbl, TOKCUHbI, DMOJIOTUYECKH AKTUBHBIC BEIIECTBA,
UTPaIOT poJib Oydepa B peryisiiMu KUCJIOTHO-OCHOBHOTO PaBHOBE-
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10.J1. llepuenko, A.A. Houk, B.SI. MenbHuueHko

AHEMMNIHU

cusl, 001aJaI0T aHTUTEHHBIMHA CBOMCTBAMU, PEryJIUPYIOT UOHHOE
paBHOBECHE TIIa3MBL.

B HopMe B nepudepuuecKoii KpoBY COIEPXKATCS TOJbKO 3peNbie
3PUTPOLIUTHL M HE3HAUMTEIbHOE KOJUUECTBO PETUKYIOLMTOB (Me-
Hee 15%o0). Anpoconepxaniye KJIeTKH 3pUTPOMIHOIO psiga (HOPMO-
HUTH) TIOSBISIOTCS B iepUdepniecKoli KPOBH JIMLLIb MPU NMATOI0-
TUU; TeMOJIMTUYECKHE M IOCTIeMOpparuyeckue aHeMuu, ocTpuii
SPUTPOMHUETIO3, METACTA3bl COTUAHBIX ONYXOiEH B KOCTHOM MO3TE,
muenonponudepaTuBHele 3a00IeBaHUST U MTPEXIE BCETO CyOelike-
MHUYECKHUI MHUEJI03.

Jlecmpykuusa 3pumpoyumoe

Cpennsisi TpoIo/KUTENBHOCTh XKU3HU SPUTPOLIUTOB COCTABISACT
120 aueit. K 3TOMy BpeMeHM CHMXKAETCsl aKTHBHOCTDb OOJTBILIMHCTBA
bepMEeHTOB 3PUTPOLIMTOB, YMEHBIIAETCS CMIOCOOHOCTh KNETKU K
oBpaTuMoii aedhopMaliK, YBEJIHUYMBACTCS YYBCTBUTENbHOCTD K OK-
CHAAHTHBIM Bo3aeicTBusaM. [lponyKiuns 1 AeCTpyKUMsT 3pUTPOLHU-
TOB HaxXOIMTCSI B CTPOTO oIlpenejieHHOM OanaHce (Tabauna 1.2).

JecTpyKIirsi SpUTPOLIMTOB NIPOMUCXONUT OOMbIIEH YaCTHIO MYyTEM
darounTo3a KileTKaMu MaKkpodarajibHON cucTeMbl. MeHbllee 3Ha-
YeHHe UMEIOT TU3UC (0OYCIOBJICH MOBBIILIEHHOH YYBCTBUTEIbHOC-
THIO K M3MEHEHUSIM OCMOTHYECKOrO NaBJIEHUS) U (pparMeHTauus
KJIETOK BHYTPH COCY/OB.

OcHoBHas yacTh 3puTpouuToB (80—90%) paspylluaercs sKCTpa-
BACKYJIAPHO, NPEUMMYIIECTBEHHO Makpodaramu NneyeHu U celie-
3eHKH. OCTalIbHBIC SPUTPOLIMTEI Pa3pylLalOTCI B COCYUCTOM pycC-
Jjie. DTO MPUBOAUT K BHICBOOOXIESHUIO CBOOOMIHOTO reMorio01Ha B
IUIa3My ¥ 00pa30BaHUIO ranToOnIOONHA, KOTOPLIY CBA3LIBAETCS Ma-
pPEHXUMATO3HEIMH KJIeTKaMu rieueHu. OcTaBiiascs 4acTh ranTorio-
OMHa UUPKYJIUPYET B IJIa3M€ B BHIE «CBOOOIHOTO» Te€MOINIOOHHA,
KOTOPBII TUOO BBIBOAUTCS OYKAMHU, TUOO OKUCISIETCS] B METTEMO-
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CTPYKTYPA U ®YHKLUUWUHU BPUTPOHA

Tadmua 1.2.
Ioxazameau npodyxyuu u decmpyKyuu 3pumpouumos

Ipoayxuus Hecrpyxumus

UsMeHeHKe COOTHOMIEHYST KASTOK WUamenenus rematoxkpura
NpeaeCTBEHHUKOB 3PUTPOLIMTOB/
IPaHYJIOLIMTOB B KOCTHOM MO3re
(Hopma 1/3)

Petukynouutapuotii unaexc (Hopma 1) | Henpamoii Gunupyonn

[Mokasarens BKloueHus paguoakTus- |Jlakratneruaporenasa (JIAT)
HOTO XENE3a B IPUTPOLIATH

BpeMsi XHU3HU 3PUTPOLIMTOB OTIpee-
nexdoe ¢ moMomnipio Crd!

SKCerHI/IH MOHOOKCH A yriiepoaa win
ypo6unun0rena B KaJie

I0OWH. MeTreMomIOOUH AUCCOLMUPYET Ha TeM (TpaHCIOPTUPY-
€TCs B BU/E I'eMOIIEKCHHA B IENaTOLMTLI) U IMOOMH. B pesyakrarte
JalbHewIero karabonuaMa nopupHHOBOE KOJBIIO TeMa IpeBpa-
maeTrcs B OWIMBEPAMH, 3aTeM OWIMPYOHH, XeT4Hble MUTMEHTEI,
IIponyxTbl 0OMeHa BbIIESIOTCS B OCHOBHOM C XeJYbIO, 4 TAKKE C
MOYOIt (YpOOUIMHOreH) B KaToM {CTepKoOMIMHOreH). [1100MH oz
JeCTBUEM TPOTEOJUTUYECKHUX (DEPMEHTOR pasiesieTcsl Ha aMH-
HOKMUCJIOTH, KOTOPBIE NMOCTYMAIOT B MAa3My ¥ MCTIONB3YIOTCS JUIS
CUHTE3a 0€/IKOB B Pa3JIMYHbIX OpraHax M TKaHsX, a YaCTHIHO Bbije-
JISIIOTCA ¢ MOYOH. [IByXBal€eHTHOE XeJI€30TEMOINIOOMHA OKUCTISIETCS
¢ 06pa3oBaHMEM reMaTHHA, COASPKAUIETO TPEXBAICHTHOE XKeJie30.
IMocnenHee yacTUYHO OTKIAAbIBAE€TCS B Makpodarax, a YaCTHYHO
CBA3BIBAETCS C TPAHCTIOPTHBIM OEJIKOM TpaHC(HEPPUHOM, KOTOPBIN
MEPEHOCHUT XKee30 B Pa3JUyYHbIe OpraHbl U TKaHU, B TOM YMCIIE U
KOCTHBIM MO3r. B KOCTHOM MO3re XeJjie30 3pUTPOLIMTOB pEyTUIIU-
3UPYETCA Y VCTIONIB3YETCH 71 CUHTE3a TeMOIIO0MHA.
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I'masa 11.

IHpunyunot
KAUHUYECKOU
JuaeHOCMUKU
aHemMUll

AHEMHSI — KJIMHHUKO-TeMATOJIOTUUECKUN CUHIPOM, XapaKTe-
PU3YIOMUMCSA CHUXKEHUEM HUXE HOPMbl KOHI[EHTPALIUU TEMOTJIO-
61Ha 1, B OOJILIIMHCTBE CIYy4aeB, SPUTPOLUTOB M reMorioduHa
B eauHMIiie oobema. Kputepusamu BO3 nist iMarHOCTUKY aHEM AT
Y MYXYHH SIBJISETCSI YPOBEHDb reMorioouHa meHee 130 r/i1 U re-
MaToKpuTa MeHee 39%, y XeHIIUH — reMorIo6uH MeHee 120 /7
(y 6epeMeHHBIX XeHIIIUH MeHee 110 r/j1) U TeMaTOKpUT MeHee
36%.

AHemuu BbhisiBiasioTcs: v 10—-20% nHacenenust 3emyu, a cpeau
KEHILMH JeTOPOAHOro Bo3pacTa 1 AeTeil — y 40—50%. Cpenu 60J1b-
HBIX aHEMUSIMH MIPe001aAaloT XeHIUWHBI, YTO OOYCIOBIEHO OOJIb-
el 4acToTod Xeae3oAedULUTHON aHeMUU, KOTopas SIBIsIETCS
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HanOoJiee pacrpocTpaHeHHON (OpMOii aHEMUM BO BCex CTpaHax
(B Poccumn — okono 90%). Yacrora Apyrux BUIOB aHEMUA B pas-
JIMYHBIX peruoHax HeoarMHaKoBa. B Poccun Bropoe MecTo 3aHuMa-
I0T aHEMUM XPOHMYECKHUX 3abosneBanuil (5%). Jpyrue BUIbl aHe-
muit (B, -neduumTtHas, donaneBonePULUNTHAS, TEMOIUTUYECKUE
U, 0OCODEHHO, aIIaCTUYECKasi) BCTPEUAIOTCs 3HAUMUTEIbHO pexe. B
crpaHax HOxHoit EBpornbl, Abpruku, Azun 1 JIaTHHCKOM AMEPHUKH
LIMPOKO pacIpoCTpaHEeHbl AHEMHWH, O0YCIIOBIEHHbIE HACTIENCTBEH-
HbIMM Je¢heKTaMU CTPYKTYPhI MJIM CUHTE3a reMonioOnHa (TeMo-
IJIOOMHOMNATUY U TAJIACCEMUH ).

AHeMHsT MOXeT MMETb CMelIaHHBIM narorene3. Yaiue Bcero
BCTpeYaeTCsl couetaHue XenesoneduumtHoi u B -neduumrHon
AHEMUM, OMHAKO BO3MOXHBI U Apyrue BapuaHTel. B GonpiumvHcTBe
CJIy4aeB aHEMUSI — HE CaMOCTOsITe/IbHAsA HO30J10ruuecKast popma,
a CUMIITOM 3aboJieBaHus. B TepaneBTHUECKOM NpaKTHKe aHEMUYe-
CKMil CUMHIPOM Hallle Bcero Habonaercs npu 1udy3HbIX Goes-
HSIX COCAMHUTEIbHON TKAHU (PEBMATOWIHBIA apTPUT, CUCTEMHAS
KpacHas BOJYaHKA, CUCTEMHBIE BaCKYJIHTbl), 3a00JIeBaHUSIX XKe-
JIYTOYHO-KMIIEYHOrO TpakTa (s13Be€HHas1 6ojie3Hb, 6one3Hb Kpo-
Ha, HecTrieupUIECKH I I3BEHHbIM KOJIUT), TIeYeHH, IoUeK (rpexie
BCEro MpHu pa3BUTHUU XPOHHYECKOM IOYEIHOM HEeIOCTATOUHOCTH),
XPOHUYECCKUX MH(MEKLIMOHHBIX 3a00eBaHUSX U 3]T0KAYE€CTBEHHBIX
OMNYXOJISIX JTIOOOH JIOKATU3AIUH.

B oxOHuarenbHOM AUarHo3e HeoOXOoMMO YKa3biBaTh HE TONb-
KO BMI, HO Y INPUUYUHY aHEMUHU (HAINpUMEp, XKene3oaeULUTHAs
aHEeMUs CpedHel CTeNeHU TSXKeCTH, 00YCIIOB/IeHHAS TTOBTOPHBIMH
reMOPPOUIATBHBIMU KPOBOTeUeHUSAIMHU). [l0 INOCTAaHOBKHM OKOH-
YaTeJIbHOTO AHArHo3a IaTOreHETHYECKYIO Tepanuio (Iiperiaparhbl
XeJie3a, BUTAMMH B ,, NIIOKOKOPTUKOCTEPOUIbI) IIPOBOIUTh HEJIb-
3s1. f1pn HEOOXOMMMOCTH BO3MOXKHO CUMIITOMATHYECKOE JISUEHUE,
B TOM UMCJIE TpaHCc(hy3Un SpUTpoLUTapHOI Maccel. HemormycTumo
JIEUEHUE «BCIEMYIO», KOrIa 60JbHOMY C aHEMUYECKUM CUHAPOMOM
HESICHOTO TeHe3a OIHOBPEMEHHO HA3HAYAIOTCS TIpernaparhl eiesa,

BUTAMHUH Blz’ IMOJINBUTAaMHWHBI U T.I.
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AHEMMNUMNU

IIpu o6¢caenoBaHuy OOJBLHOTO ¢ AHEMHUUYECKHUM CHHIPOMOM He-
00XOAMMO YUHTBIBATh, YTO U3MEHEHHNE 00beMa TJ1a3Mbl IPUBOAUT
K DUCIPOIIOPIIMHM MeXAYy YPOBHEM reMaTOKpUTa U 3PUTPOLIATOB.
Tlpu yBenuueHuu obbeMa rijia3Mbl (OCpPEMEHHOCTb, HENOCTATOY-
HOCTh KPOBOOOpAIIEHMS, OJIUTYPHS, OOYCIOBJIEHHAsE TOYEYHOM
HEeAOCTATOYHOCTHIO WK 3aCTOMHBIMU 3a00JIeBAHUSIMU CEPIIIA) OT-
MedaeTcss OTHOCUTEIBHOE CHMXKEHUE MACChl 3PUTPOLUTOB, B CBA3U
C YeM BO3MOXEH HEeNpaBWIbHbIM AUArHO3 aHEMUM. YMEHbIIIEHUe
oOGbeMa IIa3Msl (IeruapaTtanus, OOuIbHasa quapesi, IepUTOHEab-
HBIM JUIN3 UK NTapaleHTe3, TMabe THIeCKU I allua03), HATIPOTHUB,
MMPUBOIUT K OTHOCHUTEJIbHOMY YBEJIMUEHUIO MAacCChl LIUPKYIUPYIO-
1IAX SPUTPOLIMTOB U «MaCKUPYET» AHEMUIO.

Kaaoboet u anamnes

KiuHudeckye NposSBICHUSI aHEMUNA OOYCIOBJIEHBl PA3BUTUEM
TUITOKCHU TKaHEeH M KOMIIEHCATOPHBIMU pEaKLUSIMU BCIEACTBHE
CHMXKEeHUS CITOCOOHOCTH KPOBM K TPAHCIOPTY KUCIOPOAA U TIPEX-
Jle BCETO CO CTOPOHBI LIEHTPaJbHOW HEPBHON CUCTEMBI, CEPACUYHO-
COCYAUCTOM U AbIXaTe/ibHOMU CUCTEM.

J11s1 60JIBHBIX ¢ aHEMHUEM JTIOO0TO reHe3a TUITUY HbIMM SIBJISIIOTCS
XKaJoObl Ha OOIIYI0 cI1ab0CTh, FOJIOBOKPYKEHUS, TONOBHYIO 00/Ib,
LIYM B YLIaX, MEeITbKaHHE «MYIIEK» TIEPe [JIa3aMu, cepaueOreHue,
OOBIIIKY ITpU U3HnYecKoi Harpy3ke. [lepBoii xano0ol y moxuio-
ro OONMBLHOTO ¢ aHEMMEN HEepeaKO SIBISIETCS IOSIBJICHUE WIM yya-
LIEHHE TIPUCTYIIOB CTCHOKApPAMU, OCODEHHO 1ocie (pu3nyeckoin
Harpy3ku. Bce 3T xano00bl 00yCJIOBAEHB KOMIIEHCATOPHOM peak-
LIEH cepacYHO-COCYAUCTOM U JAbIXaTeIbHOW CUCTEM HA YMEHbLIIE-
HHE KOHIIEHTPAIUU TeMOTTIOOMHA U MacChl HUPKYIUMPYIOLIUX 3pU-
TpouuToB. [IpU BhIpaKeHHOM MIUTEIBHO CYLLECTBYIOILEH aHEMUU
MOIYT Pa3BUBATLCSl IPU3HAKU HEMOCTATOYHOCTHM KPOBOOOpalle-
Hust. 2KeHIIWHBI, CTpagaloue aHeMHUel Tio0oro reHesa, 4acTo Xa-
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JIYIOTCSl HA HapYLIEHUSI MEHCTPYAThHOTO 1MKJA (IUCMEHOpes, Me-
HOpparv).

IIpy MHOIrMX BMIAX aHEMUIi UMEIOTCSl XapaKTepHble KIMHUYE-
CKHe CHUMIITOMBI. BOJIbHBIE FeMONMTHUYECKONW aHeMUE OTMEYaioT
KEJITYILHOCTb KOXH, UKTEPUYHOCTD CKJIED, TIOTeMHEHNE MOYH (TIpU
BHYTPUCOCYIMCTOM T€MOJIM3E MOUYa MOXET HpHUOOpeTaTh YepHBIi
LUBET), IpU Xene301eDULINTHOM aHEMHUH YacTO HaOMI0AAI0TCa W3-
BpallieHus Bkyca (pica chlorotica), npu B -neduuutHoit n xeneso-
JeMULUHUTHOI aHEMUU — TJIOCCUT, HEBPOJIOTMYECKUE PACCTPOICTBA
BCJICACTBUE (PYHUKYJISPHOTO MHeN03a. Y OOJIbHBIX ariacTUUYeCKOM
aHeMHEN WK BTOPUYHOU aHeMMell Ha (poHe OHKOTeMaToJioTHhye-
CKMX 3a0oseBaHUil (OCTpbiE M XPOHHMUECKHE JIEHKO3bI, 3JI0Kaye-
CTBEHHBIE JTUMQOMbI) HEPENKO Pa3BHBACTCA TeMOPpPArHMYECKHUIA
CUHAPOM (KPOBOM3IUSIHUS HA KOXE, KPOBOTOUYUBOCTh CIU3UCTHIX
000J104€eK TI0JIOCTH PTA, HOCOBBIE KpoBoTeueHus ). ITpu remouTu-
YECKOM Kpu3e, MHOEKIIMOHHBIX OCJIOXHEHUSIX Ha (POHE aruiacTH-
YECKOW aHEMUM WIM OHKOTeMAaTOJOTHYECKHUX 3a00JIeBaHUi OTME-
yaercsi cybdebpuiibHas uian ¢pedpuiibHas TMXopalika.

W3 aHaMHe3a XU3HU HEOOX0AMMO YTOYHUTE:

— XapakTep aHEMUUYECKOTO CUHAPOMA (HACIEACTBEHHbIIA WIIU [TPH -
0OpeTeHHBII;
— OCOOEHHOCTH NUTaHUsl (MajoOelKoBast OUeTa, BereTapuaH-

CTBO);

— npodecCuoHalIbHbIE BPETHOCTH (BO3IEHCTBHE MOHU3HUPYIOIIEHN
pagManmu, XMMUYECKHX BEIIECTB);

— HaJlMuMe BO3MOXHOU KpOBONoTepu (MejleHa, MEHO- U METpOp-
paruu, NaToJIOTHsI FeMoCTa3a);

— CONyTCTBYIOIME 3ab0sieBaHus (3KeTyTIOYHO-KHUIIEYHOro Tpak-

Ta, NEeYECHU, MOYEK, COSAUHNTEIbHOM TKAHH);

— TIPUHUMABIIMECS METUKAMEHTDI.

HeobxonnMo yuuTBIBaTh 1101 60JbHOTO (IeULNT MII0KO30-6-
docdaraernaporeHassbl, KOTOPbIH YaCTO COTPOBOXIAETCS Pa3BU-
THEM TEMOJIUTUUYECKON aHEMMH, XapaKTepeH IS MYX4YWH), BO3-
pacT (HacnenACTBEHHbIE AHEMMH IPOSBISIOTCS B AETCKOM WIN
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IOHOLIECKOM BO3pacTe), HAIMOHANBHOCTh (TallacCeMUM Ha Tep-
putopum Poccuu Jailie BcTpevaloTesl y KopeHHoro HaceneHust Ce-
BepHoro Kapkasa). ¥ XeHIUMH TpeOYeTCSI BBISICHHTh I'MHEKOJIO-
ruyecknii aHamHe3 (MeHO- M MeTpopparuu, GudpomMuomMa MaTku,
SHIOMETPUO3).

Obvexmuenvte oannvie

TIpy 06BEKTUBHOM MCCIENOBAaHNN OTMEYAIOTCS OOIINE ITPH3HA-
KM aHEMHYECKOro CUHApoMa (0ieTHOCTb KOXH U BUTUMbIX CTU3U-
CTBIX 000JI04€eK, TaxukKapaus). [1pu GONbUIMHCTBE aHeMHUI (Kejle-
3oneuUMTHOM, B -neduumTHOM, annacTuyeckoi) y naumMeHToB
HWMEETCs OTYETIMBAS KOPPEISILIUS MEKAY TSKECThIO aHEMUM H CTe-
TMEHbIO ONETHOCTH KOXM M CIU3MCTBIX 00oysouyek. HeoOxommMmo
HOMHUTB, 4TO OJ1arofapsi KOMIEeHCaTOPHBIM MeXaHHU3MaM Xalo0bl
¥ KJIMHUYECKUE CUMITTOMBI, OOYCIOBEHHbBIE TKAHEBOMW I'MITOKCH-
ei1, y OOJBHbBIX ¢ XpOHUYECKUMU aHEMUSIMH MOI'YT HE TTPOSABIISITbCS
BIUIOTH 1O YMEHBIUEHHUS YPOBHS reMornioduHa uuxe 70—80 r/m.

IIpu oTaeNBHBIX BUIAX aHEMHI OTMEYAIOTCS XapaKTepHbIE CUM-~
IITOMBI CO CTOPOHBI KOXM U CIAMU3UCTHIX 000J0YCK: ¥ OOJMBHBIX Te-
MOJIUTHYECKUMHU aHEMUSIMU — UKTEPUUHOCTb KOXHU U CKIIEP, [1PH
xeJe300eOUITUTHBIX U B, -1eUUMTHBIX aHEMUAX BO3MOXHO pa3-
BUTHe T1occuta. [Ipy anacTUUeCKO aHEMUHU ¥ aHEMUSIX Y GOJib-
HBIX OHKOTE€MAaTOJNOIMYECKUMU 3a00JICBAHUSIMM HEPEIKO BO3HH-
KAeT TeMOpparudyeckuii CMHAPOM (TeTeXUajlbHasl Cbhillb, HOCOBBIE,
JIECHEBBIC KPOBOTEUCHMUSA ).

B psine ciaydaeB y OOJILHBIX MOTYT BBISIBJSTLCS XapaKTepHbIe
npusHakM («pica chlorotica» M KOWIOHMXUST NpPU XKeJie3omedu-
LIMTHOM aHEMMH, fA3BbI HA FOJCHSIX MPU MUKPOCHEPOILUTAPHON U
CEPIMOBHUIHOKICTOUHON aHEMUSIX), KOTOpPbIe ITO3BONSIOT C 0OJb-
IHOU Jone¥ BEPOITHOCTH MOCTABUTD IMATHO3 YK€ IPH NNEPBUYHOM
OCMOTpeE.
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Tlpu aycKyabrauinu y 00JIbHBIX ¢ aHEMHEH J1I000TO reHe3a o0blY -
HO ONpeAg/seTcs ocjableHne MepBOro TOHA Ha BEPXYIIKe cepana,
CUCTOJIMYECKMNA 1IYM M3THAHMS, HAUOOJIEC YETKO BBICIYUINBAIO-
LUUHACS Ha BEPXYILUKE U B TOYKE MPOCKUMHU JETOYHOM apTepun, TyM
«BOJIYKA» Ha IPEMHbIX BEHax.

Y 6onbHbIX B ,-neduunTHOR 1 Xene300ePUIUMTHON aHEMHUAMU
HepeaKOo BBIABJISIETCsI occHT. Tlpu Xene3oneULIMTHON aHEMHAUN
MOTYT BBISIBJATBLCS KJIMHUYECKHE IIPU3HAKK 3a00JeBaHUSL opra-
HOB OpIOLITHOM TIOJIOCTU, SIBUBILETOCSI TIPUYUHOU pa3BUTUSI aHE-
MMYECKOTO CUHIpOMA (siI3BeHHasi 60J1e3Hb, paK). Y OONIBHBIX TeMO-
JIUTUYECKUMU AHEMUSIMU OIpeaessieTCss YBEIUUEHHE CeJIe3eHKH,
3HAYUTENBHO 60JIee BhIpaKeHHOE P HACTIEACTBEHHOM XapaKTepe
anemud. [Ipu npyrux Buaax aHemuit (xenesogeduiumtHeie, B ,-ne-
uuuTHBIE, ammacTUYECKUe) CIUIEHOMETaIUU MPHU (PU3UKATILHOM
00CNeI0OBaHMM HE OTMeyaeTcs. YBEIWUYEHHE pa3MEPOB CeJie3CH-
KU, 4aCTO B COUETAHUM C TeHEPAIM30BAHHOUN WM JTJOKATBHOM JIMM-
(hoaseHoNaTHel XapakKTepHO O aHEMHUI, KOTOpbIE Pa3BHUBAIOTCS
y GOJIBHBIX C OHKOreMaToJdOrM4ecKMMH 3a00jeBaHUSIMUA (OCTPBIE
U XPOHUYECKUE JICHKO3bl, TUMGDOTPAHYIEMATO3, HEXOMKKHHCKHE
JIUMGPOMBI).

Tlpy MHCTpyMeHTaNbHOM 00C/ie10OBAHUMN OONIBHBIX C aHEMUWYE-
CKMM CHUHAPOMOM BbISIBAAIOTCS Hecneluduyeckue N3MeHEHMUs,
OOBIYHO KOPPEIUPYIOUIME C BBIPAXKEHHOCTHIO aHeMuu. [1pu smek-
Tpokapauorpaduu yacto oOHaApYKUBAIOTCS IEIPECCHsi CErMEHTa
ST, criaxkeHHBIN WIM MHBEPTUPOBAHHBIN 3y0ell T, Moryt Habmo-
JATbCsl HAPYLICHWUSI CEPAEUYHOrO PUTMA ¥ NPOBOAUMOCTU. B psne
ciayvyaeB, OCOOCHHO Yy MOXWIBIX NMAlMeHTOB, pa3BUBACTCS Meplia-
TeJIbHAsl apUTMUSL, KOTOpasi KyITUPYETCsl MPU aicKBATHOM JIedeHU U
Ha ¢oHEe HOpPMAJIM3allMHU YPOBHS reMornoouHa. Ilpu mHCTpyMeH-
TaJibHbIX UCCIEN0BAHUSIX OPraHOB OPIOIIHON MOJOCTH MOTYT BbI-
SIBASTBCS 3a00s1eBaHust, SIBASIIOIIMECS NPUYNHON Pa3BUTUS XKelle-
300ePULMTHON aHEMUHU (s13Ba XeJIyKa WM ABEHAALUATHTIEPCTHOM
KHUIIKU, paK Xeayaka, siI3BeHHbI Koaut). [1pu orarsmMockonuu
ONpenesaoTcs OJIeAHOCTb CETYATKH, HEPEAKO — KPOBOMBJIMSIHUS U

31




HO.J1. LLeBueHko, A.A. HoBuk, B.A. MenbHMYEHKO

AHEMMMM

OTEK COCKa 3pUTENBHOI0 HEPBa, NMpUyem 60/IbLLINHCTBO 3TUX U3Me-
HEHNX NCYE3aET NPn KynmpoBaHUN aHEMUWN.

Knaccudukaums aHemuii

B KIMHMYECKOW MpakTuKe Hambosiee pacnpocTpaHeHa nartore-
HeTuYecKasa Knaccugukaumsa, OCHOBaHHasA Ha KaYeCTBEHHbIX U KO-
NIMYECTBEHHbIX N3MEHEHNAX IpUTpoHa (Tabnmua 2.1).

Tabnuua 2.1.
MaToreHeTUYeckas knaccumKkaumsa aHemuii

I. AHeMUK BCNeACTBME KPOBOMOTEPH

ocTpas nocTremopparvyeckas aHemusi
XPOHMYecKan nocTremopparmyeckas aHemusi

1. AHeMnKn BCNeACTBME HELOCTATOHHOIO 3pPUTPON033a,
1. TMNOXpomMHbIe

XenesogeuumTHble

aHemuK, CBA3aHHbIE C HAapYLLEHWEM CMHTe3a NOpMpPUHOB
2. HopmoxpoMHble

aHeMUKN XPOHMYECKNX 3a601eBaHUi

aHemMUKM NpPU XPOHMYECKOW MOYEeYHOM Hef0CTaTOYHOCTH
annacTuyecKme aHeMunn

aHeMWW Npu OMyxXo/eBOM N METACTATMUYECKOM MOPaXKEHNU KOCTHOro Mo3ra
3. Merano6nacTHble

B12 —pedunUMTHbIE aHEMUN

honneBogePULMNTHbIE aHEMUMN

111. AHEMUW BCNEACTBUE YCUIEHHOIO paspyLLUeHNsa 3pUTPOLIUTOB
(remonnTUYECKME)

1. AHemMuW, 06YyC/OB/IEHHbIE BHEIPUTPOLMTAPHbLIMK (haKTopamuy (FreMoIMTUYecKume
TOKCMYECKUE BELLIECTBA)

2. VIMMyHHble reMoIMTUYECKME aHEMUN
N30MMMYHHbIE TEMO/IUTUYECKNE aHEMUN
AYyTOMMMYHHbIE TEMOJ/INTUYECKUNE aHEMUN
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3. TeMoauTHYeCKHE aHEMHH, 00YC/I0BJIEHHbIE MEXAHHYECKHM NMOBPEKIEHHEM
3PHTPOLUTOB (MCKYCCTBEHHBIE KJIAMAHbI CEP/a, ANNAPAT HCKYCCTBEHHOTO
KpPOBOOOPAIEHHS M T.1.)

4. AHeMuH 00YC/10BJIEHHBIE IPHTPOLMTAPHBIMHE (haKTOpAMU

reMOJIMTHYECKUE AHEMUH, CBSI3aHHbIE C HAPYIUEHHUEM CTPYKTYPBI
MeMOpaHbl SPUTPOLUTOB (MEMOPAHONATHH — BPaXIeHHbIE
U PUOOPETEHHDBIE):

— MUKpochepoLUTapHAs reMOJUTHYCCKASI AaHEMUSL;

— OBAIOIIMTAPHAas F'eMOJIMTHYECKas aHEMUS

— CTOMAaTOLIMTApHasi TeMOJIMTHYECKAs AHEMHUS];

— aKaHTOHLMTO3 (reMOJIMTHYCCKAsT aHEMUSI, OOYCIIOB/IEHHAs! HAPYILIEHUEM
CTPYKTYPbl TUMUIOB MEMOPAHBI SPUTPOLIMTOB).

rEMOJIMTUUECKHME AHEMUH, CBSI3aHHBIE C AehULMTOM (HDEPMEHTOB SPUTPOLIMTOB
(dbepMeHTONATHH):

— CBA33aHHBIC C HEAOCTATOYHOCTHIO Q)CDMQHTOB TJNKOJIN3a;,

— CBSA3aHHbIC C HEAOCTATOYHOCTBIO aKTHBHOCTH (I)epMCHTOB HCHTO30CI)OC(1)3T-
HOro 1yHTa;

— CBA3AHHDLIC ¢ HEAOCTATOUHOCTBIO AKTHUBHOCTU (i)epMeHTOB IJTIOTaTUOHOBOM
CUCTCMBI.

FeMOJIMTUYECKHE AaHEMUH CBA3aHHBIE C HAPYIIEHUEM CUHTE3a
reMorniobuHa (reMorIo0OMHONATHH):

— TAJlacceMUH;
— PEMOJIUTHYECKHE AHEMUU, OOYCIIOBEHHBIE HOCHUTENbCTBOM aHOMAJIbHEBIX
remornobuHos (HbS, HbC, HbD, HbE u ap.).

reMOJIMTUYECKHE AHEMHM, OOYCIOBNCHHBIE COMATHYECKOI MYTAITUEH KIIETOK-
NpeANICCTBEHHUI] MUEI0T10332 (TApOKCU3MAabHASi HOYHAs TEMOTIOOMHYPLIST)

B ocHoBe maroreHeTMYECKUX MEXAHMU3MOB aHEeMUU NEXHT TPH
BO3MOXHBIX (DYHKIIMOHAJIbHBIX 1e(eKTa 3pUTPOIUTOB;

— YMEHBUICHME NMPOAYKLIWY 3pUTPOLUTOB (Hea3DPeKTUBHBIM 3pu-

TPOMNo33);

— TOBBILIEHHOE Pa3pylLIeHUE IPUTPOLINTOB;
— nedekT nuddepeHUUPOBKH (CO3PEBAHMS) SPUTPOLIUTOB.

OCHOBHBIM NOKa3areieM ISl NPeABAPUTEIBHOIO CYXIECHUS O
BO3MOXHOM I1aTOT€HETUYECKOM MEXaHU3Me aHEMUH SIBJISIETCSI pac-
YET PETUKYJIOLUTAPHOIO UHIAEeKca (PUCYHOK 2.1).

[Tocne ero pacyera, u NpeABAPUTEILHOTO OTIPEACICHUS BOZMOX -
HOTO MAaTOT€HETUYECKOro MeXaHW3Ma aHeMHH HEeOoOXOAUMO Mpo-
BEJICHUE MOMOJHUTENBHBIX Ja00PaTOPHBIX TECTOB IO3BOISTIOIINX
OfPEIETIUTh BO3MOXHYIO MPUUYUHY ee pa3BUTHUS (PUCYHOK 2.2).
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HO.N1. WeBueHko, A.A. HoBuk, B.A. MenbHU4YeHKO

AHEMWNN
Hb< 120 r/n
PeTukynounTapHblii UHAEKC
Pa3smep aputpouuta Hopmouut  Makpouut/Mmkpoumnt  HopmoumnTt
PeTukynouuTapHbIin HOAEKC <2 <2 >3-5

Mmnonponndgepayus JeddekT Femonmn3
AnhhePEHLMPOBKN
(| npogykuum) (HeaththekTMBHBI  ((paspyLueHue)
3pUTPONO033)

Puc. 2.1. Knaccudmkaums aHemuii B 3aBUCMMOCTU OT PeTUKY/OLMTapHOTO MHAEKCA.

AHEMIA

MaTonorms KocTHOro LedeKTbl Agpa: KpoBsoTeueHune
mo3ra .

- AedmumT donatos BL2 BHYTpUCOCYANCTbIi
OeduumT xenesa - f4eqnuUnT BUTaMuHa reMonus

- peghpaKTepHas aHeMus
CHIDKEHME CTUMYNALN AYTOUMMYHHble
remMonossa: LedeKTbl uUToNNasMbl: 3aboneBaHus
- 3260/1EBAHNA MOYEK - Tanaccemus eMorno6uHonaTum
- BOCMasieHue - AeUUAT >Kenesa
- 3HOKPVHHAA MaTonorms - CUAepo6/IacTo3 Mem6paHonaTum

SH3MMonaTnun

Puc. 2.2. ®dyHKUMOHabHas KnaccugmKaums aHeMuid.
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Frasa [1.

NMPUHUWUNDB KIUHUYECKOW AJUATHOCTHUKHU AHEMHUN

Daxmopot, eausrougue Ha KAUHUYECKUE NPOAGACHUA AHEMULL

BbipaxxeHHOCTh KIMHUYECKOI KAPTUHBI MTPU aHEMUSIX 3aBUCUT
OT CAENYIOLIUX OCHOBHBIX (haKTOPOB:

— CKOPOCTH Pa3BUTHUS;
— CTENeHMU TIKECTH;
— BO3pacTa u mona 60JbHOrO.

Octpo pa3BuBLIAsICA aHeMUs (ITOCTreMopparnyecKast, reMoJu-
THYECKUI KPU3) COMPOBOXAAETCS ObICTPHIM YMEHBIIIEHUEM YPOBHS
reMonIo0OMHA U 3PUTPOLIMTOB, MPU KOTOPOM HE YCIIEeBAIOT Pa3BUTh-
Csl KOMIIEHCATOPHBIE PEaKIIUU KAPIHMOPEeCIMpaTOPHOI CUCTEMEL. B
pe3ysbraTe KJIMHWYECKAs] CUMIITOMATHMKA BO3HHUKAET 3HAYUTENb-
HO Yallle U paHbIle, HEXeNIW TP aHeMUU TaKOMW Xe CTeIICHH, pas-
BUBABUIENHCS MENJICHHO (HANpUMep, MpU XPOHUUIECKOU ITOUeYHOMN
HEIOCTATOYHOCTH). [1pu XpOHHYECKOI aHEMHUH JIETKOI U cpemHeit
CTETNEeHU KIWHWYECKAsi CAMIITOMATUKA MOXET OTCYTCTBOBATh.

Y noxwunwix moaeit KTHHUYECKUE MPU3HAKH aHEMHUH BO3HHKA-
I0T paHblIe, TaK KaK 4YacTO MMEIOTCS COMNyTCTBYIOLIUE 3abojIeBa-
HUS, CHHUXAIOUIME aaNTalINI0 K YMEHbIIIEHUIO YPOBHS T€MOITIO0H -
HA U 3PUTPOLIMTOB. Y MYXYHMH B CBSI3U C MEHbLICH TOJIEPAHTHOCTBIO
K TMIOKCUY aHeEMHSI MaHU(ECTUPYET NpH OoJiee BBICOKOM YPOBHE
reMOTo0OMHA, YeM Y XKEHIIIWH.

Kinunuueckoe obcnenoBanue Mo3BojsieT MOCTaBUTh MPEaBapH-
TEJbHbIA AMAarHO3 aHEMUHU U COCTABUTD IJIaH 1a00OpaTOPHOIO M MH-
CTPYMEHTAbHOTO 00CAe10BaHUS 1151 YTOUHEHUS BapyaHTa M TIPH-
YYHBI aHEMUH.

Pesrome
1. ﬂI/IaI‘HOCTI/l‘-lCCKI/IM KpUTCPUEM AaHCMHUU SABIACTCSA CHUXKECHUEC

KOHLIEHTpaLMK1 reMonTo0nHa B KpoBH MeHee 130 r/11 y My:KInH
1 120 r/n y XeHILUH.
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0.1

IleBuenko, A.A. Hosuk, B.fl. MeabHuuyeHko

AHEMMHNU

36

B Poccuu Hanbonee pacripoCcTpaHeHbI XeAe301eULIUTHBIC aHe -
Mum (90%) n aHeMUM XpOHUUYECKHX 3a00seBaHnil (5%), Apyrue
BUIbI aHEMUIT (MeTa00IaCTHBIE, FTEMOJIMTUYECKUE, alllacTH4e-
CKME) BCTPEUAIOTCsl 3HAUYUTEIBHO PEXE.

. Kiuunyeckas KapTMHa XapakTepu3yeTcs: O0IIUMMU IpU3HAKaMU

aHEMHMYECKOTO CHMHIpoMa (00Ias c/aboCTh, rOJJOBOKPYKEHMS,
ONBIILKA TIPU (DU3NYECKOW Harpyske, OJEIHOCTb KOXH U CJIH-
3UCTBIX 00OJIOUEK, TaxUKapausl U Ap.) U CUMITOMaMHM, Xapak-
TEPHBIMM IS OTAEIBHBIX BUAOB aHEMUM (KOWIOHUXUS U «pica
chlorotica» npu Xkenae3oneUIUTHON aHEMUH, XEATyXa U CILIe-
HOMETAJIUS TIPY TEMOJIMTUUECKON aHEMUH U 1IP.).
BripaxkeHHOCTb KJIMHUYECKOM KApTUHBI NIPH aHEMUSIX 3aBUCUT
OT CKOPOCTH pa3BUTHS, CTEIEHU TIXKECTH aHEMUH, BO3pacTa v
noJia 60JIbHOTO. :

Jo BepuduKaLHU xapakKTepa aHeMUH [1aTOTeHETUUECKYIO Tepa-
U (TIpernaparhl xejie3a, BUTaMUH B, ITIOKOKOPTUKOCTEPOU-
JIbI) MPOBOAUTD HEJIb34.
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[napa II1.

NMPUHLUWUDOB TABOPATOPHONU AUATHOCTUKU AHEMUN

I'masa III.

Ipurnyunoi
Aab6o0pamopHOIl
duaeHoOCMUKU AHeMUIll

Xots aHaMHe3 3a00j1eBaHus1, KIIMHUUECKHE MIPOSIBJIEHUA B 60Ib-
IIUHCTBE CJ1y4aeB MO3BOJISIOT IMAarHOCTUPOBATh AaHEMMUYECKHI CUH-
JIPOM, HO TOJIbKO J1abopaToOpHble UCCIEIOBAHMS MMO3BOJISIIOT YCTa-
HOBHUThL Xapakrep, MPUUYMHY aHEMUMW U OTPEAEIUTh aacKBaTHOE
ngedenue. Cpenu HaubGosee 3HAUNMBIX JTAOOPATOPHBIX UCCICIOBAHUIMA
KIMHUYECKOE 3HAYEHUE UMEIOT: aHAJIM3 KPOBU, UCCICIOBAHUE 00-

MEHa XeJie3a, BuTaMuHa B, ,, posineBoii KMC/IOThI M MUETOrpaMMa.

Kaunuveckuii anaaus xposu

KiauHnueckuil aHaIU3 KPOBH JAET BAXHYI0 HHPOPMAaLUIO, He-
00XOAMMYIO Il TIOCTAHOBKH JHArHo3a M COCTaBJICHUsI lieJieHa-
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10.J1. Ulesueuxo, AA. Hosuk, B.A. Menpuuuenxo

AHEMMH

MpaBJICHHOIO IUIaHa JajibHellero oocnenopanus. OH BKJHIOYAET
onpene/icHUe colepXaHUsl TeMOroOMHA, 3PUTPOLIMTOB, JENKO-
LIMTOB, YPOBHSI LIBETOBOTO TOKA3aTessi, CKOPOCTH OCEHAHUS IpU-
TporuToB (COY), rToacueT JeMKOLIMTapHOt (POPMYJIBI C OTITUCAHH-
€M Ka4eCTBEHHBIX 0COOEHHOCTEN KJIeTOK KpoBu. IIpu BhIsiBIEeHNHU
aHeMMHU 00s13aTeIbHO ONpeneeHUe KOJIUIECTBA PETUKYAOLUTOB U
TPOMOOLIMTOB.

Mukpocrkonuueckue memoont

Hng noacyera U aHaiIM3a KJIETOK KPOBM MOTYT MCITOJB30-
BaTbCS KAaK PYYHBIE MUKDPOCKOIMYECKHE METObI, TAK U IeMaTo-
JIOrMYEeCKUE CYETYMKHU. PydyHBIe METOIBI MOACYETA KIIETOK KPO-
BM TPYZIOEMKM M He BCEria JaioT JOCTATOUHO TOUHBIE PE3YIBTAThI.
Maseiiiie OTKJIIOHEHUST OT IMPaBMJ MMOATOTOBKHM CYETHOM KaMe-
PBL M TIOACYETA KJIETOK BIMSIIOT Ha pe3yjbTar uccaenoBanus. B To
K€ BpeMS PYYHBIE METONBI HE TpeOYIOT CIeHaTbHOTO 000pyIo-
BaHUsI, pEAKTUBOB U MOTYT MPUMEHSTHCS TIPAKTUUECKU B JIIOOBIX
YCIOBUSIX.

TMTocunTaTh KOAUYECTBO (POPMEHHBIX 3TEMEHTOB KPOBU MOXK-
HO TIpHM MOMOIIH CUETHBIX KaMep WK B Ma3kaxX. B coorBercrBuM
¢ MexayHapoaHoi cucteMHoil (CH) konnuecTBo (popMeHHBIX 3€-
JICHTOB KPOBH BHIpaXKAIOT B pacueTe Ha 1 uTp.

HauGosee pacnpocTpaHeH KiacCUYECKUA MPOOUPOYHBI Me-
TO/A, IpU KOTOPOM HCTIONB3YeTCsl pa3BencHUe nepudepuyeckoit
KPOBH C MOCJIEAYIOIUM MOACYETOM 3PHUTPOLIMTOB B KaMepe Topse-
Ba MOI YBEJAMUCHHEM MUKpocKona X 80—120.

st vccienoBaHMsl PETUKYJIOLUTOB TIPMMEHSIETCS OKpacka
KPOBM PacTBOPOM OPWIMAHTOBOIO KPE3WIoBOro cutero. B okpa-
LIEHHOM Ma3Ke NMOACYUTHIBAIOT KOJTUUECTBO 3PUTPOLIMTOB C 3€PHH -
CTO-CeTYATOU cyOcTaHIMel (peTuKynoiuToB) Ha 1000 3pesbix apu-
TPOLIMTOB.
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[naga [T1.

NMPUHUWNOB TABOPATOPHOW JUATHOCTUKHU AHEMUI

Aemomamuueckue memodot

ABTOMaTHUYECKUH MOACUET — DOIee TOUHBIA METON KOJIMYECTBEH-
HOTO M KaYyeCTBEHHOTO COCTaBa KJIeTOK KpoBH. B HacTodlIee BpeMst
ucronb3yetcs: 6osee 40 pa3TuyHBIX TUIIOB CYETIYHKOB ITPOM3BOACTBA
dupm Abbot, Coulter, Medicor, Roche, Serono, Sysmex u ap., ro-
3BOJTAIOIIMX OUEHUTH OT 18 1o 33 napameTpos Kposu. Kpome Koiu-
YeCTBEHHOW OLIEHKM KJIETOYHOTO COCTaBa KPOBU, 3TU MPUOOPHI ITO-
3BOJISIIOT NMPOBECTU AN PDepeHUUATBHBIA MOACUYET JIeAKOLUMTAPHOMN
opMyABI, YTO OCHOBAHO JMOO0 Ha KOMITLIOTEPHOM AHANM3E KIIETOY -
HOTO U300paxkeHusl, TM00 Ha UACHTU(MUKALIUU KIIETOK IO pa3Mepy U
OCOOEHHOCTAM OKPAllMBaHHKs (IIPOTOYHAS LINTOMETPHS).

ABTOMATUYECKHE CUETYNKH ITO3BOJISIOT:

— YMEHbIINTb BpeMsi NPOBEACHUS aHAIN30B;

— TOYHEe, YeM DY4YHbIe U PACUETHLIC METOIbl, ONMPEACIsTL IPU-
TPOLUMTAPHBIE MHAEKCHI, HEOOXOAUMbIE I UG depEeHITUATD-
HOM JMarHOCTHMKH aHEMUIA;

— OmpeneasaTh psiji NapaMeTPOB TPOMOOILIMTOB, UMEIOIIUX 3HAYE -
HME B JUArHOCTHUKE;

— TPOBECTU NMEPBUUHBIA MOACUYET TEHKOLUTAPHON (hOPMYITHL.

B nocneaHve roapl HanbosblIice pacnpoCTPAHEHUE MONYYMITH
npuOOpbI, TMO3BOISAIOIINE ONHOBPEMEHHO aHaIu3upoBaTth 12—18
napamMeTpoB KPOBH C OINpeneNeHUEM OT TpexX A0 MSATH IOIMY/ISIIHI
JNIEUKOLMTOB (IpaHyJIOUUTHI, JUMGPOLMTHI, MOHOLIMTHI, 0303UHO-
b, 6a3oduan) (prcyHok 3.1).

Ilpu ucnosib3oBaHuM 18-MapaMeTPOBOro aHAIU3aTOpa oNpeae-
JISIeTCsl 7 mokasaresieit 1o IpuTPOLINTaM:

— RBC (ko5M4ecTBO 3pUTPOLIMTOB);

— HGB (remornooun), HCT (rematoxkpur);

— MCYV (cpenHuit KOpIycKy/asIpHbIH 00beM 3pUTPOLIMTOB);

— RDW (-CV u -SD) (utvpuHa pacnipeacicHUst pUTPOLUTOB O
00beMy);

— MCH (cpensee conepkanue reMorioOuHa B 3pUTPOIIUTE);

— MCHC (cpenHsta KOHUEHTPAIIHS TeMOIIOOMHA B SPUTPOLINTE).
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10.J1. IlleByenko, A.A. HoBuk, B.{l. MenbHu4YeHKO

AHEMMHMR

7 — IO JEeUKOUMTaM:
— WBC (kommyecTBO JeHKOLIMTOB);
— GRA (rpanynouutsl, % 1 koauuectso B 10° kiieTok/MM?);
— LYC (mumdouutsl, % n konndectBo B 10° Kietok/Mm?);
— MON (MoHouuTsl % ¥ KoanyecTBo B 10° Kietok/MM?).

4 — o TpoMboIUTaM:
— PLT (xosimyecTBO TPOMOOHUTOB);
— MPV (cpenamnii o06beM TpPOMOOLIUTOB);
— PDW (umpuna pacnpeeneHus TpOMOOLMTOB M0 00bEMY);
— PCT (TpomMGoKpuT).

JIOMOJTHUTENIbHO PEruCTPUPYETCS TMCTOrpaMMBbl pacIipenesie-
HUS KJIETOK IO 00beMY (3pUTPOLIUTHI, JEHKOLMTH U TPOMOOIIH-
THI). .

Heo0x0onuMo oTMETUTD, YTO 1000 aHANU3AaTOP HE MOXET MOJI-
HOCTBIO 3aMEHUTDH BU3YATbHBIIM aHaJ/In3 Ma3Ka KPOBH, KOTOPBIIt I10-
MPEXHEMY SIBISIETCS «30J0TBIM CTaHAAPTOM» B reMartojioruv. Ha-
JMeXHasd UACHTU(MHUKALUS He3pesibiX MJIM TNaTOJOTHYECKUX KIETOK
KPOBH OCTaeTCs IPeporaTUuBoi KBaau(ULKMPOBAHHOIO Bpaya-Jia-
OGopaHrTa.

Hapsiny ¢ TpaIMUMOHHBIMU, KOHOYKMOMEMPUYECKUMU CHemYi -
Kamu, TIpUHLMIT pabOThl KOTOPbLIX OCHOBAaH Ha ONpeIegeHUH W3-
MCHEHMS CONMPOTHBIACHNUS B 3aBHCUMOCTM OT Pa3sMEpPOB KIIETKH,
BCE UIMpE MPUMEHSIIOTCS CYETYMKH, paboTaioliye 1o MHpUHLH-
My NPOMOUHOU Yumomempuu, OCHOBAaHHONW HA U3MEpPEHUM pasMe-
POB KJIETOK B 3aBUCHUMOCTH OT UX OITHYEKCUX H (DJII0OPECUEHTHBIX
CBOMCTB.

[MpeumyiiiecTBa IPOTOYHOK LUTOMETPUU:

— BBICOKAsl YYBCTBUTENBHOCTE (OTipencneHue cosiee 1000 duitoo-

POXPOMHBIX MOJIEKYJ Ha KJIETKY);

— BBICOKAsl CKOPOCTh, MO3BOJISIONIAsE aHAJNM3UPOBaTh OOJIblIHE

KjieTouHble o6beMa (100000 coObITHEN B MUHYTY);

— CIOCOOHOCTb OTPEALTAThH PEAKHUE KIETKU CO CIICHU(UIECKUMH

XapaKTEePUCTUKAMU B TETEPOTEHHOI MOMYJISALINY;
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nasa Ill.

MPUHLMbI JIABOPATOPHOW AVAIMHOCTUKU AHEMUWN

Pe3ynbTaTbl aHa/IM3a KPOBW MpU NCMNO/b30BaHUN aB-
TOMaTUYeCKOoro cHeT4mnka (HOpMOXpOMHaﬂ/

HopMOLMTapHas aHeMWsT)

WBC count

RBC count

Hemoglobin

Hematocrit

Mean red
blood cell
indices

RDW - CV
RDW-SD

Platelet
count and
platelet
volume

8.8

3.09

29

91

30

33

13.5

48

150

7.5

WBC
x|0'

RBC
X106

HGB
g/dL

HeT
%

MCV
m’(fL)

MCH
Pg

MCHC
%

RDW

RDW

PLT
X0’

MpV
m’ (fL)

7.8+C
M 5.4+0.7
F4.8+0.6
M 16.0+2
F 14.0+2
M 47+5
F42+5 "

TNelikouuTapHas dopmya
9019 MONO
3242
33£3 gg? BASO

| S — fremmen fomenm e foeems oo e

M- F Tun nelikounToB
13+1%
42+5 1L x 10VuL %
M-F Neutrophil 3.26 37
140 - 440 Lymphocyte 455 52
M-F Monocyte .626 7
8.9- 15 Eosinophil .358 4

Basophil .005 .05

HopmasibHble rnokasatenu

Puc. 3.1. Pe3ynbTaTbl aHaM3a KPOBY NPOBEAEHHOTO C NMOMOLLIbI0 aBTOMaTNYeCKo-
ro aHasmsaTopa.

WBW-neikounTbl; RBC-3puTpounTbl; HBG-remorno6uH; HCT-reMaTOKpUT;
MCV-cpeaHunii KOpNycKynsipHbIiA 06beM 3puTpoumToB; MCH-cpesHee cofep>kaHue
remorno6uHa B spuTpounTe; MCHC-CcpefHAA KOHUEeHTpaumsa remoraiobmHa B apu-
TpounTe; RDW-CV- KoahpumLmMeHT Bapraummn obbema spuTpounTos; RDW-SD-
LUMpWHa pacnpegeneHns apuTpounTos B/L; PLT-TpombounTsl; MpV-cpegHuii 06-
6bemM TPOMOOLNTOB.
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IO.J1. Hlepuenko, A.A. Hosuk, B.5l. MenbHnyeHko

AHEMMNMH

— CHOCOGHOCTh K M3YYEHUIO XU3HECTTOCOOHBIX HE(UKCHPOBAH-
HBIX KJIETOK;

— BO3MOXHOCTD BBITTOJIHEHUS CJIOXHBIX OMHOBPEMEHHbIX H3Mepe-
HHUH HECKOJILKUX MapaMeTPOB KaxAblii MHIVMBUIYAIbHOM KJleT-
KU B CYCIIEH3UU,

Ilokazameau cemoepamm

Hna muddepeHunanbHON TUArHOCTUKU aHEMHH HEOOXOXUMO
HCMOJIB30BATh BCE NOKA3aTe/ M OOLIEKTHHUYECKOro aHaIu3a Kpo-
BU (Tabnuna 3.2).

Tlpu aHanu3e pe3yJbTATOB TeMOrpPaMMBI CIEAYET YYUTHIBATh
BO3MOXHBIE TIPUYUHBL JOXHDBIX pe3y/IbTATOB (Tabauia 3.3).

Konuyenmpayus cemoero6una. OnpeneneHue ypoBHS IeMOLJIO-
OWHa SBAsSIETCS OAHUM M3 OCHOBHBIX JIAOOPATOPHBIX MUCCJIEI0Ba-
HUIA B IMarHoctuke aHeMuid. CTaHAAPTHLIM M HAJCKHBIM PYYHBIM
CTIOCO0OM M3MEpPEeHEUs! TeMOITIOOMHA SABISICTCS LIMAHMETIEMOTNO-
OMHOBBI MeTon. B ero ocHoBe JEKMT MpeBpalieHue pa3UuyHbIX
¢opM remornobuHa (OKCHIeMOIJI0OHHA, KapOOKCUreMoriobnHa,
METTeMONIOOMHA ¥ HEOONBIIIOrO KOAUUYSCTBA APYTUX KOMIIOHEH-
TOB IeMOTJIO0MHA) B OMHO YCTOHYMBOE COSAUHEHHE — 1IMAHTEMO-
rmoOMH. Peakiysi TpoMcXoauT TIpYU CMEIIMBAHUHN OMPENeTIeHHOIO
KONIWYECTBA KPOBM C BOAHBIM PacTBOPOM KEAE30CHHEPOAUCTO-
rO Kajusl ¥ LIMAHCUTOTO KaJIusl P KOMHeTHOM Temneparype. Ilo-
cJie 3aBepliicHus peakiiuu (depe3 10 MMH.) KOHLIEHTPALIMIO TreMO-
DIoOMHA onipenesiioT B cnektpodoroMeTpe npu 540 HM. B Tex xe
YCIIOBUSAX M3MEPSIIOT CTAaHAAPTHBINA pacTBOpP, a 3aTeM BBbIYUCIAIOT
KOHIIEHTPAIIMIO TeMOITIO0MHA.

B reMmaTonoruueckux aHaauszaTopax KOHUEHTPaUUsa reMorio-
OvHa oTpeneiseTcss KOJOPUMETPHUYECKMM METOAOM Ha Jiu3are,
KOTOPBIA UCITONAB3YeTCs ISk TPUTOTOBICHUS PacTBOpa JIEHKOLIHU -
TOB.
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[naga I11.

NMPUHUMUNB JABOPATOPHOMN AUATHOCTUKU AHEMHUHU

Tab6auna 3.2.

HOpMd/leble noxazamenu 0OWEKAURNMECKO20 GHAU3A Kposu

Tloka3zarenn MyKunabl XKemnunan
T'emorno6uH, r/n 130—160 120—140
DpuTpouuTht, X102 /1 4,0-5,1 3,7-4,7
I'emarokpuT, % 40—48 36—42
LIBeTOBOIt MOKA3aTEND, €. 0,86-1,05 0,86—1,05
MCV, bn 80-95 8095
MCH, nr 25-33 25--33
MCHC, r/n 30-38 30-38
RDW, % 11,5—14,5 11,5—-14,5
Jeiikoumrsr, X 10° /n 4,0-9,0 4,0-9,0
IManoukosaepHble HeTpodUbl, % 1-6 1-6
ManoukosaepHbie Helitpodunel, X10° /n | 0,04-0,3 0,04-0,3
CerMeHTosiAepHble HEWTpOGUALL, % 4772 47-72
Cermenrosiaepubie Herpodwiet, X 10° /n |2,0-7,5 2,0-7,5
Do3uHoUIH, % 0,5-5 0,5-5
DosuHodubl, X 10° /1 0,02—-0,3 0,02—-0,3
bazodunsl, % 0-1 0-1
bazodwint, X10° /n 0—0,1 0-0,1
Jlumcbouutsl, % 19—-37 19-37
Jlumdbountst, X 10° /n 1,5-3,5 1,5-3,5
MoHouursl, % 2—-10 2—10
MoHouuTtsl, X 10° /n 0,02—-0,8 0,02-0,8
CO3, mm/yac 1-10 2—15
Petukynouutsl, %o 2—15 2—15
Tpombouuts, X 10° /n 170—-350 170—350
MPYV, ¢n 7,4—10,4 7,4—-10,4
PDW, % 10-20 10—2—
PCT 0,15-0,40 0,15-0,40

IHpumeuanue: MCV — cpenHuii KopnyckynspHblit 06eM aputpountos; MCH
— cpelHee coaepxaHue reMornobuHa B apurpounte; MCHC — cpeanss KOHLEH-
Tpaiins reMorioduHa B 3puTpouuTe; RDW ~ mupuHa pactipeneneHus 3puTpoLm-
TOB 110 06beMyY; MPV — cpennuit 06bem TpombornToB; PDW — mmpuHa pacnpe-
neneHust TpoMOouUTOB 1o 00beMy; PCT -TpoMOOKpUT.
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10.J1. llleBuenxko, A.A. HoBuk, B.fl. MeabHuuernko

AHEMMHMH

Ta6auna 3.3.
Boamoorcrvle npuMUHbL AOHCHBIX UIMEHEHUI 2eMO2DaAMMDbI

Hoxkaszarens | Jloxnoe nossunenue JloxkHoe nonrxenHe
Temomio6un | Bonee 10% kapGokcuremornoonHa | TpomM0O03bl
KpuoroOynuHeMus
I'emonu3 (in vivo)
Tunep6unupyouHeMust
MHoXecTBeHHasA MUENOMa
Tunepaunuaemus
BpurpounTs | KprornoGymnHeMust ATTJIOTUHALMS S3PUTPOLIUTOB
TuniepneiikouuTos (>50%x10%/n) | Temonu3 (in vivo)
MerakapuoumTos MukpouuTo3
MCV ATTTIOTUHALIUS 9PUTPOLIUTOB KpuornoGysinHeMus
Tunepneiikouuros (>50x10°/1) | Femonu3a(in vitro)
MerakapyoLuuTo3
MukpouuTos
MCH TunepneiikounTos (>50x10%/1) | JIoXHOE CHUXEHUE FEMOIIO-
JloXHOoe MOBBIIIIEHUE FeMOTIO- | OuHa
O6uHa JloxxHOE CHUXEHHUE IPUTPO-
JloxXHOE MOBBILIEHUE SPUTPO- LUMTOB
IINTOB
I'ematokput | KprormoOyiuHeMus Kpuornobynuuemus
(aBTOMaTHye- | [unepriMkeMus Temonu3(in vitro)
ckuit meton) | Tunmepneitkouuros (>50%x10°/n) | MukpouuTos
Jeiikoumthl | Kpuorno6ynmHeMHs Tpom6o3b1
MHoXecTBeHHas Muenoma
HopMmouuros nepudepuyeckoi
KPOBU
TpomGoimTs! | KpuomodynmHeMus Tpom6o3bt
T'emonu3(in vitro u in vivo) Merakapuouuros
MuKpOUUTO3 [ToBbIlIEHHAdA arperauus
TPOMOOLUTOB

B 3aBUCHMMOCTH OT YPOBHS 'eMOIIOOWHA BBLAEAIOT TPU CTeNe-
HHU TSDKECTH aHEMMS:

— JIeTKYIO —

yposeHb HB >90 1/71;

— cpenHiolo — ypoBeHb HB 70—90 r/1;
— TSDXENIVIO — YPOBeHb reMonioouna <70 r/m.

Dra xiaccudHUKalus HUCHOJNb3YeTCsl MPU BCEX BUIAX aHEMMUH,
KpOMeE aruIacTUYeCKOMN.
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Tnaga [11.

NPAHLUMWNDB TABOPATOPHOMN JUATHOCTUKHU AHEMUN

ITemamoxpum — oTpaxaer Homo 00beMa KPOBH, 3aHUMAEMYIO
SPUTPOLIMTAMU; BBIPAKAETCS B MPOLIEHTAX WM B BUIE UHAEKCA B
cucteme (CH).

Il onpeneneHus reMaToOKpUTa MPOBOAAT EHTPUPYTUPOBAHUE
obpa3ua KpoBU ¢ N00aB/ieHUeM aHTUKOAry/jIsiHTa B CTaHIApTHOM
Kanwisipe U U3MEePEHUE BBICOTHI CTONOMKA 3purporuToB. Ormpe-
JeJIEHUEe TeMATOKPUTA SABJSIETCA TOYHBIM METOHOM OLIEHKH 3PH-
TPOLINTAPHON CUCTEMBI; TECT BbLINIOMHSIETCS OBICTPO, HE TpeOyeT
CJIOXHOI'O HHCTPYMEHTApus U HaBLIKOB. CllelyeT MOMHUTD, YTO I'e-
MaTOKPUT OTPAXaeT JUUIb KOHIIEHTPALIMIO S5PUTPOLIMTOB, a HE UX
ob1ee konmuyecTBo. HopMasibHOE COOTHOLIIEHUE YPOBHS FeMOIJIO-
OMHa U reMaTOKpHUTa IPOACTABJICHO B TabuLe 3.4.

Lleemosoil noxazameab OTpaxaeT OTHOCUTEIBHOE COmepKaHUeE
reMOnI00MHA B OTHOM SPUTPOLIMTE B YCIOBHBIX €IMHMIIAX.

Ero BBIMMCHASIOT NPU JEICHUM KOHIEHTPALIMK reMONIOOMHA Ha
KOJIMYECTBO IPUTPOIIMTOB B KPOBH 110 (hopMyIIE:

3 x remornobuH B r/n

TpU nNepsbie umMdpsbl
KonuM4yecTsa 3puUTPOLMTOB

LiBeToBOWM NokasaTens =

Hanpumep, reMmorno6uH — 140 r/n, spurportutsl — 4,2X10'2/51.
LiBeToBOI MOKa3arenb: 3% 140:420=1,0.

Taommua 3.4.

Hopma./lbnoe COOMHOWEHUE YPOBHA 2emo2100uHa u ceMAMoKpuma 6 3asucumo-
cmu om noaa u eospacma

Bo3spact/non TemornoGun (r/n) | FemaToxpur (%)
HoBopoxneHHbie 170 52

Hetn 120 36

oapocTkun 130 40

B3pocibie (MyKUMHBI) 160(£20) 47(x6)
B3pocible xeHluHa (MeHcrpyupytotiue) | 130(120) 40(16)
B3pociible XeHIIMHBI (TOCTMEHOMNay3a) 140(+20) 42(£6)
Bepemenubie 120(£20) 37(x6)
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H0.J1. leByenko, A.A. Hosuk, B.fI. MenbHu4eHKO

AHEMMUHU

B HopMe 11BeTOBO# IMoKa3aTenb HaxoauTcs B peaenax 0,86—1,05.
B 3aBUCHMMOCTH OT BeJIMYMHBI 1IBETOBOTO IMOKA3aTesisl BBIACISIOT
TUIIOXpOMHBIE (LIBETOBOM mnoka3zartesb Hike (,8), HopMOXpOMHbIE
(0,8—1,1) u runepxpomHsbIe (BoIE 1,1) aHeMuH.

Bosee uHbOpMaTUBHO onpese/ieHUue SPUTPOIIMTAPHBIX UHIEK-
COB, KOTOPHIE ONpPEACIsAIOTCS PAaCYeTHBIM IyTEM aBTOMAaTHYECKH-
MM IeMaTOJIOTHYECKUMH aHAIM3aTOpaMM WIHK 1o dopMysiaM (rpu
PYYHBIX METOMAX).

Cpeonuii kopnyckyaapuoili o6sem 3pumpoyumos (MCV — Mean
Cell Volume) — naubosee LIeHHBIM TTOKa3aTeNb IS TUPhepeHIN-
aJibHOM mmarHocTUkU aHemuit. Beraucnssior MCV no cnenyiolueit

dopmye:

MCV = remMaTokpur (%) x 10

KONUYECTBO 3PUTPOLIMTOB
8 MUAANOHaX B 1 Mm3

Hanpumep, remarokput 40%, sputpouutst 4,7x10° B 1 mm>.
CnemoBatenbHo, MCV=40x10:4,7=85 KyOHYeCKMX MHKPOHOB
(MxM?). B rematonorndeckux aHanmsatopax MCV onpenensier-
Cs1 pacUETHBIM ITyTeM B MKM? Wiy (pemtonutpax (). [Mokasatenu
MCYV nipn ucnoL30BaHUH 000MX METOAOB MPAKTUYECKH UIECHTHUY -
HBI 1 B HOpMe cocTaBisitoT 80—95 ¢ (f1).

Ha ocHoBannu BesimunHel MCV aHeMun pa3aesisiioTcst Ha HOp-
MoumTapHeie (MCV=75-935 ¢), mukpouutapubie (MCV<75 ¢m)
1 MakpouuTapHbeie(MCV>95 ¢u).

Cpeonee cooepxcanue zemozrobuna 6 spumpouume (MCH — Mean
Cell Haemoglobin content) onipenensiercst o GpopmyJie:

reMorno6uH (r/n)

MCH =
KONMHECTBO apuTpoLmToB x 1012 /n

Hanpumep: remonio6uH — 120 r/n, spurpountsl — 4,0x102/51.
CnenosarenpHo, MCH = 120:4=30 nukorpaMmoB (mr).
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Thnasa 111

NPUHUNNB JABOPATOPHOMN NUATHOCTUKU AHEMUN

B HopMme cpenee MCH cocrasasier 25—33 nir (pg). I1o cBoemy
3HadeHuio MCH aHajordueH 1BeTOBOMY IMoKa3aTenlo. B 3aBUCH-
MocTH OT Besnuntbl MCH aneMuu pasaensitoTcsi Ha HOPMOXPOM-
Hele (MCH=24-34 nr), runoxpomusic (MCH<24 Hr) u rumnepx-
poMHbie (MCH>34 nir).

Cpeonas xonuenmpauusn cemozaobuna ¢ pumpouume (MCHC—
Mean Cell Hemoglobin Concentration) BoIYUCIISIOT 110 (popmyrne:

MCHC = remMornobuH B r/n <10

reMaTokpuT B %

Hanpumep, koHUueHTpauust remormobuHa 132 /71, reMaTtoKpuT
40%. CaenosarenbHo, MCHC = 132:40x10=33%. CpenHsisa KOH-
LieHTpalMsl reMorjo0uHa Koneonercss B npenenax 30—38% wim
r/mn. [Npaktudecku BepxHUM npeneaoM MCHC ssnsterca 37%
(nanbHeitlice yBenMYeHUE KOHUEHTPAIMMA TeMOITOOMHA MOXET
MPUBECTU K ero Kpucrauusauuu). HeoOXxooMMo OTMEeTUTh pas-
JIMYMA MEXIY CPEIHUM CONEPKAHUEM reMOIIOOMHA B SPUTPOLU-
te (MCH) u cpenHeili KOHLIEHTpalUeil reMOITIO0WHA B 3PUTPOLIUTE
(MCHC): MCH xapakTepn3yeT Maccy reMorjio0MHa B IIMKOTPaM-
Max, a MCHC- cooTHoleHHME cogepKaHKsI FTeMOTTIO0MHA K 00BeMY
kieTku. B ommmune or MCH yposenb MCHC He 3aBucur ot cpel-
Hero o0beMa KIETKH. I1p¥ HOPMOXPOMHBIX aHEMUSIX M3MEHEHMS
pa3Mepa 2pUTPOLIUTOB KOPPETUPYIOT ¢ MACCON U KOHLIEHTpalUel
remorioouHa. Ilpu runoxpomubix aHemusix MCHC yMmeHbinaet-
s, TaK KaK cojepXaHue reMorioOuHa B 3pUTPOLIUTE CHUXKAETCS B
OosbliIei creneHu, yeM ero oobeM. Beauamnna MCHC — uyBcTBH-
TeJIbHBIM TECT NMPU HAPYLIEHUW TeMOIIOOHMHOOGPA30BAHUS, B TOM
YKCTIC NIPU XKeNe30dePULMUTHBIX aHEMUSX.

Ha ocHOBaHUM 3pUTPOLUUTAPHBIX HWHIEKCOB BCE aHEMHUM pa3-
JENSI0TCS HA MUKPOLIMTAPHBIE (TMIIOXPOMHbIE), HOPMOLMTApHBIE
(HOPMOXPOMHBIE) M MaKpOIIUTapHEIe (THUTIepXpoMHBIe). Kpurepnu
IS ornpeaeseHrss MOopdONOrHyeckoro BapHaHTa aHEMHUM IIpel-
CTaBJIeHbI B Tabauue 3.5.
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HKO.J1. IlleByenko, A.A. HoBuk, B.Sl. MesbHuuenko

AHEMMAHA

Ta6iuna 3.5.
Onpeoeaenue mophotozureckozo eapuanma anemuu

MuxponsTapHas Hopmonwrapuas Maxkponutapuas
MCV <751 MCV=75-95fl MCV
Thnoxpomuan Hopmoxpomuan Tunepxpomuas
MCH <24 pg MCH=24-34 pg MCH >34 pg
MCHC <30 g/1 MCHC=30-38 g/1 MCHC >38 g/1

B 3aBUCMMOCTH OT BBIPAXEHHOCTH M IJIMTEIBHOCTH, XapakTe-
pa COIMYTCTBYIOILMX 3a00/IeBaHUIN OJMHAKOBLIE IO MATONCHE3Y aHe-
MMU MOTYT OTHOCUTBCS K Pa3TMIHBIM MOP(MOIOrMuecKUM BapUaHTaM
(aHeMusT XpOHUUECKHUX 3a00/IeBaHUIT MOXET ObITh MUKPOLIUTAPHOM U
HOPMOLIMTapHOH, B -repuuuTHas aHemus, coyeTaromasicst ¢ Kene-
3oneuunTHON — HopMouuTapHoi U T.40.). HecMmoTpa Ha 310, onpene-
JieHHe MOp(OJIOrHYECKON0 BapUaHTa aHEMUH UMeeT BaxKHellee 3Ha-
YyeHue 1T poBeneHUs aucdepeHINATBHON TUaTHOCTUKMH.

K MukpoiumTapHbIM (THTIOXPOMHBIM) OTHOCSITCS XKefe30aedu-
HUTHDBIE U CUAEPOONACTHRIC aHEMUWH, TAIACCEMMHM, aHEMMH XPOHU -
YeCKUX 3a00JIeBaHU .

Muxpouumapnuie (runmoxpoMHbIe) aHEMUU MOT'YT OBITH 0OYCIOB-
JIEHBI: ]

— CHIDKEHWEM IOCTYIJIEHMS Xene3a (kefie3onepuLIMTHbIC aHEMHH);

— MOBBIIIEHHBIM (ParoruTo3oM CBOOOTHOIO Xejie3a Makpodara-
MM (aHEMUS XPOHUYECKHUX 3a00/IeBaHHUI);

— HEOOCTATOYHBIM CHHTE30M MpoTonopdupuHa (cunepobiaacTHast
aHeMMsI), HapylIeHUEM CHHTE3a IelNel NToOMHa (TaracceMun).
AJITOPUTM THUAarHOCTHKH MUKPOIIMTAPHBIX (THIIOXPOMHbIX) aHe-

MWUii IIPEACTaBIeH Ha pUcCyHKe 3.2,

Hopmouumapnuie (nopmoxpomusie) anemuu — HauOOJIbLIAS MO
KOJIMYECTBY HO30JIOTHMUECKHX (HopM rpyrma. B Hee BXoOAT aHEMHU:
— COTPOBOXAIOIIMECST KOMIICHCATOPHBIM TIOBBILLIEHHEM MTPOIYKLIMH

SPUTPOLUTOB (IIOCTTEMOppPArMUECKHE ¥ TeMOIMTUYECKIE AHEMUH );
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[nasa I11.

MPUHUMUNOB JABOPATOPHOW IUATHOCTUKU AHEMUH

VpoaeHb CbIBOPOTOYHOI O Xeneaa

CHunxeH

DeppuTHH B CbIBOPOTKE

.
HopmanbHbiii
g

OnekTpochopes
remornodvHa

MoBbilLeH

MoBbILIeHNe ypoBHSA
cugepobnacTos
B KOCTHOM MO3re

e g L g
CHVOKEH B Hopme Tanaccemun nnu CupepobnacrHas
UNA NOBBILLIEH remorno6uHonaTua aHeMus

Fe-pecdomumtHasn Aremus
aHeMUS XPOHUHECKMX
3a6onesaHni

Puc. 3.2. Aacopumm ouazrocmuru MUKPOUUMAPHBIX 2UNOXPOMHBIX AREMUIL.

— OOYC/IOBJIEHHBIE MTOPaXXeHHEM KOCTHOTO MO3ra (MeTacTasbl CO-
JIUJHBIX OMYXOJEH B KOCTHOM MO3re; CrieuMgpuieckast HHQUIb-
TpauMsi KOCTHOTO MO3ra Npyu OHKOTEMAaTOJOTHYeCKUX 3aboje-
BAHUAX — OCTPBIX U XPOHUYECKUX JEHKO3aX, MHOXECTBEHHOM
MuesroMe, CcyOneiiKeMUYEeCKOM MHUe03e; alljlacTUdecKas aHe-
MMsl; «3aMacKupoBaHHas» B ,-neduLnTHasd aHeMus, KOTOpas
COYETAETCSt C KeNe30AeUIIUTHON aHEMHEI);

CBSI3aHHBIE CO CHUXKCHHMEM YPOBHS WIH M3BpalllcHUEM OTBETa
Ha 3pUTPONOATUH (00JIE3HU MOYEeK, OCOOEHHO NPU Pa3BUTHH
XPOHMYECKOH MOYEYHOU HEAOCTATOYHOCTH, SHAOKPHHHEIE 3a-
OoneBaHus);

pa3BHBAIOLINECS HPH AeDULIMTE HITH ITOX0M YTHIN3ALWH XKeJie-
3a (paHHME CTaIUM XKeJe300e(PUIIMTHBIX aHEMUI 1 aHEMUIA Xpo-
HUYECKUX 3a00JIeBaHMi).
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10.J1. llleBuenko, A.A. Hosuk, B.Sl. MegbHUueHKO

AHEMMH

AJITOPUTM AUATHOCTUKUA HOPMOLIUTAPHBIX HOPMOXPOMHBIX aHE-
MW IpeicTaBIeH Ha pUCYHKE 3.3.

HopMoxpomMHas (HopmouuTapHas) aHemMus

!

YpoBeHb PeTMKYNoLUMTOB B NEPUPEpPUIECKON KPOBU

! !

MosbiweH B HOpme unu CHWXeH

| | !

AHaMHE3, KIMHI4ecke CKPYRUHT BN UCKNIOHEHUA

¥ UHCTPYMEHTANbHbIE 3260MEBAHMI FHAOKPUHHOM CbIBOpPOTO4HOE
AarHble, ypoBeHn CUCTEMBI, NEYEHM 1 TIOHEK xeneso
6unupybuHa n paxumn ’
MNocTtremopparnyeckas OHAOKPUHHbIE | Hopma
aHemus 3abonesanus (N1 noBbILLEHO
FemonuTnueckas 3a6onesaHusn CHUKEHO
aHeMus novex
3abonesaHus
neyveHn
. KenesopeduuntHan
HeratveHewi __ _J aHEeMUA XPOHUHECKMX
CKPUHWUHT 3abonesaHni

CrepHanbHas NyHKUus, TpenaHobuoncus

!

[ J J R

Annactudeckas - Uudunstpauma Mwuenogucnnac- «Ckpbitasa B12-
aHemun KOCTHOIO MO3ra  TUYECKUW CUHAPOM  AedULnTHasa aHeMus»

l

Jeliko3bl, MHOXECTBEHHAA MUENOMA, CY6enKeMrn4ecKui
MMWENo3, MeTacTasbl CONMAHON OMyXonn

Puc. 3.3. Adrcopumn duazrocmuru HOPMOUUIMAPHBIX HOPMOXPOMHBIX AHEMUIL.
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Tnasa I1l.

NMPUHUWDOB JABOPATOPHON AUATHOCTUKU AHEMUH

Maxpayumapnvie 2unepxpomuvte anemuu. Haunbonmee uvacToii
NIPUYMHON MAKPOLIUTAPHBLIX aHEMU ABJSETCS JIe(UIUT BUTAMU-
Ha B, (nuieBoi aeduunt, HapylleHHe BhIpAOOTKH BHYTPEHHETO
(axTopa, B TOM YUC/IE NOCJIE TACTPIKTOMUU UITA PE3EKITUH XKEJTYI -
K4, XpPOHWYECKUU IHTEPUT U 1p.), (POMMEBOH KUCTOTHI (MIHIIE-
BOM Ae(PUIIMT, AIKOTOJIU3M, LUPPO3 TIeUeHU, OepeMEHHOCTD, PaH-
HUI AETCKUI BO3pAcT, PpUEeM HEKOTOPBIX MEAMKAMEHTOB, NIPEXIE
BCEro LIMTOCTATUKOB — AHTArOHUCTOB (HOIUEBON KUCJIOTHI, ITypH-
Ha ¥ NMUPUMUWINHA, ATKWIMPYIOLUIMX areHTOB) WM MX COYETAHHUE
(cnipy, mmoTeHOBAas1 3HTeponartusl). KpoMme Toro, MakKpoLHMTO3 MO-
KeT HabJII0/1aThesl MPU FeMOJIUTUUECKMX, TIOCTIEMOPPArNISCKUX U
arjlacTUYECKUX aHEMHSIX, OCTPOM BPUTPOMUEIIO3E, MUETOTNCITIA-
CTUYECKUX CUHAPOMAX, TUITOTHPEO03e. AITOPUTM IMAaTHOCTHKY Ma-
KPOLIMTADHOW aHEMHU IIpelCTaBieH Ha pucyHke 3.4.

st TOCTaHOBKYM AMArHo3a aHeMUM U MpoBe/ieHus auddepeH-
IMANBbHOM AMATHOCTUKM OOJbLIOE 3HAYEHHWE UMEET OIpeacieHHe
JIPYTHX TIapaMEeTPOB reMorpaMmbl (pEeTUKY/IOIWTOB, JEHKOIUTOB,
TPOMOOLIMTOB) U MOPGONOTHYECKOE UCCISTOBaAHUE Ma3Ka KPOBH C
1LI€BI0 KAYECTBEHHOI OLIEHKU KJIETOK.

PeTHKyn01IMTEl — MOJIOABIE 3PUTPOLIUTHI, B KOTOPLIX TIpH CIie-
HHAATBLHONW OKpacKe (OpUINUAHTOBBIM KPE3UJIOM CUHUM) BBISIBIISI -
eTcsl 3epHUCTO-ceTyaras cyocraHumsa (octatku PHK v MuToxoH-
Ipuii). B 3aBUCHMOCTU OT CTerNeHU 3pejlOCTH BBIACASIOT 5 TPYILI
PETUKYIOLUUATOB. Y caMbiX MOJOABIX PETUKYJIOUUTOB (1-91 rpyTina)
cyOcTaHLus OOMAbHA U UMeeT popMy KyOa. B Bosiee 3pesibix KITeT-
Kax (4 ¥ 5-51 rpyiina) oHa BLISIBISIETCS] B BUIE CETOUKM, OTIEJbHBIX
HUTEH, 3epeH.

PeTHKy/OLMTO3 XapaKTepeH IS FTEMOJUTHUYECKUX (OCOOEHHO B
MEPUOI FeMOJIMTHUECKOTO KPU3a) U [TOCTIEMOpPAru4eCKUX aHEMUIA,
CHMXEHME YPOBHS PETUKYIOLMTOB OTMEYAETCS MPU yMEHBIIEHUU
o0beMa 3PUTPOUTHOIO POCTKA KOCTHOIO Mosra (aIljiacTU4ecKas
aHEeMUsl, MaplMaibHas KpPaCHOKJIETOUYHAS aryasus), HHQUIbTpa-
LMY KOCTHOTO MO3ra (JIeiiKO3bl, MHOXECTBEHHAS MUEJIOMa, METa-
CTa3bl CONUAHLIX OIyX0Jei), Hea(pPEeKTUBHOM 3PUTPOII0I3e (Me-
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10.J1. Ulepuenko, A.A. HoBuk, B.Sl. MenbHuueHko

AHEMMHH

MakpouuTapHaa aHeMus

Mopdonorua Kposu n KOCTHOro Mo3ara

|

Merano6nacTHbii 3pUTPONO33

!

KnuHuyeckue faHHble, ypOBEHb
BuTamuHa B4, 1 chonmesomn KucnoTbi

! l

Oecuumt  Het gecmumra  Necomumt
BUTAMWHA BUTAMMUHA tponuesom
Bio B KUCNOTbI

|

Bia
neduunTHas
aHeMus

Manbabcopbums,
o6ycnoBneHHas
MeaukamMeHTamu

N 3a6oneBaHnsiMv
KALLKK

Muiueson nenumnT, 66PeMEHHOCTD,
MEOUKaMEeHTbI, Pe3eKLUs TOLLIEH KULLIKW,
3a60n1eBaHNA KPOBU

l

Hemerano6nacTHbI 3pUTPONO33

YpoBeHb PETUKYMOLMTOB

ﬁOBbILLIeHl HOpMa l CHWXEeH
3abonesaHus 3aboneBaHus
noyex neyeHu
KpoBoTeueHune,
remMonmTnyeckan
aHeMust

Ankoronuam, 6onesHn nevexHn,
rMNoTUPEO3, annacTuieckas aHeMus,
MUENoAMUCNIIaCTUHECKUA CUHAPOM

Puc. 3.4. Arcopumm duaznocmuru maxpouyumapnoi anemui.

rajgobnacTHbIe aHEMUHU, TOMO3HUIOTHLIC TalaCCEMHUHU, aHEMUS TIPpU

MUEJIOIMCIUIACTUYECKMX CUHAPOMAX), CHYDKEHUM YPOBHSI 3PUTPO-

fI03THHA (TTATOJIOTHSI ITIOYEK).

PeTukynouuThl ABISIOTCS TTOKa3aTeaeM 3¢ (heKTUBHOCTH Jieue-
HMA aHEMW (TTpenapaToB XeJe3a — MpH Xene3oaehiMTHONW aHe-
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Inasa III.

NMPUHUUNH TABOPATOPHOW AUATHOCTUKUW AHEMMUMN

MHHU, BUTaMUHA B, 1 bos1neBoii KUCNOTHI — 11PH MEraso6acTHBIX
aHeMusix). B ool CBSI3M MCCIIenOBaHUE KOJIMYECTBA PETUKYIOLM-
TOB HEOOXOIMMO MPOBOAMTL B AWHamuKe. VX MOBBIIEHHE CBU-
JETeNbCTBYET 00 3 (MEKTUBHOCTH MPOBOAMMOIO JIEYEHHS, a [IPU
Merajio0JacTHbIX aHEMUSIX, KPOME TOTO, MOATBEPXIACT JUATHO3
(4epe3 HECKONbKO NHEeH Mociie Hadana JIeYeHHsl BUTAMHHOM B,
pa3sBUBaeTCsl PETUKYJIOUUTAPHBIA KPHU3 C MOBHIIIEHUEM YUCIIA PE-
TUKYA0LUTOB 10 200—300%o0).

CreneHb YCWIEHUSI 3PUTPOINO33a MOXHO OUEHMTb KOJIUYE-
CTBeHHO. [Ljisi 3TOrO OnpenensieTcss peTUKY/JIOUMTAPHBIA WHAEKC,
KOTOPBIi MONCYMTBIBACTCSE C YYE€TOM 00beMa KJIETOYHOM MAacchl
WK TeMaTtokpura o dopmyie:

reMaToKpuT

. 60nbLHOro
PeTukynouuTapHbIi MHOEKC = peTUKYNoUuTbl % X ——————————

remMaToKpuT
B HOpMe

BennunHa peTUKYTOLMTAPHOIo UHAEK A Bapbupyer ot 1,5 1o 3
B 3aBUCUMOCTH OT TSDKECTH AHEMHUU U CTENEHM IPUTPOTOSITHHO-
BOH CTUMYJISILIUH.

[Mpu BrIpakeHHOM aHEMUH HEOOXOAMMO OIIPEACIISITL CKOPPEK-
TAPOBAaHHOE KoyudecTBO peTukyaouutoB (CKP) mo oxHoit u3 do-

pya:
PETUKYSOUMTBI B % X 3pUTPOLMTLI 6onbHOro (x1012 /n)

CKP =
JOMKHOE KOSIMHYECTBO IPUTPOLIMTOB
(&ns paHHoro nona u Bo3pacTta)

peTUKynounTel B % X remMaTokput 60n6HOro

CKP =
OOOMKHOE KONNYeCTBO 3pUTPOLIMTOB
{Ana naHHOTO Nona v Bo3pacTa)
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Huskuit ypoBeHb CKOPPEKTUPOBAHHOIO KOIMUECTBA PETUKYJIO-
uuToB (<1%) — OOUH U3 KPUTEPUEB JIMATHOCTUKM TSIKENOM aria-
CTHYECKOU aHEMUH.

KpoMe Toro BeIISISAIOT U aGCONIOTHOE PETUKY/IOLIMTAPHOE YKC-
j0 (APY), xoTopoe onpenensiercs: o dopmye:

APY = peTnkynoumtb! (%) x KONMYECTBO 3PUTPOLIMTOB B MMS

B HOpMe abCONMIOTHOE PETUKY/AOLIUTAPHOE UYUCIO COCTABISIET
25-75 x 10°/1; ero yBeiauueHue 6osaee 100X 10%/n xapakrepHo mjis
TEMOJIMTHIECKOM aHeMUH.

Jeiixoyumopt. VI3MeHCHUS KOJUYECTBA JEUKOLIMTOB BCTPEUAIOT-
¢d TIpY MHOTHX Buaax aHeMuil. Hanbonee yacTtoi NpuuuHON He-
TpOPWIBLHOTO JISHKOLIMTO3a ABJSICTCA TeMOJIUTUYECKUit Kpn3. Tu-
nepaerikonurtos (100—200 X 10°/51) B coueTaHUM C aHEMUEH MOXET
HabM0AaThCs MPY XPOHUUECKUX AUM(Oo- U muenonpoaudepaTs-
HBIX 3a00JIEBaHMSIX.

AHEMUS B COYETAHUU C JICHKOMEHUENH BO3MOXHA MPU:

— IIePBUYHOM MOPAXXEHUH KOCTHOTO MO3ra (OCTPBIE JISMKO3bI, MU-
€JIOJUCIIIACTUIECKHUE CUHIPOMBI, MUeNTonpoudepaTHBHbIE 3a-
bosieBanus, B ,-nedunntHasg anemus);

— TUMnepcruieHu3Me (LIMppo3 reyeHu, cuiapoM Oentu);

— SHIOKPUHHOH maTonoruu (b dy3HbIi TOKCUUECKHUi 300);

— ayTOMMMYHHBIX 3a00JicBaHUSIX (CUCTeMHasi KpacHasl BOJIYaH-
Ka).

JleiikonieH st HEPEAKO SIBISETCS OAHUM U3 MEPBBIX reMaTOI0IU-
YeCKMX TIPOSIBJIEHWH TIpY aruracTuyeckoi aHeMuu. [pu conuanbix
OMYXOJISIX aHEMHSI MOXKET COUETATBCH KakK C JICHKOTMEHUEN, TaK U C
JIEWKOILIMTO30M.

Tpombouumpot. TpoMOoLMTONEHHS TSIXKeNOM cTrenienun (<10x10°%/
JI) 4acTO BCTPEYAeTCs MpPH ariacTUYECKOH aHeMWH, a TaKXe aHe-
MUSIX V OOJIBHBIX C OHKOTeMAaTOJOTMYECKHMMU 3a00J1eBaHUSIMU
(oCTpBIE JIEMKO3EI, BOJIOCATOKJIETOUHbIH JIEHKO3, aTPECCUBHBIC HE-
XOIXKHWHCKUE uMdoMbl). MeHee BbipaxkeHHasi TPOMOOLIUTOIIE-
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HUSI MOXET BBISIBIATLCS MpU B -neduuntHoil aneMuu, aHeMusx
Ha doHe Auddy3HbIX 60IE3HEN COeAUHUTEIILHOM TKAHU (TP 3TOIA
rpyniie 3a00jieBaHUH HEpeIKO HabIoAaeTcs U TpOMOOITUTO3), 3a-
OoneBaHUgX TMEYEHU, METACTa3ax 3J0KAYCCTBEHHBIX OIyXoJed B
KOCTHOM MO3Ie,

Muxpockonu4yeckuii rmoacuer TpoMOOIUTOB B HACTOSIIIEE Bpe-
MsI HE MOXET CUMTATbCSl HAaAeXKHbIM MeTONOM. OITHMAIBHBIM SIB-
JISIETCSI ABTOMATHUYECKOE OMpeneicHUe KOJUYECTBA TPOMOOLIMTOB
Ha reMaroJIOrMYeCKUX aHAIM3aTopaX, MOCKOIbKY OHH ITO3BOJISIIOT
OMNPEAEIUTE PSJ CYLIECTBEHHBIX TMArHOCTUYECKUX ITOKa3aTesei.

Cpeonuii o6vem mpomboyumoe (MPV — Maen Platelet Volum) B
HOpMe BapbupyeT ot 7,4 1o 10,4 ¢ ¥ uMeeT TEHISHIINIO K yBEIUYe-
HMIO ¢ Bo3pacToM: 8,5—9 du1. Y geteit mnamme 5 et mo 9,5—10,4 ¢
y netei crapuie 70 net. «MoJtoable TPOMOOLUTHI» UMEIOT OOTBLLIMIT
00beM, MO3TOMY TPU YCKOPEHUM TPOMOOII073a CperHuil 00beM
TPOMOOLIUTOB BO3pacTaeT.

VYeenuueHrne MPV HabionaeTca pyu ayTOMMMYHHOMH TpoM6o-
UUTONCHUU, TUTIEPTUPLO3e, CaXapHOM jAuadere, alKOroin3me, Mi-
esonponudepaTuBHbIX 3200JIeBaHMSIX, 4 YMEHBIIIEHHUE ITOCTIE CILIe-
HAKTOMMU M IpH cuHapoMe BuckorTta-Ongpnya.

Illupuna pacnpedeaenus mpoméoyumos no obvemy (PDW — Ple-
telet Distriution Widht) vin xosdhHHULMEHT aHNU30LUTO3a TPOMOO-
MTOB. M3MepsieTcst B IPOLIEHTAaX U KOJUYECTBEHHO OTpaXaeT Te-
TEPOTEHHOCTh MOIMYJISILUK 3TUX KJIETOK (CTeNeHb aHM30LHTO3a
TpoMOOLIMTOB). B HOpMe 3TOT noka3zartenb cocrapiser 10—20%.

Tpomboxpum (PCT — Pletelet Crit) — napameTep, KOTOPBIi OTpa-
2KaeT Moo 00beMa LieJIbHON KPOBH, 3aHUMAEMYIO TPOMOOIIMTAMH
W aHAJIOTMYEH TeMaTOKPUTY U BhIpaXaeTcsl B IPOLICHTaX. B Hopme
TpoMOOKpUT cocTapnseT 0,15-0,40%.

Bo3MoxHbIe BApHaHTbl TPOMOOLUTAPHBIX HAPYILEHUI ITpeACTaB-
neHbl B Tabnuue 3.6, YckopeHue COD 3aKoOHOMEPHO HAOIIOaeTcs
TIPU aHEMHSIX, TIPUIEM MMEETCS YeTKasT KOPpeIaLns MEXIY COouep-
XKaHueM 3puUTpouuToB U BearmduHoi COD. [1py KosudecTBe 3pH-
TpouuToB MeHee 1,0x 10" /n COD moxer nocturath 80—90 Mm/yac.
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Ta6mmua 3.6.
Mopdgpoaoeuneckan kraccugpurxauus mpomoouumapHsIxX Hapyuenui

MPY CHKenue ynciia Hopmamnoe uncio | ITopninenHoe yucio
TPOMOOUMTOB TPOMOOIMTOB TPOMOOIHMTOB
Huskuii ATacTuueckast - -
aHeMHust
Merano6nacrHasi
aHeMusl
XumuoTtepanus
HopManbHblii | — Hopma PeakTnBHbIA
KopoHapHriit TpoMBoLUTO3
aTepocKIIepo3
CaxapHbIil nuabet
Buicokuii MNmmyHHas lerepo3uronas XpoHuueckuit
TPOMOOLUTOTIEHUST | TanacceMus MMENIONERKO3
HMudapkT Muokapna | KemezonedhunutHasa | CriieHIKTOMUS
CucTeMua KpacHas | AHEMHA CepnoBuaHO-
BOJTYAHKA KJIETOYHAs
aHEeMUs
Ouensb bonesnb bepHapaa- | — -
BBICOKH Cynbe
HmMMyHHas
TpoMOOLIUTOIIEHHS

Mopdosornueckoe UCCISIOBAHUE SPUTPOLUTOB, JICHKOLIMTOB,
TPOMOOILIUTOB U MOJACYET JICHKOLUTAPHON (POPMYJIbI TPOU3BOISAT B
OKpalllCHHbIX Ma3Kax KpoBU. ITotHOLIeHHAs! KAYeCTBEHHAs OLIeHKA
SPUTPOLIUTOB UMEET OONbLIOC AUArHOCTUYecKoe 3HadeHue. [lpu
3TOM HEOOXOAUMO OMNPEAENsTh pa3sMeEPbl U (POPMY 3PUTPOLIUTOB,
WX OKPACKY, HaJIMUWE U CTENIEHb aHW30LUHMTO3a U MOUKUJIOLINTO3a,
a TaK:Ke HIMYME NATOJIOrMIECKUX (DOPM 3pUTPOLINTOB U BKIIOYE-
HUM B HUX.

[Ipu OTCYTCTBMH aBTOMATHMUYECKOTO aHaiau3aTopa JJjis Orpene-
JIEHUsI Pa3MepPOB IPUTPOLIMTOB HEOOXONUMO U3MEPEHUE UX Cpell-
HEro JAuMaMeTpa U noctpoeHue kpuBoil Ilpaiic-/IxxkoHca (rucro-
rpaMMa pacrpelesieHus] Mo AuaMeTpy). JduaMerp HOPMaJIbHBIX
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SPUTPOLIMTOB B Ma3Ke paBeH 7—8 MUKpOH (MKM), a CpeIHUil Aua-
MeTp 7,55 MKM. DpUTPOLIMTHI pa3sMepoM >8 MKM Ha3bIBAIOTCS Ma-
KPOUUTAMHU (OOMBLINE IPUTPOLIUTHI C COXPAHEHHBIM IPOCBETIEHH -
€M B LIEHTPE), > 12 MKM — MerajolUThl (TUTAHTCKUE SPUTPOLIUTHI
0e3 MpOCBETIEHUS B LCHTPE). DPUTPOLIUTHI AUAMETPOM MEHEE
6,5 MKM Ha3bIBalOTCI MUKPOLIMTAMH, MeHee 2—3 MKM — LLIU30LIM-
TaMH.

Muxpouyumos — xapaxTepeH JJIsI HACJIENCTBEHHOTO MUKpocde-
POLIMTO3a, XeJie301e(PUUUTHON aHEMUH, TATACCEMHH.

Maxkpouumo3z — BHIABISIETCS TP MAaKpPOLMTAPHON aHeMMU
(B,,-nedunnuTHOiA, (honneBo-1ePULNUTHON! aHEMUSIX, 3a00I€BAHUN
MEeYEHU, aHEMUH IIPH 3JIOKAYECTBEHHBIX HOBOOOPA30BBIAHHAX).

Iuzouume: BcTpevaroTcs IpH BaCKYJIMTAX, IIIOMEpYIoHehpUTE,
MaplieBod reMOrMOOMHYPHU, MUKPOAHTHOTIATMUECKOIN T€MOJIUTH -
YeCKON aHEMUM, IeMOITIOOMHOTIATHAX, MHEIOIUCTUIACTHYECKOM
cunapome, ABC-cunapome.

Anuzoqumo3z — yBejvdeHUE KOJMYECTBA IPUTPOLUTOB Pa3HOIO
pasMepa B MasKe KpOBU. DTO paHHMii TIPU3HAK, KOTOPbIA HabJ110-
JAeTCsl YK€ TIpU aHEMUH JIETKOM crerneHu. I1pu mpocMoTpe Maska
KPOBU Bpad BU3YallbHO OLCHUBAET BHIPAXEHHOCTh aHU3O0LIUTO3],
KOTOPBIH UMEET TPU CTENEeHHU, obo3Havawmecs no cucteme CHU
apabckumu nudppamu: 1, 2 u 3.

C NMOMOIUBK aBTOMaTUYECKUX aHATW3aTOPOB MOXHO OMpee-
JIITh LIMAPUHY PaclpeaeIeHUsT SPUTPOLIMTOB N0 00beMy — TOKa-
3aTeNib, KOTOPBIH 3HAUUTEIbHO TOUHEE XapaKTepU3YyeT TeTepOreH-
HOCTB 3PUTPOLIMTOB (CTENeHb aHU30LIUTO3a).

Hupuna pacnpedenenus spumpouumos no oosemy (RDW — Red
cell Distribution Width) aBToMaTHYECKUMU aHAJIM3aTOPAMHK BBITHC-
JsieTcsl 1Mo Ko3M(PUIUEHTY 3PUTPOLIMTOMETPUYECKONH KPUBOH M
BBIpaxXaeTcsi B [POLEHTax. Y 310poBbIX Mogeir RDW konebiercs
ot 11,5% no 14,5%. lloka3arens RDW xapakTepu3yeT HEOTHOPOI -
Hblil pa3Mep IPUTPOLIMTOB 3HAYUTEIBHO TOUHEE, YEM 3TO MOXHO
c/eaTh IIPY BU3YATBHOMN OLIEHKE Ma3Ka KPpOBM, U3MEPEHUU Cpell-
HEro iMaMeTpa 3pUTPOLIMTOB ¥ TTOCTPOEHUH SPUTPOLIUTOMETPHYE -
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ckoit kpuBoii Ilpaiic-JIxkoHca (TIpU BBICBIXAHUU 3PUTPOLUTOB UX
auametp ysennunpaetcs Ha 10—20%, B TOJACTBIX Ma3Kax OH MEHb-
1i¢, YeM B TOHKUX).

Ouenka RDW paer ueHHyo uHdopMauuio g quddepeHIm-
AJILHOM IMarHoCcTUKY aHeMHuil. /leio B TOM, 4TO B pSIAe CUTyalMid
uHTepnpeTamus BenuuuHbl MCV BeI3bIBaeT 3aTpyAHeHus. Hanpu-
Mep, TIpU MUKPOCHEPOLMTAPHON reMOJUTUUECKOH aHEMUHU MPO-
HCXOIUT pe3Koe YMEHBIIEHUE AUaMeTpa KJIETKU, B TO BPEMS KakK
CpPEeIHUI KOPIYCKYNISIPHBIH O00bEeM OcTaeTcs B Mpeaesax HOPMBIL.
Tpu BbIpaxeHHOM aHM301IMTO3€ 3pUTpoIMToB MCV, Xapakrepu-
3YIOMIUI CpenHU I 00beM BCeil KJIETOUHOMN TTONYJIALIMU, TAKXKE HOP-
ManteH. CoMecTHBIH yueT MCV 1 RDW 1103B0JISIET TOYHEE TPOBO-
InTh U depeHIraNbHbIi 1uardo3 (tabimna 3.7).

Ilviikuaouumos — yBeJIMYEHUE KOAUUYECTBA SPUTPOLIMTOB pas-
Ju4YHOi (opMbl B Ma3Ke KPOBU. DPUTPOLIMTHI MPU MOWKHIIOLU-
TO3€¢ MOTYT OBLITH OBAJIbHBIMHM, TPYIIEBUAHBIMU, 3BE3IYATHIMM,
3a3yOpeHHBIMU U Ap. BuIEISIIOT TpU CTeNeHU NOHKMUITOLMTO3a, KO-
TOpBIe, KaK U aHU30LIMTO3, 0003HayatoTcs uudpamu 1,2 u 3.

Tabmuma 3.7.

Iloxazameau RDW u MCV npu anemusx pazau4nozo zenesa
Tokazatern | RDW nopmanbHbiii RDW Bbicokuii
MCV I'emotpaHchy3us JedbuuuT xenesa
HU3KHUH Xumuorepanus b-ranaccemus

3s10KkadecTBeHHbie onyxonn | Femorno6un H
I'emopparuu
MCV Hopma T'emoTpanchy3us

HOpMAIbHLIN Xponuyeckue 3abonepanus | HavanbHblii oTan xene3o- U

B,, -neuumnTHOM aHeMun
Cunepo0baacTHasi aHeMust

MCV AIiacTH4YecKast aHeMUsl ®onuneBoaeHUIIMTHAS aHEMUS
BBLICOKM I

3abosieBaHMsI IEYEHU B, -neduunTHas aneMus
[emonnTUueckas aHeMust

XrmuoTepanusa

58



I'nasa I11.

MPUHLUWUMObB NTABOPATOPHON JTUATHOCTUKU AHEMUW

AHU30- U MONKUJIOUUTO3 — HecIeLn(pUIESCKUE TTIPU3HAKY aHe-
MHM, KOCBEHHO CBUAETEIbCTBYIOIIUE O €€ TAXKECTH (IIPEXIe BCETO
— MOWKUWJIOLIUTO3).

Hekotopbie ¢opMbl 3pUTPOLUUTOB (MHUKPOCKHEPOLUTHI, CTO-
MaTOLIUTbI, OBaJOLUTDI, CEPHOBUIHbIE KJETKW) UMEIOT IHATHO-
CTUYECKOE 3HAYEHUE, APYTUe HECTIEUU(DUUHBl U MOSIBASIIOTCS TTPU
pPa3/IMYHbIX NMATOJOMMYECKHUX COCTOSIHUSIX (MMUIUEGHEBUIHBIE SPU-
TPOLIUTBI, AaKAHTOLIUTHI, INU30OLMUTHI, TAKPUOLIUTHI, IXUHOLUTHI).

Oxpacka 3pumpouumos. DPUTPOLUTDI 3A0OPOBHIX JIIOAEH SBSI-
I0TCSL HODMOXPOMHBIMH (MMEIOT paBHOMEPHYIO OKPacKy 1 HeOOb-
uioe MpOCBETIEHHE B LICHTpe). [UIMoXpoMusi — yBeIUYeHHe [eH-
TpaJIbHOU HEOKPALIEHHON YaCTH 3pUTPOLIATA. YCWJIEHHAs OKpacKa
3pUTPOLIUTOB (TUIEPXPOMUS) OOYCIOBICHA yBEIUIEHUEM 00beMa
SPUTPOLIMTOB U OOBIYHO COYETAETCS C MAKPOILIUTO30M M METAIOIIM -
T030M. bojlee MHTEHCMBHO OKPalllMBAaIOTCS MUKPOCHEPOLIUTHI.

DOPUTPOLIMTHEL OKPAILMBAIOTCA KHCALIMM KpackaMH, HO MO-
YT OKpallUBaTbCsi U OCHOBHBIMU, MpHOOpeTast pasivuvHbIE OT-
TEHKU  CEPOBATO-CUPEHEBOrO,  CepoBaTO-(PUONETOBOTO WU
CEpPOBaTO-TONYOOTO LBETA. Takue 3pUTPOLUTHl HA3LIBAIOTCA TIO-
JnxpoMatopunbHeIMU. TloanxpomaTtoduinst — Imokasarteib yCH-
JICHHOM pereHepalnuMy KOCTHOIO Mo3ra U HabmomaeTcs IMpu reMo-
JIMTUYECKUX YU MOCTTEMOPPArn4eCKUX aHEMHUSIX.

Hopmouumut — sinpocofepxaiiue 3puTpouThl (CHHOHUM: pU-
TPOKAPDUOLIUTHI, MPEXHUNA TepMUH — HOpMoOiacTel). HopMorm-
Tbl B 3HAYUTEAbHOM KOMWYECTBE BCTPEYAIOTCA MPU TEMOJUTH-
YECKUX aHEMMSIX (MPexXIe BCEro NMpU reMOJTUTHUYECKOM Kpuie) U
OCTPOM 3PUTPOMUEIIO3E. YMEPEHHBIH HOPMOLMTO3 BCTpeuyaHeT-
¢S MIPU NOCTIEMOPPAruYECKUX aHeMUSIX, CyOIeiKeMUIeCKOM MHU-
€103€ U MeTacTa3ax 3JI0KauyeCTBEHHbIX OIyX0JIel B KOCTHOM MO3TE,
EnvHuYHbIE HOPMOLIMTBI MHOTAA BCTpeyaloTest npu B ,-neduumr-
HOI aHEMHUHU U MUEJOAUCILIACTUYECKUX CUHIPOMAX.

Buympuspumpouumapuvie 6xawouenus MOTYT OBITb SIJIEPHOTO
W LIMTOIIA3MAaTUUYECKOIO NpoucxoxneHus. K mepBbIM OTHOCST-
cs1 Tenbua Ko (Kpyrible BKITIQYEHUS CUHE-(DUOICTOBOrO UK
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BUIIIHEBO-KPACHOIO 1IBEeTa AuaMeTpoM I—2 MKM), Konablia Kebo-
Ta (OCTaTKU sIAEPHOI 000JOYKH B (OpME TOHKHMX KOJel, «BOCb-
MEpKH» WU 3JUIMICA, OKpaIlleHHbIE B KPACHbIN LIBET) U TIbUIMHKHA
Beitnenpeiixa (Menkast asypodwibHasi, HHOTIA Trojiydasi 3€pHU-
CTOCTb, OOBIYHO OOHapyXMBarouiascs B MerajionuTax). SuepHbie
BKJTIOUCHUST CBUAETEIBCTBYIOT O HER((DEKTHBHOM 3PUTPOIO33E U
4acCTo BCTPEYAKOTCs NpH B ,-N1eULUNTHBIX ¥ FEMOTUTHYECKMX aHe-
MUSIX. DPUTPOLUTHI C TeIbLIaMU 2KOJUTH BBISIBISIOTCS TaKXe TTOCIe
CIUVIEHSKTOMUH U TTPU MUENOHPONTUPEPATUBHBIX 3a00/1€BAHUSIX.

bazo¢gunbHasi NyHKTalMs B 3pUTpolMTax (ToyeyHast 3epHU-
CTOCTh TEMHO-CHUHEro IIBeTa Pa3InYHON BEJWYHHBbI) OTHOCHUTCS
K BHYTPHUIPUTPOLUMTAPHBIM BKJIIOUEHUSIM LIMTOILIA3MATHYECKOTO
MIPOUCXOXIECHUS M HAOMIONaeTCs [IpH TajlacCCEMUSX, Merajaooiacr-
HBIX aHEMUSIX, MUETOTNUCITIACTUYECKHUX CUHAPOMAX.

Jeilikoyumapnas popmyaa vMeeT OONBIIOE 3HAYSHME IS OM-
aTHOCTHIKA OHKOTE€MAaTOJIOrMYeCKNX 3a00ieBaHU (BBISIBJICHHUE
GJaCTHBIX KJIETOK TIPH OCTPOM JieiiKo3e, abcotoTHOro TuMdoLu-
TO3a IIPH XPOHUYECKOM JTUMponeiiko3e U T.1.).

IIpu aHeMHSIX, HE CBA3aHHBIX C TeMOOIACTO3aMU, MOXKET BBISIB-
JISITBCSI CABUT JIEUKOLIMTAPHOI (OPMYIBI BAEBO WM BIIPABO.

Casur JeHKOUMTAPHON (POPMYJIbl BIEBO — YBEIMYEHHUE KOJIH-
YyecTBa HE3pesbix HEHTpodUIOB (MUETOIIMTOB, METAMUEIOLUTOB,
TaNOYKOSANEePHBIX HeliTpodunos). CuBur neiikonurapHoi Gopmy-
JIBI BIIPABO — IIOSIBJICHWE B KPOBU FMIIEPCETMEHTUPOBAHHBIX CEI-
MEHTOSACPHBIX HeUTpopuiaoB (5—6 cerMeHTOB, peako OOJblie)
VBEJIMYEHHBIX pA3MEPOB.

CHaBur JeHKOLMTapHOH (OopMYITBI BIEBO HANOOJIEE YACTO BCTPE-
YaeTC [MPU TeMOMUTUYECKOM KPU3e, 0COOCHHO Ha (oHE neueHus
LIOKOKOPTUKOCcTepouaaMu. CHABUT JNEHKOLIMTApHOH (HopMYJIbI
BIIPABO XapakKTepeH IS MErajo0/1acTHBIX aHEMHIA, pexXe BCTpeda-
eTCs MPU MHUEJIONUCTUIACTHYECKNX CUHIPOMaX.
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Hccaedosanue ypoeusa col6opomounozo xceaesa

HccnenoBanue comepXaHUs CHIBOPOTOYHOTO Xejie3a, OOLINX U
HEHACHIILEHHBIX TPAaHC(HEPPUHOB, YPOBHS CHIBOPOTOYHOIO TPaHC-
¢bepprHa MO3BOJNSAET AHATHOCTHPOBATh HauOoJiee YacTo BCTpe-
YaOIIYOCcH Xene30ne(ULINTHYI0 aHeMHIO, a TakXkKe IIPOBECTH
angbepeHIManbHbIA IMArHO3 ¢ APYTMMU BUtaMu anemuit (B, -ne-
(pUMUIMTHON, reMOJIMTUYECKOM, arIacTUIEeCKO), B TOM YHUCIIe IIPH
TUIIOXPOMHBIX aHEMUSIX, HE COITPOBOXIAIOIMXCS Te(DULIMTOM Xe-
Jie3a (TanacceMusi, aHeMUs XpOHWYeCKUX 3a0oieBanuii). Haubosee
TOUYHBIM KPUTEPHEM Ae(DHUIINTA XKeJe3a ABIIeTCS CHUXKEHUE YPOB-
H# (peppuTHHa. JlabopaTOpHEIE TOKA3aTEIN HOPMaJIbHOTO 0OMEHa
Kene3a MpeAcTaBIeHb! B Ta0auie 3.8.

Ta0smna 3.8.
Jlabopamopnsie noxazameau HOpMAILHOZ0 0OMEHA Hceae3a

TToka3arens Tlon Hopma
ChIBOPOTOUHOE Xej1e30 Mysuuner |0,5—1,7 mr/a (11,6—31,3 mmone/m)
Kenmuusl | 0,4—1,6 Mr/a (9—30,4 MKMOJIB/JT)
O61une TpaHchepprHbI — 2,6—5,0 t/a (46—90 MMoOITb/J1)
Hacbiurenue — 15—45%
TpaHcheppuHa Xene3oM
HenaceilieHHbIe — 2—4 Mr/n (23—45 MKMONB/71)
TpaHCchEpPHHbI
DeppUTHH CBIBOPOTKY KPOBH | MykunHBl | 15~200 MK/
Kenmumnn | 12—120 mxr/a

Ilumoaoecuueckoe ucciedosanue Kocmno20 mosz2a
(mueaoecpamma)

]_II/ITOIIOFI/I‘ICCKOC HUCCIENOBAHHUE acridpara KOCTHOTO MO3-

ra MO3BOJISET OLEHUTh €ro pereHepaTopHble BO3MOXHOCTH (IIpH
aJleKBaTHOW peaKLMUM BbISIBIAETCS CHIKEHME JIeKO3pUTpoOGiia-
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10.J1. lesyenko, A.A. Hosuk, B.fl. MeabHiuenko

AHEMMHH

CTUYECKOr0 COOTHOIIEHMS 3a CUeT YBeJIMYEHUS] KOJIUYECTBa KJie-
TOK IPUTPOUIHOIO pAda), NMPoBecTH AUGDEpEeHLMATBHbIN aHUa-
THO3, a B psfie CJiydaeB — IIOCTABUThL OKOHYATEbHbII 1HarHo3 (Ipu
B,-nedvumMTHON aHeMuM, BTOPMYHON aHEMUM Yy OONbHBIX Hei-
KO3aMH, MMEJIOAUCIUIACTHYeCKMMN cuHapoMamu). [IpoBeaenne
CTEPHATBHOM MYHKIMM 10Ka3aHO TIpY BCEX aHEMMSIX (3a UCKIIIOUe-
HUEM CIyYaeB TUTTMYHOM XKene30nepUUNTHON aHEMUH, TIOATBEPX -
JICHHOW CHUXEHWEM YPOBHsI CbIBOPOTOYHOTO Kejle3a M TOBBINIe-
HUEM TpaHC(hEepPUHOB U/WIN CHHXEeHUEM TpaHcheppUHa).

Mueaoxapuouumst (adpocodepicauiue Kiemxku KoCMHO20 MO032a)
cocrapistior S0—150%10%/im. KonmuyecTBO MHUETOKAPUOLMTOB IA€T
TIPencTaBAeHHUE O KIIETOUHOCTU KOCTHOIO MO3ra. 3HAUYUTENBHOE [10-
BBIIIEHME KJIETOUHOCTU KOCTHOIO MO3Ta BCTPEYAETCSA TIPH OCTPBIX
1 XPOHUYECKMX JIeliKo3aX, YMEPEHHOE — MOC/Ie KPOBOMOTEPH, [PH
TEMONUTHYECKNX U B -neunnTHON aHeMuUsiX. YMeHbIIEHHE Kile-
TOYHOCTH OTMEYAETCs IIPU BPOXIEHHOM M MPUOOPETEHHOM ara-
CTUYECKOU aHEeMMU, aHEMUM Ha (POHE MUETOOUCILIACTUIECKHUX
CUHIPOMOB, METACTa30B COJUIHBIX OMYXOJeH B KOCTHOM MO3-
re, cy0MeiKeMUIECKOTO MUE03a, BOJIOCATOKJIETOYHOIO JIeliKo3a,
a TaKXKe TPYU TEXHUUECKOW MOTPEUTHOCTU TIPU NPOBENCHUU CTEp-
HAJIbHOM MyHKUMY (pa3BefeHKWe acnuparta rnepudepuieckoin Kpo-
BbIO).

Mezaxkapuouumepr. Yopmanbioe KONMUECTBO MEraKapwuouUTOB
cocrapnser 0,05—0,1%x10%/1. Kpome Toro, Bpau-nadopaHT J0JIKeH
OIPEIENUTb KOJIUIESCTBO METAKAPUOLIMTOB B OKPAIEHHbIX Ma3Kax
B 250 TOJIsIX 3peHusI NOI MaJIbIM YBEJIUYEHMEM Y ITPH TIOACUETE MU-
€J10TpaMMBl B TIPOLIEHTAX.

Pe3koe yBenmuueHWE KOJIUYECTBA METAKAPUOUMTOB B KOCTHOM
MO3re SIBJISIETCSI paHHUM CUMIITOMOM MUENOIMpOauGepaTUBHBIX
3a6o/ieBaHUI (MCTUHHAS TTOJUIIUTEMUS, ICCEHLIMATbHAs TpOMGO-
HUTEMHS, cyOIeHKeMUIeCKUH MUEI03)., MerakapmouuTo3 xapak-
TepeH I UMMYHHbIX TPOMOOLIMTOINEHUN, MOXET HabMI0ZaThCs
MOC/IE KPOBOMOTEPH, MPH 3JI0KAYCCTBEHHBIX HOBOOOPA30BaHUIIX,
LIUPPO3€e MEUCHH C CUHIPOMOM TUIEPCIICHU3MA.
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[nasa I11.

NMPUHUUMDB JABOPATOPHOMW AUATHOCTUKU AHEMUN

YMeHblIeHHE YUC/la METaKapUOLMTOB XapaKTepHO IUisl aruia-
CTHYECKON aHEeMHH, OCTPHIX JIEHKO30B, XpOHUUYECKUX JIEHKO30B B
TePMUHAJNBHOM CTAAVH, HEXOMXKMHCKUX JIUM(POM ¢ MMOpakKeHUEM
KOCTHOT'O MO3ra, METAaCTa30B 3JI0KAYECTBEHHBIX OMyX0Jel B KOCT-
HOM MO3re, a TAKXe JUISl pa3BeJAeHUs acnupaTa nepudepuiecKoi
KPOBBIO (B pe3yJIbTaTe TEXHUUECKUX TOTPEIIHOCTE ITpH BBIITOHE -
HHMU CTEPHAJIBHON MYHKLMU).

Pemuxyaoyumoi. HopmalibHOE KOJMUYECTBO PETUKYJIOIMTOB B
KOCTHOM Mo3re coctaniisieT 20—30%o. YBeauueHHue ux ypoBHS Ha-
OJII0AeTCsI TPY FEMOJIUTUYECKHX U MTOCTTEMOPparuuecKux aHeMH-
51X, @ TaKXe Ha poHe neyeHust BUTaMUHOM B,

Mopdonoryueckuii aHalIu3 KJIeTOK KOCTHOro mosra (Tmoj-
cyeT MUeJorpaMmbl) Bpau-jabopaHT IIPOM3BOAMT Ha OCHO-
BaHuU aHanu3a 500 kineTkax KOoCTHOro Mosra. IIpu aHanm3se
MHEJIOTPAaMMBI OLIEHUBAIOT KJIETOYHOCTh KOCTHOTO M0O3Ta (HOp-
MOKJTETOUHBIH, TUITOKJIETOYHBIH, TUNEPKIETOYHBII), OaI0T Ka-
YECTBEHHYI0 XapaKTePUCTUKY BCEX KJETOYHBLIX PSOOB C OTpe-
IeJIeHUeM MHIEKCOB CO3pEBaHUsA, JIeHKOIPUTPOOIACTUUECKOTO
COOTHOILEHMSI, XapaKTepa 3pUTPONno33a (HopMoOi1acTUIECKHUH,
MerajaobaacTuiecKuit) ¥ Konuuecrsa MUTo30B. OTnelbHO ole-
HUBAIOT METrakKapMOLUTOIIO33 (KOJIHUUYECTBO U (PYHKIIMS METaKa-
PHOLIMTOB).

HopMasibHbie TTOKa3aTeI MUEIOTPpaMMEBI IIPUBENEeHBI B TabIH-
ue 3.9.

KoCTHOMO3TOBO! MHAEKC CO3pEBaHUSA HEHTPODHUIOB
(KMHCH) onpenensiercs no popmMyiie:

NPOMUENOLMTHI + MMENOUUTLI + METAMUENOLUTBI

KMUCH =

nanoYkonaepHbIe + CerMeHTosiAepHbIE HENTPOUIILI

B HOpMe KOCTHOMO3roBOil MHAEKC CO3pPEBAaHUsI HENTPOMIIOB
paeeH 0,6—0,8.

VBelnyeHe 3TOro MHAEKCa Mpy KJIETOYHOM KOCTHOM MO3re
CBMIETELCTBYET O 3aJepXKKe co3peBaHUs HEATPOMUIIOB, TIPU T'H-
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AHEMMBKNU

Tab6muma 3.9.

HopMa./leble noxas3ameaqu Mueao2pammsvi

IIoka3arens MHEIOTPAMMbBI Cpennee 3navenne | [Ipenenn konedanmii
(%) (%)
PeTUKysApHBIE KIETKH 0,9 0,1-1,6
HenuddepenunpoBaHHble 61acTbl 0,6 0,1-1,1
MuenobGnactbl 1,0 0,2-1,7
ITpomuenouwmTst 2,5 1,0—1,4
MuenouuThl HeHTPOGWIBHbIE 9,6 7,0-12,2
TTanoukosiaepHbIe HEUTPODUIILL 18,2 12,8-23,7
CermeHTosIIgpHble HEUTPODUITBI 18,6 13,1-24,1
Bcero ierox neitrpodwinbnoro pana | 60,8 52,7—68,9
MHUENOLNTE 203MHODHILHEIE 0,1 0-0,2
MeTtamuenouuTs! 303MHOMDUABHLIE 0,2 0,1-0,4
Beero knetok so3unodwishoro paga | 3,2 0,5-5,8
MuenouuTtsl 6a30punabHbIE 0,1 0-0,3
Baszodwib 0,1 0-0,3
Bceero kaeTok 6230¢HIbHOrO paaa 0,2 0-0,3
JIuMdpobnactol 0,1 0-0,2
TpoaumdoumTh 0,1 0-0,2
JIuMpouuTs 8,8 4,3—-13,3
Bcero ieTox inmdoHIHOro pana 92,0 4,3-13,7
Mono6nacTer 0,1 0-0,2
MoHOUUTHI 1,9 0,7-3,1
[Tna3mobacTe 0,1 0-0,2
IMponnasMonuThl 0,1 0,1-0,2
[Tna3MaTHYeCKUE KIETKU 0,9 0,1—-1.8
DpUTPOOIACTHI 0,6 0,2—-1,1
Hopmo6nacte 6azoduibHbIe 3,6 1,4—5.8
IopmMobiacThb! moiuxpoMaroduibHee | 12,9 8,9-16,9
HopmobaacTel oKcHbWIbHEIE 3,2 0,8—5,6
Bceero KaeToxk 3pHTPOHIHOrO psija 20,5 14,5-26,5
MerakapHoumurnl 0,4 0,2—0,6
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NMPUHUMUIB NABOPATOPHOW AUATHOCTUKU AHEMUN

MOKJIETOUHOM — O MOBBILUEHHOM BBIXOAE 3PEJIbIX KIETOK U3 KOCT-
HOTO MO3fa M WUCTOIIEHUU TPpaHYJIOLMTAPHOIO pe3epBd. YMEHb-
IIEHHE WHAEKCA CO3peBaHUsS HeUTpo(UIoB Ha (OHE KIECTOYHOIO
KOCTHOTO MO3Tra FOBOPUT O 3aJePKKe JIMMUHALMY TPAHYJIOLIUTOB,
TpY TUIIOKJIETOUHOM ITYHKTaTe — Yallle BCEro o NpuMecH rnepude-
pUYECKON KPOBH.

HNHnekc cozpeBanus 3putpounHaix kietok (MCOK) onpenes-
eTcsl o popMmyne: (mouxpoMaroduibHble + OKCU(PWILHBIE HOP-
MOILIUTHI):

NCIK nonMxXpoMaTounbHble + OKCUPUSbHBIE HOPMOLUTDI

apuTpobnacTbl + 6a3ounbHbIe +
NoNuXpoMaToPUNLHbIE + OKCU(PUITBHBIE HOPMOLIUTBI

B HOpMe HMHIEKC CO3peBaHUs SPUTPOUIHBIX KIETOK paBeH
0,8—0,9. YMeHbllIeHHE 3TOr0 MHIEKCA CBUIETEIBCTBYET O 3aJepK-
K€ reMOrIoOWHU3AlMK U/ WK NMpeobiajaHuu 6a30(pUIEHbIX HOP-
MOLIMTOB. )

OTHOUIEHHWE KOJTMYECTBA 2JICMEHTOB JICMKOII033a K YHUCIIY SAep-
HBIX 3JIEMEHTOB 3PUTPOI033a (JEHMKOIPUTPOOIACTHIECKOE COOT-
HolneHue - JIDC) onpenensiercs no opmyiie:

A3C = rpaHynoumThb!

sapoconepxxalline KNneTku apuTpongHoro paaa

B HopMe 3TOT moka3sarenb coctapnsieT 3—4:1. Peskoe yBemmue-
HHE KOJIMYECTBA KOCTHOMO3IOBBIX 3JIEMEHTOB C YBEeJIMYEHHEM JIEil -
KO3PUTPOOIACTHIECKOTO COOTHOIIEHUST CBUACTENbCTBYET O TUIIEP-
MIa3uy MHUEJIOWTHBIX 3JIEMEHTOB, YTO XapaKTEepHO IpPEXAE BCETO
JUIs1 XpOHHUYECKOro MuenoJeiikosa. [1py rurnepruiazuyd 3pUTpOnI-
HOTrO POCTKA, OTMevalolleicss IIpU aHeMUsiX, 3TO COOTHOLICHUE
yMeHbllaeTcs, pocturast BenuuuHbl 2:1, 1:1 u MeHee. Haubomee
BBEIpaX€HHOE yMEHbIIEeHHE JAHHOI0 HHAEKCA HAOII0aeTCs IIPH re-
MOJIMTHUYECKHMX aHEMHUSIX.
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AHEMHHA

KonudyecTBo MUTO30B B HOpMe coctasiaser 3,5 Ha 1000 zna kie-
TOK IpaHyjonuTapHoro psga v S Ha 1000 — mist KJIIeTOK 3pUTPOUI-
HOTO psina.

st Bepudukay XxapakTepa aHEMUU U NpoBencHus nudde-
pEeHIMATILHOTO TUATHO3a 10 TI0OKAa3aHUsIM MPOBOASITCS U Ipyrye a-
GOpaTOpHBIC ¥ MHCTPYMEHTANbHbIC UCCIenoBaHus (onpeneaeHue
OCMOTUIECKOH CTOMKOCTH 3PUTPOLIUTOR, IJIUTEIBHOCTH UX XKU3HH,
MCCJIEA0BAHNE YPOBHA psiia (DepMEHTOR B 3pUTPOLIMTAX, AaHTHUIPU-
TPOLMTAPHBIX aHTUTEN, TpernaHobuorncus, Guoricus Tumdarude-
CKOTO y3/1a, PEHTIeHOJIOTUYECKHE, YIbTPa3BYKOBbIE UCC/IEI0OBAHUS,
KOMIIBIOTEPHAS! TOMOIpadus U T.11.), KOTOpbI¢ OYAYT MPeACTaBIEHbI
B pasienax, IOCBSIIEHHBIX OTAC/IbHLIM BUIaM aHEMUIA.

Tucmoaoeuueckoe ucciedoeéanue KOCmMHo20 mMo3ea
(mpenanobuoncus)

B ciay4asgx korga JaHHbIE MUEIOTPAMMbI U MOTOTHUTEIbHBIC
METOBI UCCIIETOBAHMS KPOBHU He JAl0T UH(MOPMALKUU O COCTOSTHUN
KPOBETBOpeHHs GONbHBIM TMOKA3aHO MpOBeleHHE TPenaHoOuOr-
cHu (pUCYHOK 3.5).

Tpy HaTMUUM aHEMUU TPENAHOOUOTICHSI IPOBOAMNTCS JUIST AUa-
THOCTHUKW;

— arulacTU4YeCKON aHEMUN;

— cybueiikeMuyeckoro Muesno3a (Muenopudbposa);

— TIOpaXeHUSt KOCTHOTO MO3Ta IPU COMMIHbBIX OMYXOJISIX U JIUM-
domax.

TpemanoOGuoNCcust IPOBOAUTCS C MOMOLLIbIO UIJT (TpenaHoB) Ja-
mshidi. Buomncuio rpoBogAT oA MECTHOI aHecTe3nel U3 3aaHe-
BepXHero Oyrpa MpaBoil MM JIeBOil NMomB3mollHOR Kocteil. Pas-
Mephb!I OMoONTaTa J0JKHB! MO3BOJUTE MOJIYYNTh THCTOJOTHYECKHNE
cpesnl IoLanblo He MeHee 40 Mm? (2%20 viu 3% 15 Mm). st ru-
CTOJIOTHYECKOTO 3aKJIIOYEHUSI HEOOXOnUM IMPOCMOTP HE MeHee 5
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nasa Ill.

MPUHLNMbI JIABOPATOPHOW AOAVNAIMHOCTUKU AHEMUA

3aaHeBepxHUil Gyrop

Puc. 3.5. Cxema nposefieHUs1 TpenaHobmoncumn.

HEMOBPEXAEHHbIX KOCTHOMO3rOBbIX fiYeeK. Pe3ynbTaTbl rMCTO/MO-
FMYECKOro MCCnefoBaHNs KOCTHOro Mo3ra (TpenaHo6uonTara) Xa-
PaKTEpU3YHOT KaYeCTBEHHOE, KOMMYECTBEHHOE COCTOSIHWE W COOT-
HOLLIEHNE KNETOK KOCTHOrO MO3ra, a TaK)Ke ero CTPOMbI:

K/IETOYHOCTb;

COOTHOLLIEHME MWEIOUAHOIO 1 3PUTPOUHOIO POCTKOB;
CO3peBaHMe KNeToK MUeNOUAHOIrO PAaa;

CO3peBaHVe K/IETOK 3pUTPONAHOrO psaaa;

COCTOSIHWE MerakapuoLuTapHOro pocTka;

COCTOSIHVE 303VHO(U/IbHBIX FPAaHYNOLUUTOB U Ha/IMYME TYYHbIX
KNEeTOK;

CTpoMasibHble peakumn (rpaHynembl, uopo3, HEKpo3, OTEK,
YKMPOBOE MepepoXieHue);

Ha/Imyme N KONMYeCcTBO reMoCuiepuHa,;

COCYAMCTbIE HapyLUeHWUa (aMunouaos u ap.);

Ha/lM4me mMeTacTasos;

N3MEHEHMe KOCTHOM TKaHW (OCTeornopos, 60ne3Hb MemkeTa).
O6beM KpPOBETBOPHOW (MWENOWAHOW TKaHW) 3aBUCUT OT BO3-

pacTa. Tak B MONOOM 1 CpeieM BO3pacTe ee 00beM COCTaBNSET 2/3,
a B noxunom 1/3.
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lliesuenko, A.A. Hosuk, B.A. Meanuuyenko

AHEMMWHU

TakuM 006pa3oM, C y4ETOM KIMHUYECKUIA, TaBopaTOPHBIX U UH-

CTPYMEHTAJIbHBIX JAHHBIX IMarHOCTUKA aHEMHUU MOXET OBITh TIpeT-
CTaBJIEH B BUJE CJEOYIOLIErO alropuT™Ma (pUCYHOK 3.6, nmpuioxe-
HHE).

Pezrome
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OCHOBHBIM J1a00PAaTOPHBIM TECTOM [J1SI AUATHOCTHKH aHEMHHU H
coCTaBJIeHHS TJIaHa 00CeioBaHUs SIBJISIETCA PA3BEPHYTHIN 00-
LIEKJIMHUYECKUM aHalu3 KPOBH ¢ 00SI3aTENbHBIM OMpEAeIeHU-
€M KOJINYECTBa PETUKYJIOLMTOB, TPOMOOIIMTOB U KAYECTBEHHOM
OlLIeHKO¥ Ma3ka neprdeprieckoit KpoBH.

IMpu Bcex BUmax aHeMWi (KpoMe arljlacCTUYECKOU) BBIACISIOT
TPM CTE€NEHU TSLKECTH: JIETKYI0O — YPOBEHb TeMOTIOOMHA BhIILiE
90 r/n; cpemHeit creneHu — reMorioOouH B mipeaenax 90—70 r/x;
TSIKEJIYIO — YPOBEHb reMorioorHa MeHee 70 T/71.

Baxneiniee 3HayeHue 1 nupdepeHIHATBHON IMarHOCTH -
KM aHEeMUii W oIlpene/ieHus TIaHa JajibHeliero oocienoBaHus
MMeET oripeleacHUe [IBETOBOIO MOKA3aTeNsl H 3pUTPOUNTAPHBIX
WHJIEKCOB.

HccitenoBaHue YPOBHSI CBIBOPOTOYHOTIO Keje3a, TpaHcheppu-
HOB U (eppUTHUHA JaeT BO3MOXHOCTb BBISIBUTH XKene3odchu-
UTHYIO aHEMHUIO U MpoBecTH aAuddepeHunanbHbIi IUarHo3 ¢
IpYyrUMM BUaMU aHEMUH.

IIpu Bcex Bumax aHeMHMi (KpoMe Xese30de(UIIMTHOM, Mon-
TBEPXKJIEHHON CHUXEHHEM YPOBHsI CHIBOPOTOUHOIO Xene3a U
NOBBILIEHEM TpaHCcheppUHOB) MOKAa3aHO TIPOBEACHHUE CTep-
HAJBHOM NYHKLHNH, KOTOpAs MO3BOJSET NPoBeCTH AuddepeH-
LIUATbHBI AMArHo3s, a B psae CilyyaeB — MOCTaBUTh OKOHYa-
TENbHBIIH Auarno3 (npu B ,-neuunTHON aHeMMu, BTOPUYHON
aHeMMW y OOJIBHBIX JIEUKO3aMU1, MUEJTOIUCILIACTUMECKUMU CUH-
JPOMaMH).



I'naga V.

KEJNE3OAEOHUMHUUTHBIE AHEMUMN

I'masa 1IV.

Kenezodedpuyummuoie
aHemMuu

KeneszonepuuTHbIe aHEMUU — IPYIINA AHEMUI, CBSI3aHHBIX C
HApyllieHWUEM CUHTE3a reMOTIO0rHA B pe3ysibTaTe CHKEHHS YPOB-
Hsl XeJie3a B OpraHU3Me.

TlepBoe onucanme xJioposa, OaHON U3 GHopM XKee3onedULMTHOM
aHeMUM, ObUIO criesiaHo B 1554 roay Johannes Lange. Xiopo3, KoTopblit
aBTOp Ha3Ba «DOIE3HBIO AeBCTBeHHMIP (De morbo virgineo), BosHu-
Kas1 y IeByllieK B Bo3pacte 14— 17 neT u xapakTepu30BaJics pe3Koi ojiel-
HOCTDBIO € 3€ICHOBATBIM OTTCHKOM KOXKH, OBIILIKOM, CepaieONeHsIMU,
HAPYLICHHUSMU CO CTOPOHBI XEIyI0YHO-KHILIEYHOTO TpaKTa (M3Bpallle-
HUS BKYCa, CHIDKCHHE arnerTuTa, 001 B KUBOTE, METEOPH3M, 3aliophbi).
Takum 00pasoM, XJI0pP03 IMPOSIBISICH OOJIBLIIMHCTBOM KJIACCUYECKMX
KIMHAYECKUX MPU3HAKOB Xee301ePULMTHON aHeMUU.

Briepsble mpenapathl kenesa JUTs JISYeHHS XJI0p0o3a IPUMEHUT
Sydengam B Hauane XVIII Beka. B Hagasne 1830-x rogoB y 60nbHbIX
XJIOPO30M OBLIU BbISIBIEHB aHEMMUSI, CHIIOXPOMUSI SPUTPOLIUTOB
Y CHMXXEHHE YPOBHS Xejie3a B ChIBOPOTKE KPOBH, UTO ITO3BOJINIIO
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HOJ1. Wenuetiko, A.A. Hosuk, B.Sl. MeabHUYCHKO
AHEMUNUMHN

paclieHUTb XJIOpo3 Kak 3abojieBaHue KpoBU. Toraa e oTMe4eH I10-
JIOXKMTEIbHBIN KIIMHUYECKUI U reMaToNornueckuii apdekr neve-
HUSL XJ1opo3a cysibdaTtom xesesa. [1o3nHee Ob11M BepubuuupoBa-
HbI U ApyTrve (POPMBI Keae300ePULIHUTHBIX aHEMHUA.

XKeneszonedpuuutHeie aHeMUU — Haubosee yacrtasi hopMa aHe-
mui. B ctpanax Esponbl 1 CeBepHON AMEPHKH Ke1€30/e(DULATHDI -
MU aHeMusiMu crpagatot 10—20% KeHUIMH JeTOPOIHOro BO3pacTa,
B Adpuxke, JlatrHckoit AMepuke n Azun — 50—60%. Ewie yaiue Ha-
ouonaeTcs AeULIMT XKeje3a; B pa3BUThIx cTpaHax — y 40—50% nerei,
OepeMEHHBIX M KEHIIMH AETOPOIHOIO BO3pacTa, B CTPaHaxX TPEThe-
1o Mupa — oT 60 10 99% (Muaus). OueHb 4acTo XKele3oneduuur-
Hasl aHeMUS HAOI0AAeTCsl Y TPYAHBIX AETEH. DTO 0OYCIOBIEHO TEM,
YTO [IPY HENPABUJILHOM BCKApMJIMBaHUH (TMTAHHME C HU3KHAM CONEpP-
KaHUEM Xeje3a) yepe3 5—6 mecsiieB y peGeHKa UCTOILAEeTCs TIOy-
YeHHbIil OT MaTepy BO BHYTPUYTPOOHOM IMepUOIE 3anac XeJiesa, YTo
MPUBOIUT K PA3BUTHIO Ae(DULIMTA Kele3a, a 3aTeM U K aHEMHU.

BepossiTHOCTL pa3BUTHUS XKene30aeULMTHON aHEMUU Y XEeH-
LWH, UMEIOHUX OO0MIbHBIE MeHcTpyalru (6onee 300 M KpoBw,
yTO HabMIOnaercs Mpu HEOOXOAUMOCTH UCIO/b30oBaHus Oosee 10
TaMIIOHOB/TIPOKJIAJIOK B TeUeHHUe MEHCTpyalnu), nocturaet 80%.

CyMmMapHas roreps Keje3a y XKeHIINHbI TTPU POXKIAESHHUH OIHOTO
pebenka cocrapnseT 1200—1400 mr (dbopmupoBaHUe MJIoaa, TpaHc-
MOPT B IUIALIEHTY, 1OTEPsi BO BpeMs poaoB, jgakrtaius). s Boc-
ITOJTHEH U 3aTacoB XKeje3a TpedyeTcs He MeHee 1,5 rona. IloatoMy
y >KeHIIWH, UMEBIIMX 00Jiee TpeX POAOB, ASMUIIUT XKene3a MPakTH -
yecKU Hem30exeH. Y XeHIMH B MEHOTAay3e yacToTa xeje3onedu-
LIMTHBIX aHEMMH TaKas Xe, Kak y My>X4uH (3—4%).

Ob6men Hceaeza 6 op2anuzme

OO61pe 3amachl keje3a y 4yeJoBeka cocTaBiisitioT 3—4 rpamma.
VY B3pOCIOro MyXuMHBI cofepXkaHue xene3a coctaBaser S0 Mr/Kr
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Tnaga [V.

XKENTE3OAEOHUUMUTHBE AHEMUHU

Maccbl Tea, XKeHILUMHbBI — 35 Mr/Kr. DTO ¢BSI3aHO ¢ BLICOKO 4acTo-
Tol neduLMTa XKeaela y KeHmuH. Pacnpenenenue xejiesa B opra-
HM3ME NPENCTABAEHO B TabnuLe 4.1.

B HopMe B opraHusmMe nomaepXuBaeTcs OajlaHC MEXIY pacxo-
IOM XeNe3a U ero noctryrieHueM ¢ nuuieit. Cogepxanue xenesa
B [1MIII€ B 9KOHOMHUYECKH Pa3BUTHIX cTpaHax cocrapiuser 10—30 mr
B CYyTKU, U3 KOTOPBIX abcopoupyetcs ot 5 g0 10%. [lotepst Kenesa
Y MYXUYKMH ¥ HEMEHCTPYUPYIOIINX XEHIUMH TTPOUCXOAUT MPEUMY-
LIECTBEHHO C 3MUTENHATBHBIMU KJIETKAMHU XKETYI0YHO - KU LIEYHOTO
TPaKTa U COCTARJISIET OKOJIO | Mr B cyTKU. Bo BpeMs MeHCTpyaliuu
nonoaHuTenbHo Tepsaercd 0,006 Mr/kr B cyTku, y 10% XeHIIMH —
oosiee 0,025 Mr/kr B cyTkd. Bo BpeMst GepeMeHHOCTH noTeps (pac-
X0J1) KeJjie3a yBeJIMYnBaeTcs B 3 pasa.

Bceacvisanue »ceaeza. IlocTynvBliee ¢ nuimei xeme3o aGcopou-
pYyeTCs IPEeUMYLIECTBEHHO B IBEHAILATUIIEPCTHOM KHIIKE U ITPOK-
CUMAaJIbHBIX OTIeNax TOIUEH KUILKH, B IPYIMX YUacTKax KAILIETHUKA
CrocoOHOCTD K BCACBIBAHM IO XKeJle3a CYILeCTBEHHO MeHblLe. 2Kene3o
B OpraHU3M MOXET MOCTYNaTh B CBSI3H C FTeMOM UJIU B BUJIE HOHOB.

Tabmuna 4.1.
Cpeodnee codepxcarue xceiesa 8 opeanuzme

KoMnonenT Oomee Conepxanue | % odmero
coaepxanue (r) | xenesa (r) YPOBHS XKeje3a

KOoMNOHEHTHI reMa:

I'eMorno6uH KpoBHU 800 2,7 66,6

Muornodut 40 0,15 3,3

Hutoxpom C 0,8 0,003 0,08

Karanaza 5,0 0,005 0,1

HereMosble KOMIOHEHTDI:

TpaHcheppun 7,5 0,003 0,07

®epputuH 3,0 0,7-1,5 -

O611Me 3anachl xene3a — 1,2—-1,5 30,0

OO61iiee conepxaHve Xehesza — 4,0 100
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I0.J1. Hlenuenko, A.A. Hoeuk, B.Al. MenbuuucHko

AHEMMHMHN

M CTOYHMKOM FeMOBOIO XKeje3a SIBISIOTCA FeMOTJIOOWH, MUO-
IMOOWH U IPyTrue coiepXxaline reM OelKH XXHBOTHOTO MPOMCXOXK-
IeHus. [Tom AericTBUEM XKeIyIOUHOro COKa reM TePSIET CBA3b € arlo-
MIPOTEWHOM, IOCHE YEro KEeNe30 OKUCISETCA B TPEXBAJIEHTHOE,
¢dbopMHUpYs TeMUH. DTa MOJIEKY/a MOCTYNAET B KIETKU CIU3UCTOMH
obonoukn. HeremoBoe xene3o nepen abcopOiMei TOMKHO KOH-
BEPTUPOBATHCS B JBYXBAJEHTHOC XKeJ€30.

AbcopOuMs TEMOBOIO XKeJjie3a, Ha A0JII0 KOTOPOro MPUXOIUTCS
Bcero 10—15%, He 3aBHCUT OT XapakTepa AueThl. Ha BcacbhiBaHue
HEreMOBOIO XK€J€3a CYILIECTBEHHOE BJMSIHUE OKAa3bIBAIOT acKop-
OMHOBAag KUCIOTA, MSICHAsA U pLIOHAsT Muilia. ACKOpOMHOBAsI KMC-
JIOTa CIOCOOCTBYET BOCCTAHOBJIEHUIO TPEXBAJICHTHOTO Xeje3a B
IBYXBaJ€HTHOE, KOTOPOE XOpOllIO BcachiBaeTcd. Msico (rossiau-
Ha, bapaHWHa, CBUHWHA, KypHlla) U pbl0a yBEIMUNBAIOT abcopo-
LIMIO HETEMOBOI'O XeJI€3a, BEPOSTHO, B CBAA3M C 0OPA30BAHUEM €0
PACTBOPUMBIX KOMILJIEKCOB. BONBIIMHCTBO OEIKOB PaCTUTEIBHOIO
TIPOUCXOXKIEHMS HE OKa3bIBAIOT Takoro ad@ekTa, a psaa MpoayKTOB
WHTrUOMpyeT abCOpOLIMI0 HEFEMOBOTO XeJie3a (610K 1ML, KOPOBbE-
ro MoJioka, 6000BbIC, Yait, kode). ZKeayaouHblit COK CIIOcOBCTBYeT
BCACBLIBAHMIO TPEXBANEHTHOTO XXeJe3a, MO3TOMY MPU aXHIUUYECKOM
racTpUTe U TTOC/E TACTPIKTOMMH YaCTO Pa3BUBAETCS Xene3onedu-
1LIMTHAS aHEMMUSI.

[Tpu BEICOKOW KOHIIEHTPAIIMMK Xejle3a OHO NaccUBHO AuddyH-
JUpYeT Yepe3 CAU3UCTYI0 00010uUKy. [Ipn 0ObIMHON 1HMeTe KOHIIEH-
Tpalust Xeje3a B MUILEC HE3HAYUTENbHA, U /151 €70 BCACBIBAHUS He-
00XOOUMEI CTIeLINANIBHEBIE MEXaHU3MBbl a0COPOLIMHY, BKIIOYAIOLIHE;
— [IOMIOLICHHE XKeIe3a KIETKAMH CITU3UCTON 000I0UKH;

— TPaHCIOPT Xele3a B KJIETKE U MOCTYMJIeHHe Yepe3 lamina prop-
ria B Ijia3my.

IMornoueHue xkemre3a OCyUuIeCTBISIETCS ¢ MOMOILBIO CIIeLUaNb-
HBIX PELENTOPOB ¥ TPAHCMEMOPAHHBIX [TPOTEUHOB (MHTEIPUHOB).
IlocTynuBIiIee B KJIIETKHM CAU3HCTON 000/IOUKH XKeIe30 CBA3bIBAET-
Cs CO CITEIUAJIbHbIM O&TIKOM (MOOW/IheprHOM) 1 OOJBILIEH YaCThIO
Yyepe3 HECKOJIBKO YacoB MOCTYMNAET B KPOBb. OcTaBllieecs B KJIETKE
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I'nasa IV.
XENE3OAEOGUWUHUTHBIE AHEMWUHU

KENe30 CTAHOBUTCS YacThio Myna (peppUTHHA CIU3UCTON 000109~
KH. [MocTynuBIIME B KIETKY I'eM paclleruisieTCsl SH3MMaMu, ITocjie
4Ero OCBOOOIMBIICECS KENe30 MOCTYIAST B IUIA3MY BbillIEOIMCAH -
HBIM [IYTEM.

Ko1uyecTBO MoCTyNMamLIEero B KPOBb XKeje3a 3aBUCUT OT ero 00-
LIETO COMEPXKAHHUSA B OPraHU3Me W Peryivpyercs creldaTbHbIMH
MexaHusMaMu. OCHOBHOE 3HaYeHNWE UMEIOT OOLIME 3anachl XKejle-
33 U COCTOSIHUE IPUTPOII033a B KOCTHOM MO3Tre: adcopOLus xee3a
YBCJIMYMBAETCS MTPH UCTOLLIEHUH €I'0 3aI1acoB U YBEITUYEHNH KOJIH-
4ecTBa NPOAUGEpUPYIOLINX IPUTPOUIHBIX KIETOK B KOCTHOM MO3-
re, YMEeHbIIAeTCd — NPU U3DBITKE Kee3a U CHUKEHUU aKTUBHOCTH
3pUTPOII033a. B 3aBUCHUMOCTU OT MOTPEOHOCTH B XKejle3e U3MEHSI-
€TCs CTEMEHb €ro adcopOLMU KIIETKAMU CIIM3UCTON 000JI0OUKH TOH-
KOU KMILIKU.

OcHoOBHOE (PM3HOJIOTHUECKOE 3HAUYECHME XKeJle3a 3aKIIIoUaeTcs B
cuHTe3e reMor100omHa. [locTynuBiiee B r1a3My XKeJe30 CBI3bIBAET-
¢4 ¢ TpaHcgeppuHoM. OnHa Mojiekysia TpaHcheppHHa TPUCOeT -
HsieT ABa atoma Xxesnesa. KoHuedTpauus TpaHchepprUHa B ILTa3Me
COCTABJISIET OKOJIO 2,5 r/n. JLAst KIMHUYECKUX LeIei UCTIO/Ib3YIOT-
Csl TePMUHBI «0O01Las XKeJIe30CBsA3bIBAIOLIAA CITOCOOHOCTE» (001LIHe
TpaHchEppUHbl) U «HACHIEHHbIE TPAaHCHEPPUHBI» (TpaHchepp-
Hbl, TIEPEHOCSAIIMNE KEJe30) U «HEHACBIILEHHbIE TpaHC(hepPUHbI»
(TpaHcheppUHBI, HE CBS3aHHBIE C JKEJIE30M).

TpaHceppUH IepenaeT Xee30 3PUTPOUIHBIM KJIETKAM KOCT-
HOTO MO3ra, CBSI3bIBAsChb ¢ TpaHC(EPPUHOBBLIMUA pPeLIEITOPAMH.
HauGonblee KONMYeCcTBO PEUENTOPOB COASPKUTCH HAa NOBEPXHO-
CTHU MOAUXpOMATOMHIbHBIX HOpMOHUTOB. Tlocie cBa3bIBaHuUst CO
creuu(UIUECKUMH peLieNITOPaMu KOMILIEKC TpaHCcheppHH-XeTe30
C MOMOLIBIO 3HIOLIMTO3a MOCTYIAET B KIETKY, e 80—90% ocBobo-
IWBILETOCS MOA BAUsiHAEM (PEPMEHTOB Xejle3a y4acTBYeT B CHHTE-
3¢ reMa. OcTaBIleecs XKeJie30 CTAHOBUTCSI KOMITOHEHTOM heppuTh-
Ha, B KOTOPOM COIEPXKUTCS OCHOBHOM 3aItac Xkejie3a B OpraHu3Me.
Apyrum xenesoconepXalluM OeIKOM 3aracoB SIBJISIETCS TeMOCH-
nepuH (aepuBat peppuTHHa). PacnaBiinecs: «CTapble» SPUTPOLIM-
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10.J1. IeBuenxko, A.A. Hosuk, B.Sl. MenbHHuYeHKO

AHEMMKHU

ThI GaroUTUPYIOTCS MakpodaramMmu (1IpeMMyILIECTBEHHO B [IEYEHH
M CeJIe3eHKE), TIOCJIE Yero OCBOOONUBIIIEECS XKEIE30 MPAKTUYECKH
TOJIHOCTBIO PEYTUIIM3UPYETCS 11 CHHTE3a reMOrI00MHA MONOIbI-
MM SPUTPOMIHBIMU KJIETKaMU KOCTHOro Mosra. Takum oGpasom, B
(U3MONOTMYECKUX YCIOBUSAX B OPraHU3ME CYIIECTBYET 3aMKHYTHINA
LIMKJT 3KeJIe3a, [I03BOISIONINI CBECTH K MUHUMYMY €ro notepH (pu-
CYHOK 4.1).

JImuoaozun u namozenes

KeneszonepuuTHAsI AHEMUS pa3BUBAETCS B PE3YJIbTaTe 11U TeNb-
HO CYILLIECTBYIOLLIETO OTPUIIATEIBHOTO 0aiaHca Xene3a, KOraa pacxos
JKejle3a MPEBLILIAET ero NocTyruieHue ¢ nuineil. OCHOBHbIE MPUUM-
HBI pa3BUTH AeULIMTA XKeJie3a NMpeicTaBaeHbl B Tadnuiie 4.2.

KenezoneduLIMTHAS aHEMUSI MOXET UMETh MYJIbTU(AKTOPHYIO
npupony. Hanbonee yacto BcTpeyaercsi coueTaHHWe MULLEBOTO Je-
(bULINTA N MECHCTPYAILHBIX KPOBOIIOTEPbD.

I[MuuieBoit gedULUT Xene3a XapakKTepeH, MNpPexXIe BCEro, I
pa3BUBAIOIIMXCA CTpaH M OSAHBIX cloeB HacesneHusl. Heobxonumo
UMETL B BUIY, YTO XeJIe30, KOTOPOE COACPXKUTCS B MUIIEBBIX MPO-
JlyKTax, obnamaeT pa3iMuHol OUOIOCTYITHOCTBIO.

Keneso, Bxoasdliee B COCTas reMa, XOpoOIIO BCACBIBAETCA W3
Msica ¥ PhIOBI. AOCOPOIIMS reMa U IBYXBAJIEHTHOTO XENe3a Npouc-
XOIMT B IPOKCUMAaJIbHBIX OTIeNax Toued KMk, CocTaB NUILM U
KHMCJIOTHOCTD XKeJIyJ0YHOTO COKA HE OKa3blBAalOT BIAMSIHUE HA BCa-
ChIBaHUE TeMa.

HOpyrue hopMbl XKejie3a JOJKHBI KOHBEPTUPOBATHCS B JIBYXBa-
JIEHTHOE XeJie3a, IPUYEM JaHHbIHA MPOLECC 3aBUCUT OT KUCIOTHO-
CTH KENYIOYHOTO coKa. B 3TOl CBSI3M COCTAB MUIIMW OKA3LIBAET CY-
IIEeCTBEHHOE BIMSIHME Ha BCaChbIBAHUE XKeEJe3a.

Bonee nosHoMy BcachIBAHUIO CMIOCOOCTBYIOT XMBOTHAS MUILA,
ACKOPOMHOBAs KUCI0TA (OKUCISIET TPEXBAIICHTHOE XeJle30 B Ooree
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nasa IV.

XXEJNESOAEPVNLIMTHBLIE AHEMWA

MNuwesoe xeneso
10-20 mg/d

Knetku
MakpodharanbHo-
MOHOLMTapHOM
CUCTEMBI

3anacbl eppuTuHa *
Bunupy6uH

TpaHcheppuH

SpUTpoLUTbI

MeyveHb
DeppuUTUH
o3

Fem aH3UM

;= PeppuTuH

emorno6uH

MuToxoHzapus

KpacHbIii KOCTHbIN
Mo3r

Puc. 4.1. MexaHu3m TpaHcnopTa >efnesa B opraHusme.
(HFE- remoxpomaTo03 npoTenH; TfR — TpaHcheppnHpeLenTop KOMI/IEKE).

Tabnuua 4.2.

3TMuonormueckre hakTopbl AedrLyTa >Kenesa

CHMXeHMe 3anacos
xenesa

CHWmXKeHune
NOCTYNAEHUA C NULLEN

BbICTpbI/i pOCT OpraHu3-
Ma (4eTV U NOAPOCTKM)

HopMmasibHble MecAYHble

AnutenbHoe
KpoBOTeYeHme

>KenesoaepuunTHbIA
3pUTPONo33

MeHopparnu
BepemeHHOCTb

OcTpoe KpoBoTeueHue

Manbabcopbums
(racTpakToMus, 3HTEPUT)

BocnaneHue (ocTpble
NH(EKLMN, XPOHNYE-
CKOoe BoCMnaneHue)
KpoBonycKaHue npu

WNCTUHHOM nonnyuTe-
MUn

>KenesogeduuymtHas
aHemus

XpoHunyeckas
KpoBonoTeps

FA3BeHHasn 60/1e3Hb XenyaKa
N 12-NepcTHoOi KMLLIKK

Onyxonun TONCTOM KULLKN
AnBepTUKYyNnUT

AHrnoancnnasms
BHYTpUCOCYANCTbII

remMonms

Tshkenas manbabcopbuns
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H0.J1. lesuenko, A.A. Hosuk, B.Al. MenbHuueHKo

AHEMMHNH

pacTBOPUMOE JIBYXBAJICHTHOE), NBYXBAJICHTHOE Xese30, AeGuuuT

Kele3a, MHTEHCU(UKALIUS 3PUTPONo33a (Harpumep, TIocae Kpo-

BOMNOTEPH).

AOCOpOLIMA Xejie3a CHUXAETCSl MPU YMEHbUIEHUHW KOJIuue-
CTBa XMBOTHON NMUINM (BEreTapuaHCTBO), YBEIUUEHUU COIEPXKA-
HHS TPEXBAJIEHTHOIO Xee3a, ynorpedieHnH yasl, kode, MOJIoKa,
[pYeMe IEI0YHbIX pacTBOPOB, hochaToB, YBEJIMUYEHUH 3aM1acoB
Kejle3a B OpraHu3Me, PEAyKIUHM 3pUTPONoa3a, OCTPBIX U XPOHK-
JecKMX MH@eKIusix, remoxpomartose. C BO3pacTOM BCacbhlBaHUE
HEOPTaHUYECKOTO Xejie3a CHUXaeTcsl, YTO OOYCIOBJIEHO YMEHb-
LIEHUEM IPOAYKLIMHU COJSHOW KUCIOTHI U aTpoduei clim3ucToi
00OJIOYKHU XKeNyaKa; BcacbiBaHUE TeMOBOIO Xejie3a U pacTBOpU-
MBIX COJIEl JIByXBAJICHTHOTO XeNe3a NP CTApEHUU HE UBMEHIET-
csl. .
CHuxeHMe abcopbiuy xkeje3a. [MCTaMUHPE3UCTEHTHAS axJIop-
THAPHS 9aCTO OTMedaeTcs Y OOJbHBIX Xeae301eULIUTHOU aHEMU-
e, OOHAKO 3TO MOXET ObITh KaK MPUYNHOM, TaK U CJIe/CTBUEM Oe-
duumta xkenesa. ConsiHasi KMcCloTa CMOCOOCTBYET BCACBHIBAHUIO
TPeXBAJIEHTHOIO XeJjie3a, HO MPaKTUUECKH He BIMUSIET Ha BCACbIBa-
He reMa M IBYXBAJICHTHOTO xXeJie3a. HapyliieHue BcacbIBaHUs Xene-
3a pasBuBaeTcs 6oiee yeM y 50% OonbHbBIX, IEPeHECHINX racTPIK-
TOMUIO, PE3EKIINIO XKEJIYIKA WU TACTPOCIOHOCTOMMUIO.

IpuurHamMy ManabCcopOIIMM B 3TUX CIIY4asiX sIBJISIIOTCSL:

— TMpeKpalllcHUE CEKPEIIUU COJISTHON KUCIOTHI;

— [0Tepst pe3epByapHOi DYHKIMU Xenyaka (ero CONepXUMOE I0-
CTYIIAET B TOHKYIO KUILKY, MUHYS$I TPOKCUMabHBIN OTAEN IBEHAL-
LATUIIEPCTHOM KMILKH, [JIe BCACHIBAHUE Xejle3a MAKCUMAIBHO).
Xponuveckue Kkpoeonomepu — Haudoee YaCThIN 3THONOTMYECKUIA

dakTop XKenezonedUIMTHBIX aHeMuil. TIpUIMHOI KPOBONIOTEPH Y

XKEHIUIWH AeTOPOJHOI0 BO3pacTa OObIYHO SBJSIIOTCS MEHOpparuu,

y MYKYHMH — KPOBOTEUEHUSI U3 XKEJIYTOUHO-KUIIEYHOIO TpakTa. Y

30POBBIX XKEHUIMH KPOBOIOTEPS BO BPeMsi MEHCTPYallUU COCTaB-

ssteT 40—50 mi1. T1pu moCTOSTHHBIX MEHCTPYaJbHBIX KPOBOIIOTEPSX

Gostee 80 M1 KPOBHM 3arlachl XKeJjie3a MO0CTeNEHHO UCTOLIAIOTCA, YTO

76



Tnaga V.
KEJE3OANEGPUNWUUTHBIE AHEMHUU

B KOHEYHOM UTOrE MPUBOAUT K pa3sBUTHIO aHeMuu. KpoBoTeueHUs
M3 KeTYNOYHO-KHUIIIEUHOTO TpaKTa — HauboJiee pacripocTpaHeHHast
NpUYMHA Xee300ehULIUTHON aHEMHWH Y B3POCITBIX MYKIHAH U BTO-
past o YacTOTe Y KEHIIUH,

CrnenyeT NOMHUWTD, YTO XPOHUYECKAS KPOBOIIOTEPS M3 XKETYI0U-
HO-KUIIEUHOIo TPakTa MOXET MPOTEKATh JIATCHTHO M HE3aMETHO
MPUBOAUTH K aHEMUM. Tak, IMpU reMoppoe ¢ eXeTHEBHOM IToTepeit
5—10 M1 kpoBu Xefe3oaeUIUTHAS aHEMUS PA3BUBAETCS YXKE Ye-
Pe3 HECKOJILKO HEMEb.

Jlonopcmeo. OnHa 103a KpOBU, B3SITasl Y IOHOPA, COREPKHUT OKO-
j10 250 mr xene3a. [Ipu perynsipHoit cnade Kposu (5 pa3 B TeYeHUE
rofla) CHMKEHME 3a1macoB xeje3a otmevaercd y 10% myxund v 40%
>KEHIIUH. B 3T0i1 cBS3U Bce AOHOPBI KPOBH AOJIKHBI IIPOMPUIAKTH-
YyeckH MPUHUMATH NIpenapaThl Xenes3a.

Anveeoasipuvie KpoeomeueHuss — pelikasi, HO 3aciIy>XKvBarolias
BHUMaHUs TpAYMHA Xene3oaeduimTHol aHeMMHu. AJbBEOJISIp-
HbBI€ TEMOPPAaruu MOTYT pa3BUBAaThLCS [1IpU U30IUPOBAHHOM JIETOY-
HOM cunepose U cuHapome ['ynnacuepa. B o6oux ciygasix y 60i1b-
HBIX YacTO BO3HUKAIOT PETUKYIOLIUTO3 U TUIEPOUIUPYOUHEMUSI,
YTO MOXET IIPUBOAUTD K OLUMOOUYHOMY JHATHO3Y IeMOJIUTHYECKOM
aHEMMUHU.

Iemoppaeuueckue 3aboseeanus (HapyluieHUsI TPOMOOLIUTAPHO-
TO M KOAryJsiiHOHHOIO reMocTa3a, BpoXIeHHAas TeMopparudeckas
TeJIEaHINIKTAa3usl), COTMPOBOXAAOIINECS MOBTOPHBIMHU KpPOBOTE-
YEeHUSIMU, HEPENIKO SIBASIIOTCS IPUUUHOM Xesie301eULIUTHOM aHe-
MHH.

Iemoduaaus npy XpoHNIECKHUX 3a001eBaHMSIX Mouek B 50% ciy-
YyaeB MPUBOINT K PA3BUTHIO Xeie300e(PULIMTHON aHEMUH. DTO 00-
VCJIOBIEHO TEM, YTO Ha (pOHE XPOHMYECKOIO TeMOIMaiu3a opra-
HM3M MalMEHTA TEPSET OKOJIO 2 rpaMMOB Xelle3a B roa. Jpyrumu
MPUYMHAMU XKeJIe304e(PULIMTHOR aHEMHUM TTPU XPOHWYECKOMN I0O-
YeYHOW HEeJOCTATOYHOCTU SBISIIOTCS INUIIEBOH NehHINT XKeae3a
(B CBA3M C MaJIOOCJIKOBOM AUECTOH) M KPOBOMOTEPU U3 KENYITOUHO-
KUIIIEYHOTO TPAKTA,
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FO.J1. Ulesuenko, A.A. HoBuk, B.51. MenbuuueHko

AHEMMH

IloBpllIeHHBIR pacxon xese3a HaOIIAaeTCsl IIPU YCKOPEHHOM
pocte (1eTCKMil 1 MOAPOCTKOBLIN BO3pACT), BO BpeMs GepeMeHHO-
CTH U B Ilepuof jJakTauuu. HeobxoguMo uMeTh B BUILY, YTO Y IO -
POCTKOB, B TOM UHCJIe U3 OOECNIEUEHHbIX CEMEH, HEPEIKO UMEET-
Csl CONYTCTBYIOLIMH THILIEBON NSHUIINT Keje3a, 00yCaoBIeHHBIH
BO3pPAaCTHBIMU OCOOEHHOCTSAMU THUTaHUs (TaK Ha3bIBaeMasi «IOue-
Ta IOIPOCTKOB» — YMIICHI ¥ KOJIA). Y JACBYIIEK PacXol Xeje3a elle
Ooee yBenmmIuBaeTCs Ha ¢OHE TIEPBBIX MEHCTPYAJIBHBIX KPOBOITO-
TEPH, YTO MOXKET TPUBOIUTH K KJIACCUYECKON KIIMHUYECKON KapTH-
HE XJIOpo3a.

3a BpeMs Kaxaoi 6epeMeHHOCTH MaTh TepsieT B cpenHeM 700 Mr
XKeJiesa, B nepyos aakraiuu — ot 0,5 1o 1 Mr xenes3a B AeHb. B 3T0it
CBSI3W BO BpeMs OEpEeMEHHOCTU U KOPMIIEHUS TPYIblo HEOOXOIUM
npoduIakTUUECKUil MpueM npenapatoB xenesa. zKenesomedu-
IIUTHasI aHEMUSI SIBJISIETCS PE3YNbTaTOM JUTUTENIbHOTO OTPULIATEb-
Horo OanaHca Xene3a. Belaeasior Tpu cTaouy pa3BUTHS XeNe30Ie-
¢uumuTHOM aHeMuH (Tabauua 4.3).

3HaHMe CTaguil pa3BUTHSA XPOHHUYECKOM Xene30omeUIInTHOM
aHEMHH MO3BOJISIET TIPOBOIUTH €€ CBOEBPEMEHHYIO MPOdUIAKTH-
Ky W JICUCHHE.

Tadmnua 4.3.
Cmaduu paseumusn depuuyuma xcenesa

IMapamerpst Hopma | Hpenarenrnniii | IaTtentubii | XKenezonedpunurnan
neduut JaepunuT anemMus
Kenesa XKejesa

Keneso Hopwma | CHuxeHo OrcyrcrByet | OTCYyTCTBYET

B KOCTHOM

MO3re

®epputHH Hopma | CHuxeH <12mkr/n | <12 MKr/n

Tpancgeppunn | Hopma | Hopma <16% <16%

I'eMorno6un Hopma | Hopma Hopwma CHuXeH

MCV Hopwma | Hopma Hopwma B HOpMe WM CHUXEH
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XKERNE3OOEOHUIIMTHBE AHEMHWH

Kaunuuecxan kapmuna

XKenesonehuuyurHass aHEMUA — HE CaAMOCTOSITENIbHAsT HO30JIO-
ruueckast hopma, a CHHAPOM, KOTOPbIM MOXET pa3BHBAThCS TIpU
MHOTHX 3abosieBaHusX. B 3Tolt CBSI3U KIMHUYECKUE IPOSIBICHUS
MOTYT OOBSCHSATBLCS HE TOJIBKO aHeMUel, HO U OCHOBHBIM 3a00J1e-
BaHUeM. B GonbIIMHCTBE ClyvyaeB, OMHAKO, KIMHUYECKasl KapTHHA
0o0ycioBieHa COOCTBEHHO Xene3oaePULIUTHOM aneMueit.

B 3aBuMcHMOCTH OT J1aGOpaTOPHBIX NOKa3aTeseil BbIIEISIOT TPH
CTEIIEHU TSKECTU XeNe300eUIUTHON aHeMUU: JIETKYI0O — Ypo-
BEHb reMorioouHa Beliue 90 r/m, cpeaHiow — reMoro6uH ot 70 10
90 r/n u Taxenyio — 70 r/n.

XKeneszoneduiMTHbIE aHEMUM Uallle BCETO PAa3BUBAIOTCS Y XKECH-
IIWH JETOPOAHOIO BO3pacTa, AeTe U MOAPOCTKOB (TIpexae Bce-
TO JeBYIIEK). Y XEHIIUH 3aboleBaHNe BIEpBbIe MaHUGECTHUPYET
BO BpeMsI TIEPBBIX MEHCTpYaLUii WU repBoii 6epeMeHHOCTH. s
OOJIBHBIX Xee30AeMUIIMTHBIMA aHEMUSIMH XapaKTepHO HaTUIHE
JIBYX OCHOBHBIX CHH/IPOMOB: )

— AHEMUUYECKOIo, KOTOPbIM pa3BUBAETCs IIpH NIOOOH aHEMHHU H
3aBUCHT OT BBIPAXKEHHOCTH M CKOPOCTH €€ Pa3BUTHS;
— CHUIEPOTNEeHHUYECKOr0, 00YCIOBIEHHOIO CHUXXEHMEM YPOBHSI Ke-

Jie3a B CBIBOPOTKE KPOBH.

Knununueckasi MmaHUeCTallUs aHEMUMECK020 CUHOPOMA BKIIIO-
YaeT pasapakuTeNbHOCTb, O0UIYIO C1a0OCTh, MOBBIICHHYIO YTOM-
JISIEMOCTD, OABILIKY MPU NPUBBIYHOW (PU3MIECKOI Harpyske, ro-
JIOBOKPYXEHMUSI, TOTOBHBIE 00NM, yyalleHHoe cepaueouernue. Ilpu
XPOHMUYECKHX Xee30Ae(MUIIUTHBIX aHeMUAX JIETKOW W cpeaHei
CTETEHU KOPPENSLIMSI MEXIY BhIPAK€HHOCTbIO KIIMHUYECKON CHM-
MTOMAaTUKU U YPOBHEM TeMOIIOOMHA OObIYHO OTCYTCTBYET; B psilie
ciyyaeB 00JbHBIE BOOOIE HE MPEIbsBASIOT Xaa00, XapaKTepHBIX
JUTsl aHEMHUYECKOIO CUHIpOMA.

Cudeponenuveckuii cundpom XapakTepusyeTcss H3MEHEHUSIMHU
3MUTENANbHBIX TKaHEe! (HOTTEM, BOIOC, KOXH, SI3bIKA, CIIM3UCTOM
000JI0YKH I10JIOCTH PTa), U3BpAllICHUSIMU BKyca (pica chlorotica) u
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HOJ1. LWeBueHko, A.A. HoBuK, B.A. MenbHUYeHKO

AHEMWMMNM

BO3HUKAET 3HAUUTE/IbHO paHblle APYrUX KIMHWUYECKUX MPOsB/e-
HWUIA aHeMun (PUCYHOK 4.2).

Mpy 4nnTenbHOW Xene3ofeuunTHon aHemun y 30% 60/bHBIX
OTMeYaroTCAd U3MEHEHWNA HOTTelA: OHW CTAHOBATCA IOMKUMMW, XPyri-
KUMW, TOHKMMM, MOCTEMNEHHO YM/OWATCA BMNIOTb 40 Pa3BUTUA
KOMNOHNXMK (BOTHYTbIE UMW «/TOXXKOOOPa3Hble» HOITU) (PUCYHOK
4.3)).

Puc. 4.2. 3MeHeHUs1 KOXKU U CIM3UCTbIX 0G0I0UEK MPY >Kene3odeduuuTHOW aHeMUm.

A — A3BeHHble AedeKThl BYriax pTa (aHrynsipHblii cCToMaTuT); B — aTpodus cnm-
3UCTHOW A3bIKa.

Puc. 4.3. «J10>KKoo6pasHble
HOITU» — KOMMOHUXUS.
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[napa 1V.

XKENE3ONE®PUUUNTHLIE AHEMHUHU

PasBuTHe KOWIOHMXMHU yallle OTMEUYaeTcs y IeTel, CTpajatoIlinX
xene3zonepULIMTHOM aHeMMeil. HeoOX0MMMO MOMHUTB, YTO KOWJIO-
HUXUST MOXET OBbITh CBSI3aHAa C JPYTMMM IIpUYMHAMH ([IATENBHOE
BO3IENCTBUE ropsiyeil MbLILHOM BOAbI, TpuOKoBasi nHGekus). Tak
3Ke XapaKTePHbl CyXOCTh KOXU, MOBBILIEHHOE BhITIageHue Bonoc. He-
PEIKO pa3BUBACTCS aHTYJISAPHBINH CTOMATUT («3a€bi»), OOHAKO 3TOT
CUMIITOM McHee crielM(pUUYEH, YeM KOWTOHUXUSI, 1 MOXET BO3SHU-
KaTb TaK:Ke Npu AehULMTE MUPUAOKCHHA M pubodiaBuHa. Y 30—50%
GOBHBIX PAa3BUBAETCSA IJIOCCUT, HaMboJIee YaCThIM CUMIITOMOM KOTO-
poro aBisieTcst aTpodUsi COCOUKOB f3bIKa. [1py 3TOM OOIBHEIE MOTYT
OTMEYaTh HEMPUATHBIE OLUYIIEHUS («OILIMAPEHHBIH» SI3bIK), BO3HU-
KalolHe CIOHTAHHO WM NPU TTPUEME MUILH Y XKUTKOCTH.

MsBpaienus Bkyca (pica chlorotica) BnepBble OBUITH ONTUCAHBI
ewte [MIIMOKpPAaTOM M OTMEYAIOTCA 10 MeHbIeil Mepe y 50% 60ib-
HBIX XeJjle300e(PULIMTHOM aHeEMHEH, MPEXKIe BCETO XKEHIIMH U MO -
pocTkoB. Pica chlorotica nposiBAsSiCTCSI UMIICPATUBHBIM CTpEMIIE-
HHUEM K yrnoTpeb/ieHUIO B TIMILY Mela, 3yOHOro MOpOoIKa, IUHBI,
recka, JibJa, ChIPOro MsICHOTO (papliia; HEpEenKO OTMEYAETCs MpH-
CTpacTHe K 3anaxy OeH3MHa, KEPOCHHA, aleTOHA, MOYH, BBIXJIOTI-
HBIX Ta30B aBTOoMOOWIA. [Tpu ycnelHoM JieueHuH kenesonedu-
LMTHOW aHEMHWH U3MEHEHMUS CO CTOPOHbBI IMUTETUATBHBIX TKAaHEH
u pica chlorotica 06bIYHO KYyNTUPYIOTCA.

B psine ciyuaeB y O0/NBHBIX XKee30n1eUBNTHON aHEMUEN, Yallle
y KeHLLUMH, pa3BUBAETCs cuaeporeHuueckast aucdarusi (CHHIPOM
INatepcona-Kennu unu flnammepa-BurHcoHa), cBsi3aHHas ¢ IHC-
TPOUUCCKUMU U3MEHEHHUSIMU B CIU3UCTOM 0DOTOUKE THILIEBOLIE.
Ipu cuneponeHuueckoi aucdaruv He0O6X0IMMO MPOBOXUTD AU -
(depeHIMaNTbHYIO IMaTHOCTUKY € pakoM muiueBona. Y 10% nauu-
€HTOB paK MUIlcBoOAa pa3BuBaeTcs Ha (hoHe CyUleCTBOBABIIEH pa-
Hee CHIepONeHNYECKON nucharuu.

YacTbIM CHUMIITOMOM XeNe301e(hUIIUTHON aHEMHWHU SIBIAETCS
yMeHBIIEHWE MBITLIEYHOM CUJIbI, HE COOTBETCTBYIOIIEE CTETICHH TS -
KECTH aHEMHU, YTO OOYCIOBJIEHO HU3KUM YPOBHEM alTb(ha-TnLe-
podocdaraernaporeHasbl.
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101, llleBueHko, A.A. HoBuk, B.5l. MenbHuueHKo

AHEMMH

Y 20-30% O6onbpHBIX XeJie3oaedULUUTHON aHeMmMUueil Hablo-
aloTcsd U3MEHEHUS HEPBHOM CUCTeMbl (ITapecTe3nu, rojJOBHbLIE
0011, HapyLIeHUsI TEPMOPETYISLMU, BA3OMOTOPHbIE PACCTPOM-
CTBa), Y JeTel OTMeYaloTcsli U3MEHEHMS MoBeleHUsl (IJIaKCHU-
BOCTb, Pa3igpaXMUTENIbHOCTb), NpPHU MJIUTEIBHO CYIIECTBYIOLIEH
TSIXeJI0H aHEMUH BO3MOXHO 3aMeNJICHUE YMCTBEHHOTO U GU3u-
YECKOTO Pa3BUTHS.

IIp1 oOBEXTUBHOM OOC/IEIOBAaHMU OTMEYAETCSl XapaKTepHas
anebacTpoBas (MpaMopHasi) 01eIHOCTh KOXH, OJI6AHOCTh CKAED 1
CIIU3UCTBIX 000JI09EK, TPOSBICHUS CUAEPOIIEHUYECKOTO CHHAPO-
Ma (ITIOCCUT, H3MEHEHUS CO CTOPOHBI HOI'Tel, Bosoc). I1pu uccne-
JOBAHUU CEPHEYHO-COCYAUCTON CHUCTEMbI OOLIYHO BBISIBIISIIOTCS
Taxykapnnsa, ociadienue I ToHa Ha BEpXyLIKe cepilia, CUCTONM-
yeCKU ITyM Ha BEPXYILIKE ¥ B IPOEKLIMU KJ1araHa JIETOYHOo apTe-
puH, IIIYM «BOJT4Ka» Ha sipeMHbIX BeHax. Ilepudepudeckue aum-
darnueckie y3Jabl U cele3eHKa He yBeaudeHbl (y 10% ©oabHBIX
MOXET OTMEUAThCS HE3HAYMTEIbHO BBIPAXEHHAs! CIUIEHOMEra-
JIMST ompeaeisieMasl Py yABTPa3ByKOBOM UCCJIEIOBAHUU OPTaHOB
OPIOIIHOM MOJOCTH).

TIpu xpoHMYeCKUX XeNe300eULMTHBIX AHEMUSIX JIEKONH WU
cpemHeil CTeNeHy TSEKeCTU KITMHNYeCcKass CHMIITOMATHKA YacTo OT-
CYTCTBYET JIHOO OTPaHHUIHBAETCs YMEPEHHO BBIPAXKECHHBIMU MPO-
SIBIICHUSIMUY CUIEPOIIeHUYECKOro CUHApOMA.

Jlabopamopnote u uncmpymenmanvrovie 0aHHbLE

Kaunuuecxkuwii anaaus xpoeu. [y xenesoneUUUTHOA aHEMUU
XapakTepHO CHHXEHWE YPOBHSI IreMONIOOMHA M reMaTOKpMUTa, B
MeHbIIIeH cTeneHU — 3pUTpPOLUNTOB. OTMEUAeTC CHUXEHHE LIBE-
toBoro nokasarens <0,8, MCH <24 nr (runoxpoMHasi aHeMus1) U
MCV <75 ¢n (MmukpouunrtapHas aHeMust). YpopeHb MCHC cHuxa-
eTCsl TIO3Hee, TIPU JUIMTEJIbHOM TeUEHUH WM TSXKEN0il XKenesone-
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>XXENE3O4EPNLUNTHBLIE AHEMWUA

(OMHUTHOM aHeMun. pn OLEHKe YPOBHS reMornobuHa u apuTpo-
UMTapHbIX MHLEKCOB CNeayeT MOMHUTb, YTO:
— K/IMHMYeCcKas CUMNTOMaTMKa aHeMun O06bIYMHO pa3BUBaeTCA
MPU CHYKEHUN KOHLEHTpaUun remornobuHa Hmke 70—80 r/n;
— MpU codeTaHUM XenesoaeuUMTHON U MeranobniacTHOW aHe-
MWW TUMOXPOMUS U MUKPOLMTO3 MOTYT OTCYTCTBOBATb.
Mophoornyeckoe nccnefoBaHne 3pUTPOLUTOB MNO3BOJISET Bbl-
ABUTb TMNOXPOMUIO, aHU30LUTO3 U MOMKNAOUUTO3 (PUCYHOK 4.4),
KOTOpbIe B 3HAYUTENIbHOW CTENeHW KOPPENPYIOT C YPOBHEM Femo-
rnobuHa (PUCYHOK 4.5). 3HaYNTENbHO TOUYHEE CTeMNeHb aHU30LNTO-
3a onpegenseTca Ha ocHoBaHUM RDW (06bI4HO >16%).
PeTuKynounTbl B Mnpegenax HOPMbl WM HECKObKO MOBbiLLe-
Hbl (nocne KpoBOTeYeHWs N60oI Nokanm3aunm). Yepes HeCKO/b-
KO iHei nocne Hayasa 1IeveHns npenaparamm Xesnesa o6bI4HO pas-
BUBAETCA YMEPEHHbIN peTUKynoumTto3 (30—40%o0).
JleikounTbl 1 neikouuTapHas popmyna 06bI4YHO He M3MEHSIHOTCS.
Hor ja BbISBNAKOTCA YMepeHHas TeMKoneHns 1 HeMTPOMNeHUs, ucye-
3atouive Ha (hoHe ieyeHns npenapatamu Xenesa. Ha ooHe KpoBomno-

Puc. 4.4. Masok nepudepuyeckoin kposu. Okpacka no PomaHoBckomy, X 1000.
FMnoxpommnsa spuTpPOLMTOB NPU >Kene3oaenLMTHON aHeMUN.
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AHEMMHU

Femorno6buH MCV / MCH MOpONorua apuTPOLMTOB
g/dL (fL) (pg)
Hopma
HopmouutapHsble,
90/32 HOPMOXPOMHbI€

HesHauuTenbHbIv

80-90/30-32 MUKPOLINTO3,

HOPMO-rMNOXpoMus,

+/- aHN30UMTO3

MukpouuTos,
rMRNOXpPOMUS,
+ aHN30UMTO3

70-80/26-30

oy MukpouuTos,
= FUNOXPOMMS,
& @ + aHWU30LWTO3,

@ NOWKMNOLMTO3
[

<70/< 26

5

Puc. 4.5. 3asucumocmo mopghosoeuu 3pumpouumos om yposusa cemoziobuna
npu xcenezodepuuumnoii anemuu.

TepX BO3MOXKEH YMEPEHHBII HEWTPOMUABHLIN JeiikoluTo3. B psne
CJIy4acB OTMEYaeTCs TUIepCerMeHTalusl HeUTpoduIoB, yTo TpedyeT
VCKJIIOUUTh AeMUIMT BUTaMKMHA B, Win GoneBoi KMCIOTHI.
Tpombouumpt B Tipeneax HOPMbI, OIHAKO, MOCJIE KPOBOIIOTEPH
MOXKET OTMEYATECSt HE3HAYUTENbHBIH TPOMOOLUTO3.
Buoxumuuecxoe ucciedoeanue 1O3BOJSET BbISBUTb CHUXEHUE
CBIBOPOTOYHOTO Xene3a, heppUTHHA M HACBILIEHHBIX TpaHcdhep-
puHoB (MeHee 16%), yBenudeHHe OOIIECH KeJIE30CBA3BIBAMOIIEH
CITOCOOHOCTH CBIBOPOTKM (0bOLIMEe TpaHC(EeppHHbI) M YPOBHS HE-
HachILIEHHBIX TpaHcheppuHOB. KoHIeHTpausi CbIBOPOTOUHOIO
(beppuTHHA HaMbOJIEE TOUHO KOPPEAMPYET ¢ BETUYUHOMN 3amacoB
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XXEJNMESOAEPVNLINTHBLIE AHEMUNU

Xernes3a B opraHusme: | MKr/n epputvHa nnasmbl COOTBETCTBYET
10 mr xene3a 3anacos. CHVXeHNe YPOBHA CbIBOPOTOYHOIO heppu-
TUHA HWXKe 12 MKr/n — Hanbosee TOYHbIN AUarHOCTUYECKUIA Npu-
3HaK geuumnTa xenesa (B TOM 4mc/ie NPy OTCYTCTBUN aHEMUN).
Mwuenorpamma. lVccnefoBaHve MueniorpaMmbl Npy >xenesofe-
(OMLUUTHBIX aHEeMMUAX He OTHOCUTCA K 06sA3aTeslbHbIM McCnefoBa-
HUAM. MoKasaHUAMW 419 CTEPHA/IbHON NMYHKLMWN ABMAIOTCA pesu-
CTEHTHOCTb K NPOBOAUMOI Tepanuu npenaparamu Xxenesa, a Takxe
Hannune nerkoneHnn n/unu TpoMOOUUTONEHUW. B muenorpam-
Me BbISB/IAETCA HOPM&a/lbHOE KO/IMYEeCTBO MUETOKapoLUTOB, YMe-
PEHHas rvunepnsasnsa apuTPOULHOIo POCTKa, HOPMOGIACTUYECKMIA
TUMN KPOBETBOPEHUS C NPU3HaKaMu HapyLUeHWUs remMorsiiobuHu3a-
LUMN KNETOK 3pUTPOMAHOro psga (yBenmyeHue Konmyectsa 6a3o-
(OUNBbHBIX U MONMXPOMATOPU/IbHLIX HOPMOLIMTOB U YMEHbLLIEHME
— OKCUUNBbHBIX hopM) (PUCYHOK 4.6). B cBA3W C UCTOLLEHMEM 3a-

Puc. 4.6. Ma3oK KOCTHOro Mo3sra npu ><ene3ogeuumTHoi aHeMuun.
Okpacka no PomaHosckomy, *400.

HopmMo6nacTUYecKunii KOCTHbI/ MO3F, pacLLUMpeHvie 3puTPOMAHOIO POCTKa.
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AHEMMHAMHN

11aCOB XeJie3a OTMEYaeTCsl PE3KOe CHUXEHMEe KOAUYECTBa CUIEepO-
LIUTOB (LIUPKYIMPYIOLIUE SPUTPOLINTLI, CoaepKaillie IpaHyIbl XKe-
Jjie3a) U CHAaepodAaCTOB (SIAPOCOAEPXKALIME KIETKH DPUTPOUIHOTO
psana, comepxalllue rpaHy/ibl kese3a) BIUIOTh A0 MOJTHOrO UX OTCYT-
CTBUSL.

Hucmpymenmasshbie uccaedosanus HeoOOXOAUMBI 11 YTOUHEHUSI
TIPUYHMHBI XKeae3oaeduuuTHoi aHemuu. C 3To# LeMbl0 MO [10Ka-
3aHUSIM IIPOBOISTCS UCCIASIOBAHME Kala Ha CKPBITYIO KPOBbB, Yiib-
TPa3BYKOBOE MCCIEAOBAHUE OPraHOB OPIOLIHOM MOJOCTH U MAJIOTO
Ta3a, peHTreHorpadus OpraHoB IPyHON MOJ0CTH, HGUdporacTpo-
CKOIIMSI, PEKTOPOMAHOCKOIIUSI, UPPUTOCKOMNMs, (GUOPOKOIOHO-
CKOITUS, BHYTpHMBEHHas yporpadus u npyrue vmcciaenopanus. s
YTOUYHEHUS IIPHUYUHBI XKeIe300e(PUIIMTHON aHEMUM IT0Ka3aHbl KOH-
CyJbTallMM CNIELNATNCTOB (I1pexX/e BCEro rMHEKOJIora).

Jluazno3s u ougppepenyuanvnotii ouaznos

B GonbIIMHCTBE C/IyYaeB JUArHOCTHKA Xele301ebUIMTHON aHe-
MUH He BBI3bIBAET 3aTpyAHEHM . 15 3TOro 10CTaTOUHO KJIMHUYE-
CKMX JAaHHBIX (HaJuyue BEPOSITHOTO UCTOYHHKA KPOBOIIOTEPU U
CUIEPONIEHKYECKOTO CHHAPOMA), UCCAEIOBAHMS MepudepUIecKoi
KpOBU C OIpeesicHUEM 1IBETOBOTO NOKAa3aTesl M/ Win SpUTPOLU-
TtapHeIx MHAekcoB (MCV, MCH, MCHC), ypoBHSI CBIBOPOTOUYHO-
ro XKeje3a, a Takxe OOUIMX U HEHACHILIEHHBIX TpaHChEepPPHHOB 1/
umu peppuTHHA.

TIpn obcnemoBaHuUM OOJBHOTO Kene30NeUILIMTHOU aHeMuei
CJI0XHOCTEN B nuddepeHuanbHON THAarHOCTUKE C HOPMOXPOM-
HBIMA HOPMOLIMTAPHBIMHU W TUTIEPXPOMHBIMH MaKpOLIMTAPHBIMM
AHEMMSIMU B [1OJABJISIONIEM OOMBIINHCTBE C/y4aeB HE BOZHUKACT.
B ripakTHueckoii paboTe HeobxomuMo nuddepeHIUPOBATh XKee-
300e(PHUUVTHYIO AaHEMUIO C APYTUMH MUKPOLUMTAPHBIMU MTMIIOXPOM-
HBLIMU aHEMHMSIMU, K KOTOPBIM OTHOCSTCS aHEMHUHU XPOHUUYECKMX
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XENE3ONE®PUUUTHBE AHEMUHU

3ab01eBaHUl, cuaAepoOIaCTHbIE aHEMUU U TETEPO3UTOTHBIE TAJIAC-
CeMMHU (aJITOPUTM THATHOCTHKH NpeAcTaB/ieH B pasneie «[IpuHim-
bl 1a60OpaTOpHOU AMArHOCTUKH aHEMUH» ). DTO HEOOXOIHMO [TOM-
HUTB, OCKOJBKY IIPENAapaThl Kejle3a OKa3blBalOT MOJOXUTEIbHbII
3¢ EKT TOIBKO MpH keye3onedULUTHON aHeMHH. [1pu npyrux Mu-
KPOLIMTAPHBIX TMMIOXPOMHBIX aHEMUSX HMCINONb30BAHUE 3THX IIpe-
napaToB 6eCrione3Ho, a NpU JJIMTENbHOM IIPUMEHEHNHU B OOJIBIINX
N03aX HaXe BPEeIHO, TAK KaK MOXET MPUBOIUTH K PA3BUTUIO BTO-
PUYHOTO TEMOCUIEPO3a.

Cudepobaacmuas anemus xapakTepu3yeTcsl OTCYTCTBUEM CUIE-
POTEHUUYECKOro CHHIPOMA, KaueCTBEHHBIMM HAPYIUCHUSIMH 3pH-
TPOIo93a, JEHKOM033a W MErakapuoLMTOII023a, IOBBINICHUEM
KOJIMYECTBA CUAEPOOJACTOB B KOCTHOM MO3T€ U ITOSIBIEHUEM WX
KOJIBLIEBUIHbIX (DOPM, YBETHUYEHUEM COAEPXKAHUS 3Kete3a U beppu-
THHA B CBIBOPOTKE KpOBH. JKene30CBA3bI Baloiast CIoCOOHOCTh ChI-
BOPOTKU HE M3MEHEHA, MPOTONOPMOUPUH SPUTPOLIUTOB MOBEIILECH
WK B HOopMe. Bbienstor BpoXaeHHbIE ¥ IPHOOPETEHHbIE (HOPMBI
cuaepoONIacTHOW aHeMUHW. B mocnaenHeM cinydae oHa MOXET ObITh
CaMOCTOSITE/IbHOW HO3070THYeCKON GopMOU (BapuaHT MUENOIM-
CIUIACTUYECKOTO CUHAPOMA) TMOO aCCOLMUPOBATBLCS € IPYTUMMU 3d-
0oJieBaHUAMU (OCTPble M XPOHUYECKHE JICHKO3BI, MHOXECTBEHHAs
MHEN0Ma, COJUIHBIE OITYXOJIH ), aJIKOTOJIM3MOM, Ae(UIIUTOM MEIH,
JIEYEHHUEM HEKOTOPbIMY MeIUKaMeHTaMu (JIEBOMULETUH, U30HHA-
3Uf).

lemepo3ucomnan 6Oema-maaaccemusi OTHOCHUTCSI K Hachel-
CTBEHHBIM IEMOJIMTUYECKUM aHemusiM. B Poccuun aTo 3abonesa-
HYe yallle BO3HUKAET Y KopeHHBIX kuteaeii CeBepHoro Kaska-
3a, O[IHAKO BCTPEYaeTcs W y JUL APYrMX HAUUOHAIBHAIBHOCTEIA.
OCHOBHBIMU KPUTEPUSIMU IUATHOCTUKU SIBJSIETCS IIOBBILICHHE
ypoBHs1 remornobuna A, v F npu anekrpogopese reMmorio6uHa.
B nepugepnueckoit KpOBU OTMEYAIOTCS] BhIpaKeHHBIH MUKPOLIH -
TO3, YBEIUUYCHUE KOJIMYECTBA MUIIIEHEBUIHBIX SPUTPOLIUTOB, ChI-
BOPOTOYHOrO eJie3a, OOLIMX M HeHAChIIIEHHbIX TpaHC(heppUHOB
U (peppUTHUHA.
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10.J1. [eByenko, A.A. Hoeuk, B.5l. MeabHuueHKo

AHEMMH

Anemun xponuueckux 3aboaeseanuil HepeIKO Pa3BUBACTCS TP
XPOHMYECKHX BOCHAJMTEIbHDBIX, 3y TOUMMYHHbIX, MHH)EKIIMOHHbIX
3a00J1eBaHMAX, 3JIOKAYECTBEHHBIX HOBOOOpaszoBaHusix. [lpu aHe-
MHH XpOHUYECKUX 3a00/eBaHU I BEAYLIMM B KIIMHUYECKOW KAapTUHE
ABISAETCH NMPOSABICHUE OCHOBHOM NATOJIOTUH, OTCYTCTBYET CHIIEPO-
TeHHYecKuit cuHapoMm. JduddepeHuranbHble NPU3HAKHU KENE30M€E-
(GULIMTHBIX aHEMUIi pa3TMYHOro reHesa NpuBeaeHbI B Tabsuie 4.4.

Jlewenue

st ycrenrHoro JiedeHHusl Kene3oaeUUMTHOH aHeMUU HeoO-
XOIAKMMO YCTAHOBWUTH M MO BO3MOXHOCTH YCTPAHWUTbL €€ TMPUUMHY
(YMEHBIUMUTH 00beM MEHCTPYaJIbHBIX KPOBOIIOTEPD, VAAIUTh [EMOp-
pouaNbHbIe Y3ABI ¥ Ap.). JlMera N0/KHA comepXkKaTb JOCTATOUHOE
KOJIMYECTBO XeJie3a M BKII0YaTh O€J1KH XKMBOTHOTO [MPOUCXOXKIEHUSI.
INonHoneHHas auera NPENSITCTBYET IPOrpeCCUPOBAHUIO AePUIIMTA
Keqe3a, HO He MOXET YCTPAHUTD YVKe UMEIOUIYIOCSE aHEMHUIO.

Tabauua 4.4.

Juppepenyuaavno ouaznocmuueckue npusHaKu MuKpouumapHol xceaezodedu-
uumnou anemuu

Tpu3nax Tanaccemun | Kenesonedpuuurnas | Anemus
aHeMHs XPOHMYECKOTO
BOCHAJIEHASA
CBbIBOPOTOYHOE XKeJie30 Hopwma unu | CHuxeHO CHUXEHO
TOBBILLEHO
O6mu1as xenezocps3piBatonnast | Hopma [MoBbIlLIEHO CHUXeHO
CIIOCOOHOCTb ChIBOPOTKH
TpancdepuH-peLenTopsl [TopbileHs! | [ToBbIlLIEHA Hopma
ceBOpOTKHM (STTR)
®eppurun (ug/l) >50 <12 30-200
Log (STfR/depputiin) >4 >25 <25
3anacel xene3a 3-4+ 0 1-4+
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Inasa IV.
XENE3OOEOPUUNTHBE AHEMWHU

Hns neyeHus xeyne3oneHULMTHON aHEMUH HEOOXOIMMO Ha3HAa-
YEHUE MEAUKAMEHTO3HBIX Mpenapatos. [1py KiMMHnyeckux 1 1abo-
paTOpHbLIX MPU3HAaKax AeULMTa XKeJie3a U B Irpynmnax pucka (He-
JIOHOILIEHHBIE IETH, OepeMEeHHbBIE, KOPMSILLME MaTepy, ITALUEHTKH
¢ OOUBHBIMU MEHCTPYaJIbHBIMU KPOBOIOTEPSAMU ) TIperaparhl xe-
Jie3a MOT'YT Ha3zHavYaThes MPOMUIaKTUUECKHT

Ilepopaavnbte npenapamur yceaeza — >HHEKTUBHBIC W XOPOIIIO
MEPEHOCHUMBIE CPEACTBA IS JIEUCHUST OOMbHBIX Xe/le30AeHUIIUT-
HOi aHeMmueil. OObIYHO HA3HAYAIOTCS Tpenaparhl Xeje3a B BUIE
cynnara, IJIIOKOHATA, JakTaTa, (pyMapara WK KapOoHarta xejes3a.
Jo3a npenapara paCCYMTHIBAETCS B 3aBUCMMOCTH OT CONEPXKAHMSI B
HeM Xkese3a. BapocnbiM HeoOxoauMo HasHadaTh 200—300 mr xkeJe-
3a B CYTKH (3a 3 npuema). [To Mepe yBeimM4eHUST pa30BOI TO3BI Ke-
ne3a ¢ 40 no 400 mMr cTeneHb ero BcacbiBaHUA cHuKaertcs ¢ 30% no
5%. Takum o6Gpa3oM, IIPUEM [IPENMApaToB XeJe3a B Pa30BOil 103€
oosee 150 Mr 1 cyTouHOI 6oJiee 450 MT He IIPUBOIUT K YBEJTUYCHHIO
€ro MOCTYIJIEHUsI B opraHm3M. o3y 111 neTel Ha3HaJaT U3 pac-
yeTa 2 Mr Xene3a Ha | Kr Beca B.cyTkU. [Ipenapatsl xkese3a cieny-
€T IPUHUMATh HaTOIllAK, TAK KaK IMPOAYKTHI MUTaHUS CHIXKAIOT a0-
cop6uuio xenesa Ha 40—50%.

CocrosiHne 60nbHbIX Ha (poHe JIeYCHHS MperaparaMu Xejie3a
YyacTo yAy4lllaeTcsl YK€ K KOHILY MepBOi Heleau, OIHAKO OTYETIIU-
BO€ MOBBLILIEHNE YPOBHS reMOITIO0MHA B 3pUTPOIUTOB HAUMHAETCS
00BIYHO uepe3 2,5—3 Heaenu, a HopMau3alus reMaToJI0rMYecKux
rnokasaTteaeid npoucxoauT yepes 4—5 Heaenb. [Mocne poctukeHUs
Jie4yebHoro 3ddexra nepexoasaT Ha NOAIepKUBAIOIINE T03bl pe-
naparoB xene3a (B 2—3 pa3a MeHbllle HayalbHbIx). O0UIast mpono-
KUTEJILHOCTB JIeUeHHUsl cocTapisieT 4—6 MecsLes.

CymiectByeT 0OJbIIIOe KOJWYECTBO IMIPENnaparoB Xejaesa s
MprMeMa BHYTPb, MHOTME M3 KOTOPBIX SIBISIIOTCS KOMILICKCHBIMH
(comepxar AOTMOJHUTENBHO aCKOPOUHOBYIO, (DOJTHEBYIO KHCIOTY).
K Haubonee pacnpocTpaHeHHBIM OTHOCSITCS:

— copbudep — KOMOMHMPOBAaHHBIN ITpenapar cy/jibgara xenesa

(100 Mr) 1 acCKOPOMHOBOW KHUCJIOTHI;
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10.J1. IlieByenko, A.A. Hosuk, B.fl. Meabuuuenko

AHEMMWHA

— epporieke, conepxainunii cynboat xenesa (10 mr) u ackopou-
HOBYIO KMCJIOTY;

— depperad — KOMOMHUpPOBAHHBIMA Mpenapar gymapara xejaesa
(50 M1) 4 HONUEBOI KUCTIOTHI;

— ¢eHI0/bC — KOMOMHMPOBAHHBII Mpenapar cyiabdara xeaesa (45
MTI') B COYETAHUH C aCKOPOMHOBOM KHCIOTOH U pUOOMIaBUHOM;

— (peporpagymer — perapouposaHHast ¢opMma, cofepxaiast 105
MT KeJe3a;

— TapoudepoH — peTapavpoBaHHas ¢opma, coaepxaulasi cysib-
dar xene3za (80 MI) 1 aCKOpOMHOBYIO KUCIIOTY;

— axkTHdeppuH — Karcyasl conepxat 113,85 mr, cynbdaTta Xxenesa,
TaKXe CYIIECTBYIOT JJeKapCTBeHHbIE (hopMa B CUPOTIE U KAruisiX
JUTSL IpYieMa BHYTPb;

— Mansrodep — npenapaT TPEXBAJIGHTHOTO XKeJe3a B BUjle TMAPOK-
CHJI IIOJIMMAIBTO3HOTO KOMILIEKCA; pa3INYyHbIE JI€KAPCTBEHHbIE
dopmbl conepxat ot 100 no 10 mr xenesa. JlaHHbIH MaKpoOMO-
JIEKYJISIPHBIM KOMILIEKC cTabuieH, He BblaeseT Fe B Bue cBoO-
GONHBIX HOHOB, CXOAEH IO CTPYKTYpPE ¢ €CTECTBEHHbBIM COeau-
HenuneM Fe n dpeppuruna. bnarogaps takomy cxonctny, Fe3+ nu3
KUILEYHUKA MOCTYIAET B KPOBb TOJILKO NyTeEM aKTMBHOIO BCa-
CBIBAHUS, YTO OOBACHAET HEBO3MOXHOCTb MEPEJO3UPOBKU (K
MHTOKCUKAIMK) TperapaToM B OTJIMUME OT MPOCThIX cojieii Fe,
BCACBIBAHUE KOTOPbIX MPOUCXONUT MO IPAIMEHTY KOHIEHTpa-
LIMH;

— (eppyM-NeK — aHAJIOFUYECH MO CTPYKTYPE MaiibTodepy. B 3aBu-
CHMOCTH OT JIeKapCTBEHHOM (popmbl conepxuT ot 50 1o 100 mr
xejiesa.

B nocneanue roapl pa3paboTtaH U MPUMEHSIETCS TIpenapar xe-
Je3a cynbgartdgonuenas KUCIoTa+UUMAHOKOOAIaMHUH 101 HA3Ba-
HUEeM (eppo-dobramma, MoKasaH!WeM AJisi UCTIONb30BaHUSL 3TOTO
IperapaTa CayXurt JedUurT GHOJUEBOH KUCIOTHI, IIHaHOKObaIa-
MuHa U Fe.

IIpu BBIOOPE Npenapara xese3a HeoOX0AMMO UMETh B BULTY, CO-
JIepXaHue 3JIeMEHTaApPHOIO Xejle3a B OBHOM Karicysie (apaxe); Tyd-
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Inasa IV,

XENTE3OAEDPUUUTHBE AHEMUHU

LIy10 BCacblBa€MOCTb INPU HAJIWYUM B Tperapare ackopbrHOBOWM
KUCJIOTBI, a TAKXKeE, TO YTO peTapAuPOBaHHbIE (DOPMBI MOXKHO TIPH-
MEHSITh TOJILKO 1J1sI NPOMUIAKTUKY HePULINTA XKeje3a U IOAIED-
XKUBAIOLLIEH Teparuu.

Y 15—-20% 60abHbIX HA3HAUEHHE IEPOPATHHBIX MPENAPATOB Xe-
JIe3a COTIPOBOXIAETCS pa3BUTHEM MOOOUYHBIX peaKLMii, yallle Bce-
IO CO CTOPOHDI XeNyI0YHO-KUILIEUHOTO TpaKTa (KM3Xora, TOLIHOTA,
pBOTa, 60U B XUBOTe, nuapes). Ecau BRIpaXeHHOCTE [TOOOYHBIX
3ddexToB He yMeHbIASTCS NPH CHYXEHWHM NO3HI, Mpenapar cie-
JyeT OTMEHHT.

B psiac ciydaeB JicueHHUE NEpOpaibHBIMH TIpernapaTaMH Xejle3a
He3((PEKTUBHO, UTO MOXET ObITh OOYC/IOBIEHO: TIPOAOTKAIOLIEH -
Cs KpOBOMOTEPEH, HEMpPaBUJIbHBIM MIPUEMOM WJIM HeaaeKBaTHOMH
[I030¢ Mpemnaparta, HEMPaBUIbHBIM AUArHO30M (aHEMUSL XPOHUYE-
cKkMX 3a0oneBaHuii, TaacceMusi, cuaepodaacTHasl aHEMHSI), KOM-
OMHHPOBaHHBIM AeUIIMTOM (Yallle BCEro — kene3a U BUTaMHHA
B,,) 1 HapyLIeHUEM BCaChIBAHUSL XeJe3a.

Ilapenmepaavnsie npenapamut nceaesa 6onee 3pPeKTUBHBI, YeM
NepopaibHbLIC OMHAKO Yallie BBI3bIBAIOT pa3BUTHE MOOOYHBIX peak-
LU, MHOAA ONACHBIX AJIS JKU3HU.

[TokazaHusi K HA3HAUEHHIO MapeHTEePaJIbHEIX [1PEITapPaTOB XKeJje-
3a:

— HEMEPEHOCUMOCTh MEPOPaAbHBIX MPEIAPaTOB XKeMe3a;

— HEeoDXOmMMOCTh ObICTPOTO BOCITOJIHEHMS 3aIacoB Xejie3a (T-
kenasi xenesoneMUMTHAS aHEMUS, TIOC/IEOIIePALlMOHHBIN T1e-
pUoa, NOCACIHNE Heaeaun 6epeMeHHOCTH, HOBTOPHBIE KPOBOTE-
YEHMSI TIPU TeMOopparuyecKrx 3a0oneBaHUX);

— 3a00feBaHUA XeJyIOUHO-KHILEYHOro Tpakta (Hecneuuduue-
CKUil I3BEHHBII KOJIUT, 00J1e3Hb KpoHa);

— HapyllleHUe BCacblBaHUs XKEJe3a;

— XPOHMUECKHI TeMOIHNANTH3.

[TapeHTepaibHbie Npenaparhl Xeje3a MpearnoyTHTe/lbHee BBO-
JUTb BHYTPUBEHHO, TaK KaK BHYTPUMBILLICYHOE BBEICHHUEC MeHEC
3 (EeKTUBHO (YaCThb XKeJle3a OTKIAABIBA€TCS B MbILIIAX B BUJE Ie-
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FO.J1. lepuenko, A.A. Hosuk, B.Sl. MenbHuuetiko

AHEMMHAMHN

MOCHIEPUHA) U MOXET OCHOXHITLCSA PA3BUTHEM MOCTUHBEKLIMOH -
HbIX MHGUIBTpaToB. HaunHatoT jeyeHune ¢ npoOHOM 1036l nmperna-
para (1/2 aMmynel), KOTOPYIO BBOAST OUYEHb MEMJIEHHO.

K Haubosnee pactpoctTpaHEeHHbIM NPApeHTEPAIbHBIM TTperiapa-
TaM XeJjie3a OTHocATCs heppyM-JieK, BeHodep.

DeppyM-JIeK COMEPKUT TPEXBAIIEHTHOE XEJIe30 B KOMILIEKCE C
MaJIbTO30M 1T BHYTPUMBIILIEYHOro BBeneHust (50 Mr xkesne3a B aM-
nyJje) U BHYTPUBEHHOTO BBeAcHUs (20 MI KeJie3a B aMIIyJe).

BeHodep comepKUT TpexBaJEHTHOE XKEAE30 B TMAPOKCHU, caxa-
PO3HOM KoMITeKce 20Mr/MJT (aMmybl IO 2 U 5 MJT).

[ToGouHble 3(hdeKThl MpU JCYESHUM MMApECHTEPATbHbIMU TIPEria-
paraMu xeje3a paspuBarotcs y 20% nauuveHTtoB. Haubosee yacto
BCTpEYaIoTC:

— TOLIHOTA;

— TIOBBIIIEHUE TEMTIEPATYPHI TENA;

— apTpaJiruy;

— 6onu u MHOWIBTPATHI B MECTAX UHBEKIMH (MTPU BHYTPUMbIIIIEY-

HOM BBEIEHUH);

— ¢ae6uTsl (IIp¥ BHYTPUBEHHOM BBEICHHUHN );
— aulepruyeckue peakluyd (BIUIOTh 10 aHA(UIAKTHYECKOTO
1I0KA).

Kputepuu 3¢p(HeKTUBHOCTU JEYEHHUS NEPOPAILHBIMU WJIA TA-
peHTEPATIbHBIMM MIpeTiapaTaMu Xejesa:

— VAyYIlIeHUE OOIIEro COCTOSIHUS OONBHOTO K KOHILY fepBOU He-

Jenu;

— YBEJIMYEHHE KOJIMYECTBA PETUKYIOTUTOB 10 30—50%0 Ha 5-ii—

10-11 meHb;

— MOBBILIEHHE TeMOITIOOMHA (OGBIYHO HAUYMHAETC Yepe3 2—3 He-

JeNy, YPOBEHb reMOTIIOOMHA HOPMAJIN3yeTcsl Yepe3 4 Helenm);
— VIy4uleHHWe Ka4eCTBEHHOTO COCTaBa 3PUTPOLIMTOB (HMcye3aeT

MMKPOILIUTO3 U TUTIOXPOMMUSI);

— TMOCTEIEHHAs perpeccus SMUTETHATIbHBIX U3MEHEHUH,

AJITOPUTM TepanuM MpenapaTtaMy Xeesa MpeAcTaBleH Ha pu-
CcyHKe 4.7,
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InaBa IV.
XENE3OAEOPUILLUTHBIE AHEMUHU

XXENE3OAEPULUNTHARA AHEMUA
BHyTpb150-200 Mr B A€HL 3NEMEHTAPHOIO Xenesa B BOCCTAHOBNEHHOW hopme
(Hanpumep, Fe,S0O,) 3a 1-2 vaca po egbl (1 Mr Fe=1 mn sputpounToB)

1

oA N
ﬁ]OGOHHbIe 3appexTsl (TOLWHOTA, pBOTa)]——~ NpuHnmatb Npenapartsl Xenesa

BO Bpems egbl (a6copbuma
HET yMeHbLlaeTca 50-75%)
OrtseT: HET| No6o4Hbie Sd)d)EKTbI)
MNoBbileHWe KoNU4eCTBA PETUKYIIOLMTOB - 7-12 feHb
MoBbilleHWe KonnYecTBa reMorno6uxa Ha 2 r/n/geHb lﬂA

Hopmanusaums konudecTsa remornobuHa Yepes 6-8 Hepgenb

Mepevitn Ha npuem
Opyroro npenapara

OA HET xeneaa
HET]
) Mo6o4HbIe 3 eKTbI]

MpoRomxuTb Npuem HepocTtato4yHoe P
npenapaToB Xeneaa BOCMONHeHVe DA
A0 BOCMNONMHEeHus L 3arnacos
ero sanacos I (38KOHYUTL NprieM
(no kpaviHev mepe 500 mr - npenaparos xenesa
323%—&0 Gfo:cmea ToTanbHas racTpaKTOMMs 3a 48 4acoB [o Havana
daepumwia = 50 Hr/mn) MananopGu,vm (6onestin ::gs;:ggagwg;gaa)
[1HI')::/II'I theppHTvHa = TOHKOWM KULLIKM)
|10 mr xenesa] HekoHTposinpyemasn

noTepsa KpoBU

HET DA

MapeHTepanbHoe Ha3Ha4eHue xenesa:
[emuuuUT Xenesa = Bec Tena (B rpammax) /
453,6 x [150 - Hb (r/n)] + 1,000

BHyTpuMBbILLEYHO:
fekcTpaH xenesa 100 mr (2 mn)
B AeHb 10 NONy4eHUs NONHON J03bI;

BHyTpnBeHHoO:

1) recT-gos3a

xene3o 8 0,9% pactsope NaCl
(MakcumMarnbHas KoHueHTpaums 50 mr/mn);
v 10-15% nauveHTos paseusaiotca aptpanruy | 10 Kanens/muHyTy 20 MaHyT;

(06b14HO NOMOraeT aueTaMUHOEH); 1) nonHas gosa

B 1% cny4aes - anacbmnakTu4eckme peakuuu (Bcero 1-21)

Wckniouunts: o & B ranaccemuio;
aHeMKK NpU XPOHUYECKOM 3aboneBaHnn

Puc. 4.7. Areopumm mepanuu xcenresodedpuyumnoii anemuu.
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FO.JL. 1lleBuesko, A.A. Hosuk, B.Sl. MenpHuuerKO

AHEMMAHHU

Tpanchy3un 3pUTPOLIUTAPHON MACCHI TIPOBOISATCH 110 XXU3HEH-
HBbIM ITOKa3aHUsIM: TSKeJIoi aHeMuH (reMontobuH Menee 70 r/n),
COINPOBOXIAIONICHCA KIMHUYECKUMHU TIPU3HAKAMU TKAHEBOM T~
TIOKCHY (BBIPAXXKEHHAS TAXUKAPAWS, TAXUITHOA) WU TIepen ofepa-
uMei. Y MOXWIbiX TAIMEHTOR II0Ka3aHUs K TpaHcdy3UM 3pUTpO-
LMTAPHOM MACChl MOTYT BO3HUKHYTh NIPU OoJjiee BLICOKOM YPOBHE
remorioouHa (90—100 r/m). Ilpy ynoBIeTBOPUTENBHOM CAMOYYB-
CTBUHU, OTCYTCTBUHY TIPU3HAKOB TMIIOKCUM, HAPYIIEHUH CO CTOPO-
HBI KApAUOPECITMPATOPHON CUCTEMBI U 0J1IarONPUSITHOM IIPOTHO3€
(xpoHHYecKast Kene3oaeGUIIMTHAsT aHEMUS TIPH OTCYTCTBUH TIPH-
3HAKOB IIPOJOJDKAIoIeiicss KpOBOIIOTEpPH) MATOTEHETHUYECKOEe U
CHMITTOMAaTHYECKOE JieyeHue 6e3 TpaHchy3uil IpUTPOLIMTAPHOMN
Macchbl MOXET IPOBOUTHCS U IPHU aHEMUHU TSIKesoi creneHun. Ya-
CTOTa TeMOTpaHC(hY3UI OTIPeaeisieTcs] B 3aBUCUMOCTH OT KITMHUYE-
CKMX W T1a0OpaTOPHbLIX NIOKA3aTENCH.

Pezrome

1. XKenezogepUUUTHbIC aHEMUM — IPYyIINa aHEMUNA, CBI3AHHbBIX
C HapylIeHHWEeM CHUHTE3a I'eMONIOOUHA B PE3ynbTaTe CHUXEHUSA
YPOBHS XeJjie3a B OpraHU3Me.

2. JlmarHoCTMYECKME KPUTECPUM:

— CUIEPOMNEHUYECKHIA CUHAPOM;

— P UcCHAeNOBaHUM nepudepryeckoil KpoBU — THIIOXPOM-
Hag MUKPOLIMUTapHasg aHeMUs (CHUKEHHUE YPOBHS LBETOBO-
ro nokasatensi, MCH, MCV, MCHC);

— CHHMXXEHHE YPOBHSI CHIBOPOTOYHOIO Xeje3a, HACBIHIEHHBIX
TpaHcheppuHOB U GEepPPUTHHA, YBETUYEHNE OOIIUX U HEHA-
CBIIIEHHBIX TPaHC(EPPUHOB,

— B MHEJIOTpaMMe — yMepeHHas M'MIepIuiasusi 5pUTPOUIHOIO
pOCTKa, HOpMOOJIACTHYECKUI TUII KPOBETBOPEHUS, CHUXKE -
HUE KOJINYECTBA CHAEPOLIUTOB M CUIepOBNACTOB (CTEPHAb-
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Inapa tV.

XKXKENE3OAEOPUUMUTHBIE AHEMWHU

Has TyHKIUS He SIBJsIETCS 0O0s3aTebHBIM MCCICAOBAHM-
eM).

IMocne 1MarHOCTUKH Xene30AePUIMTHON aHEMUU HEOOXOINMO

YCTAHOBUTb €€ TIPUYKUHY.

HpuHLUTbI TPODHIAKTUKA U JICUEHUS

— TIOJIHOLIEHHAs JMETa, cojiepKaluas 6e/IOK XKMBOTHOTO MPOMC-
XOXIEHUS; .

— JIMKBUAALMS PUUKRHBI Ae(PULKMTA Kee3a;

— npodUNIaKTUYECKUI TIpUEM TpenapaToB Xeje3a B Ipyriax
pUCKa;

— JUIUTEJIbHBIN ITPUEM NEpOopaIbHbIX IIPEMapaToB XKeJIe3a;

— TMapeHTepasbHbie Npenaparsl XkeJe3a (IT0 TI0Ka3aHUSIM );

— TpaHChY3UU IPUTPOLIMTAPHON MACChl MMPOBOAATCS MO XU3-
HEHHBIM MOKAa3aHUsIM (KJIMHUYECKUE TTPU3HAKYU TUIIOKCHH)
WU TIepes onepauuen.
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10.J1. llesyenxo, A.A. Hosuk, B.SI. Menbiunuenko

AHEMMHA

I'masa V.

AHemuu
XPOHUUECKUX
3a601€e6aAHUIL

AHeMus IIPU XPOHUYECCKUX 3a00neBaHUsIX (CMHOHUMBI: aHe-
MUS1 BOCHAJIEHUS, aHEMUsl XPOHUUECKOIrO BOCTIAJIEeHUsI, aHEMUS
BbI3BAHHAs LIMTOKMHAMK U Jp.) BBIAEAEHA B OTICIBbHYIO (op-
My B nociaeqHue 20—30 net 6naroaaps padoram G.E. Cartwrig-
th, D.P. Bentley u G.R. Lee. Ilo yacTtore BCTpeuaeMOCTH 3TOT
BUJ aHEeMHI 3aHUMAET BTOPOE MECTO MOCiE XKeae301eULIUTHOM
aHEMMU.

AHeMUs XpOHUYECKoi 3a00eBaH A Pa3BUBACTCS I1PH BOCMAa-
JIMTEJIbHBIX MPOLECcCaX pa3inyHoil nmpuponsl (MHGMEKIUU, ONY-
XOJIH, reMo06acTo3bl, AUddy3HbIe 3a00/IeBaHUS COEAUHUTEb-
HoOIl TKaHW ¥ 1p.). HecMoTpst Ha pa3avuyHYIO NMPUPOLY OCHOBHOM
MMaTOJOrMH, OOIIeH XxapaKTepHOW OCOOECHHOCThIO AaHEMHUM XPO-
HUYECKUX 3a00yieBaHUM sBisieTcs] HeIDEKTUBHBINA 3PUTPOTIO-
33.
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Inasa V.

AHEMMWUU XPOHUUYECKUX 3ABONEBAHUN

Amuoaocus u namozenes

3aboseBanusi, NpU KOTOPLIX HauboJsiee 4acTo pa3BUBAETCS aHE-
MM XPOHUYECKHX 3a00/ieBaHMi, rIpeacTasaeHsl B Tabaue 5.1,

HauboJiee yacTo aHeM U XpPOHUUECKUX 3a001€BaH Wil BBIABIISIIOT-
¢4 'y GOMBHBIX PEBMATOJIOTHYECKOTO PO, IIPEXIE BCErO — MPHU
peBMaTouaHOM apTpuTe. K aHeMuM XxpoHnYyeckmux 3aboieBaHui He

Tabauua 5.1.

Tlpuqunst anemuu xponuveckux 3abosesanuii

OcHoBHbIC NPHIHHBI

3abonesanus

XpoHuYecKHe 3aboieBaHUS AbIXAaTENbLHON CHCTEMBI
AHbEKUMH (abcuecc nerkux, MHEBMOH A, TYOEPKYe3)
WHDEKIMOHHDBII 3HIOKAPAUT
3aboneBaHusl OPraHOB MAJIOro Tasa
OcreomMuenur
XpoHuueckue HHMEKIIHY MOYEBBIBOASLIUX MTyTEH
['pubkoBbIE MHDEKLMU
MEHUHTUT
BHUY-undexuns
Xponnueckue AnddysHbie 60n1e3HN COSANHUTENBHOM TKAHU
HeuHbeKUHOoHHblE | (PEBMATOUAHDIA apTPUT, CUCTEMHAs KpacHas BOJYaHKa,
3a00aeBaHus CUCTEMHDBIE BACKYJIATb)
PepmaTtuam
Tsxenas TpaBMa,oXoru
3nokavectBeHHble | Pak
onyxoin Jumborpanynemaros
HexomxkuHckue TuMpOoMbI
Jleitko3bl
MHoxecTBeHHasi MuesioMa
IIpoune AJIKOTOTU3M
3a0oneBaHus

3acroiiHble 3a601eBaHMs cepala
Tpombodnedbur
HNineMuueckas 601e3Hb cepaua
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0.1, Ilepuenko, A.A. Hosuk, B.fl. MenbHnueuko
AHEMMHA

OTHOCAITCSI aHEMUHU, OOYCIOBJIEHHbBIC TTOPAXEHUEM KOCTHOTO MO3-
ra, KpOBOIIOTEPEH, reMOIU30M, BOE3HAMU MOYEK, NMEYEHA U IH-
JOKPUHHBIX Xese3 (Iaxe eciiv BCe 3TU BUIbl aHEMUU Pa3BUBAIOTCS
[IPHY XPOHUYECKUX 32a00JIEBaAHUSX). DTO BaKHO, TOCKOJIbKY aHEMUSI,
BBISIBJIEHHAS] V MALHUCHTA C XPOHWUYCCKHM 3a00/1€BaHUEM, MOXKET
MMETD pasjIdyHbIi reHe3 (rpu avd@y3HbIx OONE3HIX COSTUHUTEIb-
HOW TKAHU MOXET pa3sBUBATHCA Xesle3onaedruuuTHas U ayTOUMMYH-
Hast TeMOJIUTHYECKAas aHEMHUS, IIPH 3/I0KAaYECTBEHHBIX HOBOOOPA30-
BaHMSIX — Xese301edULMTHAS aHEMUSA U T.1.).

B marorenese aHeMUM XpPOHMYECKUX 3a00J€BaHUA OCHOBHOE

3HaYEHUE UMEIOT:

— YKOPOUYEHME NPOIOIKUTENBHOCTU XXKU3HU SPUTPOLIUTOB;

— HeaJieKBaTHAas MPOAYKIIUS 3PUTPOLMTOB KOCTHBIM MO3IOM;
— HapyuieHus MeTaboIM3Ma Xee3a.

Paspuryie aHeMuH y OOJbHBIX XPOHUUECKUMU 3a00N¢BaHUSIMU
ABJISIETCA OAHON W3 MaHUdeECcTalMi KOMILIEKCHOTO MeTabonuye-
CKOTO OTBETA, OOYCIOBJICHHOIO CTUMYJISIIIMEN pa3IUUHbIX 3BEHHEB
MUMMYHHOU cucTeMbl. BhipaGaTbiBatolliecsi ipud 3TOM LIUTOKUHBI
(uHTEpNeKuH- 1, PakTOp HEKPO3a OMYXOJIH, UHTEPIEHKMH-0) cIo-
cOOCTBYIOT YMEHBLIIEHHUIO TTPONOKNUTEIbHOCTU XU3HU 3PUTPOLIU-
TOB (pUCYHOK 5.1.)

HopMayibHblit KOCTHBI MO3I' criocodeH B 5—6 pa3 yBeJIUYHTH
NpoayKIuio apurpouuTtoB. [lpu aHeMuu xpoHuveckux 3abosesa-
HUIT aeKBaTHOTO YBEIMUCHUS MPOAYKLUXH SPUTPOLIMTOB HE NIPOUC-
XOIUT, YTO 0OYCAOBJIEHO YMEHBIIIEHUEM MPOAYKIIUU IPUTPOIOITU-
Ha, HapylleHHeM OTBETa KJIETOK Ha 3PUTPOMOITUH U CHUXKEHUEM
KOJIMYECTBA XeJIe3a, KOTOPOE MOXET UCTIO/Ib30BATLCS A1 SPUTPO-
nos3a. UMeer 3HayeHHE TAKKe UHTMOUPOBAHUE HOPMAIbHOTO 3pH-
TPOII033a LIMTOKWHAMHU, CPEIX KOTOPBIX OCHOBHYIO POJIb UIPAIOT
(bakTOp HEKPO3a OIYXOJIM, UHTepeKuH- |, nHTepdhepoHbl o, 3 u .
BDHIOreHHOE XeJjie30, BhIASASAIOIIEECs NPU pacnane 3pUTPOLUTOB,
3aepKUBACTCS B KJIETKAX PETUKYJIOIHIOTENUATBHON CUCTEMBI M HE
[TOCTYIIAET B CO3pPEBAIOLIME IPUTPOOIACTHI KOCTHOTO Mo3ra. bonb-
moe 3HadYeHUe B 3TOM HUMET (akTop HEKpO3a Omnyxoau u MHpe-
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nasa V.

AHEMUN XPOHUNUECKUX 3ABOJIEBAHUI

nunononucaxapuabl
renyma»
HHbII 3hcheK T OpHbI renunanH
MexaHn3m
/2-n Knwka
TpaHcheppuH
cBA3aHHoe Fe
+
MoBbILLIEHNe peuenTopsi CHI/I%KEHI%E Fe2
theppuTuHa “TpaHctep- abcopbuumn
puHa
Aerpajaums u
charoynTos cTapetowmx / Fe2+ TpaHcriopTep
3pUTPOLUTOB
(hepponopTuH-1
renuuanH
71

CH>KeHue Fe 2+

MHrubnposaHue]
npoaykuum

3pUTPONOITUH"

@ VHrubuposaHve

*  3puTponoasa.

.KNeTKu
KocTL NpeaLIecTBEHHNLbI
COCTHbI MO3r 3pnTponoasa

Puc. 5.1. MNaToreHe3 aHeMUN XPOHUYECKNX 3a60/1eBaHNIA.
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I0.J1. Wesyenko, A.A. Hosuk, B.fl. Meastuuenko
AHEMHAHU

pon-y. B pe3ynbraTe mpouCcXoauT CHUXKEHWE YPOBHSI CBIBOPOTOYHO-

ro Xeje3a B KPOBU U YBEJIMUEHUE €10 3a11aCOB B KOCTHOM MO3Te.

Cpenn IUTOKMHOB OCHOBHOE 3HAYEHUE B NTATOTEHE3¢ UMEIOT:

— HHTepAeHKHH-1 (cTUMy/IHpyeT oOpa3oBaHUe UHTepdEpOHa-vy,
TOPMO3UT MPOAYKILINIO 3PUTPOIIOITUHA U BHICBOOOXKICHKE XKe-
JIe3a M3 KJIETOK PETHUKYI03HA0TEINaNbHON CUCTEMBI);

— (akTOp HeKpo3a onyxoau (CTUMYAUpyeT oOpa3oBaHUe UHTEp-
depoHa-B, YMEHBIIAET MPOJOIXKUTENBHOCTh XU3HU JPUTPO-
IIMTOB, BbIPAOOTKY 3PUTPOIMOAITUHA U PEYTWIU3ALMIO Kee3a B
CBSI3U C TOPMOXEHUEM KIIETOK PETUKYIOIHAOTEIHUSA);

— uHTEepGhEepOH-Y (TOPMO3UT MPOLYKLIUIO 3PUTPOUIHBIX KIETOK U
BBICBOOOXICHUE XKEe3a U3 KIETOK PETUKYJIOIHAOTEIUATBHOMN
CUCTEMBI;

— uHTEphEepOH-f3 (TOPMO3UT BHIPABOTKY SPUTPOUNHBIX KIIETOK B
KOCTHOM MO3T€).

Kpowme Toro, npu aHeMUH XpOHUUYECKKX 3a00J€BAHUI MOXKET OT-
MeyaThes aeduuuT (POoANEBOH KUCIOThI, YTO CB3aHO C YBEJIUYECHU-
eM MoTpeObHOCTH B (posaTax U HApYUIeHUSIMU NIUTaHUsA. Y OOIbHBIX
3/I0KAYECTBEHHBIMUM ONYXOJISIMUA B TeHE3€ aHEMUM XPOHUYECKUX 3a-
GosleBaHUNA UMEIOT 3HAYCHNE TAKXKE YMEHbLUEHUE KOJTHYECTBA KJIE-
TOK-NPeALISCTBEHHUII SPUTPOI033a BCICACTBUE METACTATHUYECKOTO
MOPAaXKEHUS KOCTHOTO MO3Ta U BTOPUYHBIH (hpOPO3 KOCTHOTO MO3ra.

Kaunuueckaa kapmuna

AHeMusl XpoHUUeckux 3a00s1eBaHuit pa3puBaeTcs Mpyu pasiny-
HbIX HO30JIOTMYECKUX (hOopMax, MO3TOMY XapakTepHble KIMHUYE-
CKHE CHMITOMBI OTCYTCTBYIOT. OOBIYHO CHMIITOMBl OCHOBHOTO
3a0o0eBaHUs NIPEBATUPYIOT HAJl aHEMUEN, ONHAKO UHOTIA aHEMH-
YeCKUl CUHAPOM SBJISIETCsI TMEePBOil KIMHWYeCcKOiH MaHudecTam-
eil. B 3Tux ciaydasix NOCTABUTh AHArHO3 OCHOBHOTIO 3a00EBaHUA
HE BCEIIa MpocTo.
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Inasa V.

AHEMUNU XPOHUUYECKHUX 3ABONEBAHUN

B GonblIMHCTBE CilyyaeB aHEeMUST XPOHUUYECKMX 3aboeBaHM
pa3BUBAeTCs B TCUEHUE IMEPBBIX ABYX MECSLICB, XapaKTePU3VETCs
JIETKUM TeueHueM (remornoduH dosiee 90 1/11) u He TIporpeccupy-
eT. BelpaxkeHHOCTb aHEMUU OObIYHO KOPPEIUPYET ¢ AKTUBHOCTbIO
U MIPOIOJKUTESIBHOCTBIO OCHOBHOTO 3a00IeBaHUSs (PEBMATOUIHO-
ro apTpuTa, CHCTEMHOTO BACKYJUTa, XPOHUUECKO WH(EKIIUN).
Ilpyn meracraTuueckoM TNopaxeHWM BHYTPEHHUX OPTaHOB BhIpa-
KEHHOCTb aHEMMH OO0BbIYHO 0OJibllie, YEM IPH JIOKATU30BAHHOM
pake, OHaKO B 3TOM Cjlydyae HeoOXOOMMO UMETh B BUIY BO3MOX-
HOCTb KPOBOIOTEPY U METACTA30B B KOCTHOM MO3r¢e.

Jlabopamopnoie u uncmpymenmaavnvle 0anHble

Kaunuueckuii anaaus kpoeu. OObIUHO BBISIBJISIETCS YMEPEHHOE
cHUXeHUe remornobuHa (He Huxe 90—100 r/n) u spurpouuros. Y
TNIOJIOBUHBI NMAMEHTOB aHEMHUS. HOCUT HOPMOXPOMHBIA HOPMOLIU-
TapHbIl XxapakTep, y MOJOBUHBI OTMEUAIOTCSt TUITOXPOMUS U MH-
KPOLMTO3 (Yallle NPHY peBMAaTOMIHOM apTPUTE U 37I0KAYECTBEHHBIX
OI1yX0J15X). BeIpaxk€HHOCTh TMITOXPOMUH ¥ MUKPOLIUTO3a OOLIYHO
yMEpEHHasl U He JIOCTUTaeT YPOBHS, TUITMUHOTO IJIS XKeye301edhu-
unTHOH aHeMuu (MCV B bonbIIMHCTBE ciiyuaes Boiie 72 ¢, MCH
— 22 nr). Yucno peTKy/I0OLUUTOB B rpeaenax HopMmel. Kpome toro,
B KJIMHUYECKOM aHAIU3€ KPOBU OTMEUAlOTCsl M3MEHEHMSI, XapaK-
TEPHBIE /151 OCHOBHOW HO3010rM4ecKoi (hopMBbl (IIpHA OCTPBIX UH-
(hbekuuax — HeHTPOPUABbHBIN JEMKOLMUTO3 CO CIBMIOM BJIEBO, [IPH
000CTPEHNU XPOHHUYECKUX UH(peKIMi U 1D Y3HbIX 00JIE3HSIX CO-
eNMHUTENbHON TKAaHU — BblpaXXeHHOe yBenudeHue COD u T.1.).

bBuoxumuueckue uccaedosanusn. J1isi aHeMUu XpOHUYECKUX 3260~
JIEBAHUU XapaKTePHO CHUKEHME COIEPXKAHUS XKejie3a B CBIBOPOTKE
KPOBH, OJIHAKO, B OTIMYUE OT XeJie301e(PUIIMTHON aHEMUH, YMEHb-
HIAETCS TAKXKE YPOBEHb O0LIMX U HEHACBIIIEHHbIX TPAHC(HEPPUHOB.
KoHleHTpauus CbIBOPOTOUHOTO heppUTHHA B HOPME M YMEHBbIIIA-
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10.J1. Uepuenko, A.A. HoBuk, B.SI. MenbHuueHko
AHEMMHMN

€TCsI TOJIBKO IIPU COYETAHUU aHEMHUM XPOHMUECKHUX 3a60JIeBaHUiA ¢
xene3onepuIIMTHON aHeMH e,

I1pu aHeMuU XpoHHUUECKUX 3a00JIeBaHUI XapaKTEpPHO yBenUe-
HWE YPOBHSI CBOOOMZHOrO NMpotonpodupuHa B 3pUTPOLUTAX, CHU-
JKeHME YPOBHS 3pUTPONO3TUHA, HE COOTBETCTBYIOILCE CTEIEHM TS -
KECTH aHEMHH.

B GonbIIMHCTBE ClyyaeB MOBBLILLIEHO coacpKaHHue «ocTtpoda-
30BBIX» MoOKazaTeyeil (C-peakTuBHBIA Oenok, ¢uOpUHOTEeH, Lie-
PYIOILIA3MUH M JAp.). XapaKTEPHO IOBBILICHHE KOHLIEHTPALIUK
IIUTOKMHOB {(pakropa HEKpO3a OINYXOJH, UHTEpACHKMHA-]1 U MH-
TepJeKHa-6), KOTopble HUMEIOT 3HaUeHHE B ITaTOreHe3e.

Mueaoepamma. 11pu LUTOTOTMYECKOM UCCIEI0BAHMY aCcnUpara
KOCTHOFO MO3ra YacTO BbISIBJISIETCS peaKTUBHAS TUINEPIIa3us MUe-
JIOMIHOTO POCTKA W CBSI3aHHOE C 3TUM YBETUYEHUE JIEHKOIPUTPO-
6,1aCTUYECKOI0 COOTHOLUEHUs. B psige ciayyaeB yBeUUeHUE daH-
HOTO COOTHOUIEHUS 00YCMOBIEHO CHUXEHHNEM KOINYECTBA KJIETOK
SPUTPOUIHOTO Psiia; BO3MOXHA TaKXe 3alepXKKa UX CO3PEBAHMUS.
YpoBeHb cuaepo6iacToB cHkeH. CoaepxaHUe Xene3a B KeTKax
PETUKYIOIHIOTEIMATILHON CUCTEMBI yBeUUYeHO. Y 15-20% Gonb-
HBIX COJIMAHBIMU OITYXOJISIMU OOHAPXHBAIOTCSI METAacTa3bl B KOCT-
HOM Mo3re. B OoJbIUMHCTBE CJy4YaeB, OAHAKO, U3MEHECHUS MM~
eJorpaMMbl TIPU dHEMUHM XPOHUYECKUX 3a00jIeBaHUI HE MUMEIOT
JIMarHOCTUYECKOTO 3HAUEHUSL.

O6beM 1abopaTOPHBIX U MHCTPYMEHTABHBIX UCCICIOBAHW M 3a-
BHCHUT OT OCHOBHOTO 3a0osiesaHust (auddy3Hast 601e3Hb COeAUHU-
TEJAbLHOM TKAHW, UHMEKIIUS, OITYXOJIb).

Cnenyer MOMHUTD, YTO aHEMHUUYECKUH CUHIAPOM IPU XPOHUYE-
CKMX 3a00/1€BaHMSX MOXKET ObITh O0YCJIOBJICH Pa3/IMYHBIMU NIPHYU-
HaMM:

— pa3BUTHEM XeJe304ePUIIUTHOW aHEMUU, AYyTOUMMYHHO reMo-

JAUTHYECKON aHeMMH, B -1eDUUUTHOM aHEMUK U T.1.;

— coYyeTaHMeM aHeMUU XPOHMUECKUX 3a00JeBaHUU C Xeje3ole-

(GUIIMTHOM, MEeTATOOJACTHON aHEMHMEH U 1.
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I'nasa V.

AHEMHWHW XPOHUYECKWUX 3ABOJEBAHUN

Juaenos u ougpgpepenyuarvnolii ouacnos

JAnarHo3 aHeMur XpoHUYecKUX 3ab0/IeBaAaHUI IPAaBOMOYEH IPU
pa3BUTUM y GONBHOTO C COOTBETCTBYIOIIE! mnarojioruei (TaGim-
1a 5.1.) HOpMOXPOMHOI1 WX THTOXPOMHOI aHEMUH JIETKOI, pexXe
CpedHel CTeneHU KOTOpasi CONPOBOXAAETCSI CHUKEHHUEM YPOBHS
CBIBOPOTOYHOTO XeJe3a, o0lIMX ¥ HeHaCHILIEHHBIX TpaHcheppu-
HOB Y YBEJIMUEHUEM YPOBHSI (peppUTHHA B CBIBOPOTKE KPOBM.

IIpy nomo3peHUM HAa aHEMUIO XPOHMYCCKUX 3a00IeBaHMil He-
00XOIMMO NpOBOAMTh UM depeHUNANbHDBIN JUATHO3 C OIPYTUMHU
MUKPOLUMTAPHBIMUA TUIIOXPOMHBIMHU aHEMUAMH (Kene30aeDUIUT-
HbIE, CUAEPOOIACTHBIC aHEMUH, TallacceMun). [lpuHLMnb tudde-
PEHLHMATbHOW IUArHOCTUKU U3JI0XKEHBI B pasaene «XKenesonedu-
LIUTHBIE AHEMHUU». ANITOPUTM TMATHOCTUKY daHEMUM XPOHUYECKUX
3a00J1€BaHU peACTaBAeH HA PUCYHKeE 5.2,

{ AHEMUSA ’
!

LBVIOXMMVI‘-IGCKVIG U KNNWHN4eCKNe NpU3Haku BOCI'IaHeHVIHJ

!

[ HacbiweHHocTb TpaHcheppuHa <16% J

——={ VickniounTs gpyrue NpuinHbl aHemum

1
hbeppmvm <30 ng/le[ ®epputud 30-100 ng/mn ][ ®depputuH >100 ng/mn J

Onpepnenenne pacTBOPUMbIX
TpaHcheppUHOBbLIX
peuenTopos (sTR)

1
[ sTiR/log chepputun >2 }( sTtR/log depputun <1 ]

JKenezoneurunTtHasa
aHemua

AHEMUA XPOHNYECKOTO AHEMUA XPOHUYECKOTO
3a6onesaHna ¢ UCTUHHBIM 3a6oneBaHun
OedvunToM Xenesa

Puc. 5.2. Areopumm duaznocmuru anemuu xponuseckux 3aboreeanui.
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10.J1. [lieByeHxo, A.A. Hosuk, B.fl. MenabHnueHko

AHEMMHHU

Jleuenue

OCHOBOU JICUEHUSI aHEMUM XPOHWUYECKUX 3a00/IeBAHUN SIBJISI-
eTcsl YCIEUIHOE JIeUeHMe OCHOBHOM HO30JI0rMUecKoil ¢hopMbl. DTO
MPUBOUT K KYMIMPOBAHUIO WM 3HAYUTEIBHOMY YMEHBIIEHUIO
BBIPAXEHHOCTH aHEMUU XpOHWYEeCKMX 3abojeBaHuii. [1pu oTcyT-
ctByHU 3ddeKTa Mocse aaekKBaTHON Tepanuy HEOOXOAMMO AYMATh O
JIPyrovi MpuyuHe aHeEMUU JTMOO O ee CMeIIaHHOM reHese. JleueHue
aHeMHWH XpOHWYECKMX 3a00JieBaHUi TIpenapaTamMy Xxeesa 0ecro-
JIE3HO, a IIpW NapeHTEPAIbHOM BBEACHUHM Nae BpeiHO (Kene3o Ha-
KaIlIMBAeTCs B KJIETKAX PETUKYJIOIHAOTEIUAILHON CUCTEMBbI, YTO
MOXET MIPUBOIUTHL K PA3BUTHIO BTOPUUHOTO reMocuaeposa). [lpu
CHUXEHHH IPUTPOIOITHHA MOXET ObITh YCTIEUTHBIM JIEUEHUE pe-
KOMOWHAHTHBIM 3PUTPONO3TUHOM (Tabauua 5.2.).

Inpexc (HAnccen-Cuaae) — OTHOCUTBCSA K IpemapaTM IPYIIIIb]
3MO02TUH aib(a. [Ipenapar Ha3HaUaeTCS B BUJIE MOIKOXHbBIX, BHY-
TPUBEHHBIX WHbeKUWH B go3e 1000, 2000, 4000 u 10000 ME. Ha-
yajbHas 103a s Ipo¢dMIaKTUKA WIH JIGUEHUS aHEeMUM OOBIYHO
cocraBnaTh 150 ME/kr maccel Tena 3 pasa B Henemo /K. B kauectse
aJIbTePHATUBBI HayaJIbHas 103a MoxXeT cocTaBiaTb 450 ME/Kr (onst
pacTBOpa /Ut B/B M /K BBeaeHust 1000, 2000, 4000 u 10000 ME) u
40000 ME (nnga pactBopa uisi B/B v n/k BBegenus 20000 u 40000
ME) 1 pa3 B Henenio /K.

Jns xoppekuuu aedunuTa (HoJaToB Leecoodpa3HO Ha3Have-
H1e GONTUEBONA KMCTOTHI.

Peszrome

1. AHEMUM XPOHUYECKUX 3a00JICBAHUIN pa3BUBAIOTCS MIPU Pa3iny-
HBIX UH(PEKIIMOHHBIX, BOCTIAJIUTEJIbHBIX U OTYXOJIeBbIX 3a00/1e-
BaHMSIX W TIPOABIISIIOTCS aHEMUEH JIETKOM, pexXe CpelHel cTemne-
HH, IEPCUCTUpYIOLLEH Gonee 1—2 MecsiLes.
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Inasa V.

AHEMMWHU XPOHUYECKUX 3ABONEBAHUN

Tabamna 5.2.
Ipunyuns: mepanuu anemuu XpoHusecKux saboaeeanui

Tepanus Anemnn AHeMHS XPOHWIECKHX
XPOHHYECKHX | 3a60/IeBaHMi ¢ HCTHHHBIM
3aloieBanuii | AepUUATOM Kejesa

Jlewenue ocHoBHOTrO aboneBanus | Jda Ha

Tpancoy3un** Ha Ha

[Tpenapartsl xene3a Her Ha*

DPUTPOTIOITUHbI Ja VY nauueHTOB ¢ OTCYTCTBUEM

3 dekTa HA TEPATIHIO KEJIE30M

IHpumeuanue: * — npanaparbl xeie3a Ha3HAYAOTCA B Clyyae aHEMHUHU XPO-
HHUYeCcKUX 3a0ojieBaHUM MpPU HalUuuMW AcduLUTa XKesie3a, TeM HE MeHee,
HET MPOCIIEKTUBHBIX MCCIAEOOBAHUN TMOATBEPXKIAIOIUX MX I(PHEKTUBHOCTD;
¥ yMMyHoMmoayaupylowui 3ddekr remorpaHcdy3uit He AOKa3aH, remMo-
TpaHCchY3MH NPUMEHSIOTCS MO XU3HEHHBIM MOKAa3aHUSIM B MUHUMAJIbHBIX 10-
3ax.

2. MMeroTcs mpu3HaKK OCHOBHOTO 3a00JIeBaHUSI.

3. AHEMHYECKHI CUHIPOM MPU XPOHUYECKUX 3a00NCBAHUAX HE
BCETIa CBSI3aH ¢ aHeMUeil XpOHUYECKUX 3a60/IeBaHUiA.

4. AHeMUs XpOHHMUYECKHUX 3a00JIeBaHU BhIpaXeHa yMEpeHHO (Te-
Morio6un B mpedenax 90—100 r/n), 11BeTOBO¥M MOKa3arelb,
MCH n MCYV B nipesesiax HOPMbI, PexKe CHUKCHBI.

5. XapaKTepHO CHUXEHHE YPOBHSI CBIBOPOTOYHOTO XeJe3a, OOIINX
M HEHACBILIEHHBIX TpaHC(EePPUHOB, YBEIUYEHUE CBIBOPOTOY-
Horo deppUTHHA.

6. TlpUHUMTIBI JIEYEHUS:

— JleueHHe OCHOBHOTIO 3a00JeBaHMA;

— TMpemnapaThl XeJie3a UCTI0JIb30BaTh HelleJIeCO00PasHo;

— JedyeHre peKOMOMHAHTHBIM 3PUTPONO3ITUHOM NpU CHUXKE-
HUM YPOBHS 3PUTPOTIOITUHA;

— HasHayeHue (oJMeBOii KUCIOTH IIPU e AeULIunTe.
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KO.J1. lleBuenko, A.A. Hosuk, B.SI. MenbHUueHKO

AHEMMURN

I'masa VI.

MeeanrobaracmHubie
AQHeMUuu |

Merano6nacTHbic aHeMUW — OO0JIbILIAS TPYITIA HACAEACTBEHHbBIX
1 IpUOOpeTeHHbIX aHEMUI, OOYCIOBJIEHHBIX HAPYIIIEHUEM CUHTE-
3a JHK u PHK, ocHOBHBEIM MOpP®dONOrHUECKUM IMPU3HAKOM KO-
TOPBIX SIBIAETCS HATUUUE METATO0NIACTUUYECKOrO 3PUTPOIIO33a B
KOCTHOM MO3Ie, XapaKTEPU3YIOLIErocsi VYBEJIMUEHUEM pa3Mepa
SPUTPOUIHBIX KIETOK, HEXHOU CTPYKTYPOH SIACPHOTO XpOMaTHHA
W AUCCOLIMalIMe co3peBaHus siipa U LuTOnAa3sMel. B nepudepn-
YeCKOM KPOBU MPU 3TOM BbISBIASIOTCS MAKPOLMTHI (3PUTPOIIUTHI
JxaMeTpoM Gosiee 8 MKM) M MErajoLMThI (3PUTPOLIMThI AUAMETPOM
ooustee 12 MxM).

MakpounTo3 MoXeT HaOMoAaTbCA KAk IpU MeralobaacTH-
YECKOM, TaK M 1pU HOPMOONACTUUYECKOM THI€ KPOBETBODPEHWUS.
OcHOBHBIE TPUYHHBI MeTaI001aCTHBIX U HEMETaI00MACTHBIX (Ma-
KPOLIMTAPHBIX) aHEMUIA npeacTaBaeHb! B Tabnuue 6.1 u 6.2,
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Imasa VI.

METAJTOBNTACTHBE AHEMHUMHU

Tabsmua 6.1.
Ocnognbie npuvunbt Me2aiobaacmuvix anemui

Hedwmuur suramuna B,

[MumieBoit neduunt

YMeHblIeHHe ceKpelMy BHYTPeHHero hakTopa npu aTpodhrueckoM racTpu-
Te (B ,-neduuuTHas WK NepHULMO3HAST AHEMHST) [10CJIE FACTPIKTOMMH, PE3eK-
MU XKeTyNKa :

3aboneBaHus TOHKON KUILKK (CTIPY, SHTEPUT, AMBEPTUKYIIE3, PE3EKLMS, CTPHK-
Typa)

KoHkypeHTHOE noroierne Butamnna B, (b dumiodoTpros, ancdakrepnos)
MyHKUMOHANbHBIE H3MEHEHUS BHYTPEHHErO (pakTopa

Mana6copOuus BHyTpeHHero ¢akTopa (BpoxXIeHHas, UHAYLIUPOBAHHAS M-
KaMeHTaMu)

XpoHuyeckue 3a00eBaH 1S MOIXKETYNOYHOMN XeNe3bl
XpOHUUYECKHI reMoanann3

Jeduuut dormesoit KHCIOTHI

IMumeBoit fepuumt

[NoBeilIeHHOE NOTpebieHUe (ATTKOTOIN3M, LIUPPO3 TedeH, OepeMeHHOCTD,
LIETCKMI BO3pacT, 3ab0JeBaHus ¢ ObICTPOU Ki1eTOUHOM nponudepanueii)

BpoxaeHHas manabcopbunst HoaueBol KHCAOTDI
MennukaMeHTO3HO 00ycaoBIeHHbIH A¢hULNT hONUEBON KHUCIOTHI
OO1upHas pe3eKLus TOHKON KMIIKH

KoMOunuposanubii neuuut BuTavuna B, u doanenoii xncrots! (cnpy, poreno-
Basl SHTEPONATHA)

ITpuobperennnie Hapymenns cunresa JJHK (cnuapom Jlema-Haiixana, nedpnmur
(hepMenTOB, KOTOPBIE YHACTBYIOT B MeTabom3Me (honaros, nedHIMT TpancKoda-
mamuna 1)

MeanxameHTo3HbIe H TOKCHYecKoe Hapymenns cuntesa [IHK (npuem anraronm-
¢T0B (OTHEBOI KHCJIOTDI, ITYPHHOB H MHPUMHIMHA, ANKHIHPYIOIMX AreHTOB, TPH-
MeTONnpHMAa, OPAIbHBIX KOHTPALUENTHBOB, IPOTHBOCYAOPOKHDIX NPENAPATOB)
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I0J1. Lllenyenko, A.A. Hosuk, B.Sl. MeabHuuenko

AHEMMHUHA

Tabauna 6.2.
OcHo6HbIE NPUHUHBE HEME2AA00AACMHBIX MAKPOUNMAPHBIX GHeMUTL

3atonesanns, CBA3AHABE C NOBLIICHHLIM IPHTPOTIOIIOM
[TocTreMopparuyeckasi aHeMust

IemonuTHyeckast aHEMUSI
3aboneBanna, CONPOBOXAAIOMMECH YBeIICHHEM IUIOMAIH MeMGPAHDbI SPHTPOIHTOB
3aboseBaHus MeyeHu

OG6CTPYKTUBHAS KeJTyXa
CocTostHue MocIe CIIEHIKTOMHU
Pedpaxrepunie aneMuH
MuenonucnnacTuieCKuii CHHAPOM

ATlnacTuyeckas aHeMus

AJIKOrOJIN3M

Tanotupeos

Xponmueckue 06CTPYKTHBHBIE 3200/1eBAHUA JIETKHX

B, - IEQUITUTHAA AHEMHSA

B ,-neduumrtHas aHemus pa3BUBacTCA B pe3yiabraTe AeuLln-
Ta BHyTpeHHero dakTopa B XeJlyI0ouHOM cekpere. MI3BeCTHbI ABe
¢opmbl 3ab0teBaHMs. Tak Ha3bIBaCMbIH 83pocabiii mun — Hanboee
4acThlil BapuaHT B ,-ne@uunTHON aHEMUH, KOTOPhBI 00yCIOBIEH
OTCYTCTBUEM BBIPAOOTKM BHYTpEeHHero (aktopa npu arpodude-
CKOM TacTpUTe W paHee HOCWJI Ha3BaHUE <«IIEpHULMO3HON aHe-
MHU» (3110KavuecTBeHHOH). Jpyrasi, oTHocuTelbHO penkast ¢popma
— 8poscdenHoe omcymemeue TONBKO BHYTPEeHHETo (pakTopa IpH co-
XpaHEeHUH IPYTUX KOMIIOHEHTOB XEJYA0UYHOI0 COKAa.

Hcnonp3oBaHue TepMUHA «IIEPHULIMO3HASI AHEMMUST» ObUIO CBS-
3aHO C OTCYTCTBHEM 3(h(EKTUBHBIX METOIOB JIEYEHMS 3TOro 3a060-
JIeBaHUsI, KOTOPOE HEH30EXKHO TPUBOAMIO K JIETAIBHOMY MCXOMY.
B Hacrosiee Bpems B ,-neduuuTHas aHeMus ABISETCS OOHUM U3
HauboNee IPOrHOCTUIECKH OIarOMPHUATHEIX BUIOB aHeMHHU. B aH-
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[nasa VI.
METAJTOBNACTHBE AHEMUHU

DIOA3BIYHON NIUTEPaTYpe TEPMUH <«IIEPHULMAO3HAS aHEMUST» WC-
TOJ1b3YETCH U 10 Ceil NeHb.

TlepBoe KJIMHUYECKOE ONMHUCAHUE TICPHULIMO3HON aHEMUH JAT B
1849 r. T. Addison, KoTopblit Ha3Baj 3aboneBaHUE «MAMONATHYE-
CKOU aHemueli». [ToznHee ObLIO yCTAHOBIEHO, UTO MepBbie HAGTIO-
IeHud 3Toro 3aboneBanus npuHapiexar Combe u Andral (1823 1)
u Marshall Hall (1837 r.).

TepMuH «nepHULMO3HAsT aHeMUsI» ObUT TpeutoXeH A. Biermer
(1872), x0oTs1, BeposiTHee BCEro, JUIIbL OAUH U3 15 HabmonaeMbIX UM
GONbHBIX, B JEHCTBUTENLHOCTH CTpagan B ,-neduuntHoit anemu-
efi. [pennoxertoe A. Biermer HazBaHue MOJYYMIIO IIMPOKOE pac-
npocTpaHeHue nocne 1876 r., korma B AHNIMIACKOM MEIULMHCKOM
XypHasie ObLI0 OnyOIMKOBAaHO NOIPOOHOE OMMUCAHNE ITOTO 3a0051€e-
BaHUsL. JnurenbHOe BpeMsl JaHHAast HO30Ioruueckas opMa HoCHAa
HasBaHue Oone3Hu AaaucodHa — bupmepa. B Poccun 3aboneBanue
BriepBbic 0bU10 onurcaHo C.I1. BoTkuHbIM B 1884 T

B 60—70-x romax XIX Beka ObLJI0 YCTAHOBJIEHO, UTO IIPU NEPHHU-
LMO3HOU aHEMMHU [TPOUCXOIUT CHUXKEHME XKETYAOUHOM CEKpPELIUN B
CBSI3U C Pa3BUTMEM AXMAMUYECKOTO racTpura. Yepes mosiseka, uceie-
oya MPOTUBOAHEMHUYECKUE 3(pPeKThl paziMMHBIX TPOAYKTOB ITUTA-
Hus, E.Whiple BriepBbie BbIIBUI POJIb [1I€YEHU B Pa3BUTHU aHEMUH.
OcHoBbIBasiCh Ha 3ToM HabmoaeHuu, B 1926 roay G.R. Minot u
W.P. Murphy nipoBeau KIMHUYECKOE MCCAEHOBAHUE U YOEIUTEb-
HO TIPOJIEMOHCTPUPOBAJIM KIIMHUYECKNH 1 1abopaTopHbIi 3¢ dekT
(y/IydlieHue COCTOsIHMSA, TIOBbILICHME YPOBHS reMOITIOOMHA U SpH -
TPOLMTOB, BBIPAXKEHHbIN PETUKYIOLMTO3) IeueHUsI OONBHEIX Mep-
HULUUMO3HON aHEMUEN AUETOI, colepXallel GOoNblioe KONUIYECTRO
neyeHU. JlaHHOe OTKphITHE MPUHEC/IO UM HOOEJIEBCKYIO IIPEMHIO
B 0bsactu MenuuuHsbl, C 3TOr0 BpeMeHHU 3abosieBaHUE TIEPECTAIO
ObITb (baTabHbBIM.

B 1929 rony W. Castle B 3KcriepyMeHTe BBISIBUI AUMHAMUKY MOp-
donornyecknx U3MEHEHUM B CAU3UCTON OOONOYKe XKenymka MpHu
pPa3BUTUU MEPHULIMO3HOH aHEMUHU U JIEUeHUH NedyeHblo. [lo3gHee
ObLIO YCTAHOBJIEHO, YTO MPUYMHON aHeMun AnancoHa — bupme-
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KOJI. lleuenko, A.A. Hosuk, B.. MenbHHueHKO

AHEMHH

pa sABsieTcs nepuLuuT BUTaMruHa B
BpPEMEHHOE Ha3BaHHUE.

YacroTa BrEepBbi€ BbISABACHHON B -medunurHoil anemuu co-
craBasgeT 10—20 ciaydaeB Ha 100000 HaceneHUSI B TOd, BCETO Xe
™M 3ab0eBaHueM cTpasaeT okojio 0,2% nonymsuun. Haubonb-
1Iee pacupoCTpaHEHUE BbISIBJICHO B CKAHIMHABCKUX CTpaHax v Be-
JMKOOpUTAHUHN. Y XeHIUMH 3a00jieBaHNe BO3HUKAET vallle (CooT-
HomeHue 1,5:1). B OOMBIIMHCTBE CllyyaeB OHO perucTpUpyeTcs B
CTapILUMX BO3PACTHBIX TPYIINAX: CPEIHWM BO3pacT HALMEHTOB CO-
ctapisger 50—60 ner. [1pu BpoxneHHON dopMe 3aboeBaHNEe Ma-
HUpECTUPYET B TEUSHUE TTEPBBIX 2-X JIET XXU3HHU U XapaKTePU3YeTCs
MOJTHBIM OTCYTCTBHEM BHYTpeHHero pakTopa. [1pu 5TOM CTpyKTYp-
HBIX ¥ (QYHKUMOHATBHBIX OTKJIOHEHUH CIU3UCTON 0DOJOUKHU XKe-
JIyIKa, a TaKXKe aHTUTEN K OOKJIaJOYHbIM KJIETKaM U BHYTPEHHE-
My GakTOpy He BHIABIsIETCS. BMecTe ¢ TeM y HeOOMBLLIOH TPYIIIbI
MAILMEHTOB C IOBEHWIBHON (hopMoii B -neduuntHoi anemun, ma-
HH(peCTUPOBABIIIEl BO BTOPON JAeKajle XU3HU, OOHAPYKMUBAIOTCS
CUMIITOMBI, XapaKTepHbie JUTS NOXMUIIbIX MAUECHTOB (B TOM YHC/IE
aTpo(UUECKUIN TaCTPUT).

1> Y1 3200JIEBAHKE TOTYYNIIO CO-

Obmen eumamuna B, 6 opzanusme

Hedbuuut wiv GyHKIMOHAIbHbIE U3MEHEHUS BUTaMUHa B, —
HaudoJee YacThie MPUYMUHBI METAT00JaCTHRIX aHeMUil. Moekyia
BUTaMMHa B,, 110 CTpyKType HallOMMHAET TeM: OHa COCTOMT U3 aTo-
Ma KOOaJILTa, KOTOPBIN OKPYXKEH LIeCTbIO TePBUYHBIMUA aMWIHBIMHU
IPYNIIaMUd W CBSI3aH C MUPPOJIbHBIM KOJBIOM. TEPMHUHOM «BHTa-
MHH B » 0603Ha4aeTcs TOIbKO HMaHKkobanaMuH. Ero xummudeckas
dopMyna ripeacrasiera Ha pucyHke 6.1.

LlnaHkobamTaMUH UMEET 1BA HECTAOUIBHBIX KO9H3MMa (METHII-
KoOajnaMMH U 5’ -OeoKcHuaneHo3wIKoOamaMuH). B mmasMe u pas-
JIMYHBIX OpraHax 4eJ0BeKa OOHAPYKMUBAIOTCS pa3JM4YHbIE aHAJO-
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Itasa VL.

METAJOBJACTHBE AHEMMUHU

CH,CH,CONH,
CHa
CH3 CH,CONH,

H,NCOCH,
CH,CH,CONH,
CH;
CH,
H,NCOCH,
CHg
cl;OCHZC,J,zCH3 CH,CH,CONH,
NH

|
CH

CHacH:D\ / < I)
HOCHw

0]

Puc. 6.1. Cmpyxmypa mosexysvt umamuna B ,.

r'd 1MaHKoOalaMKUHa, OOJIBIIMHCTBO M3 KOTOPbIX OMOJOTHYECKHU
UHEPTHHBI.

B ominune or apyrux BUTaMUMHOB Tpynnel B, Butamun B, He
CUHTE3UPYETCS] PACTEHUSIMU, HO MPOAYIIMPYETCSI MHOI'MMH 0aKTe-
PUSIMH Y HEKOTOPLIMH BHAAMMU TLJIECHEBBIX Ipu60B. HacTh kobama-
MMHOB CUHTE3UPYETCS B TOJCTOM KMIIKE Y )KUBOTHBIX. Y YyelnoBeKa
KODaJlaMMHBI TaKXe CoaepKarcsl B TOJACTOM KHUIIIKE, HO He abcop-
oupytorcs. B 3TOil CBSI3M MCTOYHUKOM IOCTYILJIEHUS BHUTAMHHA
B, B OPraHusm yejioBeKa siB/sloTCs TOJIbKO IMPOAYKTbI KUBOTHO-
TO MPOUCXOXACHUS: TEUEHb, IOYKH, MBILILIBI, STHIIA, ChIP, MOJIOKO.
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10.J1. Wesuenko, A.A. Hoeuk, B.Sl. MenbuuueHko

AHEMMHAHU

[Tpu o6LIYHOI AUETE YeTOBEK TOTYYAET B CpeAHEM OT S 10 15 Mu-
KpOrpaMMoOB BUTaMKHa exeqHeBHo. OOlee conepxxaHue BUTaMHU-
Ha B, B opranusme yenoseka cocrasnser 3000—-4000 mxr (3—4 mr),
W3 HYX OKOJIO MOJIOBUHbI HAXOANTCS B NeueHu. ExenHeBHas noTe-
ps unaHKoOaaMuHa(l—4 MKr) B HOpME KOMIEHCHUPYETCS €ro Mo-
CTYILUICHUEM C ITUILIEH.

AbcopOuus BUTaMuHa B ) B XenyI0YHO-KUIIEYHOM TPaKTe (pH-
CYHOK 6.2) obGecneuuBacTcsl CIOXHBIM MEXaHU3MOM, IO3BOJISIIO-
LM YCBOUTB YPE3BbIUAHO Majioe KOJIUUECTBO BUTAMUHA B MHULIIE,
¥ BKJIIOUAET:

— BBICBODOXJIEHHEC BUTAMMHA U3 MUK,

— CBsI3bIBaHME C KOOATOMWIMHAMMU CJIKOHBIL;

— f[iepeBapuBaHNe KoOano(GUIITUHOB B NMPOKCUMAIbHBIX OTIEAaX
TOllel KMIUKUA hepMEHTAMU T10IKETyA0UHO JKeNe3bl U Iepena-
yy BUTaMUHa B ) BHyTpeHHEMY hakTopy (CneuraibHOMy LIMKO-
MPOTEUHY XETYTOUHOTO COKA);

— COEIMHEHUE KOMILIEKCA «BUTAMUH B, BHYTpEHHUH bakTop» ¢
peLenTopaMy MOAB3IOIIHONA KHIIIKH;

— DHIOUMTO3 ¥ BHYTPUKIJIETOYHOE CBsI3bIBAHWE BMTaMMHa B ¢
TpaHckobamamuHom 11 (Tcll).

BhicBOOOXICHHE BUTAMUHA B XeJy/IKE NOI BO3ASHCTBUEM MPO-
T€a3 U COJITHOM KUC/IOTHI ABNSIETCS MTEPBbIM 3BEHOM, HEOOXOAMMBIM
JUTST HOpMaJTBHOH a0copOLuu. ¥ MHOMUX MOXUJIbIX TTALIMEHTOB [c-
¢$UUUT UMaHKoOAJIaMMHA PAa3BUBAETCSl BCJIEACTBUE HECMOCOOHO-
CTH K €O BBIISICHUIO U3 ITUIIHU, B TO BpeMs KaK U3 TabJIeTHPOBAH-
HBIX TIpernaparoB abcopGUMsT IIPOUCXOIUT HOPMATBHO. DTO MOXET
OBITH OOYCJIOBJIEHO paHHEi cTamueil aTpo¢hHUE€CKOTO TacTpPUTa,
KOTJa yXXe UMEEeTCs CHUXEHUE CEKPELIMU T1poTeas3 U KUCIOT, OfHa-
KO NOJTHO NOTEPH BhIpaOOTKU BHYTPEHHETO (paKTOpa ELle HE TIPO-
HU301LLTO.

IMocne BLICBOOOXIEHUS B XEJIyAKE BUTAMUH B, cBA3bIBaeTCS €
kobaodpunauHaMu cioHbl (R-muMKonpoTeMHaMu), KOTOpLIE Hpy
Hu3KoM pH XkenynodHoro coka o61anatoT 0ojiee BHICOKMM addu-
HUTETOM K BHTAMHWHy, YeM BHYTpeHHUI (akTop. [locie BbicBO-
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METANOBJACTHBIE AHEMUU

MocTynnexue sutammnHa By, ¢ nuwen

F 3anace! BuTammHa By, 1-10 mr
3
.- 3-8 Mrk MNevets
Tell-B4,
TkaHu * y
Bio
Boiceo6oxpaatowmii (R) hakTop ( + f\i}aTMnmonaT
MeTUOHNH

Psic. 6.2. AGcopuus u nocmynaenue umamuna B, 6 mxanu.
(TclI-B,, — mpanckobaramun I1-eumamun B, ).

OOXNEHUS U3 MULIU KOOATAMUH U €ro aHAIOTH CBSI3BIBAIOTCS C KO-
OanodunudaMu, CBOSOOPa3HBIMK IIUKONPOTEMHAMM, Ha dOJIO
KOTOPbIX NpuxoauTest npumepHo 20% B,,-cessbiBaioweit cnocot-
HOCTU XenymouHoro coka. Ilpu nuskom pH xenymoyHoro coka
K0OanoGbHuIMHbI CBS3bIBAIOT BUTAMUH B , 3HAUMTENbHO aKTUBHEE
BHYTpeHHero ¢gaxkropa. HeoOXoAMMO OTMETUTD, YTO CBSI3BIBAHME
KOOaTo(UIMHOB U KOOalaMMHA HE UTPaeT IMOJOXUTETbHOMU POIH,
a B HEKOTOPBIX cAYYasiX JaXe BPEAHO.

B HOpMaNbHBIX YCIOBUSIX MPH BBICOKUX 3HaYeHusix pH B npu-
CYTCTBUU MAHKPEATUUECKUX IHIUMOB KOOaTaMHH TIepeiaeTcst BHY-
TpeHHEMY (DaKTOPY B BEPXHHUX OTAEIAX TOHKOH KMIIKHW. AJeKBaT-
Hasd [aHKpeaTH4ecKasl CeKpeUHns HeoOXomuMa LIS HOpMajbHOU
abcopbuuy ButamuHa B,,. Ilpy 5K30KpMHHON HENOCTATOYHOCTH
MOMXKENYIOYHOH XKeNe3bl MIsl YBeIWyeHUsT adcopOouu MOTyT Ha-
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I0J1. Iienuenko, A.A. Hosux, B.f. MenbHuucHKO

AHEMNDHU

3HAYATLCS MAHKpeaTuueckre (EpMEHTbI, KOTOpbIE BLICTYMNAIOT B
PO MU UIEBAPUTEIbHbIX KOOATO(MUINHOB, BbICBOOOXKIAIOLIUX BU-
TaMVH I8 CBSI3BIBAHUSA ¢ BHYTpeHHUM daktopoMm. Crneayer oTMe-
THTb, YTO, HECMOTPS Ha AedeKT adcopOIMU, TALMEHThI C HEAOCTa-
TOYHOCTbIO (pepMEHTATUBHON (DYHKUMU TOLXKENYIOUHON XKeJe3bl
cTpajaioT B, -meduumMTHON aHeMHUEN OYeHb PEIKO.

OCHOBHYIO POJIb B HOPMaJbHOM MeTaboiu3Me BMTaMUHa B,
UrpaeT BHYTpeHHUH daxrop, abcopbupyrowmmnit 6onee 70% nocry-
[AIoIIEero ¢ nuieil BUTaMuHa (rmyrem aucp@y3uu NocTynaeT mMe-
Hee 2%). BuyTpeHHuii chaktop npeacTtaBusieT co00i YCTONUUBBINI
K BO3/IECTBHIO LIEAOUHON cpeapl TEPMORAOMIbHBIA TIUKOTIPOTE-
WH, MOHOMED KOTOPOTO UMEET MOJIEKYJISIPHYIO Maccy OKoJo 45 Ku-
JIOAAILTOH. B npucyTcTBNM KoOajlaMUHA BE MOJIEKYJIbI BHYTPEH-
Hero (akropa OLICTPO KOMOWHMPYIOTCSE B IUMED, CBA3bIBAIOIIMI
JBE MOJIEKY/IBl BUTAMUHA (OIMH MWLIUTPAMM BHYTpPEHHEro ¢ak-
TOpa crnocobOeH cBsi3aTh 0KoI0 30 MKT BUTaMuHa B ).

BHyTpeHHMIT $aKTOp CEKPETHUPYETCS MAapUETAIbHBIMU KJIET-
KaM¥ (YHIAJBHOIO OTAeJa U Teja XKeJylaka B KOJHUYECTBE, CIo-
cobHoM cBsizaTh 40—80 mkr ButamuHa B, ,. Cekperivst BHyTpeH-
Hero dakTopa yBEeJMYHMBAETCS MPU HAJTUUYUKA NULIMA B XKeEJylKe W
HaXOIWUTC T10 YaCTUUHBIM KOHTpOJEM n.vagus. BeipaboTka BHY-
TpeHHero ¢akTopa CTUMYJIMPYETCS TacTPUHOM, THCTAMUHOM H
MHTUOMpYeTCst aTPOIIMHOM, COMAaTOCTATUHOM, Giokaropamu H -
FUCTAMHHOBBIX PELENTOPOB U TOCJIe BATOTOMUU. B 3TOi cBA3M Y
OONBHBIX, JUIMTEIbHO NoNy4alowux 6jokatopel H,-rucramMuHo-
BBIX PELENTOPOB, YBEIWUYMBAETCS PUCK pa3BUTUS Aedbunuura BU-
TamuHa B .

AGCcopOLIMSI BUTAMMHA ITPOUCXOIUT B MOAB3A0UIHON KULIKE [TPH
[IOMOIIN BBICOKO CIEIMMPUYHBIX PELENTOPOB, PACIIONOKEHHDBIX Ha
MeMOpaHe BOPCHMHOK 3HTEPOLMTOB, NPpU 3Ha4eHuUs1X pH B npenenax
6,4—8,4 1 y9acTUU MOHOB KaJiblius. KoMmIuieke «BuTaMuH B, - BHY-
TpeHHUI (haKTOp» BHYTPHUKIIETOUHO CBSI3bIBAETCS ¢ TPAHCKOOaa-
MuHOM Il ¥ TTocTymnaer B njasmy, riae BHyTPEHHUR (PaKTOp BBHICBO-
0oXmaeTcsl U pa3pyliaeTcs.
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I'nasa V1.

METAJTOBJNACTHBE AHEMHWHU

Tpancko6anamuu Il — rmoOyauH MONeKyIsIpHOH Maccoil OKo-
N0 38 KWIomanbTOH, CUHTE3UPYIOLIUICS rernatouuraMu, ¢Gubpo-
Onactam#, MakpodaramMu u sHTepoilinTamMu. TpaHckobaiamun 11
TPAHCNIOPTUPYET BUTAMHUH B pa3/IMMHbIC TKAHU (KOCTHbIIT MO3T, Ie-
YeHb, No4KK). HecMOTps Ha 60blL0e HUBHOTOTHIECKOE 3HAYEHUE
TpaHckobanamuna I1, on nepenocut nuwp 20-30% Butamuna B .
OcTtanbHas yacTh cBsi3biBaeTcsi ¢ Kobanodummmnamu (R-nporeu-
HaMU M TpaHckoOanamMuuamu 1 u [11) — mukonporenHaMu Mo-
JIeKyasipHOl Maccoil 0Kos1o 60 KuaoaaabTOH, KOTOPBIE CUHTE3NPY-
I0TCS TIPEUMYILIECTBEHHO rpaHy/10LIMTaMU.

Kodepmentsl Butamnna B, yyactsyior B cuntese JTHK u He-
00XOMMMBL 11 HOPMANbHOIO (BYHKIMOHUPOBAHUSI CHUCTEMBI Ie-
MOT1033a U HEPBHOM CUCTEMBI. B r1a3Me B OCHOBHOM IIPUCYTCTBY-
eT akTuBHas (opma BUTAMUHA B — METUIKOOAIaMUH, KOTOPBIH
TpebyeTcs 4151 00pa3oBaHus TCTparuapo¢oIneBoil KMCIOTHI, y4a-
CTBYIOIIEH B CHHTE3€ THMMIMHA.

I1pu neduuurte ButamMmuna B , HapyliaeTcs HopMaibHbIA MeTabo-
Ju3M ¢ojatoB U cuHTe3 JHK, B CBSI3HM ¢ yeM mpoaudepupylomme
KPOBETBOPHbIE KIETKU TEPSIOT CIOCOOHOCTb K HOPMATbHOMY JEjie-
HMIO U co3peBaHU10. B pesyibraTe B KOCTHOM MO3T€ BO3HUKAET Me-
rajo0JacTUYECKUI TUII KPOBETBOPEHMUSI, MOSIBJISIIOTCS TMIAaHTCKUE
KJIETKW MHUENION033a U MerakapuouuToro33a. HegoctaroyHocTh BU-
TaMuHa B, npuBoaMT K Merano01acTosy 3a cyeT (PyHKLIHUOHAIbHOTO
neduuura GonreBoit KMCIOThI, IO3TOMY HEBO3MOXHO TudpdepeH-
uuposath B -neduumrhyio u gonueso-geduumUTHYIO aHEMUAU HA
OCHOBaHWKM MOP(0JIOTUYECKOTO aHAIM3a KPOBU M KOCTHOTO MO3Tra.

B 1o xe Bpems TonbKO jeUUMT BUTAMKUHA B, MOXeT compo-
BOXAATHCS Pa3BUTUEM (DYHUKYISIPHOTO MUEN03a, TaK KaK Kobaa-
MHH Y4aCTBYET B HOpMalbHOM OOMEHE XMPHBIX KHUCIOT. [1pu ero
OehUIIUTe HApYLIAaeTCsl MPOAYKIIUS XOJMMHA U XOJIMHCOIepKalInX
bochoaMnuaoB, MPOUCXOOUT pacial XUAPHHIX KUCIOT, YTO BEHET K
HapyHIeHUI0 00pa30BaAHUS MUEIWHA H TOKCUUYECKOMY MOPAXKEHUIO
HEPBHOW CUCTEMbI XKUPHBIMHM KUC/I0TAMHU, B YACTHOCTH METHIMa-
JIOHOBOM KUCJIOTOM.
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10.J1. Wesuenko, A.A. Horrk, B.fl. MenbHuuenko
AHEMMUH

Imuoaoeusn u namozenes B, — depuyumnoii anemuu

B 90% cnyyaes B ,-neduumnrHas aHemusi pasBUBAcTCS Npu
aTpodUYECKOM TacTPUTE, COMPOBOXAAIOIIEMCS YMEHBbLICHH-
€M CeKpelMH BHYTpeHHero (pakTopa. YacToTa U BbIPaKE€HHOCTD
arpodUYECKOro racTpuTa yBelivM4yMBaeTcs ¢ Bo3pacToM. Takum
00pa3oM, B GOJBIIMHCTBE cllyvyaeB pa3BuTHUe 3abojeBaHUs sIB-
JISETCs] CIEICTBUEM JIMTEbHO CYLIECTBYIOUIETO XPOHUYECKOTO
aTpohHYECKOrO TaCTPUTA, PE3KOr0 YMEHbLIIEHUS CEKPETOPHOMR
CITOCOOHOCTH C/IM3MCTON XKeJyJaKa M TPOLYKIIMM BHYTPEHHETO
dakropa. [1pyu OTCYTCTBHH 3TOTO NPOTEHMHA afeKBaTHOE NOTPeO-
HOCTSIM OpraHM3Ma KOJIMYECTBO BUTAMUHa B S He MoxeT abcop-
OUpPOBaTHCS, B pe3yJbraTe Y€Tro MOCTENEeHHO Pa3BMBAETCS €TI0 16~
GUUMT. g

Eme B uccnenosanum Castle 0Ob110 MPOIEMOHCTPHPOBAHO, YTO
reMaTo/IOTUYECKUit oTBeT npu B ,-neduuntHoit anemun gocrura-
eTcsl MocJie JUETHl, KOTOopasl BKJIIOYAET TOBSIAUHY, MPEABAPUTEb-
HO 00paboTaHHYO HOPMAILHBIM YEJOBEYECKUM KeJTyOYHbIM CO-
KoM. [Tpy 3TOM HM rOBSIAUHA, HY >KENYIOYHbIN COK B OTAECIBHOCTH
He NIPUBOIMIIM K KIMHUYECKOMY U reMartosiornyeckomMy g dexry.
B pesyabraTe npoBeaeHHOro 3kcnepuMenTa Castle npeanonoxmun,
YTO B MSICE€ COIEPIKMTCS CBOEOOpPa3HbIN «BHEWIHUM» (haKTOp, KO-
TOPBIN COSIUHSIETCS C «BHYTPEHHHUM» (hakTopoM. BCckope BbISICHU-
JIOCh, UTO BUTAMUH B, AABISIETCS OTHOBPEMEHHO U BHELIHUM (hak-
TOPOM, W AHTHUAHEMMUYECKMM CDEACTBOM, a BHYTPEHHUI (hakTop
npeacTaBisieT coO0i CBIA3BIBAIOUINI NMPOTENH, HEOOXONUMBII TSl
abcopOuuy BuTamMuHa B ,.

CHIXeHME cexkpelny BHYTPEHHero (pakTopa BOZHUMKAET TaKXKe
TIOCTE eacmpakmonmuu ury pezexyuu 2/3 xenynka. Ipu atom 6omee
yeM y 50% nauMeHTOB pa3BUBAETCsl BHauajle — Xene3zoneduuur-
Hasi, 00YCJIOBJIeHHAs CHVDKEHUEM BCACLIBAHUS MUILEBOTO XeJlesa,
a 3areM, uepe3 3—4 roza B ,-nedunnTHas aHeMusi, KOTopas ina-
rHoCTUPYETCST Y 5% OGONMBbHBIX. 3TO 00YCIOBIEHO JOCTATOYHO OOJIb-
LLIFM €To 3aIacoM B opranusme (3—4 mr).
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I'nasa V1.
METAJOBJAACTHDBE AHEMHUMH

B peakux ciayvasix HaGloAal0TCs Hacaeocmeaertble opmbr 3a60-

Ne6arusi, 00YCIOBJIEHHBIE:
— nedUIMTOM BHYTPEHHETO daKTopa;
— CeJIeKTUBHOMU MajiabcopOumeit ButamuHa B, (cunapom Mimepc-

JayHa — I'pecbeka);

— neduumuTOM TpaHcKoOanamuHa II;
— HapyIIeHUsIMU BHYTPUKJIETOYHOIO MeTabonn3ma Burtamuna B,

(«00J1e3Hb KODAJIAMUHA»).

CeMeliHag TIpeapacrofoXeHHOCTb BoisiBisiercst y 20—30%
0OMBHBIX. B 3TUX CeMbsIX BEPOSITHOCTb BO3HUKHOBEHUS aHEMHUHU B
20 pa3 Bplllie, YeM B Monyasiuy. B 6oabluHCTBE Cliyyaes ceMeil-
Hasl IPeApacnooXeHHOCTh CBsI3aHa ¢ BbIPAOOTKOI ayTOAHTUTEN
K MapyueTaibHbIM KJIETKAM WJIM BHYTpEHHEMY (pakTopy. AHTUTENIA
K TIapueTalbHbiM KJieTKaM obHapyxuBaloTcs y 80—90% 6onbHBIX
B -nebuuntHON anemueid, y 50% G0JIbHBIX TACTPUTOM M JIMIID B
PEAKHUX CIIyUasiX — Y 3A0POBbIX Jt04el (B OOAbIIMHCTRBE CIY4aeB y
HUX UMEETCH aCUMNTOMATUYECKHU I TaCTPUT). AHTHUTEJIa K BHYTPEH-
Hemy ¢akTopy B CHIBOPOTKE KpOBHU BbisiBsiorest y 50—60% Oodib-
HbIX B ,-neduiinTHoi aHemueit n Gosiee crneuMPUYHBL I 3TOIO
3a0onesanus (Y 310POBLIX Nt0Ael OHU Beeria oTcyTCTByIoT). B xe-
JIYIOYHOM COKE aHTHTE/a K BHYTpEHHEMY (pakTopy OOHapyXKHBa-
1o1ca y 75% nanmeHTos.

BpoxaeHnas ¢opma B ,-ne@ULMTHON aHEMUM HACTEAYETCH 10
ayTOCOMHO-PELECCHUBHOMY THUMY. DTO MOATBepxkAaeTcsa MaHude-
cTauueit ¢ MOMEHTA POXACHMUS, BbICOKOIM YaCTOTOM 3a00JIeBaHUS Y
pOnUTENECH U pe3KUM IMOBBILICHUEM PHCKA €TI0 Pa3sBUTHS Y CUOCOB,
TEM He MEHEe, NOCTOBEPHbIC 1OKA3aTE/bCTBA TEHETUUECKOM CBSI3H
MEXNY BPOXICHHOM U MPpUOOpeTeHHOH (hOpMaMH 3TOro BUId aHe-
MHHU OTCYTCTBYIOT. bosiee Toro, yactora npuobpeTeHHOM B ,-ne-
(ULMTHON aHEMUM B CEMbSIX MALIMEHTOB ¢ BPOXIEHHOMN (hopMoii
3a00NMeBaHusl TOBOJIbHO HU3KA. TaK, B ceMbsIX, rae 0ba pomuTeIs
CcTpafanu NpuoOpeTeHHON NepHUIIMO3HON aHeMHUel, He ObLTO 3a-

PErMCTPUPOBAHO HU OIHOIO CJiy4yasi BpOXiIeHHOH dopMbl 3ab0i1e-
BaHMSL.
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10.J1. llesuenko, A.A. Hosuk, B.f. MeabHuuerko
AHEMMUMDN

Tenemuuecxue paxmopsi, HECOMHEHHO, UIPAIOT POJIb B 3THO-
Jornu npuobpeTeHHoi B -neduumutHOR aHeMuu. BeposaTHOCTD
ee PasBUTHUA Yy OJIMXKANIIUX POACTBEHHUKOB naluneHToB B 20 pas
NPEBBIIIAET YACTOTY B IMOMYJSLIMHY, KPOME TOTO, OTMEUAeTCs YBE-
JIMYEHHKE YACTOThl B 3aBUCHMMOCTHU OT BO3pacTa v 6osee 0au3KOn
CTENEHU POACTBA. B Moab3y reHeTUIeCKOoU Npupoabl MepHULIMO3-~
HOM aHEMHUM CBUAETEILCTBYET U MPEapacIoNioXEeHHOCTb K 00pa-
30BaHUIO ayTOAHTUTEJ K MapUeTabHbIM KJIETKAM Y POACTBEHHU~
KOB 00NbHBIX. YacToTa 0GHAPYKEHHUS KOTOPBIX Y POACTBEHHUKOB
cOoCTaBAsIET 0K0JI0 25% no cpaBHeHUIO ¢ 3,5% B 0011l nonyJisi-
LU,

Enie oqHUM 10Ka3aTeNbCTBOM Fe HETUUECKOM NPeapacroNoXKeH-
HOCTH K Pa3BUTUIO B ,-neuLMTHOM aHEMUM SIBIISIOTCS U3MEHEHUS]
B cuteMe HLA: ycraHoBiieHa accouuailysi 3a00ji€BaHUST C ARTHTE-
namMu HLA B7, Dw2, Dw5 u DR2. Ilpu 31oM y ©0/bHBIX C aHTH-
reHoM Dw2 mocToBepHO yalle oOHAPYKUBAIOTCSA aHTUTENA K BHY-
TpeHHeMY (haKTOpy.

Hepenxo nepHULinO3Hast aHeMUsl aCCOLIMUPYETCS C dpyeumu ay-
moumMmyHHbiMuU 3ab01eeanusmu (IMBEPY3HBIIT TOKCUUECKUiT 300, ay-
TOUMMYHHBIHA TUPEOUINT, TUTTOTUPEO3, CaxapHbii n1uabeT) (Tabin-
ua 6.3). Bce otu Ho300TMUECKKE hopmbl TIpH B ,-neduimTHOMR
aHEMUW U BCTPEYAIOTC JOCTOBEPHO Yallie, YeM B NOMNYJISIUUH.

Kpowme Toro, ycranosneHa accouMaumsi B -neduunrtHoi ane-
MHHHU C IEPBUYHON HAINOUYEUHHUKOBOIl HEAOCTATOUHOCTBIO, TUITO-
MapaTupeo3oM, AyTOUMMYHHONH TEMOJTUTUYECKON aHEMUEH, MOIH-
[JTAHAYISIPHBIM ayTOUMMYHHBIM CUHJADOMOM.

B psime ciryyaeB y 60LHBIX BBISIRBJISIETCS CHUKEHWE YPOBHS HOD-
MaJbHbIX MMMYHOIJIOOYJIMHOB, TIPEAUISCTRYIOIIEE TMOSBNEHUIO
MIPU3HAKOB aHEMHUHU. Y 3THUX MALUEHTOB 3a00eBaHue OObIYHO BbI-
aBJisieTcsl B Ooniee paHHeM Bospacte (30—35 neT), a UMpKyIupyto-
IIMEe aHTHUTEIA K MapUeTAIbHLIM KJIETKaM, BHYTpeHHeMY (haKTopy
WIM TKaHU HINTOBUHON Xene3bl He BbisgBsioTcs. MMeroTes enn-
HUYHBIE HAOMIONEHUS O COYETaHMU B -nedUUMTHON aHeMuu ¢ ce-
JIEKTMBHBIM Je(PHULIMTOM MMPOIYKLIMM UMMYHOII00YIMHA A,
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Inmasa VI.
METANTOBNACTHBE AHEMWUU

B nonb3y ayTOMMMYHHOTO I'eHe3a paccMaTpUBaEeMOro BU/1a aHe-
MMU CBUAETENLCTBYIOT U TAHHBIE TUCTOJIOTHYECKOTO UCCIETIOBAHUSA
CAN3UCTON 000AOUKHM KEY/Ka, TP KOTOPOM BbISIBISIETCSE TUMQO-
IJ1a3MouuTapHas MHGUILTpalMs, aHAIOrMYHas Habmoaamleics
NpU AyTOUMMYHHOM THUpeonauTe. HazHaueHHe NIIOKOKOPTUKOCTE-
pouzioB 6oJibHBIM B -1eHUUUTHON aHeMMEN He TOJIBKO YIydlIaeT
reMaToJ0ruuecKue noKasaTeau, HO U CNOCOOCTBYET YBEAMUECHUIO
abcopbiuu BUTaMuHa B ,, BOCCTaHOB/IEHUIO HOPMATLHOW MOp(O-
JIOTMH CIIM3UCTOMN 0D0JIOUKU KENYKa, JOCTOBEPHOMY YBEJIMIEHUIO
CEKPELMH XKENYJOUHOTO COKA M CHUXKEHHUIO YPOBHST ayTOAHTUTEN K
BHYTPEHHEMY (PaKTOPY B CHIBOPOTKE KPOBH.

Jpyeue npuyunsl 3HAUUTENIBHO pexe OOYCNOBJIMBAIOT Pa3BUTHE
B ,-zeduuurHoit anemun. INuiuesoit gepuunt puramuna B, mo-
KeT MPUBOAUThL K pa3BUTHIO 3a60/icBaHUS JIMIUb TIPH CTPOTOM Be-
reTapuaHcTBe (KOrfa M3 MUY UCKIIOUAIOTCS HE TOJABKO MSICHBIE
MPOAYKTBI, HO TAKXKE MOJIOKO, siiilia U chip). ComepkaHHe BUTAMHU-
Ha B, B paunoHe BereTapuaHLeB cOCTaBIgeT Npruoau3uTensHo 10%
OT HOPMBI, XOTS TIO COAEPXKAHUIO.(DOJIATOB TaKasl JUeTa MOXET 3Ha-
YUTEJBHO NPEBBIIATHL HOPMAJIBHYIO CYTOUHYIO noTpedHocTh. He-
CMOTpsl Ha 3TO, JIaXe y CTPOrMX Beretapuanues B -nedwnuuTHas
AHEeMUS pa3BUBAETCS JOBOJIBHO PEIKO.

Tadauua 6.3.

Yacmoma ecmpenaemocmu aymoummynnvix 3a6oaesanui y nayuenmos ¢ B, -de-
unumnoi anemueti

Hosonorugeckas Yacrora 3aGonesannii (%) | Yacrora BOSHMKHOBEHMS

thopma ayTONMMYHHbIX 3a00/eBa-
Kontpoabnas | Boasbie ¢ B - | MWW Bpd B, ,-nedpmumrnoii
rpynna neduunTHON AHEMHM

aHeMuen

CaxapHnbrii anater ( 1,3—1,7 2,4 0,4

Tuneptupeos — 1,8 2,4

Tunorupeos - 2,4 9

Butunuro 0,1 9 8
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10.J1. Wesuenko, A.A. Hosuk, B.Sl. MeabHuueHko

AHEMMAMNU

Taxenas B -neduuvtHas aHeMusi MOXET BO3HUKHYTb Y HOBO-
POXIEHHBIX AeTeil MaTepeii-BereTapuaHok, 0COOeHHO MTPU TPYIEHOM
BCKapMIMBaHWU. B Takux ciydasx neno ButamuHa B, okasbiBaer-
C U3PACXO/IOBAHHBIM YK€ C MOMEHTa poXaeHus. B nanbHeiuiem
JedULIUT HAPACTACT B CBSI3U C HE3HAYUTEIbHBIM KOJIMUECTBOM BH-
TaMuHAa B, B IPyIHOM MOJIOKE, HECMOTPSI Ha OTCYTCTBUE KIMHUYE-
CKMX CUMIITOMOB IeULIMTA BUTAMKUHA Y MAaTEPH.

Onnaxo yauie Bcero B, -neduuntHas aHeMust pa3BUBaeTCst ipu
COYETaHMM OTPAHUYEHHOTO NOCTYIUIEHUsI BUTaMKHa B, ¢ nuiiei ¢
HApYLICHUSIMH €T0 BCAChIBAHUSI.

[Tocne ractpakromun B ,-neduuvrHas aHemus MaHudecTupy-
eT B cpemHeM uepe3s 5 et (¢ KoaebaHusimu ot 2 1o 10 net). Merano-
GnacTHast aHEMUSI MOXKET Pa3BUThCs1 U MOCHIE CyOTOTAIBHON pe3ek-
LIMH KeTyIKa, HECMOTPSl Ha COXpaHeHHWe HEKOTOpPOro KoJIU4ecTBa
MapreTAIbHBIX KIETOK, KOTOPbIE MMPOAYLIMPYIOT BHYTPEHHUH (ak-
TOp. D1a mpobieMa NpenMyLIECTBEHHO BO3HUKAET Y MOXUIBIX 11a-
LHEHTOB, KOTOPhIE ObLIM MPOONEPUPORAHBI TIO NOBOAY S3BbI Xe-
JIyiKa MHOTO JIET Ha3a.

Mana6cop6uus Butamnna B,, ooHapyxusaetcs Taxoke y 30—40%
NManmneHTOB Nocie CyOTOTaTbHOM pe3eklUUn xeayaka. HapyuieHue
abcopbuuu MEHEE BbIPAXEHO, YeM T0C/e raCTP3KTOMHUU, ONHAKO
B ,-meduumnTHag aHemus B OTIAJEHHbIE CPOKM MOC/E ONepauuu
passuBaeTrcs B cpeaHeM Yy 20% GosibHbiX. ONHOW W3 MPUYUH pa3-
BUTHSI aHEMHH SBJISIETCSI TACTPUT KYbTH xkenyiaka. Cinenyet nom-
HUTb, 4TO HaH0OJiee YacTO MOC/Ie TaCTPIKTOMUHU U PE3EKUUU Ke-
JIyIKa pa3BUBAaETCs Xee30ae(uuNTHAsT aHeMusl, KOTopasl 4acTo
couetaercs ¢ B -nedunTHON 1 «MacKupyeT» ee pasBuTHE.

IMoap3molHas KMIIKA SABISIETCSE OCHOBHBIM MECTOM BCAChIBA-
Hua BUTaMuHa B ,, mostomy rpu ee 3aGoseBaHusAX (Crpy, permo-
HaJIbHbIN SHTEPHUT, PE3EKLIMSA NMOAB3IOIIHON KUIIKW, TUBEPTUKYIIE3
W JIp.) ¥ CHUXEHUN abCopOIMH BO3MOXHO passutue B ,-neduunt-
HOi1 aHemun. HeoOGXooUMO OTMETUTL, YTO MPU crpy («Tponuye-
CKHUI MOHOC») Yanie HaOmogaeTcst KOMOMHUPOBAHHBIA ACHUUUT
ByuTaMuHa B, v ponneBoil KUCTOTbI. AHATIOTHYHAs CUTYAlIUsT He-
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Inasa VI.

METAJTOBITACTHBE AHEMWU

PEAKO BO3HUKAET 0CHE CYOTOTAAbHON pe3eKUMU TOHKON KUIIKH.
B HOopMe comepXUMOe TOHKOM KHIIIKH CTepUSIBHO (MHKPOOPTaHU3-
Mbl HAXOASITCSI B HEM TPaH3UTOPHO, IMoMNaaasl ¢ MUILei WIH B pe-
3yJbTaTe peduiioKca uepes ujeoleKalbHblM KJamaH). [1pu aHaro-
MUUYECKMX aHOMAIMSIX TOHKON KUIIKKU (OPMUPYETCS MTOCTOSTHHAS
dakrepuanbHag Gaopa, CocTosAmas U3 KUIeUHbIX MUKPOOPraHu3-
MOB (a3pOOHbIX U aHa3POOHBIX), MOMIOWAINX BUTaMUH B . AG-
copOumst BUTaMMHA B, MOXET 3HAUUTENBHO YXYALIATLCA B CIydae
0aKTEpPUATbHOTO OOCEMEHEHHNST TOHKOM KUMKW, O0YCIOBAEHHOTO,
KaK [paBWio, HEKOTOPBIMU AHATOMUYECKUMU aHOMANMSIMU (-
BEPTUKYJIAMH, aHacToMo3aMM, GUCTYIaMM, CASHbIMH METIsIMU U
KapMaHaMH CTPUKTYpP), TIpU KOTOPBIX HE MPOHCXONUT MEXaHUYe-
CKOM OYUCTKM COAEPKUMOrO TOHKOW KUIIKHU W HEAOCTATOUHO BbI-
PaXeHO aHTUCETITUUECKOE NeWCTBHE KETyIOUHOIO COKa.

JleyueHure HEKOTOPBLIMU AHTUOMOTUKAMMU (TETPALIUKIINH, METPO-
H¥AA30Ji, JTUHKOMULMH, OUCENTON) SABASETCS JOBOJBHO 3 dek-
TUBHbLIM, U YCTPaHSIET OOJIbILMHCTBO OaKTepUil, KOHKYPEHTHO MO-
IJIOLIABILUX BUTAMUH B ,. )

B cBsA3M ¢ MpenMyILeCTBEHHBIM BCachlBAHMEM BUTaMKMHA B, B
MOAB3IOIIHOM KUIIKE €€ Pe3eKUMsI, LIYHTUPOBAHUE UM XPOHHYE -
CKMe BOCMAJIMTENbHbIC 3a00/1€BaHUsI MOT'YT IIPUBOIWUTh K €T0 Ma-
nabcopbuuu. ManabcopOuusi Hepenko HabIIomaeTcsi yXe Iocle
pe3ekunu 0Ko/10 30 cM NoA3J0LIHON KUIIKW U TIPAKTUYECKH BCET-
Ja — npu pesekuuu 6onee 180 cM. Pesexums Touied KUIIKH, Ha-
NPOTHB, OOLIYHO HE BJIMSICT Ha BEAUYMHY a0COpOLMH BUTaMHHA
B,,, HO MOXET yXYIIIaTh YCBOSCHUE (HOJIATOB.

Merano6nactHas aHeMust Bo3HuKaeT y 20—40% nauueHTOB ¢
0one3Hblo KpoHa ¢ mopaxkeHHMEM MOAB3A0MIHON KUIIIKU (B CBI3H C
nebunMTOM Kak ButaMMHa B ,,Tak u ¢ho1MeBOM KUCIOThI).

HapyuieHue abcopOuun BuTamMiHa B , MOXeT pasBUBaTbCS IPU
cuHapoMe 3onuHrepa — DIIMCOHA, YTO 0OyCIoOBIeHO HU3KUM pH
XMMYCa, MOCTYTAIOLIETO B MOAB3IOIIHYIO KHILKY.

KonkypeHTHOe mornouweHue ButamuHa B, Habronaercs mpu
MHBa3UM IIMPOKUM JeHTeuoM (audmmuiodborpuos). Yactora pas-
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10.J1. LleBuenko, A.A. Hosuk, B.fi. Meabuuuenko

AHEMMNH

BUTUsA B -meduuurHON aHeMUM Ha (OHE napasuTapHON UHBA3MU
BBILLIE B CEBEPHBIX CTpaHax (HarpuMep, B @unasHauu 3% ciyvaes
MEPHUIIMO3HOM aHEMHWH CBSI3aHO C 3TON MPUYUHOI).

Y GonbHBIX CIIpYy W Leiuakueil ManabcopOLusi NPUBOAMT He
TOJIBKO K Je(MULINTY pa3IUYHbIX HYTPUEHTOB, HO U K Pa3BUTHIO Me-
rajoGJIacTHON aHEeMMH, [VIABHBIM 06pa3oM BciencTBue aeduiiuTa
(osmeBoit KMCIOTHI, pexe — BUTaMuHa B ,.

Manabcop6uus BUTaMuHa B, MOXeT ObITh OHUM M3 TTPOSIBICHU I
cuHapoma Mmepcnyna — Ipecbeka. DTo 3a00€BaHME HACTERYETCS
10 aYyTOCOMHO-PELIECCUBHOMY TUTTY U XapaKTepHU3YeTCsl Pa3BUTUEM B
TEUEHUE NEPBLIX 7 JIET XKM3HU CUMITTOMOB B -1ehnunTHON aHeMuH,
a TaKoKe rnepcucTupylolei nporenHypuu. Cudapom UmepciayHa —
Ipecbeka BcTpeuaeTcsi peaKo (OMUCAHO HECKONBbKO COT CJy4yaes),
OZIHAKO 3TO Hambosee yactasg npuunmHa B -nedpuumntHon aneMuu y
MJIaIeHIIeB U MaNeHbKUX aeteid. Ilpuunna passutusa B ,-nedpuaur-
HOI aHEMUH TIPH 3TOM CHHIPOME — FeHETUYECKU OOYC/IOBIEHHOE
orcyrcTBHe abcopbummn ButamuHa B,,. Tlpu stom cexkpetimsi BHY-
TpeHHero akTopa He HapylllaeTcsi, aHTUTENA K BHYTPEHHEMY (haK-
TOPY He BBISIBIISIIOTCS. AHEMUSI YCTICIIHO JISYUTCS TIpernapaTaMy By-
TaMuHa B, onmHako mporteMHypusi, 00yC/IOBIeHHasT BPOXICHHBIM
IedeKTOM KaHAIbIIEBOIO arnapara, nepcucTupyer.

B penkux ciay4asx passpurue B, -neuuntHoi aHeMUH CBSI3aHO €
TEM, YTO BHYTPEHHUI (paKTOp MO0 HE CBA3BIBAETCS C BATAMUHOM
B, 1160 KOMILIEKC «BHYTPEHHMA (hakTop — BUTaMuH B » Hecro-
co0eH CBSI3bIBATBCS ¢ PELCIITOPAMH SHTEPOLUTOB. Takue nalueH-
ThI UMEIOT Pa3BEPHYTYIO KIIMHUKY B ,-nebuinTHOM aHeMuu, oiHa-
KO YPOBEHb XeJYIOUHON CeKpeUMH y HUX COXPaHEH, aHTUTENA K
MapHeTaIbHBIM KJIETKaM U BHYTpeHHEMY (pakTopy OTCYTCTBYIOT.

K passutuio B -nepuunTHON aHeMUH MOXET IIPUBOIUTD TPH-
MEHEHME HEKOTOPbIX MeIMKAMEHTOB (IIPOTHUBOTYOEPKYJIE3HbIE
npemnaparbl, HCOMULIMH, KOJXUIIMH, oMernpason). [lpu atom ce-
Kpelus BHYTpeHHeEro (pakTopa He CTpanaeT; BOCCTAHOBJIEHHUE HOP-
MasbHOW abcopOuuu BuTaMuHa B, HaGnionaercst B cpenHem uepes
JIBE HENIEIU I10C/Ie OTMEHBI Mpenapara.
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I'nasa VI.

METAJTOBJNACTHBIE AHEMUH

XpoHHYEeCKUE 3a00JCBaHUS MOIXKEIYI0YHOU XKeJle3bl ¢ BHEL-
HECEKPETOPHOM HEAOCTATOUHOCTBIO, B PEIKHX C1y4asiX COITPOBOX-
narorcsa MajabcopOumeil BuTaMuHa B, B CBsI3U ¢ HEAOCTATOYHOMN
NPOAYKLMEN NAaHKpeaTUYECKUX MpoTea3 W YMEHbUIEHHMEM CIO-
cobHOCTH paculeruisith R-niporennsl (Tpanckodanamunsl I u 11I).
Y 6G0JbHBIX, HAXOASIIMXCA HAa XPOHUUECKOM IeéMOAUAIN3E, TAKXKE
MHOTAA MIPOMCXOIMT MPOrPeCCUpPYIOLIEe YMEHBIIEHUE KOHLIEHTPA-
uuu BuTaMuHa B , B cbiBOpoTKe KpoBU. B 06ounx ciiyyasix mokasaHo
Ha3HaueHue BUTaMuHa B .

Hapywenne abcop6bumm sutamuHa B,, oOHapyxwuBaeTcsi y
20—30% mnaumenroB ¢ BUY-nHbekuuei, o0CoOGEHHO TIpU MPOBE-
JEHUU MPOTUBOBHUPYCHOI Tepanuu. [ emMaTosorMuecKue Npu3HaKku
MeraobJ1acTHOM aHeMHUHM, KaK MPaBUJIO, OTCYTCTBYIOT, OQHAKO Ha-
oiomaercsd ruiepcerMeHTaLus HeHTpopuIoB.

Kaununecxan xapmuna B,, — depuuumnoii anemuu

O0blyHO 3a00neBator auiia crapiue 40 net. 3aboneBaHue L]
MoJoxe 20—25 net U geTel npencTapiisieT OOMBINYIO PEAKOCTbD.
BoJiee npokoe pacnpocTpaHeHUe 3TOro BUJa aHEMUHU B CKaH-
IUHABCKUX CTpaHax obyc/lOBAEHO TeM, 4To 3a0ojeBaHue yalle
BO3HUKAET y rojybornaspix 0JoHIAMHOB. 3abojieBaHWE Xapak-
TEPU3YETCH LUKIUUHOCTBIO TEUECHUS ¢ TIEPUOJAMU YIIYYILEHUs
M YXyAUIeHUsI, 0COOEHHO TIPU OTCYTCTBUM HAIJIEXALIETo Jieye-
HUS.

Kitaccuueckast KJiMHU4YecKas KapTuHa OOJIE3HU CKIANbIBACTCH
W3 CJEAYIOLIEN TPUAbI:

— HapylIeHHs CO CTOPOHbBI MULIEBAPUTENHHOTO TpaKTa (KeJTyo04-

HO-KMIIIEYHBIA CUHAPOM);

— HapyIIEHUs CO CTOPOHBI HEPBHOM cUCTEMBI (MepudepruyecKoi

Y LIEHTPaJIbHOM);

— HapyuleH!sl CO CTOPOHbI KPOBETBOPHOUN CUCTEMBI.
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FO.J1. LeBueHko, A.A. HoBuK, B.A. MenbHUYEHKO

AHEMWMMNM

CvmMnTOoMbl 60/1€3HN Pa3BMBAIOTCSA HE3aMETHO. YXe 3a MHOro
NeT [0 BbIP&XXEHHOW K/IMHWYECKON KapTUHbI 60/1e3HN 0BHapY>XK-
BAlOTCA MPU3HAKM XeNy[04HON axunmu, a MHOr4a v N3MeHeHUs co
CTOPOHbI HEPBHOM cUCTeMbI. PeaKo 3a60/eBaHVie HAYMHAeTCs BHe-
3arnHo, Cpeay MOMHOro 340pP0BbA. B cpefHem OT nosBneHUs nep-
BbIX CUMMNTOMOB /10 MOCTAaHOBKW AmMarHo3a npoxoauT 6onee roga.

BblgenatoT TpU CTENeHN TSXXECTU 3ab60neBaHUA: Nlerkyt (remMo-
rnobuH >90 r/n), cpegHioto (remornobuH ot 70 go 90 r/n) un Ta-
Xenyto (remorniobunH <70 r/n). B 60N1bLUMHCTBE C/yYaeB MauneHTbl
obpalatoTcs 3a MefMLUUHCKOM NOMOLLBHO, KOrjay HUX BblSBNSET-
CA aHeMUA cpefHelr Nnu TAXXKeNoN CTENEHMN.

O6bl4yHO B2-gethmumnTHAA aHeMus AebOTMPYET aHEMUYECKUM
CcUHApoMoM (06Las cnaboCTb, YTOMIAEMOCTb, OAbILLIKA NPU Npu-
BbIYHOM (DM3MYECKON Harpyske, cepauebueHune), nepmepnyeckor
HeliponaTuein (MapecTe3nn, MOTOPHbIE W BeCTUOYNsSpPHble pac-
CTPOWCTBa), TPO(NUYECKMMIN PacCTPOMCTBAMN A3blKa — TaK Hasbl-
BaeMmblin rnoccuT XaHTepa (PUCYHOK 6.3).

Puc. 6.3. ATpocumsa cn3ucToii
060/104KM 1 COCOYKOB SI3bIKa Mpu
B/-pednUMTHOW aHeMum («rnoc-
CUT XaHTepa»),
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fnasa V1.

METANOBIACTHKRE AHEMHUHU

B ¢BsI31 ¢ OTHOCUTENBHO MENJIEHHBIM PAa3BUTHEM 3a00JIEBaHUS
BbIPAaXXEHHOCTH aHEMUH MO JAaHHBIM JJaOOpaTOPHLIX IoKa3artesneit
HepeIKO OKa3blBaeTcs GOoJblIei, YeM MOXHO ObLIO OBl OXHAATH
MpY aHaJlu3e KJIUHUYECKUX JaHHbIX. MCKIloueHHe COCTaBJIsIOT
MalydeHTbl, y KOTOPbIX HapacTaHWe HEBPOJOTHUYECKOH CHMIITO-
MaTHKH oliepexaeT pa3BUTHE aHEMUUECKOro cunapomMa (tabmuua
6.4).

KanoObl HA COCTOSIHUE KEAYAOUHO-KUINIEYHOTO TPAKTa IPEIb-
ABTOT 40—50% GoJibHBIX, TPUUYEM HAUG0JIee YaCTO HMEIOTCS CUM-
MTOMBI [JIOCCUTA (HEIPUSITHbIE OULYIIEHUS] WU OOJIU B TOJIOCTH
pTa, 4YYBCTBO «OILMAPEHHOTO s3biKa»). MHorna 6oabpHBIE OTMEYa-
10T YACTUYHYIO MOTepIo BKyca. PaccTpoiicTBo cTyna Habmonaercd,
10 pa3HbIM JaHHbIM, B 10—50% ciayyaeB. Bce 3TH cCHMITTOMBI He-
criettndUIHbI U MOT'YT BCTpeYaThCsl PH pa3iMYHbIX 3a00/1€BaHUSIX
KeNYTOYHO-KUIIEYHOTO TpaKTa (sI3BeHHas 00J1€3Hb, 3a00JeBaHUs
JKEYHOTO My3bIpsl, COMUIHbBIE OITYXOJIN).

¥ 20-30% nanyeHToB BO3HUKAIOT CHMMETPHIHBIE TIAPECTe3NN
B HYKHUX M/WJIW BEPXHUX KOHEUHOCTSAX. B GoJee TsSKeNbIX caydasx
pa3BuBacTCsl PYHUKYISIPHBIA MUEN03, TIPOSIBISAIOLIMICS HapyuIie-
HUSIMU YYBCTBUTEILHOCTU M MTOXOJAKH, MTPU JaJdbHENILEeM IIporpec-

Tabauna 6.4.
Haubosee nacmoie cumnmomnt npu nepsoi manudecmauun B, ,-Oehuyumnoi
anemuu
CumnToMbl Yacrora BCTpE-
uaemocTH %
Kano6bl, 00ycnoBIEHHbBIE AHEMWIECKUM CUHAPOMOM 58
Mapecre3uu 13
KanoGoi, cBA3aHHBIE ¢ COCTOSIHUEM XeNYA0UHO-KHIIEYHO- 11
o TpakTa

Bose3HeHHOCTDb CAU3MCTON 0GOOUKM MONOCTU PTa WK SI3BIKA | 5
TMoTteps Macchl Tena 5
3
3

LIaTkocTb MoOXonku

Jpyrue cuMnTombl
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10.J1. Ulesuenko, A.A. Hosyk, B.fl. MenbtlinueHko
AHEMHKHA

CUPOBAHMU MOT'YT BO3HMKATb PACCTPONCTBA MOYEUCTTYCKAHMS, Ha-
PYILIEHUS 3pEHUS.

Kpome toro, y 20% GoabHBIX OTMEYaeTCs MOBBILIEHUE TEMITEPA-
TYpHI TeJ1a, yatie A0 cyoheOpuiibHbIX LGP, HOPMATUIYIOLIEHCS Ha
(oHe ameKBaTHOTO JIEYEHUS.

M3 anaMHe3a ciienyeT BBISICHUTH HAJIMUUE TACTPIKTOMUU, DE-
3eKIUU KeJIyIKa WA TOHKOW KUILIKHW, SHTEPUTA M APYrux 3a00-
JIEBAHWM TOHKON KMILKHU, AU(PUIOOOTPHUO3a, 3710KAYECTBEHHBIX
HOBOOOGpPAa30BaHUi, XapakTep NIPpUHUMABIIUXCS MeIUKaMEHTOB. B
CEMEHOM aHaMHe3¢ HEPENKO OTMevalotTcs B -nedunurHas aHe-
MUS1 WK 3a00J1€BaHNS IUIMTOBUNHOM XKene3hl.

BHemnuit BUI 60JLHOr0 XapakTepU3yeTcsl pe3Koil O1€IHOCTbIO
KOXH € IMMOHHO XEJITHIM OTTEHKOM U CYOMKTEPUUHOCTBIO CKIIED.
HecMoTpst HA 9aCTO BHIABISIOIYIOCS TPOMOOLMTONEHUIO, TTPOSIB-
JIEHUS TEMOPPATHUECKOIO CMHIPOMA BCTPEYAIOTCSI KpaliHE pPenko,
NOCKOJIBKY (PYHKLIVS TPOMOOIIMTOBR HEe HapylleHa.

V 30-40% nauueHTOB HaOIIODAIOTCS OObEKTUBHbBIE MPHU3HAKU
[JIOCCUTA: allbli SI3BIK C y4acTKaMy BOCIANEHUs, CIIaXEHHBIMU,
pexe aTpoUpOBaHHBIMU COCOYKAMU — TaK HA3BIBAEMBIH «1aKH-
POBaHHLIN» S3BIK. B HEKOTOPBIX Cliy4yasix 10 KpasM si3blKa UM Ha
€ro TIOBEPXHOCTH OOHAPYXUBAIOTCA NSITHA runiepeMun. [ansnanus
sa3blka Dosie3HeHHa. Hepenko oTMeuaeTcss CHUXEHUE amlmeTuTa U
Macchl Tena. Y 10—20% GonbHbIX MOXET OTMEYAThCsl HE3HAUNTETb-
HOE yBEIMUCHHUE ITEYEHH U CeJIE3eHKH (Yallie MPU UHCTPYMEHTANb-
HOM UCCJIETOBaHUMN).

IMpu MccienoBaHUM CEPHCYHO-COCYIUCTON CUCTEMBI, TIPH BBI-
paxXeHHOM aHeMMH, OOHAPYXUBAIOTCI TaxuKapaus, ocnadnenue |
TOHA ¥ CUCTOJIMYECKUIA 1IIyM Ha BEPXYLUKE CEpAla, [HYM «BOJTYKa»
Ha IpEeMHBIX BEHaX.

WUsMeHeHHWsT CO CTOPOHBI HEPBHONM CHUCTEMBbI BBLISIBJISIIOTCS B
cpenneM y 30% 6onbHBIX. B ¢BSI3U € yiyuIlieHuEM IMAaTHOCTHUKH TS~
KeJlble HEBPOJIOTMYECKHUE HapyLIEHMS B HACTOsI1iee BPEMSI JOBOJb-
HO pedKH. BripaxXeHHOCTb HEBPOJIOTHUECKUX HAPYIIEHUIA HE BCET-
Ja KOpPEeIUpyeT ¢ BHIpAXEHHOCThIO aHeMUM. QKoo 1/4 GoabHBIX
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I'nasa V1.

METANTOBNACTHBIE AHEMWMU

oOpalaloTcs 3a MEIMLMHCKON MOMOIIBIO B CBSI3U C U3BMEHEHHUSAMU
CO CTOPOHbI HEPBHOM CHUCTEMbI (10 Pa3BUTUSI aHEMUYECKOTO CUH-
JpoMa, KOTda B reMOorpaMMme MOXET OTMeuarbCsl JHUIIb THIepCer-
MeHTaUusl HeUTPO(UIOB).

B Havane 3aboseBaHusl MaLMEHT OTMe4YaeT NapecTe3uH, 00b-
€KTUBHO MOTI'YT OOHapyXHBaTbCsl HapylleHUsl TEMIEPATYpHOA M
TAKTWIbHON 4yBCTBUTENLHOCTU. B anexko 3ameninnx ciaydasx 00-
palliaeT BHUMaHMWE TIOXOIKa OOJbHLIX: OHU TIEPEIBUIAIOTCS HEYy-
BEPEHHO, LIMPOKO paccTaBisiioT Horu. [lpu mporpeccupoBaHUU
(GYHUKYIAPHOIO MUENI03a NOABISIOTCS Hapacrarolas ciaabocTb,
CIIa3Mbl KOHEUHOCTEI, MPY HEBPOJOTHIECKOM 0OCIeIOBaHUH Bbl-
SIBJISIETCS CHUXEHKE BUOPallMOHHOM YyBCTBUTEIBHOCTH, HEYCTOM -
YUBOCTDb B No3e PoMOGepra, noBbIIeHNHE CYXOXKUIBHBIX PediIeKCOB,
KJIoHyc, cumrtoM Babunckoro. AauTenbHbli 1eUIIMT BUTAMUHA
B, MpUBOIUT K HAPYIIEHHUIO 3DEHUS B BUJIE O(DTATBMOIIIETUH, pe-
TPOOYILGApHOMY HEBPUTY. MOTYT pPa3BMBATBCS TSXKEAbIE MEHTANIb-
Hble HAPYLLUEHUS B BUE TALTIOLMHATOPHO-0PENOBOTO U TApAHOU 1 -
HOIO CUHAPOMOB, ACMEHIIUU.

[Ipu ycneHom neyennu B -neduumrHoit aHeMun GyHKUMO-
HajbHbIE HEBPOJIOTMYECKHE M3MEHEHUSI TTOJTHOCTBIO KYITUPYIOTCH,
OJHAKO MPU3HAKHU (PYHUKYJISIPHOTO MUENT03a OKOHYATEIBHO HE HC-
4e3aloT.

Heo6xoaMMo OTMETUTDb, YTO B HACTOSIIIIEE BPEMS KJlacCUYeCcKasi
KaptuHa B ,-ne@uumtHoi aHeMum HabI01aeTCsl AOCTATOUHO PEIKO.
Y GOJILLIMHCTBA MALMEHTOB 3a00/IEBAHUE XapaKTEPUIYETCH TOJIbKO
aHeMHUYECKMM CHUHIPOMOM, KOTODBINA yallle BCEro SIBILETCS €IUH-
CTBEHHBIM IPOSIBJICHUEM JAXKe NPU aHEMMU THXKEI0H CTENEHH.

Jla6opamopuvie u uncmpymenmanvhsie OAHHbLE

Kaunuueckuii anaaus kposu npu B, — nedpuuuTHON aHeMHUH
MMeeT BaXHO€ NWAarHOCTUYECKOE M MPOrHOCTHYECKOE 3Haue-
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10.J1. WeBuenko, A.A. Hosuk, B.f. MenbHuucHKO

AHEMMURNAN

HUe. XapaKTepHble W3MEHEHWs reMorpamMmbl npu B -medu-
LUTHOM aHEMMM BKJIOUAIOT TUMECPXPOMHYIO MaKpOUMUTApHYIO
aHEMUIO, JIEUKOTIEHU IO, TPOMOOLIMTOTICHHUIO, AHU30LUTO3, MO~
KHJIOIIATO3 U CIBUT ACHKOLMTApHOH (POpMYIbl «BIIPaBO» (TU-
MEPCETMEHTUPOBAHHbBIE HeiTpoduiabl OONBIIKX Pa3sMEepoOB B
Ma3Ke KPOBH).

B GoMbIIMHCTBE cay4aeB (32 MCKII0UeHHEM TIOXUIbIX O0JIbHBIX,
y KOTOpBIX 3a00/1eBaHMUE NEOOTUPYET MOSIBJIEHUEM WIH YUALUEHUEM
MPUCTYIIOB CTEHOKAPAWY ) KIMHUYECKAasi CAMIITOMATHKA MOsBJISIET-
cA XIpY CHIDKEHMHU YpOBHSI reMorioouHa Huxe 70 r/n. Hepenko na-
LMEHT BIEPBbBIE MOMNAJAAET K Bpauy NP1 KOHLUEHTpaLUY TeMOrIoou-
Ha 3040 r/n u HuXe.

Mopdonoruueckrm cyocTpaToOM THIEPXPOMUU SABJISIIOTCS OOJTb-
HIKe, 6oratble reMOrIOOMHOM MaKPOLIUTBI U METAJIOLINThL;, TOC/EA-
HUe, IocTUras B nuaMeTpe 12—14 MKp 1 OObIIIe, SIBASIOTCS KOHEY -
HBIM IIPOAYKTOM MErajo01acTHOro KpOBETBOPEHUS.

I'unepxpomust NposiBIsieTcs NoBblueHreM BennuvHe MCH Go-
nee 35 IMr Wiv LBETOBOTO Mokasarend 6oiee 1,1. OTMedaeTcst TAKxKe
yeennuenue MCV Gonee 100 ¢, a Hepenko 6onee 120 ¢u. Tpu co-
YeTaHum B ,-ne@uunTHON, Xene3onedUUMTHON aHeMUK WK aHe-
MUU XpOHHUECKOTO BocalieHus, a Takxke TasiacceMruu MCV Moxer
OCTABaThbCsl B MpeAeiax HOPMBI. TUITHYHBIE U3MEHEHUS B TE€MO-
rpamMme, BhITTOAHEHHO NpH NOMOIIY TeMaToJIOTMUEeCKOro aHajm-
3aTopa, IpelCTaBIeHbl Ha PUCYHOK 6.4,

IIpu mpocMoTpe Ma3Ka KPOBU BBLISIBJISIIOTCS MaKpOLIMTO3 (ua-
METP IPUTPOLIUTOB 9—12 MKM), MeranoumTos (bonee 12 MKM), aHU-
301IMTO3, MONKHUIOLINTO3, OBAJIOLIMTO3, ENMHUYHBIE HOPMOLIUTHL U
Merano6acTsl (PUCYHOK 6.5.).

Meranobaactbl moaBeprasich pa3pyuleHuo (Kapuo- U HUTOPEK-
cuc) 00pa3yoT NIM3OLMUTH (0CKOJKM 3puTpounToB). B aputponu-
Tax 4acTo OOHAPYKMBAIOTCS BKJIIOUEHMs (Tenblia 2Koanu, Kojabpla
Ke6ora, meumHkn Belinenpeiixa, 6a3zodwibHas myHkTauus). Bo-
MPEKU CYLIECTBYIOIIEMY MHEHMIO, MOSIBIeHWEe HOPMOOIAaCTOB Ha-
OmoaaeTcsl penko.
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MEIMAJIOB/TACTHbLIE AHEMWU

WBC WBC 12.1 H
% #
NE 71.1 H 85 H
LY 15.9 L 19
MO 3.3 0.5
EO 0.5 L 01
BA 8.7 H 11 H
RBC 2.69 L
HGB 10.6 L
HeT 31.6 L
MCV 117.6 H
MCH 39.6 H
MCHC 33.7
RDW 14.1

PLT 5.78 H
MPV 7.2 L

Puc. 6.4. TNU4Hble N3MEHEHUS FTeMOrpaMMbl NpyY Merasiob1acTHOM aHeMUW.

Puc. 6.5. Masok nepudepuyeckoii
Kposu. OKpacka no PomMaHOBCKO-
My, »m1000.

MeranouuT, rurnepxpomusi apu-
TPOLMTOB.
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K0.J1. llleBueuxo, A.A. HoBuk, B.Sl. MenbHuueHKo
AHEMMHNHHU

I pono/KUTENBHOCTD XU 3HU 3PUTPOLIMTOB 11pU B ,-neduumTHoM
aHEMUH CHIDKEHA M COCTABJIACT B cpenHeM 25—75 aHeit (B Hopme —
120 nHeit). B HauGoblIeH CTEMCHU 3TO OOYCIOBIEHO BHYTPUCOCY-
JUCTBIM TeMOJIU30M BC/IEICTBHE HEMNOMHOLIEHHOCTH CAMUX 3PUTPO-
LIUTOB; HEIb3s1 UCKITIOUUTh HATMUKME B TUIa3Me KPOBM OOJbHBIX TaK
Ha3bIBAEMOTO TE€MOJIMTUYECKOTO (PakTopa, YCKOPSIOUIEro reMonn3
HE TOJIBKO SHAOTEHHBIX, HO U TIEPEIUTLIX JOHOPCKHX SPUTPOLIMTOB.

HUHorga MakpoLMTO3 MEPCUCTUPYET B TeueHHe HECKOJbKUX JIEeT
10 pasBUTUs aHeMuU. KoinuecTBo peTHKyIoUUTOB 1ipu B -nedm-
LIMTHOM aHeMHWHU CHIDKEHO, peXe B Mpenesiax HopMbi. BoipaxeHHoe
YBEJIMYEHNE KOTMYeCTRBa peTuKyjaouutos (10 200—3000/00 u bonee)
pasBuBaeTcs uepe3 5—8 nHel euenus BATaMMHOM B ) 1 nonrsepx-
JaeT TUArHO3 (PETUKYIOLMTAPHBINA KPU3). Y MHOTUX BOJBHBIX OT-
MeyaeTcsl JICMKOIEeHUS, TPUYEeM €€ BbIPaXKeHHOCTb OOBIYHO KOppe-
JIUPYET CO CTEMEHbIO aHeMUU. [Tpyu yMepeHHOH aHeMUH KOTMUYECTRO
JIEWKOLIMTOB NMpaKTUYecKu Beerda oonee 3% 10°/1, npu Tsikenon —
MOXeT yMeHbIuarsest 10 1,5-2,0X10°/n. Yacro BbIsIBAsieTCsl CABUT
JIEUKOLIMTAPHOM (hOPMYJIBl «BIIPABO» (TMTAHTCKUE CErMEHTOSAep-
HbIE HENTPOMUIIBI C THIIEPCErMEHTUPOBAaHHLIMH IApaMU) (PUCYHOK
6.6). Pannum npusHakom aeduinta B, npeaectyiomim passu-
THIO MAKPOLIUTO34, SIBJISICTCS yBEIMYEHUE YPOBHSI MUEJIONEPOKCHA-
3b1 HeHTpodunos. B psne ciyyaeB CHUXEHO KOJIMYECTBO TPOMOOLIM -
ToB (MHorma no 50—100x 10%/1). MHorna BeTpeyaloTesl ypoLIUBLIE, B
TOM YHCJI€ THIAHTCKHE (DOPMBI TPOMOOLNTOB. MOXET YBEIMUNBATh-
Cs1 BpeMsI KPOBOTEUEHHSs! U PETPAKIMsI KPOBSIHOIO CTYCTKA.

Muenorpamma 1py B, — Ie@UUHTHON aHEMHH BECbMa [IMHA-
MMYHA W IIPEACTABISIET BCC «HEpex00Hble cmaduu Om Pe3Ko &bipa-
HCEHHOU «IMOPUOHANUIAUUU» KOCHO20 M0O32a 00 KApmuHbl, npubau-
acarouetics K HopmaavHomy kposemeopenuro» (M.A. Kaccupckuit).
B muenorpamMe npu HOPMaJIbHOM WIIM MOBBILIEHHOM KOJIMYE-
CTBE MMENOKAPUOLUMTOB OTMEUAIOTCS BbIPAaXEHHAs! TUIEPILIa3ust
SPUTPOMIHOIO POCTKAa M Meraao0acTUYecKUil TUTT KPOBETBOPE-
HUA (KJAETKU 3PUTPOUIHOTO psiga GONbIIMX pa3MepoB, CO3PEBaHUE
spa OTCTAET OT reMOITIOOMHU3AUMK LIMTOIIa3Mbl), pUCYHOK 6.7.
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nasa VI.

MEIAJTOBJ/IACTHbBLIE AHEMWA

Puc. 6.6. OBa/lbHble MaKpOLWTbl, BbIPAXKeHHbIE aHW30LMT03 U NMOMKUIOLMTO3.
B ueHTpe HeliTPonn ¢ rmnepcerMeHTUPOBaHHbLIM SIAPOM.

Puc. 6.7. Ma3oK KOCTHOro mosra, okpacka no PomaHosckomy, x 1000.
MeranobnacTHbIli TVN KPOBE TBOPEHNS.

B KOCTHOM mo3re npeo6nagatoT 6a3ouibHblE (HOPMbI 3pUTPOUA-
HbIX KNEeTOK (KCMHWI KOCTHbIA MO3r»), PUCYHOK 6.8.
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HO./1. LLleBYeHkKo, A.A. HoBuK, B.A. MenbHNYEHKO

AHEMMMMNM

Puc. 6.8. Ma3ok kocTHoro mosra. Okpacka no PomaHosckomy, *1000.

Merano6nacTHbIii TUMN KPOBETBOPEHMS ¢ NpeobnasaHrem 6a30hnios «CUHWIA KOCT-
HbIi MO3r». SPUTPOUAHBIA MUTO3.

TaKke yBE/IMYEHO KOMYECTBO AAPOCOAEPXKALLNX KMNEeTOK 3pu-
TPOMOHOIO psfa, paspyLuaromnxcs B KOCTHOM Mo3sre (Headgek-
TUBHbI 3pUTPOMNO033), 06HAPYXXMBAIOTCA TMraHTCKMe nosimcermMeH-
TMPOBaHHble HENTPOWIIbI, PUCYHOK 6.9.

B cBsi3n ¢ runepnnasveii spuTPOUAHOro pPocTKa /IeMKO3puTpo-
6nacTnyeckoe COOTHOLLEHWe cocTaenseT 1.1 n meHee. B psage cny-
4yaeB YMEHbLUAETCS KO/IMYECTBO MerakapuoumToB, BCTpeYatoTes
TMraHTCKNe MerakapuoumTbl C HapyLUeHVWEM OTLLEMNIEHNA TPOM-
60LUNTOB.

WccneposaHve muenorpaMmbl UHPOPMATUBHO TOMBKO A0 Hava-
naneyeHvs BuTaMMHOM BJ2. B acnuparte KOCTHOro Mo3ra, nosnyyeH-
HOro faxe rnocse Of4HOKPaTHOW MHBEKLUUW 3TOro npenapara, ncye-
3al0T MerasiobnacTbl, @ MeranobacTUHecKnii TN KPOBETBOPEHUS
CMeHsieTCA HOPMO6/1aCTUYECKMM. B TO Xe Bpems CoXpaHatoTCs na-
TONIOTNYECKME KAYECTBEHHbIE U3MEHEHUS KNIETOK HeUTPOPUIbLHO-
ro paga (rMraHTcKue MUWenouuTbl, MeTaMMUesnounTbl U runepcer-
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nasa VI.

MEIAJIOB/TACTHBLIE AHEMWA

Puc. 6.9. Ma3ok kocTHoro mosra. Okpacka no PomaHosckomy, *1000.
MeranobnacTHbIA TUN KPOBETBOPEHMS, TMraHTCKUI NanoyvKosLepHbIA HelTpodnn.

MEHTMPOBAHHbIE CerMeHTOSAePHbIE HEMTPOMUIIbI), YTO NOMOraeT
Bpayy-1abopaHTy NOCTaBUTb MpPaBW/bHbIN AUArHo3.
Buoxumuyeckvie wvccnegosaHns MoO3BONSAIOT OMPEAeNnNTb, CHU-
XeHve KOHUEeHTpauun BuTammHa B|2 B CbIBOPOTKE KPOBWU HUXe
200 Hr/n. HecmoTpsi Ha BaXKHOCTb 3TOr0 TeCTa, ClefyeT MMETb B
BUAY BO3MOXXHOCTb /IOXXHOTO MOBbILIEHNS (TEXHUYECKME MOorpeLu-
HOCTW, YBENNYeHWe CBA3bIBaHWA BUTaMMHa B|2 B CbIBOPOTKe KPOBU
npv 3ab60neBaHNAX MeyYeHn, XPOHNYECKOM MUENosenkose u ap.) u
JIOXKHOTO MOHMXEHUA KOHLEHTpauun sntammHa BJ2 (aedmumnT do-
NIMEBOW KMCNOTbl, MHOXECTBEHHAsA MUeioMa, ansjiactTuyeckas aHe-
Mus, 6epeMEHHOCTb, MPYEM KOHTPaLEenTMBOB, aHTUOMOTUKOB, aH-
TaroHWCTOB (DOIEBOI KUCNOTbI, AeUUAT TpaHCKo6anaMmuHa |
4p.). B 37O cBA3M BCeEM MNEPBUMYHBIM MaLyeHTaM MoKasaHo Mpo-
BefleHWe CTEPHa/IbHOM MYHKUMM W MOACYET Muenorpammbl. Ans
Bp-LemunTHOM aHeMUK, KpOMe TOro, XapakTepHO MOBbILIeHWe
YPOBHSA METU/IMAIOHOBOW KMCNOTbI B MOYe. YacTo BbISBNSETCA yMe-
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PeHHas eunepbunupybunemus 3a c4eT CBOOOAHOTO (HEMPSIMOTo) O6u-
JIMpYOMHa BCJEICTBHE TOBBILIEHHOTO Pa3pylleHUs PUTPOLUTOB
W UX TIpeNlIeCTBEHHUKOB. YpoBeHb nakmamdeeudpocerasot (JI1IN)
MOBBIIIEH MPAKTHYECKH Y BCeX OOMbHBIX U HApACTAeT MO Mepe yBe-
JMyeHud TsokecTd 3adoneBanust. Konuentpauus JIJIT B chiBOpoTKe
KPOBU y OOJIbHBIX B -1eQUIUTHON aHEMUM 3HAYNTENIBHO BBILLE,
YeM TpU FeMOJIMTHYECKON aHeMMWU. YpoBeHb 1-# dpakuun JIAT
BBIINIE, YeM 2-i (IpU IreMOJIUTHUYECKON aHeMHM HabsionaeTcs 00-
paTtHoe cooTHolueHnue). ITopwimenune cogepxanusa JIAI obycios-
JIEHO TNPEMMYIIECTBEHHO pa3pylleHHeM KJIETOK B KOCTHOM MO3-
re BeaeAcTBre HeaddekTuBHOro 3puTponoasa. Ilpu agekBatHoi
Tepanuu KoHueHtpaius JIAI' oGbiyHO HOpManusyercs uepe3 12
Hegenn. Y 60/bubIX B -nedunnTtHOM anemuen otMeyaeTcs u3me-
HEHHWE aKTUBHOCTH psifa APYrux HepMEHTOB: NMOBBIIIIEHWE YPOBHSI
JII0K030~-6-docdaraernaporeHassl, aibgha-rugpoKCUOyTUpaTie-
THUIPOTCeHA3bl U MaIATACTUAPOTreHa3bl, CHUXEHUE COAEPKaHUS Le-
JIoyHO# (ocdarassl U xonuH3CcTepassl. Hepenko ymeHbliaercs
TaKXKe ypoBeHb (HOCGHONIUIIMIAOB U XOJAECTEPHHA. YPOBEHDb CblGo-
DPOMOYHO20 JHceae3d B HOPME WM HECKOJIbKO IMOBBINIEH (ITPU COYe-
TaHUM B, -neMUUTHON U Xee304e@UUMTHON aHEMUN HEPEIKO
CHUXeH). KonudecTBo cuiepo6iacToB B KOCTHOM MO3I€ U 3aI1achl
Kese3a B Makpodarax Hepeako yBeauueHsl. [Ipu aToM obias xe-
JIe30CBSI3bIBAIOIIAA CIIOCOOHOCTD ChiBOPOTKHU MOXET ObITh HE3HA-
YUTENbHO CHIXKeHA. [1pu nevennmn ButamuHom B, yposeHb xesesa
CBIBOPOTKM MOXET CHMKAThCS B CBSI3M C HapaCcTaHUEM MPOAYKLUHK
IPUTPOLIUTOB U YBEIUYEHUEM MTOTPEOHOCTH B Keje3¢ 1Sl CUHTe3a
reMomnioouHa.

Hucmpymenmansrote uccaedoéanusi OTPAHNYUBAIOTCA KakK Mpa-
BIWIO (UOPOracTPOCKOMMEN, KOoTopasl MO3BOJSIET MOATBEPAUTE
IUAardHo3 arpo¢duueckoro racTpuTa Kak OCHOBHONH NPUYMHBI 1e-
¢buumTa BUTaMUHA B, M MCKIIOYUTL ONYXOJib XKeNydKa, a Takxke
KoJioHOcKomnuel. TIpu uccieloBaHUM XKENyTOYHOW CeKpeluu y
OOIBLIMHCTBA GOJIbHBIX BBISIBJISIETCS] PE3UCTEHTHASI K TUCTAMUHY
axJIOpruIpusi.
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Tucmonoeuueckoe uccaedosanue INUTENUA OJOCTH PTA, BBISBIIS -
10T MOpGONOTHYECKUE UBMEHEHUS CXOXHBI ¢ HAOTIONAIOIINMHICS B
SPHUTPOMIHBIX KJIETKAX-TIpeALICCTBEHHULAX: KIETKH U UX S1pa He-
OOBbIYHO KpPYIIHbIE, C MEHEE I'pyObIM, YeM B HOPME, XPOMATUHOM,
MHOTIA C MHOXECTBEHHBIMH stApbITIKaMu. KiieTku cnus3ucToii 060o-
JIOUKH XKeJayaKa npudAn3UTeNbHO B iBa pa3a MPeBhIa0T HOPMaJb-
Hbl€ pa3Mepbl. Mx siiepHble MeMOpaHbl UMEIOT CKJTAI4aTyIO CTPYK-
Typy, UMTOIIa3Ma YBeJTUUeHa B 00beMe U 00Jjiee BaKyoJIM3NpPOBaHa
Y TpaHy/JIMpOBaHa, YEM B HOPME.

Y HeKOTOpbIX NMAlUEHTOB, yMepIUUX MPU peLuauBe 3ab0j1eBa-
HMsl, HAOMIOJAETCs1 BbIpaAXXEeHHAst aTpodusl U pe3Koe UCTOHUYEHHE
CTEHKU BEPXHUX JIByX TPETeH XeayaKa (10 TONHIMHBI ITepraMeHTa).
ITpu MopdoNornuecKoM UCCIEOBAHUN CAU3UCTON O00JI0YKHM 1HA
M T€J1a XeyaKa eIMHCTBEHHbIMH KJIETOYHBIMH 3JIEMEHTAMU B 3TUX
CIy4Yasix SIBJAIOTCS KJIETKW TIOBEPXHOCTHOTO SMTUTEIUS U €IUHHUY-
HBIE cnU3e00pas3yloilve KJIEeTKH; OTCYTCTBYIOT TJIaBHbIE U OOKJIa-
NO4HbIE KJIETKU, (pHUbpo3, JielikouuTapHasg UHOWIBTPALMS U Ipy-
rie MPU3HAKU MPENIIECTBYIOIEro BOCHAIeHMs. XapaKTepHbIMU
WU3MEHEHUSIMU CIIU3UCTOM TOHKON KMUIKH SIBISIETCS YKOPOYEHHE
BOPCUHOK, YMEHbLIEHNE KOJIMUECTBA MUTO30B B KPUIITAX, 4 TAKKE
BBIPAXEHHAs KJ1eTOYHAst UHPUABTPaLMsa cOOCTBEHHOM MTACTUHKU
CAU3BUCTON 000IOUKH,

O0wuit 00beM xceayodoyHol cekpeyuu 3HAUUTEILHO CHUXCH U
He npesblliaet 15 mu/4ac (1. e. npudau3uTeabHo 10% oT HOpMbIL).
IIpoBeaeHre MpoObI ¢ TUCTAMUHOM HE TIPUBOJAUT K YBEIHYEHHUIO
cekpelnu (axnopruapus). 3HaueHHue 6a3anbHoro pH Bceraa Bbiliie
6,0 (o6b1uHO Boiie 7,0). [Tpu HazHaueHuu ructamuua pH He usme-
HSIETCS, 2 UHOTJIA IaXe BO3pacTacT.

XapakrepHOW uepToit B ,-ne@uumnTHON aneMun SBAsETCA Ypes-
BBIYAM{HO HW3Kasl IPOAYKIUS GHYMpPerHe20 paKkmopa WX ero IoJi-
Hoe oTcyTcTBue. HopManibHOE conepxkaHue BHyTpeHHeEro paktopa
B XEJYIOUHOM COKE IMOC/ie CTUMYNISILMU ITMCTAMUHOM IIPH UCIIOJIb-
30BaHMM MMMYHOJIOTMYECKUX METomOB cocTtamiasgeT ot 2000 mo
18000 En./4. Ilpu o6cnenoBaHuu O0JIBUIOTO KOJMYECTBA OOTBHBIX
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YCTAHOBJIEHO, 4TO B 2/3 ciy4yaeB NpoAyKUUs BHYTPEHHETO (hakTopa
OTCYTCTBYET, a Y OCTAJIbHBIX MTALIKEHTOB — He ripeBbiniaet 150 Exa./4
(nns anekBaTHOM abcopOumy BUTamMKMHa B, ypoBeHb NpoayKumu
JIOJIKEH COCTaBIsATh He MeHee 500 Ea./4).

ConepxxaHue IETcCUHA B XKeJIyIOYHOM COKEe W MEeINCcHHOreHa B
MO4Ye OOBIYHO TaKKe CHHKEHO. YpPOBeHb racTpyHA B ChIBOPOTKE
KpoBU Y 60—95% GOJNIbHBIX YBEIUUEH, YTO CIOCOOCTBYET Pa3BUTHIO
THIEPIIMKEMHH U TIOTEHILIMPYET CEKPELMIO HHCYJIMHA.

Hccnedosanue kana npyu B -neduuuTHON aHEMUH HEOOXOAMMO
JIJT ICKTI0YeHYSl UHBA3UU IIUPOKKUM JICHTELIOM,

Takxe, 00bHBIM B -1e(DUIUTHON aHEMMEN, MMOKazaHa KOH-
CY/ILTALIUS He8pOnamonoea s OLICHKU HEBPOJIOTUYECKOTO CTaTyCa
(mrarHocTrKa QyHUKYJISIPHOTO MHUEN03a Y OLIEHKA TSHXECTH BbISIB-
JICHHBIX HEBPOJIOTMYECKHUX U3MEHEHU ).

Juaenos u ougpgpepenyuaavoiii ouaznos

Huarnos B , e GuumntHO aHeMUM OCHOBBIBAETCS HA BbisiBJIE-

HUM Yy OOTBEHOTO € TMIIEPXPOMHON MaKpOLUMUTApHON aHEMHUEH:
— Merajgo06JacTUYECKOro TUIa KPOBETBOPEHMUSI;
— HM3MEHEHH CO CTOPOHBI XKEJIyAOUHO-KUUIEYHOro TpakTa (Ivoc-

CUT, aTpOUICCKHUM TaCTPUT);

— M3MEHEHMI CO CTOPOHBI HEPBHOM CUCTEMEI (TApeCTE3UM, Hapy-

LLIEHWUS YYBCTBUTEIbHOCTHU, (DYHUKYISPHBINA MHENO03).

Jlo HacTosiero BpeMeHun 3abojieBaHue JaJeKO HE Bcerna ava-
rHOCTUPYeTCS CBOeBpeMeHHO. OCHOBHAsI IPUYMHA OLIMOOK 3aKJTIO-
YaeTcd B TOM, UTO Bpa4yd HEPENKO Ha3HaYaloT KOMOMHUPOBAHHYIO
MEIMKAMEHTO3HYIO Tepaluio (npernapaThl Xejae3a, MOJIMBUTAMU-
HBI, comepxamue QOoNueByio KUCI0TY, MHbEKIUU BUTamMMHa B ),
OCHOBBIBAsICH TOJIbKO Ha TNOKa3zaTedsix Nnepudepudyeckoil KpoBH.
CTpeMileHHe <«IIpUBECTHM K HOPMeE» I1oKa3arejad IeMOTpaMMbl JI0
YCTAHOBJIEHUS IIPUYMHBI aHEMUU MPUBOAUT K AUATHOCTHUECKUM
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ouIMOKaM, KOTOpbIe MOTYT ObITh UPEBAThI TSKEIBIMU MOCIEICTBH -
SIMH JIJ11 OOJIBHOTO.

3aTpynIHEeHUs] B TPAKTOBKE reMaTOJIOTHYECKHUX ITOKa3aTelel MO-
YT ObITb OOYCNOBIIEHDI COMemaruem ycenezodeuyumnoii u B -ne-
buuuTHOI aHemMuu. B aTux ciyvasix mokasaresm nepudeprudecKoil
KPOBU HE CTOJIb IEMOHCTPATUBHBI (L[BETOBOM MOKA3aTeab U SPH-
TPOLMUTAPHBIE UHAEKCH OOBIYHO B Mpefesiax HOpMH). M maxe Mc-
ClelOBaHUE YPOBHS BUTAMUHA B ) He BCerna oTpaxaer ero MCTHH-
HOE KOJIMYECTBO B OpraHu3Me (Tabsuua 6.5).

Hepenko 60/1bHbIM B -nepnumutHOM anemueil olunboIHO CTa-
BUTCSl TMArHO3 2eMOAUMUHECKOU aHeMUU B CBSA3U C TIOBBILUEHHEM
YpOBHS OunupyduHa. BepossTHOCTD 3TOH OMIMOKK yBeIMYMUBaCT-
csl, €CJIA UCCeNoBaHUE NepudepuiecKoil KpOBU IPOBOAUTCS Ha
(boHe siedeHuss BUTAMUHOM B, win ¢o1MeBoit KUCIoToi (Ha 3ToM
(boHE OTMEUAOTCSl 3HAYWTEIbHBIIN PETHUKYJIOLUMNTO3, HOPMAaJIbHBIN
YPOBEHD JISWKOIIMTOB U TPOMOOLIMTOB, YMEPEHHBIM HOPMOLINTO3
¥ nonuxpoMasusi). B raHHo¥ cuTyauuy npaBuabHOM JUArHOCTHKE
MOMOTAeT OlIEHKAa KAYeCTBEHHBIX U3MEHEHWH 3PUTPOLMTOB (Ma-

Tabauua 6.5.
Hpuyunot aoxcuvix usmenenuii yposus eumamuna B,

Xapakrep namenenuii | ITpraunnl

JloXHO HUBKUT Conyrerywowuit neduuur dbonatos (npumepto y 1/3
YPOBEHb KOOGanaMu- | MallUeHTOB)
Ha MPU OTCYTCTBUU

MHoXecTBEHHAas MyeIoMa

HUCTHUHHOIO Aehu-
uMTa Hedunuut Tpanckobanamuna l

Jleyenue G6osbIIMMU J03aMu BUTaMuHa C
JloXHO noBblIllIeH- YBennueHue cBA3bIBAHUS KOGaTaMHHA C MEPEHOCUUKA-
HBIHA YPOBEHb MU (TpaHckobanamuHoM 1 u Il npu muenonpoaudepa-
KobasiaMHuHa Npyu TUBHbBIX 32007€BaHMSIX, rernaromMax 1 T.u.)

MCTUHHOM JEDHUNTE | yoon e ipte NpOAyKIIMK TpaHckoGanamuna I1 pu ayTo-

UMMYHHBIX 3a60ﬂ€BaHl/[ﬂX, XPOHUYCCKOM MOHOUUTAP-
HOM JICMKO3€ U 3JI0KAY€CTBEHHbIX III/[M(I)OMaX

BricBoboxaeHue koOanaMrHa U3 TeNaTOUMUTOB ITPU XPO-
HHUYECKHUX 3a00eBaHUAX MIEYCHU

137




I0.J1. UleBuenko, A.A. Hoeuk, B.S. MensHuuyenko
AHEMMAU

KPOLIMTO3) U HEUTPOMDUIIOB B TIpenaparax rnepudepruueckoi Kpo-
BH U KOCTHOI'O MO3ra (TMTaHTCKHE THUIIepCErMEHTHPOBAHHbIE HEl-
TPOMDUITHI).

B pane ciyuyaes rpu B -neduLMTHON aHEMUM OTMEYAETCS Bbl-
paxeHHas jeiikonenus (no 1,5%10°/n) u TpoMGouuTorieHus (1o
50x10°/n1 u gaxe MeHee), 4TO 3aCTaB/ISAET NPEATIONATATL ANAGCHU-
yeckyro anemuro. OTHAKO LIMTOJOIMYECKOE U THCTOJIOTUYECKOE MC-
CJleOBaHME KOCTHOTO MO3Ta (TperaHOOHOICHsT ), a TAKXKE AUHAMU -
Ka reMaToJIOTHYECKHX MoKa3aTesell (HopMajiin3alus KOJW4YecTBa
JICHAKOLIUTOB M TPOMOOUMTOB uepe3 7—10 mHeit nedyeHUs BUTAMU-
HOM B ,) IO3BOJISIIOT MOCTaBUTH MPABUJIbHBINA AMATHO3.

XapakrepHbie Juist B, -1euUMTHON aHeMHH U3MEHEHHMs ne-
pudepudecKoil KpoBU (MAHIMUTONEHUS, MAKPOLIMTO3) U KOCTHO-
ro MO3ra (MEraTo0I1acTUUECKU i 3PUTPOII033) MOTYT BCTPEUATHCS U
IIPA HEKOTOPBIX BAPUAHTAX OCHPbLIX ACHK0308 U Mueaoducniacmuie-
ckux cunopomax. B 3ToM ciydae rpaBuIbHOM AMATHOCTUKE MOMO-
raeT KOMIUJIEKCHAsI OLIeHKA Moka3aTesieil nepudepruieckoil KpoBu
U MUENOTrpaMMEI. Tak MpU OCTPOM IPUTPOMUENIO3e B Nepudepude-
CKOW KpOBM HaOMI0NAIOTCH G1acTeMUS, PETUKYJIOLUTO3 U HOPMO-
1IMTO3; MPU MUENOIMCILIACTUUCCKUX CHHIPOMAX, B 3aBUCUMOCTH
OT BapMaHTa — HEHTPONEHHUS C OTHOCUTENIbHBIM JIUM(PO- U MO-
HOUMTO30M, a0COIIOTHRINE MOHOLINTO3, Oaactemus. B Muenorpam-
M€ MPU OCTPOM IPUTPOMHUENIO3E OTMEUAIOTCS 61acTO3 U NMaToJ0TH-
YECKHE KIIETKU IPUTPOUNTHOIO psija, IMPH MUETOAUCIIACTUUECKUX
CUHIpOMAaxX — KapTUHA JMCTeMOII033a, B pPAIE C/IyvyaeB B coyeTa-
HUU ¢ O6JaCTO30M MM MOHOLMTO30M. Hepeako nist MCKIIOUEHH S
OCTpOrO JIEUKO3a U MUENOIMCIIIACTUUECKUX CUHIPOMOB HEO0X0-
JUMBI U IpYTUE MCCIeNOBaHUS (LIUTOXUMUUYECKUE, LIMTOTEHETHYE -
CKUe, MMMYHOGEHOTUIIMPOBAHUE).

Crenyet IIOMHUTL 0 HeobxoaumocTu auddepeHInanbHON qU-
arHOCTUKU Mexy B, -neduuutHON U goruesodepuyumioir anemu-
eii. KnuHuueckue nposBieHNs geduliuta kobajaMuta 1 ¢hoaaToB
MPAKTUYECKHA UICHTUUHBI, OMHAKO Pa3IMIKus B CUMIITOMATHKE BCE
xe umetorcs. C 60Jb1I0H BEpOSITHOCTHIO JeULIUT (HOIATOB MOX-

138



Inaea VI.

METAJTOBNACTHBE AHEMUMUK

HO TIPEAIoNarath Mpyv U3yYeHUH aHaMHE3a B TEUEHHUE MOCTEAHUX
6 MecsileB (AIKOTOJIM3M, LIMPPO3 ITeUeHU, GEPEMEHHOCTD U T. 1.) U
¢busukaibHoOrO Uccienosanus. Ipu neduuunre Butamnua B, 3a60-
JIEBAHUE B psifie cliyyaeB Ae0I0TUPYET He C reMaTojIOTHYECKOit, a ¢
HEBPOJIOTMYECKON CUMITTOMATUKU (IapecTe3uu, HapyLIeHus Mpo-
MPUOLIETITUBHOW YYBCTBUTEILHOCTH), YEro IMPAKTHUECKU He Ha-
omonaercs npy Aeduuute GonueBol KHUCIOTH (32 MCKIIIOYEHU~
€M Helponartuy Ha (bOHe aTKOTroNbHON 3HUedaTONaTHH U APYTUX
NMPOSIBJIEHUI aJIKOTOIU3MA).

Hasnayenue GonbHoMy B -neduumtHol anemueit donueoit
KMCJIOTBl 4acTO MPUBOAUT K YIYUIIEHWIO I'eMaTOJIOTHYECKUX T10-
Kaszaresei, OIHAKO 3TOT OTBET HEMOJHBLIA U BpeMeHHbLIA. Kpome
TOTO, MPH HEANeKBATHOM JieueHuu B -nepuunTHOM anemun He-
BPOJIOTUYECKas CUMIITOMATUKA NPOOIKAET NporpeccuponBaTsh. Ha
MOC/IIHEM DTafe HeOoOXOAMMO YCTaHOBUTL MpUYWHY B ,-nedu-
LUTHON aHemuu (aTpouyecKuu racTpuT, 3abojieBaHMsi TOHKOI
KUIIKW, DIMCTHAsI UHBA3US U T.A.).

Jeuenue

[lo BHeApEHUs B KIMHUYECKYIO MPAKTUKy BUTaMuHa B, mep-
HULIMO3HAs1 aHEM U Oblna paTanbHBIM 3a001eBaHueM. B psine ciy-
4YaeB yIaBaiioch MOJYYUTh PEMUCCHIO C IMOMOUIBIO SMITHPUUIECKO-
ro noxdopa NnpoAyKTOB NMUTaHUs, TpaHC(Y3IMOHHON Tepalliy WU
CIUIEH3KTOMMM, OJIHAKO B MOCAEAYIOIIeM 3a60IeBaHIe PEeLIUINBU -
pPOBAJIO M MPUBOINIIO K JIETAIBHOMY MCXOMY, KOTOPBIIf HACTYITAT B
cpenHeM 4yepe3 1—3 roga ¢ MOMeHTa IMAarHOCTUKH,

Has npodunaktuku B ,-nerLHATHON aHEMUH CIIENYET BKIIIO-
4yaTh B pallMOH XMBOTHBIU OenoK (cyOnpoOayKThI, TOBSAMHA, pbida,
cblp, fAiua, Mosioko). Ilpu MaHudecTalmu 3abonaeBaHus HEOOX0-
JIMMO Ha3HayeHue BUuTaMuHa B ,. B cnyvae muctHOd uHBasuu mo-
MOJTHUTEILHO CJeIyeT MPOBECTH Aere/IbMUHTU3ALMIO.
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Y nauuentos ¢ B ,-nepuunrtHoil anemuei 3anac Buramuna B,
cocrasser He bosee 0,5 mr (BMecTo 3,0 Mr B HopMme). BaxkHO oTMe-
TUTh, 4YTO OXHOKPATHOTO BBEACHUSA daxe 0YeHb OOJIbLION 103bl BU-
TaMMHa B ) HEIOCTaTOYHO /i BOCCTRHOBJIEHMS €T0 PE3EPBOB B OP-
rapusMe. B ¢BsI31 ¢ 3TUM, HECMOTpPS Ha TO, YTO BBEASHHUE OOJIbIINX
1103 rpenaparta 6e3BpeaHO, METOAOM BbIOOPA SIBJISICTCA LJIUTEIbHOE
JiedeHUe MaJIbIMU 103aMH.

s meyeHUsT UCNOMBL3YIOTCA [IBa npenapara: OKCUKoOGataMuH
1 urankobaisamMuH. B Poccun o6bluHO MpuMeHsieTcsl iMaHKoba-
JIAMWH, KOTOPBIA HA3HAYAETCS MOAKOXHO WIM BHYTPUMBILUEYHO B
nose 200—400 mkr 1 pa3 B CyTkH B TedeHUe 4—5 Henenb. [1pu pa3Bu-
TUM QYHMKYJISPHOTO MUEIO3a eXEIHEBHAs 1033 BUTaMUHa B ) MO-
ket ObITh yBeauyeHa no 1000 mxr. Ilpu agekBaTHOW Tepanuu OT-
YeT/IMBOE YIyUIIEHHEe CAMOUYYBCTBUS U HOpManu3alus KapTUHbI
KOCTHOT'O MO3Ta HACTyIaeT yXe uepe3 2—3 IHs JIeueHusl, PETUKY-
JIOLUMTAPHBIN KpU3 (TIOBBILIEHWE YPOBHS PETUKYIOLUTOB B MEPU-
(peprueckoit kpopu B cpeaHem a0 200—300%o0) pa3BuBaeTcs ye-
pe3 5—8 nHeil. BhlpakeHHOCTb PETUKYIOLMTO3a OOLIYHO 06paTHO
[PONOPIIMOHABHA CTENEHY aHEMUU 10 Havala jieuyeHus (tabiu-
1a 6.6.).

ITpy MCrOIB30BaHMM HENOCTATOMHBIX 103 BUTaMuHa B, niu
HAJTUYUW COTIYTCTBYIOIIMX 3a00jeBaHuil (B TOM 4KCie MHQEKLU-

Tabmuua 6.6.

Boipasxennocms pemuxyiouumapnoeo Kpu3a npu pazausHom Koauuecmee 3pu-
mpouumoe do Havaaa aewenun B ,-Oehuuumnoit anemuu

Hexonnoe KomMIecTso 3puTpoiHTos | BoipaeHHOCTs PeTHKYJIONHTAPHOIO KpU3a
(x10%/3) (%60)

<1,0 500—700

1,0-1,49 360—470

1,5-1,99 250—340

2,0—-2,49 150—220

2,5-2,9 100—160

3,0-3,6 40-90
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OHHBIX), PETUKYJIOLUTO3 MOXET OBITh HE3HAYUTETbLHBIM, a BPeMsI
€ro HACTYIUIEHUS] — OTCPOUYEHHBIM.

Yxe B nepebie 6—10 yacos, mocJie MepBOro BBEACHU ITpelapara,
KOJIMYECTBO METajio0acTOB B KOCTHOM MO3[€ 3HAYUTEIBHO CHU-
kaetcsi. [IpusHaky HeahpeKTUBHOTO reMoIo33a UCYe3aloT yepes
CYTKW mocyie Hayana jeueHus. Yepes 24—48 yacoB BocCTaHaBIH-
BaeTCs HOPMOOIACTHYECKHUI THII KPOBETBOPEHHSI, B OCHOBHOM 3a
CUET MOABNEHUST HOBBIX reHepalMil 3pUTPOUIHBIX KJIETOK. bomb-
UIMHCTBO MErajo0/1acTOB pa3pylliaeTcsl M YTHIM3UPYETCS B KOCT-
HOM MO3T€; IMIaHTCKME MIIEpCErMEHTHPOBAHHbBIC KIIETKU Hel-
TPOMUIBHOIO psiia COXPaHSAIOTCSA B TedeHWe Heledu U 6osiee (310
MOXET MCTIO/Ib30BaThCs MIJIsi PETPOCIIEKTUBHOM NHAarHOCTHKU 3a060-
JieBaHUst).

Temnbl HopManu3aluuM nokaszaTteaeil mepudeprIecKoil Kpo-
BY TAK3K€ 3aBUCST OT CTeIeHU aHeMUUn. OTHAKO Jaxke B TSKEJIbIX
cly4yasix HOpMaau3alMsi YPOBHSI TeMOINIOOMHA, 3PUTPOIIUTOB,
MCV u MCH npoucxoasar B TeueHUe Mecsilla, BOCCTAHOBJIEHE
HOPMaJILHOTO KOJMYECTBA JIEWKOILIMTOB Y TPOMOOLIUTOB — 4Yepe3
HeeN0, rnnepcerMeHTannsa HeTpoduios ucuesact yepes 2 He-
JeNu.

YpoBeHb CHIBOPOTOUHOTO Xeje3a CHHXKACTCS A0 HOPMBI WIIN
HUXe uepe3 24—48 4yacoB nocjie Hadaua JiedeHus. B HEeKOTOpBIX
CJIyJasix KOHIIEHTpAIlKs XeJje3a MOXKET YMEHbIIAaThCsl MeIJICHHEE,
B TEUEHIE HECKOJbKHX HEENb. AHAIOTMYHO U3MEHSIETCST YPOBEHD
¢onaToB B CHIBOPOTKE KPOBH: B TE€YEHHUE NEPBBIX CYTOK OTMEYAETCS
€r0 3HAUUTENbHOE CHUXEeHHME (B cpenHeM ¢ 15,0 mo 5,5 MKr/i), 1o-
cJie Yero B MOCJIeAYIONINe IBE HeNeId HabMI0AaeT sl MOCTEIIeHHOE
BOCCTAHOBJIEHUE UX KOHLICHTpaLUH.

YpoBeHb OUIMpPYOMHA HOpManu3lyeTcsi B TeueHue 3—4 Hemenb,
JIAT — uepes 1-2 Henenu. Y noXunbix NaLMeHTOB Ha GOHE JIeue-
HUSI MOXET Pa3BUTLCS TMIIOKAJIMEMUSL, KOTOpasl CIIOCOOGCTRYET BO3-
HUKHOBEHUIO HAPYIUEHHI CepaguHOoro purMma. OObIYHO YPOBEHB
Kajiusl HOpMaau3yeTcsl B TeueHue 1—2 Hemenb. HazHayeHue BuTa-
MuHA B, TPUBOMMT K PEMUCCUHU Y BCEX OOJIbHBIX B ,-ne@uimTHOM

141



10.J1. Lllesuenko, A.A. Hosuk, B.Sl. MenbHnueHko

AHEMMAR

aHemucii. HeadpekTUBHOCTL Tepanui B TeYeHHE HECKOJbKUX HE-
IIeb CBUIETEJNBCTBYET O HEMPAaBUJIBHOM JIMarHose U TpeGyeT no-
o6cneqoBaHUs U1l YTOYHEHUS TeHe3a aHeMUYeCKOro CHHIPOMA.
OrcyrerBUe 3ddexTa MOXET ObITh CBA3aHO C Pa3’HOOOPA3HBIMU
MPUIKMHAMM:

— HEeNpaBUIBHBIN AUAarHo3;

— KOMOMHHMPOBAaHHBIA AeuLUT (BUTaMuHa B ) u dhonaTos, BuTa-

MuHa B, 1 xenesa),

— HEpacrno3HaHHAs TeMOFTOOWHONATHS (CepITOBHIHOKIETOYHAS
aHEMMUS, TaJlaCCEMUSI);

— COIIYTCTBYIOILIAsd AHEMMST XpPOHUYECKHX 3a00/1eBAHHIA;

— TUIIOTUPEO3.

B penxux cnyyasx BUTaMMH B, MOXET HasHauaThCs Mepopajib-
HO (TIPY aJJIEPrUYECKUX PEaKIMaX Ha MapeHTepalbHOE BBEeHNUE,
HapyLIEHUsIX reMOCTa3a, KOTOphbIe JeNaloT HeXeNaTeIbHBIMU eXe-
AHEBHbIE WHBEKLMHU). [lepopalibHbIl NpueM BUTaMMHA B, Takxke
MOXET ObITh PEKOMEHIOBAH B KAueCTBE TOIIEPKHUBAIOILIEH Tepa-
nuu Ha amOynaropHowm atarie. [1pu pelleHUM NPOBOIUTE JICUEHHUE
BUTaMUHOM B , nepopajibHO HEOOXOAUMO MOMHUTB, YTO aGCcopOH-
pyeTcs Juib okoio 1% mnpenapara. ExenHeBHasl 103a BUTAMUHA
B, MOJKHA COCTaBAATL HE MeHee 1 MT (npemnapar ciefyer NpHHH-
MaThb ¢ (PPYKTOBBIM COKOM). MIMe10Tcst cooluieHnst 06 UCTIBITAHUH
APYTUX NyTeid BBENEHUsI BUTaMUHA B, (HanpuMep, WHTpaHa3ab-
HOT0), OHAKO HEOOXOIMMBI lallbHEHIITME UCC/IeNOBAHMS A5 OIpE-
IeneHus1 uX 3(PPEeKTHBHOCTH.

TpaHcdy3uu 3puTPOLIUTAPHOI MACChl GOJIBHBIM C TAXEN0H B,,-
ne@UIUTHON aHeMUeH TTPOBOMSTCS TOJBKO 110 XU3HEHHDLIM MOKa-
3aHUAM (TP TMIIOKCUYECKUX M IIUPKYJISITOPHBIX PACCTPOMCTBAX,
a TaKXe BBIPaXEHHOM CEPICYHOMN U JIErOYHOU HENOCTATOYHOCTH),
MMPEUMYIIIECTBEHHO Y TTOXUJIBIX NMALIMEHTOB.

JleyueHne BUTaMUHOM B, uepe3 HECKOJIBKO MECSILIEB TPUBOINT K
YCTPAHEHUIO PSIIa HEBPOJIOTMYECKUX U3MEHEH U, B TOM YHCJIE Ma-
pecresuu. PaspuBiumiicss QyHUKyISpHBINA MUENT03 10 KOHIIA HE pe-
rpeccupyer.
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Inasa VI.
METAJTOBINACTHBE AHEMUH

Yem kopoue nepuoa ¢ MOMEHTa MOSIBJIEHUSI HEBPOJIOTMIECKOI
CHMMIITOMATHKH J0 Hayaia Tepanuu, TeM O0Jblie BEPOITHOCTb MX
vcyesHoBeHMsl Ha dode nedeHusi. Kak mpaBuiio, HeBpoJsiordie-
CKHE HAPYIICHUS UCUYE3AI0T MOJMHOCTHIO, €CIM ¢ MOMEHTA UX Ma-
HUMECTALIMU TIPOILJIO MeHee Tpex MecsileB. B 6osee oTnaeHHbIE
CPOKH BbIPAXXEHHOCTb CUMITTOMOB HECKOJIbKO CHUXAETCH, OOHAKO
WX TIOJTHOM peayKIMK He oTMevaeTcs. JJIst olleHKU MakKCUMAaTbHO-
ro a¢ddekTa HeobxoauMo HaboaeHe B TeueHue mosiyroga. CuM-
NTOMaTHKa, coxpaHsoluasica depe3 12 MecsilieB nocje Havasa Je-
YeHUs, HeoOpaTuma.

[Tocne pocTukeHUst PEMMCCUU ISl TIPEAYNPEKACHUs PELHIV -
Ba HeOOXoAMMa MOAAepXUBAIOLLAs Tepaus, KOTopasl IIPOBOIUTCS
B TEYEHUE BCEH OCTABLIENCS XU3HU U BKITIOYALT EKEMECSIYHOE BBE-
nexue 200—400 mkr ButamuHa B ,. Ecam ycTpanena npuunHa pas-
BUTH# 3a00sieBaHMst (HANIPUMED, NPOBEAECHA yCTelHas IeTeIbMHUH--
THU3aLMs), MONJEPXKUBAIOILEH Tepaniuu 00bMHO He Tpebyercs. st
OLEHKH aJIEKBATHOCTH MMOJIEPXKUBAIOLIEH Teparniu MOXET UCITO/b-
30BaThCsl OMNPENETIEHUE YPOBHS BUTAMUHA B, B CbIBOPOTKE KPOBH.

IIpu npekpaleHnn BBENEHUA NPENapaToB BUTaMuHa B, Heus-
0EXHO pa3BHBAETCA PELMANB 3a00/1eBaHUS. DTO MOXET ObITh CBSI3aHO
€ OTKa30M DOJBHOIO OT IeYEHMSI JIUOO C CUTYALIMSIMU, OTBJIEKAIOIN-
MU BHUMAHUE MalUEHTA OT HEOOXOAUMOCTH TPOJO/KEHUS Tepanuu
(pa3BUTHE MHTEPKYPPEHTHBLIX 3a00JeBaHUii, XUPYPTUYECKOE Jieye-
Hue). JIpyroii BaxXHOU NpU4YMHON peLiinBa ABISCTCS HEMOCTATOYHO
NnoapOOHOE pa3bsCHEHHE BpauoM HEOOXOOMMOCTH H 0COOEHHOCTEH
MPOBENEHUST MOAAEPKUBAIOILEH Tepanuu. llosTomy upe3Bblyaii-
HO BAXHO JIOMXKHBIM 00pa3oM NMPOUHQPOPMHUPOBATH NALIMEHTA U €T0
POJACTBEHHUKORB O HEOOXOIMMOCTH IPOJOIKATE JICUEHHE U ITOCIIE UC-
Ye3HOBEHMsI KIIMHMYECKUX NPOsIBIEHUH B -eduimTHoi aHemun. B
JoOOM cityyae, Mpy NPeKpalleHn M BBEIEHUs BUTaMKHa B, pasuruie
peuManBa HEU3OEKHO, OIHAKO BPEMSI eT0 BOSHUKHOBEHUS BapbUPY-
eT ot 2 10 10 net (B cpenHeM — 5 jieT). DTO CBA3aHO C XapaKTEPOM CO-
MYTCTBYIONIMX 3a00MeBaHMii, KOJTUYECTBOM JETIOHMPOBAHHOTO B Op-
raHu3Me BUTaMKHa B, v cTerneHu aeduiinta BHyTPEHHETO (pakTopa.
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10.J1. IleBuenko, A.A. HoBuk, B.fl. MenbHuueHko

AHEMMHU

IIpyu pa3BUTHUU pellUIMBaA C PA3BEPHYTOU reMaToOIOrMYeCKOn
U KJIIMHUYECKOW CHMITOMATHUKOW KOHIIEHTpAlUs BUTaMuHa B ) B
CBIBOPOTKE KpOBH cHuKaetrcs g0 70—150 ur/n. OnHUM 13 paHHUX
KPUTEPUEB PEIIUINBA MOXET ObITh MaKpPOIIUTO3, TTOSIBEHHE KOTO-
pOTo MIPENUISCTBYET PA3BUTHIO aHEMUUECKOTO CUHAPOMa.

K HaunGosiee cepbe3HbIM OTAAIEHHBIM OCIOXHEHUAM B -nedu-
LIUTHON aHEMMHU OTHOCSTCS 3JIOKAYECTBEHHBIE OMYXO/U XKeIyIKa.
B 1enioM yacrora pa3BuTHs paka xenyakay 60nbHbIX B, -neduimr-
HOIf aHeMHueH B 2—35 pa3 BhIlE, YEM B OOIIEH ITOITYIISILIMH.

Kpowme Toro, y manveHnToB ¢ B -neduuTHo# aHeMHEN MOBLI-
IIEH PUCK Pa3BUTHS KOJIOPEKTAIBHOTO paka (OCOOEHHO B TEUEHHUE
MEPBBIX 5 IET OT MOMEHTA AUATHOCTUKHW) U KapLIMHOUIHBIX OITyXO-
Jicit TOHKOW KUIIIKH.

CBs13b NEPHULIMO3HOM aHEMUU C IPYTUMU IeMaTOJIOTHYECKUMU
3a00JIeBaHUSIMM HE CTOJb OYEBUIHA, ONHAKO B JIMTEpaType MMe-
IOTCSl OITUCAHUS ClIyyaeB coyeraHus B -neduitMTHoN aHemuu ¢
OCTPBIM JIEKO30M, WCTHHHON TONWLUTEMUENH, ayTOMMMYHHOI
TPOMOOLIUTONIEHUEH, ayTOUMMMYHHOM reMOJIUTUYECKOM aHEMHUEH.

Pezrome

1. B,-neduuuTHas («nepHUIIMO3HAs») AHEMHUS PA3BUBAETCS B pe-
3yJbTare AeuliMTa BHYTpeHHEro hakTopa B KeJIyoouHOM COKeE.

2. Pasputue B ,-ne@uuuTHON aHeMMM OOYCIIOBJIEHO OTCYTCTBM-
€M BbIpabOTKM BHYTPEHHETO DaKTOpa, pexKe — IPYrAMU IIPHIH -
HaMH, PUBOAAIIMMHU K ie(HIMTY BUTAMUHa B ) (onepauyu Ha
XenyaKe, 3a00/1eBaHUS TOHKOW KUIIKH, IM(PHIITIOB0TPHO3, Ma-
J1abcopOLUs BHYTpeHHeTo (pakTopa).

3. Kiaccuyeckas KIMHUYeCKas KapTiHa B ,-nebuunTHOl aHe-
MHH BKJIIOYaeT TPU OCHOBHBIX CHHIPOMA: aHEMUYECKUH, IO-
paXeHWe XKeTyTOUYHO-KHUIIEYHOro TpakKTa U HEpPBHOM CHCTe-
MBI.
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I'nasa VI.

METANOBNACTHBE AHEMWMHU

4. uarno3 B, -nepuunrHoil aneMuy OCHOBBIBAETCS] HA HATMYUN:

— KJIWHHUYECKMX CHHIPOMOB (aHEMUYECKOr0, XEeNyIoyHO-KH-
LEYHOrO, HEBPOJOTHUECKHX PACCTPOICTB);

— nabopaTopHbIX JaHHBIX (TUIIEPXPOMHAsli MAaKpOLIUTAap-
Hast anemust (MCH 6onee 35 nr, MCV 6osiee 100 ¢, He-
peako 6onee 120 ¢J1), 4acTo B coUueTAaHUH € JIeHKONeHUEH,
CABUIOM JICHKOUUTAPHOW (OPMYyIbl «BIpaBo» (rMTaHT-
CKHME TMIIePCErMEHTUPOBAHHbIC HEUTPOPUILI) U TPOMOO-
LUMTOMEeHWEe; MerajiobnacTUYeCKUii TUIT KPOBETBOPEHUS B
MUeorpamMMe; CHUXXEHHs COAepXaHus BATaMUHa B, B cbi-
BOPOTKE).

5. JleueHune 1 npoduiakTUKa:

— TNOJHOIEHHAs AueTa, coiepxalias 0e10K )KUBOTHOTO IMPOUC-
XOXIEHUS;

— BuTamuH B, (tnaHkobanamuH) no 200—400 mMxr 1 pas B cyT-
KU B TeueHue 4—35 Henenb (Kpurepuii 3¢pHeKTUBHOCTU — Pe-
TUKYJIOUMUTAPHBINA KpU3 yepe3 5—8 nHeil; oTcyTcTBUE 3P hek-
Ta CBUAETEIbCTBYET O HENPABUIBHOM JUATHO3E);

— HOXU3HEHHOE TMONNEPXKMBAlOLIEe BBEAEHWE BUTaMuHa B
(200—400 MKT eXeMECSYHO);

— TpaHchy3UU SPUTPOLUTAPHOM MACChl 10 KM3HEHHBIM TTOKA-
3aHUSM.

DOJIHEBO-IEOHIIHTHBIE AHEMHH

AHeMUH, 00yciaoBAeHHbIE AehHULUHUTOM (HOIUEBOM KUCTOTHI,
COMPOBOXIAIOTCS MErano0JacTHUECKUM THIIOM KpPOBETBOpE-
HUS, TUMIEPXPOMUENH U MaKpOILMTO30M S3PUTPOIIMTOB, HEPEIKO
— CHHXEHMWEM KOJWUYeCTBa JIEHKOLIMTOB U TpoMOolmMTOB. He-
BPOJNIOTHUYECKA CUMIITOMATUKA TIpH (hoNmeBo-AePULNTHBIX aHe-
MUSIX OTCYTCTBYET, OJHAKO MOLYT pa3BUBATLCA HCUXUYECKUE pac-
CTpoOICTBa.
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KO.J1. IlleByenko, A.A. Hosuk, B.5l. MeabHUUYCHKO

AHEMWHU

Ob6men ¢hoauesoli kucaromot

Mosnekyna ¢hoaueBoi KUCIOTH COCTOUT U3 TPEX YacTei; MTepu-
JIMHA, p-aMUHOOEH30MHOM M INIIOTAMMHOBOU KUCJIOTHI (PUCYHOK
6.10). dosyeBast KMCI0Ta aKTUBHA B BUJIE TPOU3BOJHBIX TETparu-
IpodosMeBOil KUCIOThI.

®oaTel CUHHTE3MPYIOTCS BBEICIIMMM PAaCTCHUSIMU U MUKPOOP-
ranu3mamu. Haubospliiee KoanyecTBo (hoTUeBOH KUCIOTHI COAEP-
JKUTCS B 3€JIEHBIX OBOILAX, APOXKXKaX U MapeHXUMATO3HBIX OpraHax
(tleyeHu U noykax). OCHOBHBIMU UCTOUHWKAMH MOCTYIIIEHHUS (HO-
JIATOB SIBJISIIOTCS OBOIIU, (DPYKTHI, 3€PHOBbIE MU MOJIOUHBIE MPOAYK-
THI (32 UCKJIIOYEHHEM KO3beTo MoJioka). Donnenas kucinora obna-
JlaeT xopolueil OUOAOCTYMHOCTHIO (M3 OOJbLIMHCTBA MPOAYKTOB
ycsauBaetces 40—70% onatos), 0OMIHAKO B CBSA3U C TEPMOIAOUIb-
HOCTBIO 50—95% onmeBoit KUCIOTH pa3pyliaeTcsl B mpoiiecce
[IPUTOTOBJIEHUS MUY, MUHMMAaJIbHas €XelHeBHast MOTPeOHOCTh
B ¢onaTtax cocrapisieT 50—100 MKT.

Abcopbuus GoaaToB NPOUCXOAUT MPEUMYILIECTBEHHO B TOLUEH
KUIIKe (pUCYHOK 6.11).

Ipy 3TOM MNOJUTIIIOTAMATbhl KOHBEPTHUPYIOTCI B MOHOTIIO-
TaMaThbl, KOTOpbie abcopOupyiorcsa Auddy3ueit nau akTUBHBIM
TpaHcnoptoM. KoHueHTpauusi (GonatoB B CbIBOPOTKE KPOBHU

HaN /,\1l gl
72/ 5 ﬁ W C|)OOH(oc)
H
NS 6l _CH,—N C—N—CH
2 6 L

NN 90 10 |
T
T
COOH(y)

Puc. 6.10. Xumusecxan cmpyxmypa goauesoil kucaomoi.
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MEFATOBJITACTHBIE AHEMUU

MocTynneHwe cdonatos ¢ Nuuien

3anacoi
honMeBon KACNOTbI
+CH3-rnotamar
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Puc. 6.11. A6cop6uust u nocmynaenue ¢ mranu goauesou Kuciomol.

B HOpMe coctaBiasieT 6—21 Mkr/n, B aputponurax — 160—640
MKT/n. OCHOBHBIM €m0 (hOJNEBOU KUCIOTHI ABJISETCS IME€YEHD.
B xnerkax neueHu osiveBasi KUCIOTa HAXOAUTCSI B HEAKTUB-
HOM COCTOSIHMM (B BUJE TeTParuapodonueBoil KHCJIOThI) U Te-
PEXOAUT B aKTUBHYIO OPMY IO MeEpe MeTaboMYECKUX NTOTPed-
HOCTEH KJeToK. BoiBemeHHe GOJMEBON KUCIOTH U3 OpTaHM3Ma
NPOUCXOIUT MPEUMYIICCTBEHHO ¢ MOYOIi, B MEHBLIEH CTEIIEHH
C Ka/loM.

B omiiume ot ButamuHa B ,, 3anacel gonmeson KUCNOTHL B Op-
raHu3Me HEBEJIUKHU U TIPU MCKTI0OYeHUU (DOJIATOB U3 MUIIN UCTO-
1aTcs yepe3 3—4 Henenu.

KoaH3umbl GonumeBoit KUCIOTH HEOOXOAUMBI /15t 00pa3oBaHUs
IMYPUHOBOTO AJIpa, KATa60J1M3Ma TMCTUANHA B IIOTAMHHOBYIO KHC-
JIoTy, OMOCHHTE3a METHOHMHA.
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10.J1. [UeBuenko, A.A. Hoeuk, B.Sl. Menbnuuenko
AHEMMUHU

Dmuoaoeus u namoeenes

Baxneiiureit ecjiv He OCHOBHON Npu4YMHON jepunuta donmne-
BOM KHUCJIOTHI SIBJIIETCS] €€ HEAOCTATOUHOE MOCTYILICHUE C TTHALIEH.
ITpu npexpailieHUH NMOCTYIIeHUsT PONATOB B OPTraHU3M CHUXEHHE
HX YPOBHS B CBIBOPOTKE KPOBU Ha0JI0AETCsA YKE Uepe3 2 Helleiu, B
aputpounTax — yepes 18—20 aHeid, B TeueHUE 4-X MECALIEB BO3HU-
KaloT NPU3HAKKH METanob1acTUYECKOTO KPOBETBOPEHHS, a uepes3 5
MeCSIICB Pa3BUBACTCS aHeMHS.

IMTuiesoit tepuuut onaTos yaule Bcero HadmoaaeTcs B MH-
nuu, I0ro-BocTrouHoit A3uu u cTpaHax AdhpukU. DTo 00yCI0B-
JIEHO KaK HHM3KUM 3KOHOMHUYECKUM YPOBHEM 3THX PErHOHOB,
TaK U HAaHUMOHATbHBIMH OCOOEHHOCTSIMHU NMUTAHUS (npeobaana-
HUE KpaxMajla v 3¢PHOBBIX IPOAYKTOB MPY HU3KOM COlePXKaHUU
Msica, pbIOBI M 3eieHbIX oBouleit). [Tuniesoit nepuuunrt donaros
B IPYIUX CTPaHaX 4yalle Bcero Hab/oaaercsl y OeIHbIX Cl10eB Ha-
CeNICHUS, UL MOXUIOr0 U CTAPUECKOTro BO3pacTa (3KOHOMHUYE-
CKHE IPUIMHDBI B COYETAHUH C XPOHUYECKMMU 3aD0IEBAHNUSIMUA U
MPUEMOM MEIUKAMEHTOB, YTO NPUBOAUT HE TOJILKO K CHUXEHUIO
MOCTYIUIEHHS, HO K K MaJlabcopOuyu honveBou KUcaoTel). de-
puuut GonmeBou KUCIOTbl oTMevaercs y 8—10% moxuiabix Jio-
nen.

Hpyroii yacroi npuuvHoO# AeduiMTa GOINEBOU KUCIOTHI SIBJIS -
€TCs ee MOBbIIIEHHOE NoTpedieHre (AJTKOTOIU3M, LIUPPO3 NEUYEHH,
GepeMEHHOCTD, NETCKUI BO3pacT, 3a00/1eBaHUS C ObICTPOU KJIeTOU-
HOW mponudepanueii).

Merano6nactHaa aHemus passuBaetcs y 20—40% comarnue-
CKUX OOJIbHBIX, CTPAAAIOIINX TAKXKE XPOHUYECKUM AJIKOTOJIM3MOM
uy 1-4% «amOyraTopHbIX» anKorojukos. OnpenejeHHY0 PoJib
UrpaeT UUPPO3 MeYeHU, ONHAKO mpsiMasi KOppensauust MexXny ak-
TUBHOCTBIO U BBIPAXECHHOCTBIO LMPPO3a U CTENEHbIO aHEMUN OT-
CYTCTBYET.

[1pw anTKOTONBHOM NOpakeHU U NMeYeHU MaKpOLIUTAPHAS aHEMUS
BCTpeYaeTcs JOCTOBEPHO uallle, UeM Mpu LUPpO3e JAPYroro reHe-
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[napa VI.

METAJTOBJTACTHBIE AHEMHUWHU

3a. AJIKOTOJIb OKa3bIBaeT MHOrooOpasHoe JeicTBre Ha o6MeH (o-
JIaTOB: UHTHOUPYET UX abCOPOLIMIO, HApYyHIaeT MEeTabOoaN3M B Op-
raHn3Me, YMEHbIIACT 3anachbl GOMUEBOM KUCIOTHL B niedeHu. [1pu
OCTPOM AJIKOTOJBHOM WHTOKCHUKAllMKW Ha0J10gaeTcs npsiMoe TOK-
CHYECKOE BO3ICHCTBHE HA IPUTPOUIHBIE KNETKH KOCTHOTO MO3ra,
KOTOPO€ NPUBOJMT K Pa3BUTUIO 0OpaTUMOI cuaepoOIacTHON aHe-
MWU U MOXET YCYTyOIsTh TeUeHHE (PoreBo-AePUIIUTHON aHEeMHUM.
Heob6xonuMMo uMeTh B BULY, YTO Y AJIKOTOJIMKOB OOBI9IHO UMEETCS U
nuieBod AepuUUT PoNaTOB.

Nedbvrudt $ponaTtoB — OAHA U3 BaXKHbIX MPUYMH aHEMUH Yy Oe-
peMeHHBIX (BcTpevaetcst B 1/3 cayyaes). I1pu npodunakruyeckom
Ha3HaueHUM (POJIMEeBOH KHCAOThl YacToTa (ponaneBo-aeUIIMTHON
aHeMuu ymeHbiuaercss 1o 1—4%. BeposTHOCTb e€¢ pasBHTHSI BO3-
pacraer Nnpu NULIEBOM aeduunte GOIHeBOi KUCIOTHI.

®onneBo-aePULUUTHAS aHEMUSI MOXET pa3BUBATbLCS Y MJIaAcH-
LeB B Bo3pacTe oT 2 10 16 MecsiiieB (1oBbilIeHHas1 IOTPEOHOCTD,
NMUIIECBOH JeDULNT, UHGPEKLIMU) U MOAPOCTKOB (MUIHEBOM medu-
LIUT, HapyluIeHue adbcopOuuu). ExxenHeBHAast MOTPeOHOCTH /ISl HUX
coctapisier npuMepHo 50 MKr. Takast no3a OOBIYHO COAESPKHUT-
Cs B OJTHOM JIUTPE MaTePHUHCKOTO WIH KOPOBbEro MoJjioKa. Kurs-
YEHHUE U UCIOJb30BaHWE CYXOTO MOJIOKA IPUBOOUT K YMEHbIIC-
HUIO cofepxaHusl B HeM ¢onaTtoB Ha 40—80%. Hecmorps Ha To,
YTO CHIBOPOTOUHbIA YPOBEHB (DOJIATOB BhILIE Y €T, HAXOMSIIINX-
¢S MOJHOCTBIO HA IPYIHOM BCKapMJIMBAaHUMW, UMEHHO Y HUX Yatie
pasBuBaeTcsl GonneBo-AchULNTHAS aHEMUS BCICACTBHE HEIO-
CTaTOYHOTO coaepxxaHusl donaros y marepeit. Takoro pona aHe-
MM XapakTepHa Ipex/e BCEro IJjisi IKOHOMUUYECKU C€1a00pa3BH-
TBIX CTPaH.

Hedruut donvesoit KMCAOTH ¢ Pa3BUTUCM MeErajnoon1acTHOM
AHEMMU MOXET HaOmomaThCs MpU 3a00eBaHUSIX C OBICTPON Kile-
TOYHOH Tposudepanyeil: reMOIUTHUECKUX aHEMHUAX (CEPIIOBHI-
HOKJIETOUHAsi aHEMUsl, TaJaCCeMUM, HACACICTBEHHBI MHKpPO-
chepounTo3, NpUOOpPETEeHHAsT ayTOMMMYHHast TeMOJHUTHYECKas
aHeMUsl, MapoKcu3MalbHasl HOUHAsI FeMOIJIOOUHYpUST, TEMOJIATH -
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10.1. Hlenyenko, A.A. Houk, B.A. MenbHuueHko

AHEMMUN

yecKast aHeMus, 0OyCJIOBJIEHHAasi TPUEeMOM METUKAMEHTOB Ha (POHE
Jedunura roko30-6-docdarse-ruaporeHasnl), cyoaeikemude-
CKOM MUENI03e, CUIepOo0acTHON aHEMUH, JIEIKO3aX, MHOXECTBEH-
HOW MHuesioMe, rcopuase. st Bcex a3Tux 3a6oaeBaHUil XxapakTepHa
OpIcTpas mposudepanus NnpealecTBEHHUKOB SPUTPOLIMTOB, ApPY-
I'MX KJIETOK KOCTHOTO MO3ra, a TAKXe 3IMUTETHaIbHBIX KJIETOK, KO-
Topas He obecrieurBaeTcsl HeooxonuMbiM s cuHTe3a JIHK konu-
YeCTBOM (POJIMEBOI KUCIOTHI.

Hpyrue npuauHbl poarueBo-1ePUEHUTHON aHEMUH Ha0I04a10T-
Csl pEXE.

BpoxnenHas mamnadcopbuusi posneBoil KUCIOTbl — KJIWMHH-
YeCKMU papuTeT, KOTOPbIH BCTpeyaeTcs y AeTel MepBbIX MecsleB
>KW3HU Y TIPUBOIMT K aTaKCMMU U 3alePKKE YMCTBEHHOTO pa3BH-
THS.

Mana6cop6uusi QonneBoil KUCIOTHI, CBSI3aHHasl ¢ arpodueit
BOPCHHOK CIM3UCTON 00O0J0OYKM KHUIIEUHHMKA, HAOJomaeTcs Mpu
crpy («TpOTTUYECKHUIA MOHOC») M DNIOTEHOBOM 3HTEpornaTuu (00y-
CJIOBJICHA MOBBILICHHOW YyBCTBUTENBHOCTBIO K IMIOTEHY — KOMIIO-
HEHTY 3JTaKOBBIX MPONYKTOB). O0a 3a00/1eBaHUS XapaKTePU3YIOTCS
o611el cnabocThio, cTeaToppeeii, CHUXXEHUEM MACChI Tejla U B psle
CJIyyaeB — pa3BUTUEM Merajo0/iaCTHOM aHEMUH.

Crnpy — 3abosieBaHue, SHASMUYHOE JJisi TPOIIMYECKUX CTPaH,
npexnae scero Muaum, Ouaunnud, MHAOHE3MU U APYyrUX rocy-
gapct lOro-BocTouHoit Asun. Bo3bynurennb cripy 10 HACTOSILIETO
BpeMeHU He uaeHTuduuMponaH. [Ipeanonaralor mepcucTeHLINIO
OJHOBPEMEHHO HECKOJbKHX IITAMMOB KOJUOAKTEpHWid, Mpoaylr-
PYIOLINX IHTEPOTOKCUHDbI, OTIMYHLIE OT TAKOBBIX MPU OCTPO BO3-
HUKawIIeH nuapee. 3abofieBaHue, Kak IMpaBuiio, pa3BUBAeTCHd Y
MyTEWIECTBEHHUKOB, MOMABIIMX B HAEMUYHYIO 30HYy U OCTaBaB-
HIMXCS B HEW Ha CpoK He MeHee | roga. KnnHuyveckasi KapTuHa Ha
MepBOM 3Tale XapaKTepU3yeTCsl BHE3aMHbIM Pa3BUTHEM AWApEH,
AHOPEKCHUM, B3IYTUEM XWBOTA, BBHIPAXXKEHHON acTeHWei, MHOorIa
Ha (oHe auxopanku. Yepes HECKONBKO Heaelb WIH MECSLEB TO-
SIBJSIIOTCS TJIOCCUT, CTOMATUT, CHUKAETCSI Macca Tesla, COXPaHsIETCs1
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Inasa VI.

METAJNOBNACTHBE AHEMUMHU

cunbHas cnabocTs. HakoHel, B cpemHeM depes 6 MecsilieB, pa3BH-
BAETCA TSIKEIas MErajao01acTHasi aHeMUsl, OOYCI0BJIEHHAS PE3KUM
CHUXeHHeM abcopbumu donaros U BuTaMuHa B . Eciu ¢ MOMeH-
Ta pa3BUTUA 3a00J1eBaHMS TIPOILE] KOPOTKUI IT€pHO] BpEMEHH,
qale JOMUHUpPYeET AepuumtT hoaueBoi KUCIOTHI; TIPU BoJiee ATH-
TEJIbHOM TEYEHUM NPHUcoenrHsaeTes AepuunT Butamuna B . Ipu
CBOECBPEMEHHO HAYaTOM JieYeHUM (AHTUOUOTHKM TeTPAIlUKINHO-
BOW rpynnbi, GoineBas Kuciaora) nporuo3 Omaronpusired. OTeT
HaOMI0IaeTCsl yKE Yepe3 HECKOJbKO Heleslb, OIHAKO IS MOJIHO-
IO BOCCTAHOBJIEHUS HEOOXOAMMO ITPONOJIKATh JICYEHUE HE MeHee
6 MecslIeB.

[nioTeHOBast 3HTEpomnaTUs (1e/IMaKUA y eTell U HeTpolnuJe-
CKasl Crpy y B3POC/bIX) OOYCIORICHA TIOBBILIIEHHON YyBCTBUTEITb-
HOCTBIO K TIOTEHY (ITPOTEHH, COOEPXKALIMIACS B TILUCHULIE U JIPY-
r'Ux 3j1aKkax). MexaHu3M 3a00J1IeBaHWsI OKOHYATEIbHO HE BHISICHEH,
OHAaKO, HECOMHEHHO, IIPUCYTCTBYET UMMYHHBIi KOMITIOHEHT (Xa-
pakTepHa MpOAYKUMS ayTOAHTUTEN K KOMIIOHCHTaM ITIOTEHA).
IMioTeHoBast 3HTEpoNaTUs IPOSBISIETCs cTearoppeeil, B3AyTH-
€M >XMBOTA, CHUXXEHUEM MACCHI Tejla; MOXET pa3BUBAThCS I'MIIO-
KUIbLIUEMHUS C TeTAHUEH U JeMHHepalu3alueil KOCTHOW TKaHH,
XapaKTEePU3y1oiascs 00Jbi0 B KOCTSIX Y [1ATOJOIMYECKUMH Tiepe-
gomamu. Y 90% B3pocCibIX MalMeHTOB 0GHAPYXUBaeTcd AehULnT
thonarogs, a 'y 20—30% — npusHaku doaneBo-geULUTHON aHe-
Muu. B cinyyae TpyaHoro aMarHosa npo6Hoe HazHauyeHHe IIIOTe-
Ha B 103¢ 30—50 Mr MoxeTr CITpOBOLIMPOBAThL YCUJIEHUE IUaped U
crearoppeu. OCHOBOI JicdeHUs SABISCTCH AMETA C UCKIIIOUEHUEM
TJIIOTEHA.

ITpuem psita METMKAMEHTOB MOXET COMPOBOXIATHLCS PA3BUTH-
eM GoeBo-aeUUUTHON aHeEMHH. DTo HabmonaeTcst y 1% 60i1b-
HbIX, TTOJYYaIOLIUX [IPOTUBOCYAOPOXHBIE TipenapaThl ((PEHUTOMH,
KapbamasenuH, ¢peHobapouTan). ITpyyruHaA 3TOr0 OKOHYATEJILHO
He BeIACHeHa. [Ipeanonaraercst HECKOJNIbLKO MEXaHU3MOB (Hapyllie-
HUe MeTabonusma (osaToB BCIAEACTBUE MU3MEHEHHMS aKTUBHOCTH
pana pepmenToB, Hapyienue cuaTesa AHK v 1.1).

151




H0.J1. Lesuenko, A.A. Hoeuk, B.51. MesbHnueHko

AHEMMHN

OnucaHbl Merao0/JacTHbIE AHEMMH Y KEHIIMH, KOTOPLIC TIpH-
HUMalu OpalbHbIC KOHTpalenTuBbLl. [eHe3 neduunta dosneBoil
KHCJIOTBI, KAK M B MpEAbLIyIlIEM cilyuyae, Heu3BecTeH. BeposiTHo,
KOHTPALETITUBbl CHUXAIOT abcopOLMio (pOoNaTtoB, MOBBHIILAIOT HMX
MOYEUHYIO 9KCKPELMIO, 4 TAKXKE YUACTBYIOT B iepepacrpeaeieHnu
¢0naTOB B M10JIb3Y PENMPOAYKTUBHBIX TKAHEIHA.

¥V nauueHToB, JeUMBIIUXCH CylbhacanazMHOM IO [MOBOAY UM-
MYHOBOCHAIUTENbHBIX 3a00/€BaHUH KUILIEYHHUKA, KOHUEHTPALIKS
(b0OJIATOB B DPUTPOLIMTAX 3aBUCHUT OT KYMYJISITUBHOM 103bl. dedu-
1T (OJATOB Y 3TUX MALUEHTOB Pa3BUBAETCS KAK BCAEICTBUE CHU-
KEHHOIO MOCTYTIJIEHUSA (DOJIATOB B MUILY, TAK U B CBA3U C HApYILE-
HHEM UX abCOpOIUU.

KpoMe TOro, HU3Kasi CHIBOPOTOUHAS KOHLIEHTpanust (onaros
00OHapyxeHa y TauMeHTOB, JUTHTEbHO MPUHUMAIOLIMX [IpeNaparhbl
JJ1S1 TISUCHMS] TUTIEPAUTIMAS MUY (XOJeCTUPaMUH) U HEKOTOPbIE MO-
YETOHHbIE CPENCTBA (TpUaMTEpPeH). DTO 00YCIOBIEHO, BEPOSTHO,
HapylieHusiMy abcopOLvn POINEBOI KUCIOTHI.

Heo6xonuMo MOMHUTL O CYLLIECTBOBAHUM BPOXKIAEHHBIX U MEAH -
KAMEHTO3HO WHIYLIMPOBAaHHbIX MErajobJacTHbIX aHeMUM, KOTO-
pble o0ycioBiaeHbl HapyieHueM cuHre3a JJHK, Ho He cBsi3aHbl ¢
nebUIUTOM BUTaMuHa B, u honneBoit KUCIOThI (CM. HUXKE).

Kaunuueckan xapmuna ¢ghoauego-oegpuyumnoii anemuu

BonbHele ¢ (onreBo-aeUIMTHON aHEMHEN YaCTO XaIYIOTCS
Ha o0l1yl0 ¢J1abOCTh U CHUXEHHE anreTUTa, MHOTIA OTMeYaloTcs
nuapest, CHHAPOM ManabcopOuuu.

ITpu cbope aHaMHe3a HeOOXOAUMO 00palllaTh BHUMaHUe Ha Oe-
PEMEHHOCTb, AJIKOTOJIM3M, OHKOIeMaTojornueckue 3aboneBaHus,
COJIMAHBIC OTYXONU, TEMOJUTHUCCKYIO aHEMUIO, TIPUEM psida Me-
IUKaMeHToB (6apouTtypaThl, OUMDEHUH, WUMMYHOCYIIPECCHBHbBIE
MPEenaparsl), MOpaxeHne TOHKON kuinku. Crienayetr NOMHUTD, YTO
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Imasa VI.

METAJIOBNACTHBIE AHEMWH

onmmeBo-aepULIMTHAS aHEMMS YXYOIIAeT TeYeHHEe NCUXMIECCKHX
3a007eBaHUR (BMUACIICUH, LIU30o¢ppeHUH). HedbHuuut ¢donueBoi
KHCJIOTHI YBEJIMYMBAET PUCK OCIOXHEHUM OepeMEHHOCTH M POIOB
(BBIKUIBINIM, KPOBOTEYEHMS, OTCJIOMKA IJIalleHTEl, HEIOHOIIEH-
HOCTb, BPOXICHHbBIE 1e(EKThI).

ITpu 06BEKTUBHOM 00CIeA0BAaHNHN OTMEYAIOTCS 0JIETHOCTD KOXHU
U BUIUMBIX CJIM3UCTBHIX 000/10Y€K, UKTEPUUYHOCTD CKJICP, BO3MOX-
Hbl YMEpeHHbI€ OTeKHU, YBEIHUeHH e TIeueHHu. [1occut, arpoduie-
CKHi TaCTpUT U MYHUKYJISIPHBIM MUEI03 HexapakTepHsl. Jdeduiur
(honueBor KUCIOTHI CIIOCOOCTBYET PA3BUTHIO NICUXUYECKMX Hapy-
LIEHUH, BILUTOTb 10 AeMEeHLHHU (IIPEX/Ie BCETO Y MOXMIBIX MALMEH -
TOB).

JlaGopamopnste u uncmpymenmanvHosle 0anHbvle

Kaunuveckuii anasuz kposu. isMeHeHus nepudeprnyeckom Kpo-
BU npu HoJMeBO-Ae(DULNTHON aHEMUU HE OTIWYAIOTCS OT Kap-
TUHBL, HabjoaawolIekcss npyu neduunTe BUTaMUHa B, (Makpo-
LMTapHasl TUIEPDXPOMHAasl aHeMusi, JIEHKOIEHWST CO CIBUTOM
JICHKOUMTApHOH (POPMYJIBI «BMpPaBo», TPOMOOIIMTOTIEHHSI), ONHA-
KO BBIPAXX€HHOCTb U3MEHEHUI reMorpaMMbl 00BIYHO MeHbIIe. Pe-
TUKYJIOLIMTAPHBIN KpU3 pa3BUBaeTca yepe3 5—8 AHei meueHus ¢o-
JIMEBOI KUCJIOTOM.

Muenoepamma. Tlpu uccienoBaHuM acnupaTa KOCTHOIO MO3Ta
BBISIBJISICTCS] METAJI00JACTUYECKHUI TUIT KPOBETBOPEHMUS.

Onpedenenue Konyenmpauuu Goauesou Kucaomost TNOATBEPXKIA-
€T IUarHo3. YpoBeHb (DOJUEBOM KMCIOThl MOXHO ONpPEIe/IUTh MHU-
KPOOMOJIOTUUECKUM WU PaIMOUMMYHOJOTMYECKAM METOIaMH,
XapaKTepHO CHUXCHUE YPOBHA (PO/MEBOI KMCAOTHI B ChiBOPOTKE
(MeHee 4 MKr/n) u spurpountax (meHee 140 Mxr/i). BoisiBisiioTcs
TaKXe MOBbILIEHHOE BblaeaeHue GOPMUHIIYTAMUHOBOM KHUCJIOThI
€ MOYOI U HOpPMaJTbHasl DKCKPELUs] METHIMAIOHOBOM KMCIOTHI.
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KOJ1. lllesueHko, A.A. Hosuk, B.f. MenbHuueHko

AHEMHIN

Jluppepenuyuarvnoiii ouaznos

Y GONBHOTO ¢ TUIIEPXPOMHOM MaKpOLIMTapHON aHeMHel U Me-
TaJIo61aCTUYECKMM TUIIOM KPOBETBOPECHHS BaXXHO MPOBECTH AUD-
(bepeHLIMANBHYIO JMarHOCTUKY Mexay B .- u donnebo-nedunumr-
HOIT aHEMUSIMH,

Y nmauueHToB ¢ ponneBoAS(hUIIUTHON aHEMEN B aHAMHE3€ YacTo
OTMEYaIOTCs [1JIOX0€e TIMTAaHUE, aTKOTOJIN3M, IIPU 00CIeIOBAHUHN HE
BBISIBJISAIOTCS TJIOCCUT, aTPOMHUUECKUI TaCTPUT U (PYHUKYJISIPHBIU
mueno3. [lpaBUabHOMY AMArHO3y CMOCOOCTBYET HCCAeNOBaHHUE
YPOBHA BUTaMM1Ha B, u HonneBor KUCIOTH B CbIBOPOTKE KPOBM.

Ilpogpusaxmuxa u aevenue

g npopuiakTMku GoarueBo-aepUIUTHONR aHEMUU PEKOMEH-
IVIOTCS TIPOJAYKTBL C BBICOKUM codepxaHueM (onatoB (3ejeHble
OBOWIU, TPUODLI, IEYEHDb, TOYKH).

INpodunaktniyeckoe HazHayeHUe (HOTMEBONH KUCJIOTHL B 03¢
5 Mr/CyT nokKa3aHo npyu 6epeMeHHOCTH, HACAENCTBEHHbBIX FEMOJTHA-
TUYEeCKUX aHeMuUsix. [Ipy ueamakum nalueHToB HeOoOXOIUMO Mepe-
BECTH Ha O€3IJIIOTEHOBYIO THETY.

st teyeHUs MCTIoIb3yeTCs1 (hosiueBast KUCaoTa B 1ode 5—10 Mr/
CyT B TeueHue 3—4 mecaues. I1pu coxpaHeHun npudnHbL AedULN-
Ta onator (MamabCcopOLMS, XPOHUUECKAS FEMOJIUTUYECKAA aHe-
MU M JIp.) TOKA3aHO MOAJepXKUBalollee JeYeHUe B 103€ 5 Mr/cyT.

Pezrome

1. ®onueBo-aeHULUTHbIC aHEMUH OOYCIOBIEHbI CHUXEHHBIM T10-
CTYILIEHWEM, TIOBBIIIEHHBIM OTPEeOJEHUEM WK HApyLIEHUEM
MeTaboym3Ma (ponaTos.
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[masa VI.
METFANOBANACTHBIE AHEMHWUU

. JduarHoctrueckue Kputrepuu hoaneBo-aeULUUTHON aHEMUH:

IOBTOPHbIE OEPEMEHHOCTH, AJIKOTOJN3M, 3J10KaYeCTBEHHDBIE
HOBOOODAa30BaHUSI, reMOJAUTHYCCKAS aHEMUSA, TIPHUEM psja
MEIMKaMEeHTOB B aHaMHe3¢e,

aHEMHUUYECKUHA CUHAPOM, TIIOCCUT, aTpOGUIECKHI racTpUT H
TOpaXXEHWE HEPBHOW CUCTEMBI HeXapaKTePHBbI;

B reMOrpaMMe — TUIIEPXPOMHasi MakpouuTapHas aHeMus
(MCH 6onee 35 nr, MCV 6osee 100 ¢a), yacro B codera-
HUU C JeHKONEeHUeH (CO CABUIOM JeHKOUMTAPHOH (hOPMYJIbI
«BMPaBO» ¢ 0OpazoBaHHEM TMTAHTCKHUX THIEPCErMEHTHPO-
BaHHBIX HEUTPOMHUIIOB) U TPOMOOLIMTOIIEHUEH,

B MUeEJIOrpaMMe — TUNEepIa3us 3puTPOUIHOIO POCTKA, Me-
rajo61acTHYeCKUi TUTT KPOBETBOPEHUS;

CHWXEHUE KOHLIEHTpallil (HONUEeBOH KUCIOThI B CBIBOPOTKE
KpoBU (MeHee 4 MKr/1) U B aputpoumTax (MeHee 140 Mxr/n).

OCHOBHbIE IPUHLUITBI NPOMMIAKTUKY U JIEUEHUS:

IUETa C BLICOKUM coaepXaHueM PoJ1aToB (3ejeHble OBOLUIN, CY0-
MPOAYKTHI );

npoHIaKTUYECKOE Ha3HAueHHe hoMMeBOI KUCIOTHI OepeMeH-
HBbIM, OOJIBHBIM C XPOHUYECKUMM TeMOJIUTUYCCKUMU aHEMUS -
MU;

Ha3zHayeHue GoaANeBON KUCAOTHI B 103¢ 5—10 Mr/cyT B TeueHue

3

—4 MecsaLeB.

METAJIOBJIACTHBIE AHEMHUH, HE CBAI3AHHBIE
C AEQHITUTOM BHTAMHHA B , H DOJIHEBOH
KHUCJIOTbI

npl/l‘{I/IHbI HACJEACTBCHHbBIX U UHAYLUWUPOBAHHBIX MCIUKAMEH-

TaMU MerajiobJacTHbIX aHEMU, KOTOPBIE HE CBSI3aHBI C JCUIU-
TOM BUTaMuHa B , U (oineBoi KUCIOTH M 00YCIOBIEHBI HapyIlle-
uueM cunTe3a AHK, npencrasiens: B Tabnuue 6.11.
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10.J1. leBuenko, A.A. Hosuk, B.5I. MenbHuueHko

AHEMMHMH

Taoauua 6.11.

Hpununst meeasobracmubix anemuii, He CBAIANNLIX ¢ Oepuuumom eumamuna B,
u ghoaueeoii Kuciomot

Xapakrep napymennii | Ipuunna

BpoxaeHHbIE ToMoUMCTHHYPHUSI U METHIMAIOHOBAS aLlUAypHs
HapyLIeHUA OpoToBast auUaYpHUs
cunaTe3a JJHK P unayp

Hapywienune tpaHcnopra Butamuna B
Cunppom Jlewa-Huxana
BpoxneHHast [M33pUTPONOITHYECcKast aHEMHUsE

[MpuodpeTeHHBIE TuaMuH3aBUCUMBIN JeDUITAT
HAapPYLLEHUs o)

UTPOMUENO03
cunatesda JIHK pUTp

PedpakrepHas cunepobiactHas aHeMust

Ha ¢oHe ucnonb3oBaHusi aHTUHEONJIACTUUECKUX
W IPOTUBOBUPYCHBIX TIPeNaparos

BcnencrBue ankoroabHOH MHTOKCMKAUHUH

Hacaedcmeennsie mezarobaacmusie anemuu,
He cesasannvie ¢ depuyumom sumamuna B,
u hoauesoll Kucaomot

Tomoyucmunypus u memuimanonoeas auudypus 4acTo acCoOLMNH-
POBaHBbI ¢ MerajiobacTHOW aHeMHUeil, iefikoneHruei U TpoMOOL M-
ToneHuei. IlaToreHes MeTWJIMAaJOHOBOW aluaypuu OOycCloBjcH
BPOXJICHHBIM J1eeKTOM psifa KIToYeBbIX (DEpPMEHTOB, Y4acTBY-
IOIUX B MeTaboJau3Me KobOanaMuUHa U Ae(UIIMTOM METUIIMAIO-
HIWIKO3H3UM-A-MyTa3bl. [OMOLMCTMHYPHSI Takxke 0OYC/IOBJIeHA
JedUIIUTOM HEKOTOpPbIX (hepMeHTOB (LIMCTATUOHUH- U TeTparu-
IpodoaTpeayKTashbl).

3aboneBaHus IUMEIOT CXOXKUE KIUHUYECKUE MPOABACHUS, 33 UC-
KJIIOYEHUEM CPOKOB MaHH}ecTallul — OT IePBBIX MECSILEB XU3HH
1o 10—40 neT. Y TakMX NalyMeHTOB HAPYIIEHO [MIOTaHUE, Habo0a-
I0TCS PBOTA, AEeTHUIpATAllNs, METAOOTUYECKUIT allMa03, MbILLEYHast
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Inasa VI.

METANTOBJACTHBE AHEMWHU

TUTNIOTOHMSI, HACTArM, uepedpanbHas atpodpus. Pexe oTMedaeTcs
rernaToMeraausi, runepravkeMusi. Merajgo0aacTHas aHeMUS, Jeii-
KO- U TPOMOOUUTONEHUS PAa3BUBAIOTCS rpuMepHo y 50% matiyen-
TOB.

JAunarHos yctaHaBIuBaeTCs NpU 00HApPYXKeHUW B MOUYe METHIIMA-
JIOHOBOM WM TOMOLIMCTHHOBOM KUCJIOTHI. Ilpu moMuHMpoBaHNU
MPU3HAKOB HAPYIUEHUsI MeTa0O0NIM3Ma METHJIMAJIOHOBOI KUCJIOTHI
JeyeHHe 3a00seBaHKS TOIKHO ObITH HAaNpaBieHO Ha OrpaHuyeHue
NoTpedJeHUsT aMUHOKHUCIIOT, MpeallecTBEHHUIL METHIMAIOHOBOI
KUCJIOTbl (METMOHWHA, TPETUOHMHA, BAIMHA W U3oJeiunHa). Bo
BCEX OCTAIBHBIX CAYYasiX, 0COOEHHO MPU BbIPAXEHHOH HEBPOJIOTH-
YECKOH CUMNTOMATHKE, MOTYT ObITh 2(PHEKTUBHBI OOTBIINE O3B
BuTamuHa B (He Meree 1000 Mkr/cyT).

Hapywenue mpancnopma éumamuna B, pasBuBaeTCa MpH noi-
HOM OTCYTCTBUHM TpaHCKoOaiamuHa Il unu ero KauecTBEHHBIX 1€~
(dexrax. 3aboneBaHne Hac/ledyeTcs MO AyTOCOMHO-PEHeCCUBHO-
MY MYTH, MPOSABISAETCS B paHHEM J1€TCKOM Bo3pacte (6—20 Henenu
>KM3HH) U B OOJBLIMHCTBE CydaeB UMeeT HeOaarolmpusaTHRIH Mpo-
rHO3. KMHMUeCKHE MPOSIBJISHUST BKIIOUAIOT MBILIEIHYIO C1A00CTh,
HapyllleHUe TJA0TaHUs, AUapelo, sA3BEHHOe MOpaXeHWe CIIU3UCTBIX
oGonouek. B anannze KpoBH, KpoMe Merajio0IacTHON aHEMUH, 00-
HapyXUBaeTcsd NaHUMTONEHUSI, XapaKTepHa TakKXe THII0TaMMariIo-
OynuHEMHUS.

Jlnarnos yctaHaBJMBaeTCSl Ha OCHOBAHMH XpomaTorpaduye-
CKOTO WM PaJMOUMMYHOJOTUYECKOTO OIpeaeaeHusT KOHLeHTpa-
K TpaHckoOamamyua 11 v pyHKIMOHATBEHON TONHOIIEHHOCTH
€r0 MOJIEKYIIBI.

JleyeHue npoBoauTCa OOJBIIMMH N03aMH BUTaMWHa B
MO3BOJISIET HOPMAJIM30BAaTh N€(DEKTHBIN TEMOII033.

Opomosas ayudypus HacllenyeTcs Mo ayTOCOMHO-PELECCUBHOMY
MyTU ¥ OOYCIIOBJIEHO AeeKTOM CUHTE3a ypUuIMuH-S-MoHodocha-
Ta BCAEACTBUE MOBpeXICHUS crienpuieckux gepMeHToB. 3a060-
JNeBaHUE MaHU(QECTUPYET YK€ B MepBble MECSLbl XKU3HHU TSKEIOM
Merao01acTHON aHeMueil 1 3a1epKKOH [ICUXHYEeCKOro i husnie-

\p» 4TO
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H0.J1. Ulesuenko, A.A. Hoeuk, B.SI. MeabnuueHko

AHEMMHIHA

CKOTO pa3BATHA. B Moue y TaKMX HALIMEHTOB OIpeaensaeTcs Golb-
110€ KOJIMYECTBO OPOTOBOM KUCJIOTHI.

3abojieBaHKe He TOATAETCS Tepanuv BUTaAMMHOM B
OTBEYACT HA NepOPaIbHOC Ha3HAUYCHUE YPUINHA,

Zlpyeue nacaedcmeenno obycaoenentsie 3adoaeeanus. Kpome Bbi-
ILETIEPEYUCITEHHBIX, HECKOJBKO IPYIMX F€HETUUECKU NETEPMUHU-
POBAHHBIX 3a00IeBaHUI MOTYT IPOTEKaTh C COTYTCTBYIOLIEH Me-
raiobnacTHoif aHeMueil. K HUM OTHOCSATCS THaMHUH3aBUCHUMasl
Merajio0acTHasAs aHeMusl, JeMIMT METUOHMHCUHTETa3bl (Me-
tunterpadonarpenykrasnl), aeduuUT DIiyramatopMUMUHOpE-
JIyKTa3bl, a Takxke cuHapoM Jlema — HuxaHa. boabmuyHCTBO 3THX
3a00jieBaHUH UMEIOT HeOJIaronpusiTHBIN TiporHo3. IMosiHoro Boc-
CTAHOBJICHHS HAPYUIEHHBIX QYHKUMUIA, HECMOTPS Ha MOMbITKY 3K~
30reHHON KOppeKUMH JedUIINTa KOHEYHBbIX NMPOAYKTOB CUHTE3A,
He IIPOUCXOIUT. i

;> OIHAKO

Meoduxamenmo3sno 06ycio6ieHHble Me2a1004aCHIHbLE
anemuu, céazannvle ¢ Hapyuwenuem cunmesa /[HK

MeranobaactHass aHeMHUsl 4acTO BO3HHKAET y OOJIbHBIX C pa3-
JIMYHBIMM OHKOTEMATOJIOTM4ECKMMMU 3a00jieBaHUSIMH U COJIWI -
HBIMU OTIYXOJNSIMHA TPU JIEUEHUM HNMMYHOCYNPECCUBHBIMU TIpe-
raparaMu, BMeIIMBAOMIMMUCA B npotiecc cuHTe3a JAHK. Takue
OCJIOXHEHHS XapaKTEePHBI NPEXJIe BCEro /sl Tepaluy 6-MepKari-
TOIYPUHOM, uuKiIodochaHoM, S-hTOp-ypaluioM, LUTO3APOM,
a3aTUOIIPUHOM, METOTPEKCATOM M JIPYTMMU aHTarOHUCTaMU (o-
JINEBOM KUCIOTHI. B MeHblieil creneHu yrHetatoT cuHTe3 JIHK He-
KOTOpBIE CYJIb(haHWIaMUAbI (TPUMETOIPUM, CybhameTokcason).
B kocTHOM MO3re 06HapyXKUBAIOTCA YePThl METAIO01aCTHYECKOTO
KPOBETBOPEHUS, B NEpUGEpUIECKON KPOBH OTMEYAIOTCS ITAHLIMTO-
[IEHUSL, TTOSIBJIEHUE TUIIEPCETMEHTUPOBAHHBIX HEUTPODUIOB U Ma-
KpOLUTOB. 17151 neyeHust ucnoibayercst OJMHOBAsT KUCIOTA B 103€
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[napa VI.

METATOBINACTHBIE AHEMUMU

15 Mr /cyT, yTo NMo3BOJIsET BLICTPO BOCCTAHOBUTH IeMaTOJIOrMUe-
CKMe IoKa3aTeJIH.

Pexke Merano0yacTHasi aHeMUsl M/WJIM HEBPOJIOTUYECKAST CUM-
NTOMATUKA BO3HMUKAET MOCJIe aHECTE3UU 3aKMChIO a30Ta, KoTopas
BJIMSIET HA MeTabOIM3M KOSH3UMOB KoOataMMHA U BTOPUYIHO — Ha
MeTabonn3m ¢ojiatos. MeranobnacTHass aHeMMs yallle pa3BHUBa-
€TCS MPU JJIMTEABHOM SKCMO3UUMU (6oJice 3—6 YacoB), IpUYEM ee
BEPOSITHOCTh HAPACTAET 110 MEPE YBEINYEHUSI BPEMEHH aHECTE3UM:
Merano0acTo3 uMeeTcst y 1/3 nalueHToB, Noay4aBuivx aHeCTe3UI0
B TeUEHHU 5—12 4acoB U y BceX — MpPH IKCMO3ULINHU 6oJiee CYyTOK.
AHeMHs pa3BHBAETCA 3HAYUTEBHO peXe M KYIIHPYETCS CIIOHTAaH-
Ho. Ilpu InuTeIbHOM MHTEPMUTTUPYIOLLEM UCTIONIB30BAHUN 3aKH -
CU a30Ta MOXET pa3BMBATbCS HEBPOJIOTMYECKass CUMIITOMATHKA,
KOTOpasi aHaJiornyHa (pyHUKYISIPHOMY MUEI03Y U B OONbIIUHCTBE
CJIy4aeB yCIEIHO JeUUTCa GONBIIUMU I03aMU BUTaMKUHa B .

Pezrome

1. Merano6yiacTHble aHEMUHU, HE CBSI3aHHbIE ¢ JeULIMTOM KOOa-
JNaMyHa win (HOJMEeBOKM KKMCIOTBHl Pa3BUBUBAIOTCS BCIICICTBUE
TeHETHUYECKMX HapylleHui win Ha ¢poHe npueMa MeIruKaMeH-
TOB WM TOKCUUECKMX BELIECTB, 00YCIOBIMBAIOIIUX HAPYILICHIE
cuHre3a JHK.

2. JIMarTHOCTHYECKHUE KPUTEPUHU:

— 3ajepxkKa (hU3NYECKOro U NMCUXUYECKOIO Pa3BUTHSI, HEBPO-
JloruyecKasi CUMITTOMaTUKa — IIPU BPOXIEHHEIX AedeKTax
cuHTe3a JHK;

— Merajno0sacTHueckie YepThl KPOBETBOPEHMS, IAHLIUMTOIIE-
HMS, NOSIBICHUE [MITEPCETMEHTHPOBAHHBIX HEATPOMUIOB U
MaKpOLMTOR.

3. Jleuenue: Gosblune 103bl BUTamMuMHA B, pexe ucnonbsyrorcs
Apyrue npenaparol ((PoanMHOBask KUCAOTA U A.P.).
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KO.J1. lllesyenko, A.A. Hosuk, B.Sl. MenbH1ueHko

AHEMMHHU

I'masa VII.

lemorumuueckue
AHeMUulU

TemonuTtnueckue aHemMmu — Oosibluasi rpyrnna aHemui, oOy-
CJIOBJIEHHBIX IOBBILIEHHBIM PAa3pyILIEHHEM 3PUTPOLIUTOB B CBSI3H C
YMEHBIIEHUEM JUIMTENLHOCTY UX XXH3HH. [loBBILLIEHHOE pa3pyLie-
HUEC ¥ YMECHbIIEHHE NPOAOKUTEAbHOCTY XKMU3HU IPUTPOLIUTOB Ha-
OmoaeTcs M MpY HEKOTOPBIX IPYTUX BUIAX aHEMUI (Merajgobnact-
HBIX AHEMUSX, AHEMHUU XPOHUUYECKHUX 3a00JIeBaHUI), OMHAKO IIPU
TEMOJIMTHYCCKHUX AHEMMSX ITU TPOLIECChl BbIPAXKEeHbl B HAMOONb-
mei creneHu. COOTHOIIEHME MEXIY NPOAYKUMEN U JeCTPYKLIMENR
3PUTPOLIUTOB ITPU HETEMOJUTUUECCKUX U TEMOJTUTUUYECKUX aHEMU -
SIX TIpeACTaBicHO B Tabnute 7.1.

Ilpn HeoOGXOMMMOCTH HOPMAJBHBIM KOCTHBIM MO3r CIOCOOEH
FUTIEPIUIa3UpOBaThC U B 6—8 pa3 yBeNMUUTh MIPOLYKLINIO J11I060-
TO BUJia KJIETOK, B TOM UMCJIE SPUTPOIIMTOB. B CBSI3M ¢ 5TUM 1Ipo-
JOJKUTENBHOCTD XKWU3HM LUPKYJIUPYIOIINX 3PUTPOLUTOB MOXKET
yMeHbIIathes co 120 no 15—20 cytok 6e3 pa3sButHs aHeMUU. Pas-
HOMEPHOE YBEIUYECHME NECTPYKLMM WU TIPOAYKIIMH SPUTPOLIUTOB
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Tabauua 7.1.

I'nasa V1I.

FTEMOJTUTUUYECKUE AHEMUU

IIpodyrkuus u decmpyrxuus 3pumpouumoe npu pasAuiHbIX 8UOAX aHeMut

Hapamerpni Temornooun | OGuiee Jautennnocts | Ilponykuus
(r/m) KOJIHYECTBO | JKH3HM H AeCTPYKnUA
reMOorIo0NHA | SPUTPOUMTOB | SPUTPOLIHTOB
(rpamMmbi) (aun) (rpamm
B CYTKH)
Hopwma 160 800 120 6,7
Heremonutnyeckas | 100 480 60 8,0
aHeMmus
KomneHcupoBaHHbIii | 160 800 20 40,0
reMOoJan3
TeMonnTHyeckas 100 480 12 40,0
aHeMus

NMPUBOIMUT K KOMIIEHCUPOBAHHOMY FeMOJIM3Y U HE COTIPOBOXIAET-
cs1 anemuent. IemonuTuueckast aHeMust pa3BUBAeTCS B TEX CYYAsX,
KOTa JJIMTENbHOCTD XU3HU 3PUTPOLIUTOB HACTOIBKO Majia (00bIY-
HO MeHee 15 cyTok), YTO THIepILIa3UPOBAHHLIN KOCTHBI MO3T HE
MOXeT 00eCHeYUTh NPOAYKLINIO aAeKBATHOIO KOUYECTBA KJIETOK.

Obwue npusnaku u npuruUNbL OUACHOCMUKU
eemMoaumu1ecKux anemuil

Ewe Bo II crosieTuu no Haieit 3pbl BeJIMKUiT pUMCKUii Bpay 'a-
JIEH BBICKa3an MNMPeAIojIOKeHNEe, UYTO XENTyXa, pa3BUBAIOIIasICs y
NnanyeHTa nocije yxyca rajiloky, CBsi3aHa C COCTOSTHUEM CeJIe3€H-
KM, a He Tie4yeHHU. BeposiTHO, 3TO MOXHO CYMTATh MEPBBIM OIHCA-
HUEM cllyyas TeMONIMTHYECKON aHeMUHU. bojiee onpeaeneHHEIE CO-
OOLUEHUS O TeMOJIMTHYECKOM aHeMWU CTalW MOSIBIATHCH UL B
Havyane 30-x ronop XIX Beka, mpudeM MepBbIMU ObLIM OMUCAHBI
HauOosee penkue BapUMaHThl (MapOKCU3MajlbHAs XOJ0JOBas re-
MOIMOOUHYPUS, MapiieBasi TeMOTJIOOWHYPHsSi ¥ MAapOKCU3MaTbHast
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10.J1. llleBuenxo, A.A. Hosuk, B.f1. Meannuuenko

AHEMMHANHR

HOYHas reMoryio0uHypust). Bee ot 3a60neBaHust MaHUGDECTUPYIOT
M3MEHEHMSIMM 11BETa MOY Y (KpacHasl WK YepHasi), YTO U MPUBJIEK-
JIO BHUMAHHWE Bpadeu.

TlepBoe ToApoGHOE COOBIICHHE O CIyYae FreMOJTHTUYECKON aHe-
MHH 6b110 caenado B 1871 roay C.F. Vanlair u J.B. Masius, koTopbie
ONMUCAIN MallMeHTa, CTPAAABIIETO XeJTYX0i 1 aHeMHUEN ¢ yMeHb-
IIeHUEM pasMepoB 3puTpounToB. B Hayane XX Beka O. Minkow-
ski u M.A. Chauffard He3aBuCHMO Apyr OT Apyra ONUCaIud BpOX-
JIEHHYIO TEeMOJIUTUYECKYIO AaHEMMUIO CO CHIDKEHHEM OCMOTHYECKOM
crotikocT s3putpouuToB. B 1901 rogy W. Hanter npenioxui Hazbl-
BaThb FeMOJIMTUYECKUMH aHEMUH, CBSI3AHHBIE C MOBBIILIEHHOMN fe-
CTPYKIIMEH 3pUTPOLMTOB (ISl OTJAUYUS OT «I'€MOTEHHBIX», B TOM
yucae mepHuinosHoii). B 1908 rony M.A. Chauffard u J. Troisi-
er OOHapyXWUIM ayTOTeMOJIM3UHBI B CbIBOPOTKE KPOBU GOJBHBIX C
OCTPO BO3HHUKIUEH IreMOJIUTHYECKON XenTyxoil. [1probpeTeHHyI0
TEMOJIMTHUECKYIO aHEMUIO BIICpBbIe onucanu B 1940 rony W. Dam-
eshek u S.0. Schwartz.

YacToTa reMOTUTUUECKMX aHEMHUI B Pa3/IMUHBIX PETMOHAX HEO-
JMHAKOBA. DTO CBSI3aHO C OCOOEHHOCTSIMU reorpaUecKoro pac-
MpeneaeHust HaCNAeACTBEHHbIX TeMOJIMTUYECKNX aHEMUM, npexie
BCETO IeMOTJIOOMHONATUI (TamacceMUil, CeproBUAHOKIETOYHMI
aHeMHU), 4acToTa KOTOPbIX KoxebneTcss OT NoJci NMpOoLeHTa /10
20—40% romyasium.

Kaaccupuxayun cemosumuueckux anemuii

FeMomUTHUECKHME AHEMHUU — HaWBOJIce MHOTOUMC/IEHHASI 110 KO-
JIMYECTBY HO30JIorMueckux Gopm rpyrmrma aHeMuit. CyLIecTByeT He-
CKOJIbKO KJIacCU(PUKALM B 3aBUCMMOCTH OT MAaTOT€HETUYECKMX
MEXaHU3MOB.

B 3aBHCHMMOCTH OT BpEMEHM BO3ZHUKHOBEHMS W MTATOTEHETUYE-
CKUX MEXaHU3MOB BBIIESSIOT:
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Inasa VIL.
TEMOTUTHUYECKHWUE AHEMHUMH

® HACJIEACTBEHHbIE FEMOIMTHYCCKUE AaHEMHH, CBA3AHHbIE C HAPYIIE-

HHEM:

— CTPYKTYpbl MEMOpaHbI 3pUTPOLIMTA (MUKPOCHEPOLIUTO3, B1-
JIUNITOLUMUTO3, CTOMATOLIMTO3 U 1P.);

— aKTUBHOCTU (DEPMEHTOB 3PUTPOLUTOB (Ae(DULIUT TIOKO30-
6-docharaernaporeHassl, MUPyBaTKUHAZBI U AD.);

— CTPYKTYpPbI UJIM CUHTE3a reMor001Ha (CepriOBUIHOKIETOY -
Hast aHeMUsl, TATaCCEMMU U 1Ip.).

® npUODpeTeHHbIE reMOJTHTHIECKHE AHEMHH:

— HUMMYHHbIE (AJUTOUMMYHHbIE, 8yTOUMMYHHbIE);

— CBSI3aHHBIE C MEXaHWYECKUM TOBPEXIAECHUEM ISPUTPOLIU-
TOB (I€MOJIUTUKO-YPEMHUUECKU T CUHAPOM, TPOMOOTHYECKAs
TpomMOOLVTONEHNUYECKasl Myprypa U Iip.);

— 00yCJIOBIEHHBIE HHpEKLIUEH (MaTSIpHs, TOKCOILIA3MO3, KJIO-
CTpuAManbHasi MHpeKuus 1 ap.);

— CBSI3aHHBbIC C BO3IeHCTBHEM (PU3HYECKUX (PAKTOPOB (TEPMU-
YECKUE TOBPEXACHMSI), XMMHUUYECKHUX areHTOB, MECAWKAMEH-
TOB, SIIOB; \

— HapoKcu3MaibHas HOYHasi FEMOTJIOOMHYpUS.

B 3aBUCUMOCTH OT MEXaHU3MA Pa3BUTHSI U NIPEUMYLLICCTBEHHOM

JAOKaNM3alUY reMOJIM3a BbIACSIOT;

® BHYTPHKJIETOYHBII (BHECOCYIMCTBII) reMon3. BHYTpUKIIETOUHBIH
reMOJIU3 HaOMIOAACTCH 3HAYUTEAbHO Yallie, Y4eM BHYTPUCOCYAH -
cThiit. OH 00YC/IOBIEeH BPOXICHHBIM Ne(EKTOM 3PUTPOIIUTOB

(naronorusi MeMOpanbi, (pepMEHTOB, CTPYKTYPbI T€MOITOOM-

HA) WIN HaJIM9HEM Ha [MOBEPXHOCTU 3PUTPOLIMTOB UMMYHOIJIO-

OYIMHOB, K KOTOPHIM Makpodari UMeIoT pelielITopbl (ayTOMM-

MYHHBIE TEMOJUTHYECKHE aHeMKH). Pa3pyllieHre 3pUTPOLIMTOB

OCYLIECTBIISETCSA NPECUMYIHECTBEHHO MakpodaraMu Cele3eHKH

U neyeHu. ImobuHoBas yacTh reMonIo0NHA ITolL AeficTBUEM IPO-

TEOIUTUUCCKUX (PEPMEHTOB pacIeiUIIeTCss HA AMUHOKWCIIOTH,

KOTODBIE C TUIa3MOM MEepPEHOCATCSl B OPraHbl IS JaJbHEHIIEeTO

CUHTE3a OSNKOB M YaCTUYHO BHIBOAATCS. JKenne30 OTHICIUIsIeTC s

OT TeMa, U IIePEeHOCUTCST TpaHC(PEPPUHOM B KOCTHBIA MO3T WIIN

163



KO.J1. LlieBuenko, A A. Hosuk, B.Sl. MensHuuenko

AHEMMHU

B J1eTio XeJesa. [1porornopduprHOBOE KOJIbLIO KaTadoau3npyeT-

€4 B XeJTUHbie [TUTMEHTDI, OWIWBEPAUH U 3aTeM OUIUPYOUH, KO-

TOPBIH B IUTA3ME CBSI3bIBACTCS € O€KaAMU Y MOCTYNAET B KIETKU

[IEYEHU, TIe B pe3yabTare AajbHeliero MerabonusMa obpasy-

eTCsl IMDIIOKYPOHUO. YacTHUHO MPOAYKThl OOMEHA BBIBOASITCS

C XeJIYblo, C KWIOM (CTEPKOOWJIMHOICH), MOUOM (YypoOUIUHO-

reH).

® BHYTPHCOCYIMCTBIA (BHEK/IeTOUHbIi) remonu3. [1pu BHyTpHucocy-
JVCTOM TEMOJIM3E Pa3pylleHHE IPUTPOLMUTOB MPOUCXOIUT BO
BpeMSl MX LIMPKYJSILIUU B COCYANCTOM pyCJIE.

OCHOBHBIE TIPUUNHBbI BHYTPUCOCYAUCTOTO TEMOJIN3A:

— 1nepeJuBaHNe KPOBHM, HECOBMECTUMOI 1Mo cuctemMaM ABO wiu
Rh;

— TIpHeM MeIUKAMEHTOB [pH AedHLINTe DI0K030-6-pocdartaeru-
IPOTE€HA3BI; ‘

— PO ayTOMMMYHHBIX TeMOJUTHUECKMX aHeMUil (3HAUMTENbHO
pexe, UeM IMPH BHYTPUKIICTOUHOM TeMONH3E);

— MapOKCHU3MaJbHast HOYHAsI TEMOTIOOMHYPUS;

— 3abosneBaHusl, COTMPOBOXAAIONINECA (parMeHTALIUEH SPUTPO-
LMTOB (TIPOTE3bl COCYIIOB WM KJIAMIAHOB Cepala, MUKPOAHTHO-
MaTUM, TEMOJUTHKO-YPEMUUYECKHI CUHIPOM, CEICUC, Mapiiie-
Basi TCMOTJIOOUHYPUST).

[lpu paspylmieHU 3pUTPOLIUTOBR B COCYAUCTOM PYCiie BLICBO-
OoXaaercs TeMOINIOOWH, KOTOpbI COENWHsIETCH C TanTornioou-
HOM., KOMILIEKC FeMOrTOOMH-TaNTOMIOOUH YIISETC U3 TIa3Mbl
KJIETKaMH PETHKY09HIOTEINANbHOM cucTeMBbI. [1pH MpeBbILIEHUN
CBSI3bIBAIOIIEH CMOCOOHOCTH ralTorio0OWHa B IJ1a3Me BO3pacTa-
€T KOHLEHTpal1s CBOOOJHOIo reMoroOuHa, KOTOPBIA MPOXOAUT
yepe3 6a3aibHYI0 MeMOpaHy MoYedHbIX KaHamblieB. Peabcopbupy-
1011128 CIOCOOHOCTh MOYEUHBIX KaHAIbLEB OrpaHHUYCHA, NMO3TOMY
MPH BBIPAaXXEHHOM BHYTPUCOCYIHUCTOM [EMOJIN3€ CBOOGOIHbBIN Tre-
MOIIOOMH UHOITAa MOXET ONpencisaThesl B Mode, B KieTKax npok-
CUMaJIbHBIX KaHAIbIEB MPOUCXOAUT KaTaboU3M reMorio6ruHa in
situ, B pe3yJibTare 4yero xejie3o rema coeamtsercs ¢ oenkom. O6pa-
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lnasa VI

FTEMOAUTHUYECKWE AHEMUWHU

3YyIOLIUICS TIPU 3TOM F€MOCUASPUH MOSIBISETCS B MOUe yepe3 3—4
JIHS1 TOCJie Hayasa reMOIIOOMHYPUM U MOXET OIIPeIe/isiTbCS B TeUe-
HUE HECKOJIbKUX Helenb. ['eMoroduHypus U, ocobeHHO, TeMOCH -
JIEPUHYDPUS — BaXHbIE NTPU3HAKK BHYTPUCOCYAUCTOTO IreMOIn3a.

Ilpy reMomnse MMeeTCs U3OLITOK CBOGOAHOrO OUIUPYOUHA B
CBIBOPOTKE KPOBU M ASMPULIUT CBA3BIBAIOILErO €ro 6eIKa, UTo npu-
BOILMT K Pa3BUTHIO TMIIEPOUTUPYOUHEMUU U KEJITYXH.

I'eMOM3 MOXET [pOTEeKATh MEePMAHEHTHO WIM 3MU30AUYe-
ckM (Kpuzamu). T1py reMoIuTUYECKOM KpU3€ POUCXOIUT 3HAYM -
TEJIbHOE YBEJIMUEHUE KOJIMYECTBA pa3pyLIaIOIINXCS SPUTPOLIHTOB.
DTO CONpPOBOXAAETCS PE3KUM CHHXEHHEM YPOBHS FeMOIoOnHA
Y 3pUTPOLIUTOB, MOBHILLIEHUEM YPOBHSI CBOOOITHOro OmanpyoduHa
(0cOoOeHHO NpY BHYTPUKJIETOUHOM I'€éMOJIN3¢), HapacTaHUEM pe-
THKYJIOLUTO3a B nepudepuyeckKoil KpoBH, NMOTEMHEHUEM MOYU
(IIpH BHYTPUCOCYANUCTOM FeMONIU3E MOYA MOKET CTAHOBUTBCA Yep-
HOI1), MOBBIIICHHWEM TeMIeparypbl Teja (oT cybdeOpuibHON 10
(beOpuUsIbHOI) U TpebyeT OBICTPOTO ALEKBATHOIO JEYEHUS, KOTO-
po€ pasnyMyaeTcs B 3aBUCMMOCTHM OT BHUJA aHEMHWU U MeXaHU3Ma
reMoJn3a.

Kaunuuecxue nposeaenus cemoasumuueckoil anemuu

[Ipu reMonuTHYECKMX aHEMMSIX BBIAESIOT ABA CUHIPOMA!

— AHEMMUYECKHU# — MOBBLILIEHHAs! yTOMJISIEMOCTh, 0011ast C1aboCTb,
OIbILIKA MPU TIPUBBIYHOU (DPU3MYECKON HArpy3Ke, I'OJIO0BOKPY-
XKEeHWst, CEpALeOMeHUst U ap.;

— TEeMOJIUTUYECKUN — MKTEPUYHOCTb KOXW U BUAWMBIX CJIU3U-
CTbIX 000J104€EK; MOTEMHEHUE MOUM (TP BHYTPUCOCYAUCTOM Te-
MOJIU3E MOYA HEPEAKO MPHUOOPETAET UEPHYIO OKPACKY), CTUIEHO-
Merasnus (4alie TIpy BPOXKIEHHOM reMOJUTHYECKOM aHEMUM ).
Ilpy HaciencTBEHHOM XapakKTepe IeMOJUTHUCCKON aHeMHUU Y

MHOIMX MALKEHTOB BbISIBJISIFOTCS:
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10.J1. Ilesuenko, A.A. Hosuk, B.fl. Menbruuaenko
AHEMMHU

— JedeKTbl pa3BUTHUS: «OallleHHbIH» 4Yeperl, BbICOKOC «TOTHYEC-
cKoe» He00, MUKpO(TATbMUS, YKOPOUCHUE MU3UHLEB U [IP.;

— XOJIeJIUTHA3;

— S3BBI Ha TOJEHAX OOLIYHO HAOMIOAAIOTCS NMTPU HACASACTBEHHOM
MUKPOC(EpOLUTO3E M CEPIIOBUAHOKIETOYHOW aHEMUH.

Jlabopamopuvie u uncmpymenmaavHole
NPU3HAKU 2eMOAU3A

Kaunuueckuii ananuz kpogu. Y OONBHBIX TEMOJIMTUYECCKUMH aHE-
MUSIMHA BBISIBJISIETCSI CHYDKEHHE YPOBHSI FeMOIIOOMHA, 3pUTPOIIU-
TOB M TEMATOKPUTA PA3JUYHON BHIPAXXEHHOCTHU, KOHLEHTpaUMs
TeMOITOOMHA MOXET Kojebarbhcss OT cyOHOpPMaNbHBIX LIMGP Npu
KOMIIEHCUPOBAaHHOM TeMoJu3e 10 20—30 1/ u HyXe MPU TIKETbIX
dopMax HaceICTBEHHBIX TEMOIUTUUECKUX aHEMHUI1 WK pa3BUTUU
reMOJIMTUYECKOTO Kpr3a. AHEMMSI OOBITHO HOPMOXPOMHAS, pexke
THUIIEPXPOMHaSL.

O6g3aTeNnbHBIM MPU3HAKOM [EMOJIUTUUYECKON aHEMUH SIBISIETCS
PETUKYJIOLUTO3, KOTOPEIA MoxeT gocturarh 300—600%0 (npu re-
MOJIUTHICCKOM KpHU3e) M 3aBUCUT OT BBIPAXEHHOCTH M CKOPOCTU
pa3BUTHS TEMOJIM3A.

11 TeMONTUTHYECKOTO KPU3a XapaKTEePHBI JIEHKOLIUTO3 CO CABU-
roM (opMyJbl BI€BO W MOSIBJICHWE HOPMOUMTOB B Tepudepuye-
CKoi1 kpoBu. KonuuecTBO TpPOMOOLIMTOB U JIEHKOLMTOB Yy OOJIBHBIX
reMOJIUTUYECKMMUY aHeMHUsSIMU Yallle B TMpeiesiaXx HOPMbl, OJHAKO,
MOXeT OBbITh CHUXXEHO (IMapoKCH3MalbHasi HOYHAs FeMOTIOOUHY-
pus, cuaopoM Ouuiepa—MUBenca).

[Tpu mpocMoOTpPE 3PUTPOLIMTOB B MazKax nepudepuieckon Kpo-
BU BBISIBIISIIOTCSI aHU30IUTO3, MOUKHUIOLUUTO3, MOAUXPOMA3Us, B
psife cydaes obHapyKUBalOTcd TehabHa 2Kommu, konblia Ke6ora,
fazodmipHag myHKTauus. s HEKOTOpPBIX BHWIOB HACTEOCTBEH-
HBIX aHEMHH XapaKTepHO HAIMYHUE ONpeAeIeHHBIX MOphOIoTHYE-
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CKHX (hOPM 3PUTPOLIUTOB (MUKPOCHEPOLIUTEI, CTOMATOIUTHI, OBa-
JIOLUTHI, MUIEHEBUAHBIC, CEPIIOBUIHOKIICTOMHEBIE SPUTPOLIUTHI U
ap.).

Ananuz mouu. B Moue 0OBbIYHO BBISIBJISICTCS MTOBBIIIEHHBINH ypO-
BEHb YpPOOWIWHA, MPU BHYTPUCOCYIUCTOM IEMOJIM3E OOHAPYXKU-
BAaeTCSA FeMOCHIEPUH, 3HAYUTEIBHO peXe — CBOOOMIHBIA IeMOIIO-
OUH.

buoxumuueckoe uccaedosanue. J1ns1 TeMOTUTHYECKUX aHEMUIA Xa-
PaKTEpHO NOBBIIIEHUWE YPOBHSI CBOOOMHOTO OWIMpyOUHAa, 0bOnIei
JaKTaTAeTHIPOreHAa3bl U CHIKEHHE ranTor1o0MHa.

Muenoepamma. OBBIYHO OTMEUAETCS YMEPEHHOE YBETUUEHE KO-
JIMYECTBA MUEJIOKAPUOILIMTOB U BBIPaXXCHHAS TUTIEPITIa3ust IPUTPO-
WIHOTO POCTKA, B CBSI3U C YEM JIEUKOIPUTPOOIACTHIECKOE COOTHO-
LIEHUE MOXET CHMUXAThCA A0 1:1—1:2. TUIMYHB TakKe yCKOpeHUe
CO3pEBaHMs HOPMOLIUTOB, YBEITMYCHHE KOJIMIECTBA MUTO30B. DpH-
TPOIM033 HOPMOOJACTHUECKUN, MHOTIA ¢ YyepTaMy MeraiooJiacTo-
UIHOCTU (TTpU IHAOTEHHOM JAeuLIuTe (HOTUEBOH KUCIOTHI).

IHpodonxmcumensrHocms ncuzny Ipumpoyumos. T1pOOOIKUTENb-
HOCTb XWU3HU SPUTPOLIUTOB OIPEASTSIETCS PATUOHYKIHUIHBIM ME-
TOJIOM IO METKE IPUTPOLIMTOB paauoakKTUBHBIM xpoMoM (*'Cr) wiu
nuuzonponuidochobmoopugatom (DF?P). [Ipu aaIuTelIbHOCTU
KHM3HM DpUTPOUUTOB Oojiee 20 CyTOK reMoau3 KOMITEHCHPOBAH.
Anemusi 0OBIYHO BO3HUKAET TIPU CHUXECHWU TIPONOIKUTEIEHOCTH
KU3HU 3pUTPOLIUTOB MeHee 15 cyTok.

IIpo6a Kymbca. flBnsieTcsd MeTONOM J1a0OPAaTOPHON AMATHOCTH-
KW, OCHOBAaHHBIM Ha peakUWM TeMarrlloTHHALMN. DTO OCHOBHOM
MEeTOI AWArHOCTUKU ayTOMMMYHHBIX I€MOJUTUYECKMX aAHEMMUIA.
B ocHOBe mpoOkbI JIEKUT CIIOCOOHOCTb AHTUTEN, CIEIU(MUIHBIX K
MMMYHOTI00yIMHAM (IJIaBHBEIM oOpa3oM K IgG) wiu KOMIIOHEH-
TaMm KoMIuieMeHTa (ocobeHHo C3), arnIloTHHUPOBATh 3PUTPOLIA-
ThI, IOKPBITHIE B 60NbIIUHCTBE ciayuaeB IgG wan C3. [Ipoba Kym6-
ca MOXeT ObITb MpsiMOit U Henipsimoid. [Ipamas npoba Kym6cea (wnun
NPSIMOI aHTUIIOOYTUHOBBIN TECT) IIPUMEHSIETCS 711 BBISIBICHUS
AHTUTET WM KOMITOHEHTOB KOMILIEMEHTa, (PMKCHPOBAHHBIX Ha
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AHBHEMMNHU

TIOBEPXHOCTH 3PUTPOLMTOB. JIJIsT BHITIONHEHHUS MPOOBI UCITIONb3Y-
eTCsl aHTUIIOOYNMHOBAas! (aHTHUTENA K UeIOBEUYECKUM UMMYHOTJIO-
OyJIMHAM) WJIM aHTMKOMIUJIEMEHTAapHasi ChIBOPOTKAa (aHTHUTENA K
KoMIuleMeHTY). Eciy Ha MoBepXHOCTH 3pUTPOLMTOB GUKCHPOBA-
Hbl AHTUTEJIA WU KOMITOHEHTBI KOMIIEMEHTa, 100aBjieHe aHTH-
IJ100Y/IMHOBOM WJIM aHTUKOMILIEMEHTAPHOMN ChIBOPOTKH BbI3BIBAET
arraloTHHALIMIO SPUTPOLIMTOB.

Henpsamas mnpobda KymOca (HenpsMoi aHTUIIOOYJIMHOBbIMA
TECT) TI03BOJISICT OOHAPYKUTh AHTUTEIA K 3PUTPOLIMTAM B ChIBO-
poTke. JIJIT 3TOrO CHIBOPOTKY OOJBHOTO MHKYOMPYIOT C ITOHOP-
CKMMH SPUTPOLIMTAMH, a 3aTeM TPOBOIAT MpsAMYIo mpody Kymbca.
Eciii B CbIBOPOTKE O0JILHOTO BBHISIBIISIIOTCS AHTUTENA K JOHOPCKUM
SPUTPOLIUTAM, TIPOMCXOOUT (DUKCALIMs aHTUTENMa OOJIbHOTO K 3pH-
TpoUMTY JAoHOpa. OUKCUPOBAHHOE AHTUTENIO BBLISIBJSIOT, 100aB-
JISI aHTUDIOOYJTMHOBYIO CHIBOPOTKY (ITPOMCXOOUT IeMarrIioTHHA -
uus). Henpsamas npoda Kym6ca npuMeHsieTes maBHbBIM 00pa3oMm
JUIs1 ofipeneeHus] MHAUBUAYaIbHON COBMECTUMOCTH KPOBH JOHO-
pa ¥ peLiMIIMeHTa U BbISIBJIEHUS ajJlJIOAHTUTEN, BKJIIOYas aHTUTENa,
BBI3BIBAIONINE FEeMOJIMTHYECKHE TPaHC(Y3MOHHBIE PpEaKINM.

HMarHOCTUYECKUM aJITOPUTM TeMOJIMTUYCCKON aHEMWH TIpel-
cTaBjleH Ha pucyHKke 7.1.

HACGIEJ/ICTBEHHBIE TEMOJIHTHYECKHE
AHEMHH

HacneacrBeHHbIE '€MOJIMTUYECKUE aHEMMHU OOBIYHO AUATHO-
CTUPYIOTCS B IETCKOM MJIM IOHOIICCKOM BO3pacTe, OOHAKO B peJl-
KMX CIy4asix Py JIETKOM WJIM CKPBITOM TeUeHUH 3a00J1eBaHHsI MO-
TYT BBISIBISITbCS TO3AHEE (HACACACTBCHHBIH MHUKpPOCHEpOLUTO3,
aeUIUT LI1oKo30-6-docdatneruaporeHassl). s npaBHIbHO-
ro JIUCHUs HeoO0XxoauMa TouHad uiaeHTUduKauuns GopMsl Hacaen -
CTBEHHOM r€MOJIUTUYCCKOU aHEMUH.
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[ Femonutnyeckas aHemus ]

1 HEeT
MpamMas npoba Kymbéca

F <36 MCHC >36 1

AyTOUMMYyHHas
remMonmTuyeckas
aHemus

—_—r
OcmoTnyeckas
Wccneposanve | chepoumTs CTOMKOCTb
HaaeHs! Ma3Ka KpoBu onnvnToLuTel | SPUTPOUMTOB /
LMGTOLATE! _ayroremonms |
MukpoaHruonaTtuydeckas
remMonmTuyeckas aHemus / «® = 2
Tpom6oTU4ecKas HacnepcteeHHbIN
TpombouuTOnEHNYecKasn cchepounTos,
nypnypa [3neKTpod)ope3 remornoﬁwHa] ANAMNTOLUTO3
[ natonorvs HopMa 1
BbisiBNieHMe HecTabunbHOro reMornobuHa
[ FemornoGuHonatin ] (M30NpONaHONOBLIA UMK BLICOKOTEMMEPATYPHbIN TECTbI)

HeT

Heduumt rnoko3o-6- CD55,59-u/ MapokcuamansHas
hochaTgernaporeHassi UK reMmocupEepvH HoOYHaA
“nu apyrue peakie Popmbl | oTp. | B Mode NonoX. | remornoéuHypma
tbepmeHTONaTUR
3pPUTPOUMTOR

l HEeT

[ Ha6niogeHue (McknounTe 6onesHs BunbcoHa-KoHoBanoea) ]

Puc. 7.1. Areopumm duaznocmuru emoaumueckoi anemuu.

Hacnencrsennble reMOJIMTHYECKHE AHEMHIH, CBA3AHHBIE
€ HApYIIEHHEM CTPYKTYPbI MEMOPAHbI 3PUTPOLUTOB

B a1y rpynmny BXoAST HaciaeACTBEHHBIE T€MOJIUTHYECKUE aHe-
MUH, OOYCIOBJAEHHBIE HApyIIEHUEM CTPYKTYPHI O€JKOB (MHUKpPO-
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AHEMMAHN

chepoLUTO3, TTUTITOIIUTO3, CTOMATOLUTO3 W AP.) WIH JIIMIIUIOB
MeMOpaHbl 3pUTPOLIMTOB (akaHTONMTO3). Hambonee pacnpoctpa-
HEHHBIM 3a00j1eBaHMEM U3 TAHHOM TPYTIHI SIBASIETCS HACTEACTBEH -
HBI MUKpochepounTOos.

Hacaedcmeennwtit muxpocghepouyumos

HacnenctBeHHbI MUKpochepolntos (6one3Hb MUHKOBCKO-
ro-llloddapa) —BpoxIeHHOE 3a00JeBaHUE, XapaKTepU3YIOIle-
ecs aHeMUel, UHTEPMUTTUPYIOMIEN XEJITYXOW U CIUIEHOMETralu-
eii. Bnepseie onucano O. Minkowski (1900) u M.A. Chauffard
(1908). .

HacneacrBeHHBI MUKPOCHEPOLNTO3 — FEHETUUECKHU 00YC/I0B-
JleHHoe 3a0oJieBaHKMe, KOTOpOoe B OOJbUIMHCTBE CIy4aeB Hacje-
IyeTcs 10 ayTOCOMHO-IOMUHAHTHOMY TuUlly. BhisiBisieTcs: oObru-
HO B JI€TCKOM M IOHOIIECKOM BO3PACTE, PEXKE Y HOBOPOXIEHHBIX U
B3POCJIBIX JTIOIEH.

HacnencrBeHHBIA MUKpOcdepoLTo3 — Haubosiee yacras dop-
Ma HacJeICTBEHHOM reMoIMTUYeCKO aHeMuu B cTtpaHax Cesep-
ot Esponst u B Poccun. Yactota HacneacTBEHHOro MUKpocde-
poLKTo3a B cpeaHeM cocTaniser | Ha 5000 nacenenus. BeposiTHo,
HAaCJIeACTBEHHBIA MUKPOCGEPOIMTO3 BCTPeUaeTcs elle yatle, Mo-
CKOJIbKY 3a60JIeBAHUE HEPEIKO TPOTEKAaeT aCUMITOMATHYECKH U
BBISIBJISIETCA MPU CITyYaiiHOM 00CIenoBaHUY (HANTpUMeEp, TIPH CKPH-
HUHTE JOHOPOB C HAPYLICHUSIMH OCMOTHUYECKON CTOMKOCTH 3PU-
TPOLIUTOB).

Ilamocenes

IT'eMonu3 nipy HaciaeacTBeHHOM MHKpocdepouuTosze (HM) saB-
JIAETCS Pe3YIETATOM B3aUMOJICHCTBUSI MHTAKTHOMN CEeJIE3eHKHU U U3-
MEHEHHBIX SPUTPOLIUTOB CO CBOMCTBEHHBIMU ISl HUX AedeKTaMu
CTPYKTYPHBIX 6€1KOB MeMOpaHbl (pUCYHOK 7.2).
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HedexTsl chekTpuna HedexTbl aHkupuHa BedexThl 6aHOMPOBaHHOTO
6enka 3

CHwXeHune cuHTesa CHwxeHne cuHTesa

CNeKTPUHa, HeCTabunbHbIA aHKUpWHa, HeCcTabnNbHLIA YMeHbLLIeHUe nHKopropauumn

CNEKTPUH Unn ,D,MC(*)yHKLI,VIﬂ AHKNPUWHH Unn ﬂMCQ)yHKL(VIFI B MeM6paHy nnu nonHoe

cneKkTpuHa aHKMpuHa oTcyTcTBMe Heska

1 accouMMpOBaHHbIX
nMNMAoe B CTEHKE MemBpaHb!

HapyLwenue nHkopnopaumu
cRekTpuHa B MembpaHy

/

Hecurumt cnektpuHa ] [)Zlecpmum 6aHONpPOBaHOro Benka 3]

[ fecTtabwnusaumns NMNMGHOTO cocTasa membpaHbl J

|

[ YMeHbLUeHWe NnoLaan NoBepXHOCTU apUTpoLmMTa -> MUKPOCHepoLnTo3 )

I T

Yeenu4yeHne aedopmabensHocTU MoTepst wacTn Mem6paHsI
3pPUTPOLIMTOB : apuTPOLNTOB
[ MpoxoxpaeHne 4Yepes3 CUHYChl CeNe3eHKu J

l

PaspyLueHne BbiICOKO
nedopMnpPoBaHHbIX
3PUTPOLMTOB Makpocbaramu

Puc. 7.2. Ilamozenes nacredcmeennoeo mukpocepoyumosa.

Heppexmor b6enxoe membparul

B ocHOBe cOBpeMEHHOM KOHIEMLIMKU O HEPBUYHBIX Hapylle-
HUAX npu HM nexuT aedekr cTpyKTypsl 6eTKOB MEMOpPaHEL 3pH-
TPOLIUTOB, SIBJISTIOIIMIICS TPUYUHON HECTaGMIBLHOCTH ITIUTOCKEIE-
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AHEMMUWUMHU

Ta. [1epBBIM OMOXMMUYECKNM 1eDEKTOM, KOTOPbIi ObLI BLISIBIEH Y
nanueHTos ¢ HM, 6bui 1e(ULNT CIIEKTPUHA, ACCOLLMUPOBABLIMNI -
¢sl ¢ BBIpaXXeHHBIM CHEPOIIUTO30M, U3MEHEHHBIMM N10OKA3aTeISIMU
OCMOTHYECKHX CBOMCTB 3PUTPOLIUTOB U MACCUBHBIM reMOIU30M. B
psifie ciaydaeB AeULIUT CIEKTPUHA MOXET ObITb OOYCJIOBJIEH HApy-
IIIEHUEM €r0 CUHTE3A, B OCTANBHBIX K€ CAy4YasiX MPUYHHA KPOETCs
B KaYeCTBEHHOM WJIU KOJINUECTBEHHOM IehUIIUTE APYruX OeyKoB,
YYaCTBYIOIIMX COBMECTHO CO CIMEKTPUHOM B MOCTPOEHUU KIIETOU-
Holt MeMOpanb! (pucyHoK 1.11). [Tpu OTCYTCTBUU 3TUX CBA3bIBAIO-
murx O0ejIKOB, CBOOOAHBLINA CIICKTPUH, MOABEpraercs Aerpajauuu,
YTO U IIPUBOINT K €ro 1eULIUTY.

IMpu aHanu3e HapyLICHUN CTPYKTYPHBIX OEJIKOB MEMOpPaHbI y
natyieHToB ¢ HM oripenensior 4yeTbipe TUMA HAPYLIEHU !

— U30JMPOBAHHBIN N1ePUIIUT CIEKTPHUHA;

— KOMOWHMPOBAHHBIN Ae(PULIUT CrIeKTPYHA U aHKUPHUHA;
— nmeduuut 6GaHIUpOBaHHOTO Oenka 3;

— nedeKThl benka 4.2.

KaxmoMy M3 5TUX TMIIOB HApyILIEHUH COOTBETCTBYIOT OIlpe/ie-
JIEHHblE TeHeTHYecKMe AceKTbl (MyTauWH TEHOB, KOLUPYIOLUUX
Ha3BaHHbIE OENIKM), PE3YIBTATOM KOTOPBIX SIBJASETCH CUHTE3 [e-
(peKTHBIX OEJIKOB, ONpenesionuxX B UTOTe U pa3HOOOpa3ue KJu-
HUYECKMX MTPOSIBIACHUH MPU 3TOM 3a00/IeBAHUH.

Hdeduyum cnekmpuna

MyTaluu reHa o.-CrieKTpuHAa acCOIIMMPYIOTCS € PELECCUBHBIMU
dopmamu HM, B TO BpeMsi Kak MyTalllu (3-CIEKTp1HA BCTPEYAIoT-
cd NpU ceMeliHblx opMax 3ab0neBaHUsI ¢ AayTOCOMHO-IOMUHAHT-
HBIM THIIOM HacjeaoBaHus U 0oJiee BbIPaXXE€HHBIMU KJIMHUYECKH -
MU TIposiBiieHUsIMU. Takasi nuccoumnauusi OObsCHIETCA TEM, YTO B
opraHu3Me 4eJIOBEKa CMHTE3 Q-CMEKTPUHA B TPU pa3a MpeBbILIacT
TaKOBOM (-CrieKTpUHA. B HOpMabHBIX yCIOBUSX U30BITOK -Lie-
el ToIBEpraeTcs Aerpajalliy, a B aToJIorMueckux — AeULMT Q-
Lereil B HEKOTOPO# CTeNeHW KOMITEHCHPYETCS €TI0 MOBbLILLIEHHBIM
cuHTEe30M. TakuMm obpaszoM aeULNT PB-CIICKTPUHA B NMaTOJIOTAYE-
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FTEMOJTMTUYECKWE AHEMMUWHU

CKHX YCIIOBHAX OKA3BIBACTCH Oonee 3HAYUMBIM, 4TO U ONPCACHACT
TAXECTb KIMHUYCCKUX ﬂpOSIBI[CHI/Iﬁ 3a00J1eBaHUs.

Hegpexmobl ankupuna

AHKWPWH SIBJSIETCS ONHWUM M3 OCHOBHBIX CBS3YIOIIUX OCIKOB
CMEKTPUHA B MeMOpaHaxX 3pUTPOLMTOB. JedHLIMT UM U3MEHe-
Hue MYHKUMHU 3TOro Gefka NMpUBOAMT K HAPYILICHHIO WHKOpPIOpa-
LIMU CTIEKTPHHA B KJIETOUHYIO0 MemMOpaHy. TakuM o6pa3oM, BO3HM-
KAET «OTHOCUTENbHBIN» Ne(ULINT CIEKTPHHA [TPY €r0 HOPMAIBbHOM
cHUHTe3e B opraHusme. [dedekT cTpyKTypsl UiaH (PyHKITUN aHKUPH-
Ha onucaH y nauueHToB ¢ HM, y KOTOpBIX ITpH 1IUTOTeHETUIECKOM
WCCIETOBAHUU OTIPEAENSINCh TPAHCIOKALIMHY C YUacTHEM 8-H Xpo-
MOCOMBI, IUOO Neeuy €€ KOPOTKOTO IjIeda, TAE PaclojloKeH TeH
aHKUPWHA.

Hepuyum 6anduposannoeo beaka 3

Heduunt 6anauposaHHoro 6enka 3 onucad y 10—20% nanuveH-
TOB C JIETKUMU WIX CPEAHETXKEIBIMU KINMHUYECKUMH BapHaHTa-
mMu HM. VY rakux naumeHTOB cojiepXaHue 3Toro Oes1ka B MeMOpa-
Hax 3pUTPOLMTOB cHMXaeTcs 10 20—40% ot HOPMBI, YTO OOLIYHO

COYETACTCS C [POHNOPLUOHATIBHBIM CHUXEHUEM KOHLIEHTPALlUN U
oenka 4.2.

Hepuyum beaka 4.2 (nasruduna)

HacneactBeHHast remMojiMTUYeCKas aHEMMsl C ayTOCOMHO-pe-
LIECCUBHBIM TUIOM Hac/ieA0BaHMs Obl1a onucaHa y psijia malueH-
TOB C IIOJHBIM WJIM TIOYTU MOJHBLIM AeUuuuToM Oenka 4.2. Mop-
onorudeckre OCOOEHHOCTH 3SPUTPOLIMTOB OBIINM JOCTATOYHO
Pa3sHOPOAHBIMU: CHEPOLUMTHI, MIUNTOLATE UIH chepo-0OBaIOIH-
Thl. Jlecdouumt 6enka 4.2. npy HM OTHOCUTE/ILHO BBICOK B AIIOH-
CKOU Momynsiliuy, IJig KOTOPO XapakTepeH psil creuu(UIECKUX
reHeTUYeCKUX HapytieHui. K TaKOBbIM OTHOCSITCS MyTallusl 'eHa
Oenka 4.2Neeen (roMO3UTOTHBIA THII, B Ma3Ke KPOBU OIPENEISIOTCA
chepoLMTbI, OBATIOLUMTHI U DJJIMITOLUTHI) U MyTaLuus reHa Gejaka
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AHEMMAR

4.2Lisbo2 (efeins reHa, XapaKTEPHO MMOIHOE OTCYTCTBUE 6eiKa 4.2 1
THOWYHBIN peHoTunm HM).

Bce onucannble NepBUUHBIE HApYIIEHHS] LUMTOCKEIETA IIPH-
BOIAT K JecTabujin3auuyd MeMOpaHbl SPUTPOLUTOB M YaCTHIHOMN
yTpaTe MeMOpaHHbIX (hochomununoB. B pesynsrare notepu 4acT
MeMOpaHhI TUIONIAAh MOBEPXHOCTH SPUTPOLIMTA YMEHBILIACTCS, U
KJ1eTKa TpaHchopMupyeTcss B MUKpochepouurt. JdedekT nurocke-
JieTa 3PUTPOLMTOB MPUBOIUT K BTOPUUYHBIM META0OIUYECKUM U3~
MEHEHHSIM, KOHEUHBIM WTOIOM KOTOPBIX SIBJIIETCSI YMCHbLISHHWE
CHocOOHOCTH KIeTKH K dedopMmanun. [lpu npoxoxneHuu uyepes
cesle3eHKY MHUKpoc(epouUTH MOFYT NMOMajiaTh B MEXCHHYCOBbBIE
[IPOCTPAHCTBA, IIe B CBA3U ¢ HU3KOU KOHUCHTPALMEH ITIOKO3bL
XOJIECTepHHA ellie 0OoJTblie HA0YXAlOT, a MPU ABUXEHUU Yepe3 y3KOoe
COCYIMCTOE PYCJIO MYJbIbl MOBPEXAAIOTCS W TEPSIIOT YacTh MEM-
opaukbl. [Tpy MOBTOPHOM NPOXOXKISHUU YEPES MEXCUHYCOBBIE [IPO-
CTpPaHCTBA, MO0 BCIEACTBHE TOCTENEHHO NNPOrPECCUPYIOIINX Ha-
pYIIEHUH CTPYKTYPBI KJIETOUHOM MeMOpaHbl, MUKPOCHEPOLIUTI
pa3pylraroTcs MakpodaraMu CeJie3eHKH.

Kaunuueckas xkapmuna

Jng HacneacTBEHHOTO MUKpocdepolLIMTo3a XapaKTepHbl aHEe-
MUsI, KEJITyXa M CIJICHOMEranus, OIHAaKO BbIPaXEHHOCTb KJIU-
HMUYECKOM KapTHHBI BapbUpPYeT OT CYOKIWHHUYECKOrO TEYSHHUS 0
($YIbMUHAHTHON TEMOJUTUYECKON aHEeMUM. Tak aHeMMsI U [HU-
NepOMIMPYOMHEMHUST MOT'YT OBITh HACTOJIBKO BBIPaXKECHHBIMHU, YTO
BO3HMKaeT HeoOXOAUMOCTb B MPOBEIEHUN TpaHCGHY3UN yKe B HE-
oHataibHOM nepuoae. C Apyroi CTOPOHBI, MOTYT TTOJHOCTBIO OT-
CYTCTBOBaTh KIMHUYECKHE NIPHU3HAKU 3a00sieBaHUs, KOTOPOE MO-
XKeT IUarHOCTHPOBATLCS B ITyOOKOM CTApOCTH.

B 1ieom, GoJIbHBIE MOTYT NPEOBSBISATH XKaIOObl, XapaKTepHbIe
o1 aHeMun (ob1uast cyrabocTb, yTOMISIEMOCTD, OABIILIKA TIPU MPH-
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BbIYHOM (PM3MYECKOW Harpyske, rofioBOKpy>keHus). Yatle, o4HaKo,
nauueHTbl 1 UX POACTBEHHMKM 06paLlatoT BHUMaHWE Ha UKTepuy-
HOCTb KOXW 1 CK/iep, Neproanyeckoe NoTEMHeEHVE MOYY, HOKOLLME
60511 B MpaBoM ¥ N1eBOM nogpebepbsax (pucyHok 7.3). Hepefko Ha-
CNeACTBEHHbIN  MUKPOCKHEPOLMTO3 XapakTepusyeTcs MasiocuM-
NTOMHbIM TEYEHVEM: O NauueHTax roBOPAT, YTO OHM «6onee Xen-
TYLLUHbI, YeM GO/bHbI».

Mpn 06BLEKTMBHOM 06CNe0BaHMM OTMEYatoTCs UKTEPUYHOCTb
KOXW, CK/iep, CNM3UCTOM 0607104KN MOMOCTU pTa, NpyY MaHuUdecTa-
LMK 3a601eBaHNA B paHHEM [ETCKOM BO3pacTe BbISB/ISIOTCA BPOX-
[leHHble fedeKTbl pPa3BUTMS («OaLLUEHHbIR» Yepen, «roTUYeCKoe»
He60, MUKPO(Ta/IbMUA, YKOPOUYeHNe MU3MHLEB). OYeHb XapakTep-
HO yBe/IMYEHNEe Cefle3eHKM, KOTopas MOXET AOCTUraTb 3HAUNTE b-
HbIX pa3MepoB. ["enatomeranms yalle o6HapyXunBaeTcs Npu xose-

Puc.7.3. CybuKTepnyHOCTb CKepy 60/1bHOro MUKpocepoLMTapHo aHeMUENA.
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AHEMMAMH

JuTrase (KaMHU 0OBIYHO TTIMI'MEHTHOTro Tumna). KaMHu B XeT4HOM
[Iy3bIpe MOTYT OOHAPYXUBATLCS JaXe Y MaIbIX JeTel, HO 4acToTa
HUX OOHAPYXEHMSI JOCTOBEPHO BO3PACTAET C BO3PACTOM (HAXOIST Y
40—80% B3poCHbIX GOMbLHBIX). Y MALIUEHTOB C MaJOCHMITTOMHbIM
TeyeHHeM 3aB0IeBaHus XOJIeIUTHA3 YACTO SIBJISIETCS IEPBLIM NPH-
3HakoM HM. Boiee peaxum ocnoxHeHWEM HACAeNCTBEHHOTO MU~
KpochepouuTosa ApisieTcss odpazopaHue TPo(UUECKUX SI3B TOJIe-
HEM.

BbIe/ISI0T 4eThipe BapyMaHTa TE€YSHUs HACASACTBEHHOTO MMU-
KpocdepolLTosa: MaJTOCHMITTOMHOE, JIerKoe; YMEPEHHOE; TSXKe-
Jtoe (Tabnauna. 7.2).

TedeHne HACIEJICTBEHHOIO MUKPOCHEPOLMTO3d MOXKET OCIOX-
HUTbCH Pa3BUTUEM TIEMOJUTHYECKOTO KpH3a, KOTOPLIM KIMHU-
yeckd MaHudecTUpyeT pe3Koil obileil ¢1aboCcThio, MOBILIEHUEM
TeMrepaTyphbl Teaa 1o cyodedbpuibHbiX pexe (hebpuiibHbIX LUdD,
0oJIsIMU B XXHUBOTE, B psne clydaeB — pBoToi. [Ipu 3TOM GOTBHBIC
HEpPENKO TOCIUTANIM3UPYIOTCS B MH(MEKIMOHHBIE OTACAEHUS C T10-
JO3PECHUEM Ha BUPYCHbBI TEMaTUT.

Ta6auna 7.2.
Bapuanmoi mevenua nacaedcmeennozo muxpocghepoyumosa

Tlapamerpst Manocumi- | Jlerkoe VYmepennoe | Tsokenoe
TOMHOE TeYenre TeqeHHe TeyeHHe
Teuenne

Yacrora BapuanTa,% | Heussecrda |20—-30 60—70 5-10

T'emorno6uH, r/n B HopMme 110—150 80—110 <60

Petukynonursl, %o | 10—30 30—-80 >80 >100

Mukpocgepountsl | Orcyrcrsyior | Ennnyunbie | YMepennoe | Muxpochepo-

B Ma3Ke KpOBH KOJ-BO LMTHI+

NOWKHJIOLUTHI

Ocmotuueckast B HOpMe B Hopme win | CHuxkena | CHMXeHa

CTOHKOCTD CHUXEHA

SPUTPOITUTOB

OcMmoTHueckas CHuxeHa CHMXeHa Cuuxena |CHUXeHa

CTOMKOCTD

nocjie MHKybauuu
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Inasa VII.
FTEMOJJUTNYECKHWE AHEMHUHU

B penkux ciydasix Ha ¢poHe BGaKTepUATbHON MW BUPYCHON UH-
(hekLMH pa3BUBaeTCA aMjJacTUMECKUI KPHU3, XapaKTepU3yIOLLIMIC
PE3KUM CHUXEHUEM YPOBHSI TeMOTJIO0MHA, SPUTPOLIMTOB U PETH-
KYJOLIMTOB B Nepuepruueckoit KpOBM, a TaKXKe OTCYTCTBHUEM MJIU
PE3KUM yMEHBIIEHWEM KOJUUYECTBA KJIETOK 3PUTPOMIHOIO Psiia B
KOCTHOM Mo3re. J1/1s MauueHTOB, Y KOTOPbIX AJIUTEIbHOCTD KU3HH
3PUTPOLIUTOB PE3KO CHUXEHA, ITO OCIOXHEHUE MOXET OBITh (ha-
TaJIbHbIM.

Jlabopamopnoie u uncmpymenmaavhvle Oannvle

Knunuueckuil anaauz kposu. YpoBeHb reMOINIOOMHA H 3PUTPOLU-
TOB y OOJIbLIMHCTBA MAIMEHTOB YMEPEHHO CHIXKEHEI, PEXe B IIpe-
ngenax Hopwmbl (Tabn. 10.2). B nepron reMOJTUTHIECKOTO KpU3a re-
MOMIOOUH MoXeT cHuxarbes o 40-—50 r/n. Xapakrep aHeMun
00BIYHO HOPMOXPOMHBIH. HecMOTpsl Ha TO, UTO B KPOBH TMOBBILIEH
TPOLIEHT PETUKY/IOLMTOB, KJIETOK NMPEBOCXOISILIMX MO 00bEeMY 3pe-
JIblIE 3pUTPOLIUATHI, Nokaszatenb MCV (cpegHuil KOpNycKy/IsipHbIi
00beM) HaxomMTCs JIMOO Ha HUXHEH rpaHulle HOPMBI, 10O He-
3HAYUTENBHO CHUXEH. YKa3aHHbIC U3MEHEHHUSI B COBOKYITHOCTH €
He3HauuTenbHbIM NoBbllieHueM MCHC (cpenHsisi KOHLEHTpaLus
reMOIOOMHA B 3PUTPOLIUTE) SIBISIOTCS OTPaXXeHHUEM KJIETOYHOMN
JeruapaTtaiuvu. B uenoM, He3HAUUTEIbHO IMOBbILIEHHbLINH MOKa3a-
tenb MCHC u yBennuenue nokasatejist RDW (wuupuna pacnpene-
JIEHUS SPUTPOLIUTOB MO 00beMY WK KO3DPUIIMEHT aHU30LIUTO32)
ABJISIIOTCA NMATOTHOMOHUYHBIMU Npu3HakamMu HM. (cMm. anroputm
10.1.)

B Ma3ke KpoBH 0TMEUYAIOTCS MUKPOCHEPOLIMTO3, BEIPAXKEHHOCTD
KOTOPOIO 3aBUCHUT OT TSIXKECTH 3a00JIeBaHUsA, HEPEIKO — IONKHIIO-
uurto3. Kpusast [lpaiic-/I>)koHca pacTsiHyTa: OHOBPEMEHHO BBISIB-
JIIIOTCS MUKPOUUTBI (3PUTPOLIMTHI IMAMETPOM MeHEe 4 MKM) U Ma-
KPOLUTHI (AuaMeTp Oosiee 9 MKM) — mpuuuHa HM3MeHeHnsT RDW
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HO.J1. LeBYeHKo, A.A. HoBUK, B.A. MenbHUYEHKO

AHEMMMM

(pncyHok 7.4). KonnyecTBO pPeTUKY/NOLMTOB YBEIMYEHO, HO NNLb
npu TSHXKENOM TedeHun 3ab6oneBaHns npesbiwaeT 100%o. Mpu pas-
BUTWUM FEMOSIUTUYECKOTO KPU3a YPOBEHb PETUKY/TOLMTOB JOCTUTa-
eT 200—400%o0. Konn4yectBo NeiiKoLUTOB, TPOMOOLMTOB U NEAKO-
unTapHas opmyna 6e3 OTKNOHEHWIA OT HOPMbI.

Mwuenorpamma. OTMeyaeTca runepnnasvs 3puTPOULHOro pocT-
Ka npv HOpMo61aCTUHECKOM TUME KPOBETBOPEHWA.

OcmoTHYecKaas pe3UCTEHTHOCTbL 3puTpounTOoB. [na Hacned-
CTBEHHOIO MWKPOCKEPOLNTO3a OYeHb XapaKTepHO CHUXeHue
OCMOTMYECKOM CTOMKOCTN 3PUTPOLUTOB CO CABUITOM KPWBOW Brie-
BO (remMo/nn3 HauMHaeTCsH B KOHUEHTpauun, 6a1M3Kon K hmsmono-
rMyeckomy pactsopy). Mpy MasoCMMNTOMHOM W JIEFTKOM TeYeHWUU
3a60neBaHNSA WU3MEHEHUs OCMOTMYECKOW CTOMKOCTM 3pUTpOLU-
TOB 4YaCcTO He BbIABMAKOTCA, OAHAKO HapyLUEHWUA UX PEe3NCTEHTHO-

Puc. 7.4. Ma3sok nepudepudepuyeckoii kposu. Okpacka no PomaHosckomy, *1000.
HacneacTBeHHbI MYKpoCcdepoLuTo3.
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[masa VIL.

TEMONTUTUYECKWUE AHEMHWHU

CTA OOHAPYXXHUBAIOTCA M0C/Ie CYTOYHON MHKYOAIUK B CTEPUIBHBIX
ycnoBusix. st HACAEOCTBEHHOIO MUKpOC(hepolIuTo3a XapaKTepeH
TaK>Xe CIOHTAHHBIN JTM3UC 3PUTPOLIMTOB MOCIEe NHKYOAIK B TeUe-
HUE AByX cyToK. I1pob6a KymOca oTpuuareabHasi; IpoaoIKUTENb-
HOCTb XKHM3HUW 3PUTPOLIMTOB ITPH PaIUOHYKJIMIHBIX HCCISI0BAHMSIX
yMeHblieHa 10 15—20 cyToxk.

Buoxumuueckoe uccredosanue. OGLIMHO OTMEUAETCSI MOBHIILIEHUE
YPOBHS HemnpsAMoro (CBOGOAHOro) OMAUPYOUHA U XKeJle3a B ChblBO-
pOTKe KpoBU. B Moue BLIABIsieTCS yBeIMUEHUE COACPXKAHUS YpO-
OUJIMHA.

/Jluaenos u ougpgpepenyuanvnoiii duaznos

Hns JMarHOCTMKM Hac/eACTBEHHOIo MUKpocdepolMTo3a He-
00XOIMMO YUUTBLIBATh CEMEIHbII aHaMHE3 (ITpOBeIeHUE CTIJIEH3K-
TOMMU WIN XOJEUMCTIKTOMUU B Bo3pacTe mojyioxke 30 jer). Tlpu
00caen0BaHUH BHISBJISIOTCS WHTEPMUTTUPYIOLLAS XeJTyXa, CIe-
HOMeETaiyst, HOPMAJIbHBIA WJIM HECKOJIbKO CHUXKEHHBIII YPOBEHb
reMonioOMHa, PETUKYIOLMTO3, MHKPOC(EpOLNTO3, CHUXEHHE
OCMOTHYECKOM CTOMKOCTU IPUTPOLIMTOB (B TOM YMCIE IIOCE Cy-
TOYHOMN MHKYDOALINH).

AunarsHocTuyeckue OLIMOKM 4yalle BO3HUKAIOT y OOJNBHBIX Ha-
CJeACTBEHHBIM MUKPOCHEPOLIUTO30M ¢ KOMIICHCUPOBAHHBIM Ie-
MOJIM30M (ITPH MOBBILIEHUW YPOBHSI CBOOOIHOTO OMIMpPYOWHA U
PETHKYJIOLIMTOB M HOPMaJlbHOM YpOBHE reMoriobuHa). B atux ciy-
qasix HepelaKo AUarHocTupyertcs 3aboseBaHue neueHu (OCTPbIA unu
XpOHNYEeCKM renatur, Luppo3). biaronpusirHoe KIMHUYECKOE Te-
yeHMeE, JlTabopaTOPHBIE NMPU3HAKK TeMOJIN3a, XapaKTepHas Mopgo-
JIOTUSI SPUTPOLIMTOB U HOpMaJIbHAS (DyHKIIMS TIEYeHU 1103BOJISIIOT
TTOCTABHTH [IPABUILHBIN IMATrHO3.

Ipu HaciencTBEHHOM MMKPOCGHEPOLMTO3e YacTo OUIMOOYHO
JHUATHOCTUPYETCsl 1OOpOKAaYECTBEHHAS] HACAEACTBEHHAS TUIIEPOM -
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KOJI. llleBuenko, A.A. Hosuk, B.1. MensHuuenxko

AHEMMHMH

supyonHemus (cuHApoM 2Kniapoepa). OOILIKMM TSI 3TUX COCTOSTHUM
ABJISTIOTCST MOJIONOM BO3PacT MaUMEHTOB, MOBBINIEHHBIH YpPOBEHD
CBOOOMHOTO OWJIMPYOMHA U HOPMaJibHbIM YPOBEHb reMornoOMHa.
ITpu cunapomMe Kunsdbepa, onHaKO, OTCYTCTBYIOT CTUIEHOMET UM,
JlabopaTopHBIE TIPU3HAKHA TeMOJIMTHUYECKOI aHeMUU (YpPOBEHD Te-
MOITIOOMHA B PETUKYJIOLIUTOB B MeprhepUIEeCcKOit KpDOBU B HOPME),
MUKpOCGhEpOIUTH B Ma3Ke neprudepruecKoil KpoBU, HE UIBMEHEHA
OCMOTHYECKAsI CTOMKOCTb SPUTPOLIUTOB.

HuddepeHuanbHass IUATHOCTUKA € APYTMMU TEMOJIMTHYEC-
CKMMM aHEMHSIMU OOBIYHO HE BbI3bIBAET 3aTpyaHeHUH. Yale Bce-
ro HeoOXOIMMO OTINYATh HACAEACTBEHHBI MUKPOC(HEpOUUTO3 OT
NMpUOOpPETEHHON AYTOMMMYHHOW TE€MOJUTUYECKON aHEMUU, TIPU
KOTOPOU UMEIOTCSI XapaKTePHbIE OCODEHHOCTH KJIWMHUKHW U Teye-
HUs 3a00JIeBaHMs, a TAKXKE OTMEUalOTCsl MONOXUTENbHas npoba
Kym6ca U MonoXUTeNbHBIH 3(p(heKT MIOKOKOPTUKOCTEPOUIOB.

Jleuwenue

OCHOBHBIM METOIOM JIEUeHUS HACIeICTBEHHOIO MUKpocdepo-
LIMTO3a SIBJISIETCS] CIUIEHIKTOMMUS, TIOCJie KOTOPOH y OOJIbIIMHCTBA
MaLMEHTOB HOPMAaU3yeTcsl o0lliee COCTOSHUE U YPOBEHDb reMOTJIO-
OMHa, YMEHBIIAETCS BBIPAXKCHHOCTb MHUKpochepolnuTo3a (pucy-
HOK 7.5). Paree onepamnus cunTagach NoKa3aHHON BCeM OONbHBIM,
B HACTOSILIIEE BPEMST OHA BBIMIOJTHSETCS TOJBKO IPU I'€MOJUTHYE-
CKHMX KpHM3ax WM CYOKOMITEHCUPOBAaHHOM reMosnse. CIuieH3K-
TOMUSI IIPOBOIMUTCHA B MOAPOCTKOBOM UJM KHOILIECKOM BO3pacTe,
OIHAKO WHOTHA (YACTBIC U TSXKEJbIE FEMOTUTUUECKUE KPU3bI) BO3-
MOXHO IpOBeleHNe omnepaluy U y aereit maaaie 10 ner. Jderam
J10 4~X JIET CIUICHAKTOMMUS HE TIPOBOAMUTCS, IJisl KYyTTMPOBaHMS aHe -
MHMYECKOTO CHMHApPOMA T0Ka3aHa reMoTpaHchy3MOHHAsT Tepanusl.
Y psina 60AbHBIX FEeMOJIM3 COXPAHSICTCS U MOCIE CIUICHIKTOMUHU. B
TaKUX PEIKUX CIyYasiX UMEET MECTO MO0 N10OaBOUYHAs CENE3CHKA,
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IMmasa VII.

TEMOTUTHYECKHUE AHEMMUMU

HeummyHHas

HecTabunbHele reMonunTuyeckan aHemMus

remMorno6uHbI

HapyLuenns mem6paHsbi
3pUTPOLUTOB
(HacnencTBeHHble ‘

Tanaccemnu

chepoumnTossl /
hep (cm. puc. 7.15)

ANNMATOLUTO3bI)

|

CepnosugHo-
KrieTo4yHas aHemus

|

HapyLueHne akTuBHOCTY
hepMEeHTOB 3pUTPOLIMTOB
(HecdepoumTapHas
reMonUTUYecKas aHemus)

(___
NaberaTb AHeMus nerkow creneu, HDeuumnt rnioko30-6-
OKCWOAHTOB | | peTuKynouuTsl < 5% dochataerngpormHasbt:

1) r-6-oaI" A-
na Het 2) r-e-ogr
«CPEAN3EMHOMOPCKUIA»

[BospaCT]ii{reMOTpchcbyamw]

(,Elecpmum I'IIApyBaTKMHaabI}

1 >4
AHeMUs nerkov
s oo ! | | cnenaxromun cTeneri
,
XeNn4eKaMeHHOM g;'“l'(e?ﬂ':g')‘o""oaa” HEe3HAYUTENbHBINA
605183HM u reMonua

t J

HacTynneHne pemMmccun 08bI4HO
Yyepes 3-6 mecsues; BHYTPUCOCYANCTLIA
Ba)KHO Ha onepaumu remMonu3

He NponycTUThL
[06aBOYHYIO Cene3eHKy

na

OtcyTcTBUE FeMOnu3a

MUHPEKLIMOHHOTO N

nnn aHeMmun Npu oTCyTCTBUA

JIEKAPCTBEHHOTO TpUrepa

Ha6nopenve
3a 60NbHbIM
(+honuesasn
Kucnoray)

HeT

!

N3beratb:
Me,qMKaMeHTOB U XUMUHECKUX areHTos,
NPOBOLMPYIOLLNX reMONU3

JleveHne reMonuTU4ecKoro Kpuaa:
MapaTauma (guypes 2 X HOPManbHbIi)
LLlenoyHas peakLmmn Moum

MaunHuton

®ypocemug,

NeveHne uHDEKUUN (+aHTUNNPETUKI)

MocroaHHasn
TpaHchy3noHHan
3aBUCUMOCTbL

Puc. 7.5. Aacopumm aevenusn muxpocepouumapnoii anemuu.
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10J1. Weruenko, A.A. Hosuk, B.JJ. MensHuueHko

AHEMMUHU

TIPONYILNEHHAS [IPU XMPYPIrudecKOM BMeEIIaTeNIbCTBE, 1100 COMyT-
CTBYIOLLUHI AeheKT 3pUTPOLIUTOB, Harpumep, AeULUUAT NMpyBaT-
KWHAa3HhI.

IMatmeHTHl ¢ KOMIEHCUPOBAHHBIM TI'e€MOJH30M HYXKIAlOTCS B
HaOJTIONEHNH, TIPU 00pa30BaHUM KaMHEH B XEJIYHOM ITy3bipe UM
BBUTOJIHSAETCS XOJELUCTIKTOMHUSA (MIPEMOUTHTENBLHO — JATIapOCKO-
nmyecku). M3MeHeHHe TaKTUKHU JeueHUst 0OYCIOBAEHO T€M, 4TO
10cje yoajleHHus cejle3eHKH Y OONbHBIX PE3KO YBEJIUYMBACTCSH PUCK
pa3BUTHS cerncuca.

Pesrome

1. HacnencTBeHHbIIT MUKpOCHEPOLUUTO3 — BPOXACHHAS TeMOJIU-
TU4YecKas aHeMHs, o0ycoBIeHHas 1e(EeKTOM CTPYKTYPbl MEM-
OpaHbl SPUTPOLIUTOB.

2. JIMaTHOCTHYECKME KPUTEPUH:

3a00JieBAHUE BBISIBJISICTCSI B J€TCKOM MJIA IOHOLIECKOM BO3-
pacTe;

KJIMHUYEeCKHWe MPOSIBIEHUST BKIIOYAIOT aHEMUIO (HE BCEr/a),
MHTEPMUTTUPYIOLIYIO XEITYXY U CIIIEHOMETAHIO;

B [IepUepruIeCcKOU KpOBYM HOPMaJIbHBIN UM YMEPEHHO CHU-
KEHHBIA YPOBEHb reMONIOOWHA, PETUKYJOLMUTO3, MUKPO-
cepouurhi, nosbilieHne nokasareieid MCHC n RDW,
MOBBILIIEHME COACPKAHUS CBOOOAHOTrO OMJIMPYOHMHA CBHIBO-
POTKHU KPOBHU;

PpE3KOe CHIXEHHE OCMOTUYECKOU PE3UCTEHTHOCTH 3PUTPO-
IIUTOB, B TOM YHKCJIe TIOC/Ie CyTOUHON HHKyOaluu.

3. OCHOBHbIE IPUHLUIIBI JICUSHUS:

182

CIUIEH3KTOMMSI IIPU TEMOJUTHYECKUX KPU3aX U CYOKOMITEH-
CUPOBAHHOM TreMOJIN3E;

HaOII0Ae HYE [IPH KOMIIEHCHPOBAHHOM reMOoJin3e, NpH HEOO-
XOOMMOCTH — XOJIELIUCTIKTOMMUS.



nasa VII.

FEEMOJINMTUNHECKME AHEMWA

CvHAPOM HacneACTBEHHOMO 3/1/IMNTOLMUTO3a
(HacnenCTBEHHbIM 3NUNTOLMTO3)

CVHAPOM HacNeACTBEHHOIO 3NIMMTOLMTO3a BK/IKOYaeT B cebs
COBOKYMHOCTb FeHeTUYECKN 00YCNOBNEHHbIX 3a00/1€BaHWIA, XapakK-
TepU3yoLMXCA 06HapyXXeHeM B Ma3Ke Mepugepuyeckoin Kposu
3pUTPOLUTOB 3/1/IMNCO06Pa3HOIN (hopMbl (PUCYHOK 7.6).

3aboneBaHvie BCTPEYAETCS BO BCEX HACE/IEHHbIX PervoHax 3eMm-
HOro Lapa 1 He UMeeT PacoBbIX WU 3THUYECKUX OCOBEHHOCTEA.
3ab051eBaeMOCTb COCTaBMAET B cpefHeM OT 3 Ao 5 Ha 10000 Ha-
ceneHna. Kak n HacnefcTBeHHbI MUKPOCKHEPOLMTO3, Hacnes-
CTBEHHbIN anaunToumTo3 (H3J) Hacnepyetcs No ayTOCOMHO-AO-
MWHAHTHOMY TWUMy, YTO B GO/MILLLUMHCTBE C/ly4aeB accouumpyeTcs

Puc.7.6. Masok nepudpepuryeckoii kposu. Okpacka no PomaHosckomy, *2000.
HacnencTBeHHbI anannTounTO3.
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KO.J1. llleByenko, A.A. HoBuk, B.{I. MenbHH4eHKO
AHEMMUNA

C MAHWUMAJBHBIMA KJIMHHUYECKMMMU TIPOSBIEHUSIMU. [OMO3HUTOT-
Hble popMbl HD xapaKTepHU3yIOTCs BBIPaXXeHHON reMOJIMTHYECKOM
aHEMMUEH.
B cunapoM HD Bxondr:
— obmuit HD (HacneayeTcs 1o IOMHUHAHTHOMY THITY);
— TOMO3UTOTHBIH H3;
— cdepouuTapHbiii HOD;
— HACJICACTBCHHBIA MUPOTIONKHUIOLNTO3;
— opanonuro3 FOro-BocTouHoii A3um.

Ilamocenes

B ocHoBe marorenesa HD nexar neeKTbl CTPYKTYPHBIX OeJi-
KOB MeMOpaHBbI, MPUBOASLINE K HApYIIEHUIO ee PYHKLUMU, U3ME-
HEHUIO POPMbI IPUTPOLIUTOB U B psisie cay4aeB reMosnusy. B na-
CTOslliee BpeMsl OOKa3aHO, UTO TMEPBUYHbIE MATOTEHETHYECKUE
HapyeHust ipu HD cBsizanbl ¢ aMchyHKuMeil uau aed@uLmuTom
cnekTpuHa, 6enka 4.1 v rmukodopuHa. Haubonee yacto BbIsiB-
JISTIOTCSI MYyTAllUM T€HOB, KONMPYIOLINX Q-CMIEKTPUH, MEHEE YACTO
Oenok 4.1 u penko ravkogopuH. Hapyiienus pyHKUUM 1 aMu-
HOKHCIOTHOTO COCTaBa Ha3BaHHbBIX OEIKOB MeMOpaHBI SIBJISIIOT-
Csl MMPUYMHON MPOIYKUHU 3/UTUINCOBUAHBLIX SPUTPOLIMTOB, KOTO-
pbl€ Pa3pylIAIOTCS NMPU MPOXOXKIAEHHUU YEpe3 y3KUE KaNUJUISIPLI U
CHHYCHI CEJIe3CHKM.

Kaunuxo-a1abopamopnsie oannoie
Hns Bcex BapuaHTOoB HD xapakTepHO HaJIUuME HE MEHEE 4YeM

15% >naurncornonoGHbIX 3PUTPOLIMTOB, OAHAKO KIMHHUYECKAs Kap-
TUHA OTAUYAETCS BBIPAXKEHHON IreTEPOreHHOCThIO (Tabauua 7.3.).
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Tabmmma 7.3.
Kaunuueckan kaaccugpuxanun cundpoma nacredcmeennozo snaunmonumosa (H3)

Tnasa VI

FTEMOJTHUTHYECKHWE AHEMMHWHU

Oomuii HD Tomo3uror- | Hacaen- Cdrepo- Osanonuros
Hutiit HD CTBEHHbI uurapusbiii | IOro-Bocrou-
nuponoiiku- | HD Hoit A3un
JIOHHTO3
AHeMus Her YmepenHas | Taxkenas Jlerkas unu | Her
WIH TsKenast yMEPEH-
Has
I'emonus Her uau YMepeHHblid | Tskeablit Jlerkuii Her
NEerkuun WU TSKE- Win yMe-
JIbIi PEHHBbIH
Cnnenome- | Her Ectb EcTb EcTb Her
Tains
Ma3zok 15-90% [Noiikuno- [Moiikuno- BAununro- | OKpyrieHHbIE
nepudepu- | IIUNTOLMU- | LIUTbI, D1~ LIWTO3, OpU- | LUTHI, JUTMIITOIH -
YecKon TOB JIUINTOLIMTBL, | TPOUMUTHL B cthepountsl | ThI, HEKOTOPLIE
KPOBU dparmenTH- | craauu cpar- HWMEIOT NoTe-
pOBaHHbIE MEHTAallUH, PEeYHBIE MTONO-
KJIETKH MUKpochepo- CBl, pa3essiio-
LUTHI IHHE KIeTKY
OcMmotnue- | Hopmane- CHuxeHa CHuUXeHa CHuuxeHa | HopmanbHast /
cKast CTOW- Hast CHUXEHA
KOCTb
Tun nHacne- | JoMuHaHT- | Peueccus- PeuieccuBHbiit | JJOMUHAHT- | JOMUHAHTHBIH
JIOBaHUs HBII HBbI HBIH
Ocobenno- | Cayyan CHuxeHue CHuxeHue PurugHbie
CTH noitkunouu- | MCV MCV SPUTPOLMTEHI,
TO3a ¢ KOTOpbIE HE
TSKEABIM TIOPAKAIOTCS
reMoJIM30M MaJISIPUAHBIM
y AeTEH TUTA3MOANEM

OOmMii HACNEACTBHITHIA MncounTo3. B GosblIMHCTBE cayva-
€B 3a00J1eBaHUE BBISIBJISIETCS CJYUAaMHO IPU PYyTMHHOM HCCJIEIOBA-
HHMU Ma3Ka Neprudepruueckoi KpoBH, B KOTOPOM OHPERE/ISIIOTCS 3J1-
JIMIITOLUTHL. Y TAKUX MALMEHTOB 0ObIYHO OTCYTCTBYET aHEMMS, HET
CIVICHOMETATMU, TIPOIOKUTEBHOCTh XXKU3HU 3PUTPOIIUTOB CO-
OTBETCTBYET HOPMAJBHBIM MMOKa3aTeasIM. B npOoTHUBOMONOXHOCTD
KIMHUYECKHMM JAaHHBLIM, B Ma3Ke BBLISBISIOTCS BBIpaXEHHBIEC Ma-
TOJIOrM4ecKre usMeHeHus — ot 15 1o 100% smummnrouuTos. B He-
KOTOPBIX CyUYasix MOXET Habmo1aThCsl HE3HAYUTENbHbINA KOMITEH-
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10.J1. LleBuenko, A.A. Hosuk, B.fl. MenbHuueHxo

AHEMMHUMN

CHPOBAHHbBIN reMonu3 6e3 aHeMuu. B 5—20% ciyuaeB reMosin3 He
KOMIIEHCHPOBAH, 4TO BbipaxaeTcsi B YMEpEHHOH aHeMuu (ypo-
BEHB reMOIToOMHA 0OBIUHO B npeaenax 90—120 r/n, peTUKyaoum-
1ol 200—250%0). ¥ 3THX 60IbHBIX B Ma3Ke NepH¢epuIecKoil KpOBU
oMnpeaensieTcss OONbIIoe KONHYECTBO TTOWKWIO- M 3ANMITOLMTOB;
pH 06BEKTUBHOM HCCIEA0BAHUNA MOXET BbISIB/ISITbCS CILUICHOME-
TaJTUsl; C pa3IMYHOM YaCTOTONW OOHAPYKMBACTCS XOJIETUTHAS.
ToMO3HrOTHBI HACAEACTBERHDbIH SAHITONNTO3. []J1si TOMO3UTOTHOIO
H®D xapaktepHa reMoJIMTHYECKasI aHEMHUS PA3TUYHON CTETICHU TSXe-
cti. Mopdosiornueckre xapakTepuCcTUKU 31oro Buaa HY — noitku-
JIO-, MUKPO3JUIMTITOMTO3 M (hparMeHTALUsI SPUTPOLIUTOB. B G0JIb-
LIMHCTBE CIy4aeB Y poouTesiell oOHapy:KMBaeTCd HEreMOIUTHIESCKII
HBD, nockonbKy MyTaiyy B OTHOMH a/lIe/IM O-CIIEKTPHHA 0ObIYHO KJTH-
HMYECKHM He 3HAYMMBI. [eTH e TaKuX poAuTesieil MOTyT ObITb FrOMO-
3UTOTHBIMH 110 JAHHON MYyTallH, YTO K OyIeT ONpPEacsTh XapakTep
3ab0j1eBaHUs — ToMO3UroTHbI HD. Onucanbl ciiyyan ¢ rOMO3UIOT-
HOHI MyTauMeH, IPUBOIAIIEH K CUHTE3y MATOJOTUYECKOIO CEKTPH-
Ha Sp oV, a TakKe MyTaluei, aBasiolencst TPUUMHOM CUHTE3a Ma-
TOJIOTHYECKOTO CNEKTPUHA Sp a7 . Y mauueHToB, FOMO3UIOTHbIX M0
Sp o/, onpenensieTcsi yMepeHHasi reMoJiuTMUecKasl aHeMusi. Tsoxe-
Jlast aHeMHS, JYacTo TpeOylolilas MPOBEAEHUS CILIEHIKTOMUM, XapaK-
TepHA JUTsE 6OJIbHBIX TOMO3UIOTHBIX 110 Sp 074, ¥ Takux 60AbHBIX B
KPOBH MOXET OIPEaeNsIThCsl 60JIbIIOE KOMTUUECTBO MUKPOCHEPOLIH-
TOB, UTO 3HAYUTENILHO 3aTPyOHSET npoBeaeHue quddepeHnanbHO-
o JUAarHo3a ¢ HaC/IeACTBe HHBIM MUPOMOAKUITOLHTO30M.
HacjencTBeHHbIH MHPONMONKMIOUUTO3. 3a00/€BaHUE MPOSIBIIS-
€TCS TSIKEIOW BPpOXAECHHOM TeMOJUTHYECCKOM aHEMHUEH, BBIPAXKEH -
HbIM MUKPONOMKWIOLHUTO30M M XapaKTEpU3YeTCS ayTOCOMHBIM
TUIIOM HacAegoBaHms. [latoreHes 3ab601eBaHus 00YCIOBACH JBOM -
HOI TeTepO3UroTHOM MyTallnel TeHa o-CeKTpHHa. Bo MHOTHX ce-
MbSIX Y OIHOTO U3 ponuTesieit uiu y OJaM3Hela onpeaensiercs Here-
MOJIMTHYECKHMI THUN 3a00JicBaHMs, BTOPOHA M3 POAUTEICH 310DOB.
HereMonuTnyeckuii xapakTep MaToiorui 00yCc/I0BJIEH MOHO3UTOT-
HBIM COCTOSSHMEM MYTUPOBAHHOIO T€HA, KOrma Ae(ULMT -CMeK-
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FTEMONUTHYECKHWE AHEMWU

TPUHA BOCIIOJHSETCS €T0 MOBBIILIEHHBIM CUHTE30M. Kak yxe 6b110
3aMEUEHO, y 3I0POBBIX JIIOAEH -CIEKTPUH CUHTE3UPYETCsl B U3-
OBITKE, U «JIMIIHUI» OENOK noaBepraeTcs Aerpagaliui.
HacneacreeHubiii nmuponolikuiaouutos (HIT) psmom asropos
paccMmaTrpuBacTCcsl Kak BapuaHT obiuero HD. OcHoBaHUAMM 1S
3TOTO SBJSIOTCS ciiydau obHapy:xeHuss HIT u obiuero HD B omHux
U TEX KE CEMbSAX U UAEHTUYHOCTb MOJIEKYJISIPHBIX Ae(eKTOB CIeK-
TpMHA OPH 3TUX IBYX 3a001eBaHUsIX. OCHOBHBIM M3 (DyHIAMEHTATb-
HbIX oTauuui Mexay HIT u o6mum HD ¢ BhIpakeHHBIM TeMOJIH-
30M SIBJISICTCS MapLUUaIbHBIN Te(ULUT CTIEKTPUHA B SPUTPOLIMTAX,
BBIYMCJICHHBIH 110 COOTHOLIEHUIO CIIEKTPUH/0aHANPOBaHHbIH O¢-
Jok 3, kotopoe cHuxaercst ripu HIL. Y 6onbhbix HIT B MitameHue-
CTBE WJIM paHHEM JETCTBE OINpeNeasieTcs TsxXelas TeMOJIMTHYeCKast
anemust — ot 50 go 90 r/n, ypoBeHb peTUKyjJouuTOB 130—350%0.
B Maske nepugepryeckoit KpOBH — BbIpaXKeHHBII TTIONKWIOLMNTO3,
MUKPOCHEPOLUTO3, MUKPOIUIMITTOLIMTO3, KJIETOUHbIe (parMeH-
Thl. OTMeuaercst cHuxkeHne MCV, MCHC — B npemenax HOPMHI,
OCMOTHUYECKASI CTONKOCTb 3pUTPOLIUTOB CHUKEHA.
Chepoumrapnbiii HD (cepoumrapubiii 3mmnrouuros). Jus faH-
HOTO CUHIPOMa XapaKTepHO HaJM4Me IBYX Pa3IMYHBIX 110 MOpdo-
JIOTUY MONYJIALMUHN KIETOK: S3PUTPOLUTLI, KOTOPBIE BOJee OKPYIJIbL,
YeM THUMUYHbIE JUTHOTOLUTHI U MUKPOCHEPOLUUTHI, KOJIMYECTBO
KOTOPBIX MOXET LIMPOKO BapbUpPOBaTh. B oTIIM4Ke OT APYTUX ITIPO-
apaeHuil cuHapoma H3D, npu chepoumrapnom HD (CHD) He ompe-
IES0TCH MOUKUNIOUMTHI U hparMeHThl KieTok. CHD BhIsBIAsETCS
MPEUMYIIIECTBEHHO Cpedn €BPONENCKUX ceMel 1 cocTaBaser Mpu-
MepHo 15—25% cnyyaes HACAENCTBEHHOrO JUIMITOLIMTO3a XKHUTE-
Jeit KaBkasa. XapakTepeH He€ TOJHOCTbIO KOMIIEHCUPOBAaHHBIH
reMojIu3 ¢ JIErKOM aHeMUeH; BO3MOXHBI arJlaCTUYECKHE KPH3bI.
OcMoTHyecKas CTORKOCThL 3pUTPOIIMTOB CHUXEHA, TPU 00bLEKTHB-
HOM MCCIENOBAHUU OMpeaensieTcs rernaromeranus. st romosu-
TOTHBIX CIYYa€B XapaKTepHa TsKeJ1asi FeMOJIUTHYECKasi aHEMUS.
OsagounTos I0ro-Bocrounoii A3un. DTOT BapyuaHT cuHApoMa HD,
WU3BECTHDBIN TAKXKe KaK «CTOMAaTOLUTAPHBIA JLTUITOLUATO3», XapaK-
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AHEMMUMU

TEePU3YETCA HAIMUYKUEM OKPYIIICHHBIX 3JUTMIITOLUTOB (OBAJIOLUTOB),
Yy MHOTHX M3 KOTOPBIX ONPEALNSIETCS MOA0Ca, PA3ACASIOUYI0 KIETKY
rmoronaM. 3abojieBaHKe pacpoCTpaHeHO cpedu xuTesei Manaii-
sun, Hosoii I'sunen, UHaoHe3sun u @PuaunimiH. AHeMHs U MpH3Ha-
KM TeMOJIM3a He XapaKTePHbL. DPUTPOLUTLI PUTNAHBL, UX TEPMO-
CTOMKOCTh IOBHILIEHA, OCMOTHUYECKAsl CTOMKOCTh CHUXeHa. Takue
KJIETKM 3alllMLIeHBl OT BHEAPEHUS MalsipuiiHOro niasmonus. Ipu
MOJIEKYSIPHO-TEHETUYECKUX MCCIENOBAHUAX OMPENETSIOTCS MyTa-
MU reda, KOTUPYIOLLETO baHAMPOBaHHbIi Oesok 3. JleekToM 310~
ro 6ejsKka OOBSICHSIETCS U PE3UCTCHTHOCTh K Iapa3utaM MaJISIpUM,
JJ151 KOTOPBIX OaHAMPOBAHHBIH 0€/10K 3 CIYXXKUT PELICIITOPOM.

Jluaeno3s u dugpgpepenyuanvrodii ouazno3

IlepBuuHas nadopatopHasi oleHKa OOJbHBIX C MOJ03PCHUEM HA
HD BxkiiouaeT obIIMI aHANNU3 KPOBU (MOXET OMPEACasTbCS aHe-
MM, PETUKYJIOUMTO3, cHuxxeHue MCV (cayyaum ¢ MUKpOLMTO-
30M)), OMOXMMHUYECKUI aHanu3 (moBblllIeHUe YpoBHs oouiett JIIT
¥ HEMPAMOTo OWLIMPYOHHA). bosee feTanbHasa OLIEHKA Ma3Ka Ie-
pudeprueckoil KpoBU HeoOX0AMMA st TIOCTAHOBKY AuarHosa HO
U OTIpEACIICHKSI €FrO BapuaHTa.

Hduarno3 HD ycTaHaBianBaeTcs Npy HaxoxneHuu oosiee 15% 2.1-
JIMIITOLIATOR (4allle BCEro WX KoiuuecTBo pocturaet 50-90%). ¥
HOPMATBHBIX JIFOAEH YHCII0 SJUTUNTOLUUTOB Beerna MeHee 15%. Ha-
muane 15—90% sinmnunTouuToB B Ma3ke nepudepruieckoi KpoBH B
COYETAHWHU C OTCYTCTBUEM WM MUHHMMAJIbHbBIM F€MOJIM30M XapaK-
TepHO mist oowero HBD.

BhisiBasieMblii TIOMKMIOIUTO3 SIBISIETCS CBUAETEIbCTBOM B
o3y roMo3uroTHoro HD uaun HIL. O6HapyxeHne dpparmMeHTOB
KJIETOK, COUETamlleecsl C BhIpaXXeHHbIM MHKPOC(HEPOLMTO30M H
HeOONBIUM KOJIWIECTBOM BJUTUIITOLUTOB, MOATBEPXAAET UArHO3
HII.
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FTEMOJIMTUYECKWE AHEMMWH

g cepouuTtapHoro HD xapakTepHO HalMuue ABYX pasjivy-
HBIX 110 MOP(OAOTHUU MOMYISLUU KJIETOK: a) 60Jice OKPYTJIbIX IPH-
TPOLIMTOB, YEM TUMTUYHBIE /UTUIITOLUTH; 0) MUKPOCHEPOLIMTOB.

HuarHos osanouurosa HOro-BoctouHoit A3uu Haubosiee Bepo-
SITEH TIPU BBISIBJICHUW Y XUTEASH faHHOTo peruoHa 6onee 30% osa-
JIOLIUTOB, YacCTb U3 KOTOPbIX UMEET MOJIOCY, AENSIIYIO KIETKY MO0~
NoJaM.

B psine ciyuaeB HeOOXOMMMO MPOBEACHKUE AOTIOJHUTEIBHBIX Ja-
0OpaATOPHBIX U MOJEKYISIPHO-TEHETUYECKHUX HcciienoBaHuil. Tak
OMpeNeNieHUEe COOTHOLUEHUS «CMEKTPUH/ BaHIUPOBAHHLINA OeI0K
3» HeoOXOMMMO 15 NpoBeAcHUS AUdPepeHLIHATBHON IUAIHOCTH -
ki Mexxay HIT 1 oOuium HD ¢ BbIpakeHHbIM reMONMM30M (CHIKE-
Ho nipu HII).

Jeuenue

BONBIUIMHCTBO GOBHBIX ¢ 06umM HD 1 osanouutosoM Kro-
BocTouHO#l A3uM He HyXAaloTcs B NeyeHUH. [Ipu BeIpakeHHON
XPOHUUYECKON TIeMOJIUTUYECKON aHCMMHU, OCIOXHSMOLICH Apyrue
BapuaHThl 3a0oneBaHus (romosurotHei H3, HI1, chepoumrap-
Helii HD), MmoxeT ObITh NoKa3aHa cruteHskToMus. [Toce ynanenus
CeJIE3€HKHU B OONbUIMHCTBE CIyYaeB HOPMAaJIM3YeTCsl ypOBEHB [EMO-
I0OYHA U CHUXAETCSl KOJIMUECTBO PETUKYJIOLIMTOB, HECMOTPS Ha
MePCUCTUPYIOLIN I STUTUNITOLUTO3.

Pezrome
1. CI/IHHpOM HACJICACTBCHHOIO 3JAJUIITOLUUTO3a BKIKOYACT B cebs

COBOKYTHOCTb T€HETHYECKU OOYCIOBJEHHbIX 3a00JeBaAHMIA,
XapaKkTePU3YIOLLKXCS OoOHapyxkeHUeM B Mmaske rnepudepuye-
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AHEMMJUHA

CKO# KPOBH 3PUTPOLIMTOB 3JUIUIICO00pa3Hoi HopMBl; 001Ut
H3, romosurotubeiii HY, cdhepouutapubiit HD, HacnencTBeH-
HbIA TIMPOMONKIWIOUUTO3 W oBajounTo3 lOro-BocrouHoii
Asun.

2. ITatoreHeTMYECKONl OCHOBOM CHMHJApOMA SIBJSIOTCA NEMHEKTHI
CTPYKTYPHEIX 6€71KOB MeMOpaHbi 3pUTPOLIUTOB.

3. CremneHb TAXECTH KIMHUYCCKUX MPOSIBJIEHUH CHHAPOMA BapbH -
pYeT M 3aBUCHUT OT (hopMbl 3a00JIEBaHUS.

4. Jluarro3 HD ycraHaBnuBaeTcs IMPU HAXOXKIEHUU B Ma3Ke NepU-
dbepuueckoit kpoBu 6onee 15% >ATUNTOUMTOB (Mallle BCETO MX
KonmuectBo gocturaet 50—-90%).

5. CruteH3KTOMHMS sIBjiseTcsl 3¢ @MEKTUBHBIM METOIOM JIEUEHUS B
CIIy4YasiX C HEKOMIEHCHPOBAHHBIM TeMOJIU30M.

CroMaTonuTOo3bl

CroMaTolUTBl — 3TO IPUTPOLIMTHI ¢ Pa3pe3oM («CTOMOI») B
LIEHTPE KJIETKW Ha MECTC OKPYIA0ro ONeNHOro IUCKA, OIPEncIsiio-
LIETOCs] Y HOPMAJIBHbIX KJIETOK (PUCYHOK 7.7).

HesHauuTenbHOE KOJIMYECTBO CTOMATOLIMTOB MOXET HaOo-
JaThCsl y 3MOPOBBIX NIOACH, a TakKXKe IpU AJIKOroau3Me U 3aboJie-
BaHUSIX renaTtooMIanapHoi 30Hbl. KpoMe Toro, rnpuodpeTeHHbIN
CTOMATOIIUTO3 BbISBJISIETCS Y MAIlUCHTOB, JEUUBLIMXCS BUHKPU-
CTHMHOM M HaBeNbOWUHOM.

BblpaxkeHHBIIT cTOMAaTOIMTO3 HabiogaeTcsi MpU peaKUX Ha-
CJIEACTBEHHBIX 3a00jieBaHUAX: HAC/IEACTBEHHOM CTOMATOLIMTO3E
(XapaKkTepHO TOBBIIIEHHOE COAEPKAHUE BHYTPUKICTOUHOW KMI-
KOCTH) M HACJIEACTBEHHOM KCEPOLIMTO3¢e (XapaKTepHa Jeruiapara-
LS K1eToK). CTOMATOLMTO3 TakKXKE aCCOLMUPYETCS ¢ OTCYTCTBU-
eM pe3yc-aHTUIeHa Ha MeMOpaHax aputpouuToB. [1pu Kkaxaom us
3THX 3a00JI€BaHUI OTIPEAEISCTCs JerKas WU CPEIHEN TSKECTHU Te-
MOJTUTUYECKAs aHEMUSI.
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FrEMOJINTNHECKUME AHEMWMN

Puc. 7.7. Ma3ok nepudepuyeckoii kposu. Okpacka no PomaHosckomy *1000.
HacnefcTBeHHbIM CTOMATUTOLMTO3.

B ocHOBe nmartoreHesa Hac/eACTBEHHOro CTOMaTOLMTO3a U KCe-
pouunTO3a NeXaT BPOXAeHHble JetheKTbl MeEXaHW3MOB TpaHcropTa
yepe3 MeMbpaHy 3pUTPOLMTOB KaTUOHOB W BOApI.

HacneacTBeHHbI  cTOMATOLMTO3. HacneACTBEHHbIA CTOMATO-
UMTO3 (CMHOHMM — HacNeACTBEHHbIN rMApoLMTO3) — reTeporeH-
Had rpynna Hac/negyemblX Mo ayTOCOMHO-AOMWHAaHTHOMY Tuny
reMO/IMTUYECKUX aHEMWUIA, MPUUYMHOM KOTOPbLIX ABAAETCH Hapy-
LLeHVe TPaHCMopTa HaTpusa Yepe3 KNeTOUHY0 MeMOpaHy 3puUTpo-
untoB. OCHOBHblE MATOreHeTUYeCKMEe HapyLleHus 06ycnoBne-
Hbl YCKOpPEHWeM TpaHcrnopTa HaTtpusa BHYTPb KNeTKK, B 15—20 pas
NPEeBbILIAKLWMM HOPMa/ibHble NMoKasaTenn. 3TO BefeT K yBennye-
HUIO CoflepXKaHUst BHYTPUKIETOYHOTO HaTPWS, B MEHbLLEN CTeneHu
CHUXKEHUIO BHYTPUKIETOYHOIO Kasins, 06LLEMY YBE/TMUYEHUNIO KOH-
LEeHTpauun MOHOBAIEHTHbIX KaTUOHOB KJIETKWU, U KaK CneAcTBue
— YBEJIMYEHUIO BHYTPUK/IETOYHON XNAKOCTU. Y YacTU 60MbHbIX C
HacneiCTBEHHbIM CTOMATOLMTO30M ONPEeSENAeTca OTCyTCTBME baH-
[AVPOBaHHOrO NpoTenHa 7 («CTOMaTUHa»).
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1O J1. UleBuenko, A.A. Hosuk, B.SI. MenbHu4eHKO

AHEMBPMHNHN

TsoxecTh KIIMHMYECKUX TIPOABAEHUN 3a001EBaHUSL MOXET 1IHU-
POKO BapbMpOBaThb KaK y OOJbHBIX pa3W4YHbIX CeMEil, Tak U B
OnHO# ceMbe. Y GONbIIMHCTBA OOJBHBIX HAOMIOAAETCS UHTEPMMT-
TUPYIOLLAS aHEMMsI U KEJITyXa, KOTOPbie Yallle BCEro He TpedyloT
JreaeHus. Penko onpenensiercs Tsokesasg aHeMuUs, TpeOytolast npo-
BEeJICHUs1 TeMOTpaHCchy3Ui. YPOBEHb PETUKYIOUUTOB OOBIYHO B
npeaenax 100—200%o. OtMeuaetcs ysennuenue MCV, B T0 BpeMmst
kak MCHC B npenenax HOpMbI MU HUXE (KaK MMPOSIBICHWE MO-
BBILIIEHHOI'O CONEPKAaHMS BHYTPUKIETOYHOW XUIKOCTH). B Maske
nepudepnueckoit kposu onpeaensierca 10—50% croMaToLKUTOB.
OcMoTHYecKasT CTOMKOCTb 3pUTPOLNTOB cHUXeHa. OCHOBOI mist
NOCTAHOBKHM JUATHO3a SIBASETCS OMNpeae/SeHUE CoaepKaHusl BHY-
TPUKIIETOYHbIX KATUOHOB: [IOBLILIIEHWE HATPUS U CHUXKEHUE Kalusl.
YV 60/bIIMHCTBA OOJbHBIX C FEMOJIU30M CIUICH3KTOMMSI 1a€T BbIpa-
SK€HHBIH MOJ0XHUTE/1bHBINH 3 PEKT.

HacnencTBennnrii  Kcepomuto3. HacneacTBeHHBIA  KcepoLu-
TO3 — penkoe 3abojieBaHMe, HaCAeIyeMoe T0 ayTOCOMHO-IOMM-
HAHTHOMY THUILY, IUIsl KOTOPOIO XapakKTepHa reMoUTUYECKAas aHe-
MU C AeTHapaTalneid SPUTPOLIMTOB B COUETAHUH € MOBLILUEHUEM
UX OCMOTHYECKON CTOHMKOCTH. MexaHM3M KJIeTOYHOM Aeruapara-
MM 3aKJIIOYAETCS B TOTEPE BHYTPUKICTOUHOTO Kaius, KOTOpas
HE KOMIIEHCUPYETCSl IOBbIIIEHUEM KOHILIEHTPALMK BHYTPUKIIE-
TOYHOro Hartpus. IIpd olLleHKe KaTMOHHOTO COCTaBa 3PUTPOLIU-
TOB OlpenesieTcsl He3HAYUTEIbHOE NOBBIILIECHUE BHYTPHKIETOU-
HOTO HaTpUsl, 3HAYUTEbHOE CHUXEHYE BHYTPUKIIETOUHOIO KaJlus,
CHIDKEHHWE OOlLero CoaepXXaHusi KATUOHOB B KJIIETKE, UTO U SIBJSI-
eTCs TIpUUMHOM KJIETOUHOM mermapatauuu. edekTsl CTpyKTyp-
HBIX OeJIKOB KJIETOYHOW MeMOpaHbl OTCYTCTBYIOT. Y psiia MalMeH-
TOB ONpeaeasaeTCs yBeJIMYeHue coacpxkaHus pochaTUINIXOTUHA B
SPUTPOIIUTAX.

CrerneHb reMonun3a y 00jibHbIX C HACAENCTBEHHBIM KCEPOIIUTO-
30M KonedeTcsd OT YMEPEHHOM 10 BhIpaXeHHOI. XapaKTepHO I10-
BoeiiieHue MCHC BcieacTsyie KIETOUYHOM AernuaparTaluvu, B TO Bpe-
Msa Kak MCV He3HauuTeabHO CHUXEH. B ma3ke nepudepryeckoii
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Inasa VII.

TEMONUTHYECKWUE AHEMMUWMU

KPOBU OMPEIESIOTCS CTOMATOLUUTBI, MUIIIEHEBUIHbIE IPUTPOLIH -
Tbl, @ TAKXEe KJIETKU C MIBIOKaMHM IeMOITIOOMHA IO MNepudepu.
OcMoTuyeckasi CTOUKOCTb 3PUTPOLMTOB IOBbIIcHA. CIJIEHIKTO-
MUS Y TAKUX OOJIbHBIX Ta€T MUHUMAIbHbIA 3P PEKT.

IIpome:kyTOoYHbIE (hOopMBI CTOMATOLMTO30B. CyIIIECTBYET €1LE PSII
3a00/ieBaHU, CBI3aHHBIX C HapYyLIEHUEM TPaHCIIOpTa KaTHOHOB
qyepe3 KJIECTOUHYI0 MeMOpaHy M XapaKTepu3YIOUIUXCsS CTOMATOLIHU-
To30M. B nepudepuyeckoil KpoBy NpU 3TUX 3a00IeBaHUAIX OlIpe-
JENSIOTCS CTOMATOLIMTEl U MULLIEHEBUAHbIE KJIETKH; OCMOTHYECKAs
CTOHMKOCTb 3PUTPOLIMTOB B Mpeaeiax HOPMbI WU HE3HAUYUTETBHO
CHWXEHAa; KOHLICHTpaLMsl BHYTPUKJIETOUHOTO HATPHUS U KaJIUSI He-
3HQUUTE/NbHO MOBbIlIEHA, OOLICe ColepKaHUe BHYTPUKIIETOUHBIX
KATMOHOB U MOKA3aTEIb KJIETOUHOrO 00heMa B HOpME WK clierka
CHMXKEHBI.

B naHHOM pa3aese 0ObIYHO pacCMaTPUBAIOTCS KPUOTHIPOLIMTO3
U NICEBOOTUTICPKATUEMHUL.

[1pu XproruapouunTose B 3puTpouuTax in vitro ripu 5° C omnpe-
AENSETCA YBENNUCHHE CONEPXKAHUS HATPUS, U AyTOTEMOJIN3 B TAKUX
yCioBUSX Oosee BhipaxeH, uem npu temmneparype 37° C. B uenom
U1 KPUOTHAPOLMTO3a XapaKTEPHO pasBUTHE TeMOTUTHYECKO
aHEeMUU JETKON WU CPEIHEN CTETIEHU TIKECTHU.

I1pu nicesaorunepkaiveMmy SpUTPOLUUTE HAUMHAIOT TEPSITH Ka-
JINi 6oJiee MIHTEHCUBHO MPY CHUXKEHUU TeMnepaTyphl. B npobupke
€ KPOBbIO, MPOCTOSBILIEH HECKOIbKO YaCOB ITPYU KOMHATHOM TeMIle-
partype, onpene/siioT MOBbIIIEHHOE COIepKaHHE KaIusl B CHIBOPOT-
Ke (B pe3ynbrare 00J1ee MHTEHCUBHOTO BbIXO/1a KAJTHUS U3 9PUTPOLIH-
TOB). B OT/INYME OT KPHOTUAPOLIMTO3A IPH TICEBIOTUIIEPKATTMEMHIHT
MPpU CHUXXEHUM TeMIlepaTypbl HabmogaeTcst 6ojee MHTEHCUBHAs
NOTepsi Kaiust, YEM YBEIUUEHUE COAEpXaHUs HATPHUsI B KJIETKE.
KnuHu4ecKky nceBaorunepKaMeMust 0ObITHO HE COTIPOBOX/IAKOT-
Cs1 TEMOJIU30OM U aHEMHEN.

B tabnuue 7.4 npencraBieHbl XapakTepHble OCHOBHBIE KJIMHH-
yeckue U jJabopaTopHbie 0COOEeHHOCTU 3aboseBaHUil, TIPOTEKalO-
IIHUX ¢ CHHAPOMOM CTOMAaTOLMTO34.
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AHEMMAMN

Tabaua 7.4.

Ocobennocmu 3a602€6aH1T € CUHOPOMOM CIMOMAMONUMO3Q

CroMaTonuTo3s Kpuornapouu- | [Icesaorunep- Kceponuros
TO3 KaueMusi
AHeMug VYmepenHas/ Jlerkas/ Her Jlerkas/
TSIKE1A5 yMepeHHas yMepeHHasi
[emonu3 BhipaxeHHblid YMepeHHbI i HesHnauurtenbbid | YMepeHHBIi
Masox nepu- CTOMaTOUMTbI CroMarouutsl | MuuieHesuansie | Knetku ¢
dhepuyeckoii KJIETKH mbIOKaMu
KpOBU CToMaToLMThI reMOr1o0uHa.
MuuieneBvn-
HbIE KITETKH
CTOMAaTOUMNTDI
MCYV (Hopwma: 110--150 90—105 83-9i 84—122
80—100 ¢n)
MCHC (nopwma: | 2430 34—40 34-36 34--38
3236 /)
Ocmotuueckas | CHUXeHa HopwmansHas HopmanbHas / TosbluieHa
CTOWKOCTD NOBBILLIEHA
Na*ap. (nHopma: | 60—100 40—-50 HesnaunurtenbHo 10-30
5—12 maxB/n) MOBbLILIEHA
K*sp. (Hopma: | 20-55 55—65 He3HnauutesnpHo 60-90
90—103 m3xB/1) TOBbILLEHA
Na*+ K*ap. 110140 100105 Ha Huxneit 75—-99
(HOpMa: rpasulEe HOPMbl
95—110 M3xB/71)
Hpyrue OrcyTeTBUE YBenuue- VBenuueHue ToKa | YBeauueHue
0COOEHHOCTH 6aHauMpoBaHHO- | HHe Toka Na* K* 13 x1eTky npyu | conepxaHus
rO poTewHa 7 | B KNETKY MPU | CHUXKEHUU t, neru- | hocdatuami-
(«CTOMATHH») CHUXEHUU 1, Jpatalusi SpUTPo- | XoNuHA B 3pH-
X0JION0BOM LIMTOB TpouuTax
ayToreMoun3

CTOMATONMTO3, ACCOUMHPYIOIIMIACA C OTCYTCTBHEM Pe3yC AHTHreHA.
Habnonaercst y naliueHToB € NOJHBIM OTCYTCTBMEM 3KCIIPECCUU pe-
3yc-aHTUreHa Ha MemOpaHax spurpouutos (Rh null). 9to upesssi-
yaiiHo peakas natoynorus (1 ciaydait Ha 5—6 mutH yenosek). Crenyer
OTIMYATDH JaHHOE HapYyUIEHHE OT Pe3yC-OTPULIATENLHOTO (heHOTH-
mma (cde), KOTOpHEIH B OOIIEH MOMy/ISiU®U BCTPEYAETCSl 3HAYUTENBHO

yamie.
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[mapa VI

FTEMONTUTHUYECKHWUE AHEMMUMU

s 3toro BapuMaHTa CTOMAaTOLMTO3a XapakKTepHa HOPMOX-
pOMHasl reMOJUTHUYECKass aHeMUsl JIeTKOW W/W CpemHell cTelre-
HM TsXeCcTH (reMomioOnH B nipeaenax 80—120 r/in) peTMKyl10LUTO3
(6—20%). B Ma3ke neprdepuueckoit KpOBU OIpenesercsa 3HauU-
TEABbHOE KOJIMYECTBO CTOMATOLUTOB U chepouuToB. Ob1iiee cogep-
)KaHUE€ MOHOBAICHTHBLIX KATUOHOB U KOJMUYECTBO BHYTPUKIIETOU-
HOM XHUIKOCTU CHUXEHO (AeruaparauMs KJieTok). TeMm He MeHee,
OCMOTHYECKAsi CTOMKOCTb 3PUTPOLIUTOB CHUXEHA, YTO SBJSICTCS
OTpaKeHHEM HAPYIIIeHHBIX CBOMCTB KeTOYHOM MeMOpaHbl. Crie-
H3KTOMMSI 1a€T OTYETAUBBIN MOJOXKUTENbHBIH d(PEKT.

Pesrome

1. CToMaTroumMTOo3 MOXET ObITh BPOXKICHHBIM U MPUOGPETCHHBIM,
K HacieacTBeHHbIM (hopMaM OTHOCSATCSI BPOXKIEHHbII CTOMa-
TOLMTO3, BPOXKACHHDBIN KCEPOLUTO3, KPUOTUAPOLMTOS, TICEBAO-
runepKajiueMus U CTOMaTOLMTO3, ACCOLUUPYIOLITHICS C OTCYT-
CTBUEM pe3yCc aHTUreHa. [IpuumnHOi pa3BUTHUST EPBbIX YETHIPEX
3a00/ieBaHU sIBISIETCH BPOXKIEHHDBIN AedeKT TpaHCIOpTa MO-
HOBAJICHTHBIX KATUOHOB (HaTpusi U Kanus) 4epe3 KICTOUHYIO
MeMOpaHy 3PUTPOLIMTOB.

2. TsXKecTb FeMOMTUYECKOM aHEMUAH DOJIbHBIX C HACJIEACTBEHHBIM
cthepolInTO30M onpenensieTcst popMoii 3adoseBaHmns. CriieHIK-
TOMUSt B OOJIBUIMHCTBE CIy4YaeB, KPOMe HAaC/IeICTBEHHOTO KCe-
POLIMTO34, JA€T OTYETAUBbIN KIMHUYCCKU 3¢ deKT.

AKAHTOLHUTO3bI

AKaHTOLUWTbl — 3PUTPOLIMTHI C HECKOJBKUMU HEPETYIAPHO
pAacCIoOJIOKEHHBIMH POrOBUAHBLIMM BbIpocTaMK. KieTKW BbIIJIS-
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HO.J1. WeBueHKo, A.A. HoBuk. B.A. MenbHMYEHKO

AHEMWMMM

Puc. 7.8. Masok nepudepuyeckoii kpou. Okpacka no PomaHosckomy * 1000.
HacnefcTBeHHbI akaHTOUMTO3 (abeTanMnonpoTenHeMus).

AT NNOTHBLIMKU, N He onpefenseTcsa 6nefHbI LEeHTPasIbHbIA AUCK,
XapaKTEPHbIA AN HOpMa/bHbIX 3pUTPOLNTOB (PUCYHOK 7.8). OT
3XMHOLMTOB aKaHTOUUTbI OT/IMYAKOTCA MEHbLUMM YUCIOM BbIPO-
CTOM ¥ BbICOKOW BapnabenbHOCTbIO MX AJIVHbI U WWPUHBLL. Mpu-
0OpEeTEHHbIN aKaHTOLMTO3 MOXET HabnogaTsCca npyu rmnoTupeo-
3e, MOcne CN/IEHIKTOMUN W NPU TSHXKENbIX 3a60/1eBaHUAX NEYEHN.
AKaHTOUMTO3 Mpu 3a60n1eBaHUAX NeveHN 00YCoBeH U3MEHEHN-
eM IMNUAHOro cocTaBa MembpaH 3pUTPOLMTOB — XOJNiecTepuHa W
thocnonunuaos. HacneiCcTBEHHbIA aKaHTOLMTO3  BbISIBNAETCS
npu abetanunonpoTenHeMun U y 60/bHbIX C heHoTUNoM Mak-
Jleopa.

AbeTanunonpoTenHeMust. AGeTaMnonpoTeuHemMmns (CUHAPOM
Bassen-Kornzweig) — reHeTuyeckn o6ycnoBfieHHOe 3ab0neBaHue,
XapaKTepu3ytoLLeecs akaHTOLMTO30M, CeNeKTUBHON XNPOBOM Ma-
naécopbumeit, runonMnuaeMment, U3MeHeHUsIMM ceTyaTKn U Mnpo-
rpeccupytolleli atakcueid. MepBuYHbIE NaTOreHeTUYecKme napy-
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Fnasa VI

FTEMONMNTUYMECKHWE AHEMWHU

LIEHUs OOYCIOBJIEHb! Ae(heKTOM CHHTe3a amorporerHa B, 4to B
WUTOTE TIPUBOAUT C OTCYTCTBUIO B OPTaHU3ME HEKOTOPBIX JIUITOIIPO-
TEMHOBBIX (ppakuuii. [IpyuurHa B3aUMOCBSA3M MEXIY HAPYILEHUS -
MU JIMIUAHOTO 0OMeHa U HOPMUPOBAHMEM aKAHTOIINTOB OKOHYA-
TeJbHO HE YCTAHOBJEHA.

3aboneBaHue MaHUMECTUPYET YXKE Ha [EPBOM T[OAY KU3-
HU U TNPOSIBJISETCHA CTeaTOppee U 3alepXKou pocra. IlurmMeHT-
Hasi peTUHONATUA U TPOTPECCUPYIONIAST ATAKCHSI BITEPBBIE OOBIY-
HO AuarHoctupyercs B Bo3pacte 5—10 ner. IIporpeccupyroiine
HEBPOJIOrMUYECKUE paCCTPOMCTBA SBJISIOTCS TPUYMHON CMep-
TU OOJILIIMHCTBA DOJBLHBIX BO BTOPOi WIM TpeTel AeKame XKHU3-
HU. B HEKOTOpPBIX CayuyasXx NPUYUHON CMEPTH MOTYT SABIAATHCS
TSKEJIbIE HAPYIICHUS CEPIeYHOr0 PUTMA U ceplaeuyHas HeJaocTa-
TOYHOCTD. [Ipu aHanuse nepudepruecKkoil KpOBH OIpeaeIsaeT s
TEMOJUTHYECKAST aHEMHWSA JIETKOW WJIM CPENHEN CTEeNEeHM TsXe-
CTU, YPOBEHb PETUKYJIOLIUTOB B HOPME UMW HE3HAYUTENHHO MO0-
BhIleH. B mazke nepudepuucckoit kposu — 60—70% akasTouu-
TOB. \

OcMmoTudeckas CTONKOCTb 3PUTPOILIMTOB B HOPMeE, JTHOO He3Ha-
YUTEIBHO MOBBINIEHA. [1pU OMOXMMHUYECKOM HCCIeI0OBaHHU KPOBH
ONPEIEISAIOTCS OUEHb HU3KME MOoKa3aTesd XoJiecTepuHa, dhocgo-
JIMITU/IOB U TPUTTIMLIEPUAOB. JlMarHo3 noaTBepXaaeTcs Ipu OTCYT-
CTBUU B CHIBOPOTKE KPOBM OeTa-TUIONPOTEUHOB.

®enotun Mak Jleoga. 1nsa ¢eHornna Mak-Jleona xapakrep-
HO CHUXXEHME SKCIIpeccuM aHTureHa Kemia Ha MmoBepxHOCTH MeM-
OpaH 3pUTPOLIMTOB, U KaK CJIEACTBAE — CHUXECHUE PeaKTUBHOCTU
K aHTU-Kenn aHtutenaM. IlpuunMHA CHMXKEHHOUW 3KCMpeccuU 3a-
KJIIOUAETCS B OTCYTCTBUM aHTHTeHa KX — Oejika, KOTOpblii IBAsieTCs
NpealueCTBEHHUKOM aHTuTreHa Kena.

XapakTepHbIMUA MPU3HAKAMU 3a00/IeBAHUS SIBJIIOTCA aKaHTO-
LUMTO3, MOJIMXPOMAa3usl, JIErKasi aHeMUSI C IIOJHOCTBIO KOMTIEHCH-
POBAHHBIM F€MOJIU30M U NPEAPACTIOI0XEHHOCTh K UMMYHU3ALIUU
K aHTATeHY Kemna. Yuc10 akaHTOUMTOB B Ma3Ke IepudepHIecKoil
KpOBH KosiebiieTcs ot 25 no 85%.
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10.J1. WesycHko, A.A. HoBuk, B.fl. MenbHuueHxo
AHEMMAMN

Pezrome

1. AKaHTOLIMTO3 — MPU3HAK Psifia HACAEACTBEHHBIX U IPUOOpETEH-
HbIX 3200J1eBaHUI ¢ HApYLIEHUSIMU THITUAHOTO oOMeHa, OTpa-
KaUINMUCS Ha CBOMCTBAX MeEMOpaHbl 3pUTPOLIMTOB.

2. K HacrmencTBeHHBIM (DOpMaM aKaHTOLIMTO30B OTHOCSITCS (heHO-
i Mak-Jleona u aberanunonporerdHeMus (cuHapom Bassen-
Kornzweig), st KOTOPOi KpOME aKaHTOLIMTO3a XapaKTePEH Psill
BBIpaKE€HHBIX CUCTEMHBIX PaCCTPOMCTB.

HacnencrseHnble reMOIMTHIECKHE AHEMHIH, CBA3AHHbIE
¢ HapyIIeHHEM AKTHBHOCTH (hepMeHTOB 3pUTPOLIMTOB

Cpenu U3BECTHBIX B HACTOSIIIEE BPEMS 3H3UMOITaTUIN 3PUTPOLIK-
TOB JAJIeKO He BCE COIIPOBOXKIIAIOTCS PAa3sBUTUEM I€MOIUTHUECKOMN
aHeMuH (HallpuMep, IEPUUUT PEAYKTA3bl LUTOXPOMa b, BC/IECTBYE
yero OoTMedaeTcd pa3BUTHE MeTreMornoOmHeMmuu). HawmbGonbiee
KIMHWUYECKOE 3HAUCHWE B paMKax HAC/ENCTBEHHOW reMoluThue-
CKOHM aHeMUM UMeeT AeULUT TII0K030-6-docdhaTieruaporeHasml.
HamHoro pexe, yeM neduumT mmoko30-6-thocharaeruaporeHassl,
BCTpedaeTcsd neUUUT NUpyBaTKUHA3bl. [eMOTUTUUECKUE aHEMUH,
0OYCJIOBJICHHBIE HapyLIEHUAMU ApYTUX (EPMEHTOB IIUKOIM3a
SPUTPOLMTOB (ISPULUNT TeKCOKMHA3BI, IMIoKo3ogochaTnzomepa-
3bI, ajbO0JIA3bI, HAPYLIEHUS METaboIu3Ma MyPUHOB U TUPUMMIY -
Ha U Ip.), BCTPEYAIOTCs Ype3BbIYaiiHO PEIKO.

CasaszanHble ¢ HapymienueM akTuBHocTu I'-6-@O/IT

CHuXeHUE aKTUBHOCTH IJIIOK030-6-dochaTaernaporeHassl
(I'-6-®MII') — camast yacTas NpUYKMHA HACIEACTBEHHbBIX TEMOMUTU-
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[naga VI

TEMONVUTUYECKHE AHEMUHU

4eCKHMX aHEMMIA, CBSI3aHHbIX C HAPYIIIEHUEM aKTHUBHOCTH (hepMEH-
TOB 3puUTpounToB. MUsnonorunyeckas pojib depmenta I-6-O/IT,
KaTATU3UPYIOLIETO HadalibHBIA 3Tal rekcodoMoHopochaTHOrO
LIYHTA, 3aKJI04aeTCs B 3alIUTE 9PUTPOLIMTOB OT BO3AEHCTBUS aK-
TUBHBIX GOpM Kucjopona. 3HayeHne Huskoro yposHs [-6-®AI B
reHese reMOJIMTHYECKOH aHeMun 6bL10 yeraHoBieHo P.E. Carson B
1956 romy, omMcaBIlIero rpynmy conmar-appoaMepuKaHLEB, Y KO-
TOPHIX Pa3BWIACh OCTpasi FeMOJIUTHUYECKass aHEMHST ¢ TEMOIJIOOH -
Hypuei Ha DoHe JleueHUs] aHTUMAISIPUITHBIMY MTpenapaTaMu.

B mupe HacyuTbiBaeTcs 0Kojio 200 MIULIMOHOB YeJIOBEK CO CHU-
xkeuneM yposHsi [-6-MIT. Jeduumt 3Toro hepMeHTa Yallle BCTpe-
YaeTcsl B pETMOHAX, SHAEMUYHBIX 1Mo Mansipuu (Adpuka, HOro-Boc-
TOYHAasA A3Us), UTO SIBJISICTCS 3alUTHBIM MEXaHU3MOM: B KJIETKAX C
neduuuroMm I'-6-DAT pocT MaJSIpUAHOTO TUIA3MOAUS WHTHOUDY-
eTCSI.

Dmuoao2usa u namozenes

Ted I'-6-DT nokanusyercs Ha X xpoMocoMe. B Hopme y MyX-
YUH M XEHIUUH UMEETCS OOMHAKOBas aKTUBHOCTb ¢hepMmeHTa. B
STOM CBSI3U CUMTAETCS, UTO OAHA U3 X XPOCOMOM B KaXJOH Kier-
K€ y XXKeHIIVH HeaKTUBHA. Y MOMAABSIONIEro OONBIIMHCTBA JIIOAEH
uMeeTca HopMasbHas ¢opma sH3uMa — [-6-DJIT" B, onHako Bcero
n3BecTHO 60Jiee 400 BapraHTOB JAHHOTO (hepMEHTA.

Passutue nepuuura I'-6-DI 06yc/OBIEHO TOUEYHBIMHA MYTa-
LMSIMH Te€Ha, PacIoIOXKEHHOIo Ha X-XpOMOCOMe. DTO TPUBOAUT K
CHUXEHUIO aKTMBHOCTH (pepMeHTa M/WJIW YMEHBIIEHUIO €ro cra-
ounbHOCTH. Jdeduuur I-6-OAI B apuTponiurax conpoBOKIAETCSA
Hapyiiennem BoccraHobneHust HAJI® u rmortatuoHa. B pesyib-
TaTe CHUXKAETCSl YCTOMYUBOCTD 3PUTPOLIMTOB K BO3AECHCTBUIO aK-
TUBHBIX OPM KHCIOPOOA, IIPOAYIIMPYIOIIKXCS B OPTAHU3ME IIPU
MpUEME psiIa MEIVKAMEHTOB (aHTUMAJTSIpUAHbIE TIPETIAPATHI, CYJIb-
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AHEMMNMHU

daHunaMuabl, HUTpodypaHbl, acCIUPHH U Jp.), BO3ACHCTBUU OaK-

Tepui Man ynoTpebleHUH B MUY KOHCKUX 6060B.

B cootBercTBUM ¢ Kiaccudukaiueii BcemupHoit Opranusa-
unu 3apaBooxpaHeHus (BO3) BbiAesIIOT 5 BapMaHTOB aKTHUBHO-
ctu [-6-DAT™
— I (ypoenb depmenTa <10% OT HOPMEI, YTO COMPOBOXIAETCH

XPOHHUYCCKOUN FeMOJIMTUYECKOM aHEMUE );

— 11 (ypoBenn I'-6-®JT <10% ot HOPMBI, HO HAOIIOAAETCS TOJIBKO
MHTEPMUTTUPYIOLIUI OCTPBIi TeMOTU3);

— I (yposens [-6-DAT ot 10 10 60% OT HOpMBI, IPU I3TOM HH-
TEPMUTTHPYIOUIMI TeMOIN3 BO3HMKAET TOJIbKO MOcie MH(pEK-
UMH WK IpHeMa MEIUKAMEHTOB);

— IV (yposenn I'-6-®/I" B HOpME, FeMOJU3 OTCYTCTBYET);

— V (aktuBHOCTb I-6-D/II noBeilLEHA).

Hopmanbubiit Tun depmenta (I-6-OAI° B) BcTpevaercs y
OONBILIMHCTBa HACEJCHHS U HE COIPOBOXAACTCS TI'eMOIHU30M
(xnacc 1V no xnaccudpukanum BO3). K passutuio remonutuye-
cKoM aHeMuu npenapacnonaraiot mytauuu I-6-®OJAT A+ (Bcrpe-
yaetcst y 30% xuteneii «uepHoii» Adppuku), I'-6-OAT A- (BbI-
aBnsiercs y 10—15% xureneit LlentpanbHoii, 3anannoit AGppuku
n adpoamepukaHiieB), [-6-OJI «cpennszemHOMOpcKas» (xa-
pakTepHa A cTpaH 6acceifHa CpeanseMHoro Mopst) u I-6-MJAT
«Canton» (BcTtpevaercs: B Aszuu). B Poccuu pedpunur I'-6-OAT
BBISIBJISIETCS B cpeliHeM y 2% HaceleHUsl, Jallle BCEro Y KHUTeJei
JarecrtaHa.

Kaunuueckas xapmuna

Beigensiior 4 xauMHu4eckux BapuaHTa aeduuura [-6-QAT:
OCTpasi TeMOJIMTUYECKasl aHEMHUsl; BpOXKAeHHas HechepourTapHas
reMOJIMTAYECKasi aHEMMUSI; HEOHATAbHAsl THIIEPOMINPYOUHEMUS;
aBuzm.
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Inasa VII.

TEMONUTHUYECKHUE AHEMHWH

Octpasg remouTiyeckas anemmns. HabGnionaetcst npu Hanbonee
gyacTbix BapuaHTax aedunuura I-6-OAT (I'-6-OAT A- u I-6-O/AT
«Cpenn3eMHOMOpCKoro» Tura). BHe kpusa cocTosiHue OOJbHBIX
YIOBJIETBOPUTEIBHOE, FeMaTONOrMUeCKUe MOKa3aTeau B Mpenenax
HOPMbl. [€MOJIUTHYECKUH KPHU3 C BHYTPUCOCYAUCTHIM TEMOIU30M
pa3BUBAETCsl NPU BO3AECHCTBUM MPOBOLIMPYIOIIUX aTeHTOB, K KO-
TOPBIM OTHOCSITCS psii METUKAMEHTOB (TIPOTHBOMAJISIPUHAHEIE TIpe-
naparbl, cyibaHUIaMUAbl, OWCENTON, HAJIUAUKCOBAS KHUCJIOTA,
ackopObUHOBas KHUCIOTA, HECTEPOUAHBIC TPOTUBOBOCITAIUTEBHBIE
npenaparbl), MHGEKLUOHHBIe 3a00eBaHus (OCTpast MHEBMOHMS,
calbMOHeIe3), A1MabeTHUECKUIA KETOAUUI03.

[1pu pa3BMTUU reMOJIMTUYECKOTO KPr3a Y OOIbHBIX MO BJIIOT-
cs GNEAHOCTh, HKTEPUUHOCTb KOXHU W CKJIEP, TEMHAs WU YepHast
Moua (B CBSI3U C reMorioouHypueit). [1pu BeIpakeHHOW reMorio-
OMHYPHUM BO3MOXHO Pa3BUTUE OCTPON MOYEYHOW HEN0CTATOYHO-
cTH (4dalle Ha poHe TpedllecTBYIOLIUX 3a0071eBaHuii 104YeK). AHe-
MHSI OOBIYHO BblpakeHa YMEpPEHHO, HO MOXET ObITb TSKENIOH
(yposeHb remonioduna 30—40 r/in v Huxke). KpaliHe penko pasBu-
BAETCsl OMACHBI TS XKU3HU arUIACTUUECKUI KPHU3, XapaKTePU3YIO-
LIMICST pE3KUM CHUXEHHUEM YPOBHS MeMOTIOOMHA, SPUTPOIIUTOB,
PETHUKYJIOLMTOB U PUTPOKAPHOLIMTOB B KOCTHOM MOG3TE.

B 60JbLIMHCTBE CYYaeB B CpEeAHEM Uepe3 HEAENIO OCTPHIi re-
MOJIM3 CTIIOHTAHHO KYINUPYeTCcs. DTO CBSI3aHO C TEM, UTO «cTapas»
MOMYNSALUS 3PUTPOLIMTOB 3aMEIIAETCH KIIETKAMU ¢ JOCTATOYHBIM
JIIS IPOTUBOAEACTBUSL OKCUAAHTAM YPOBHEM 3H3UMa.

Bpoxnennaa HecdeponuTapHas reMoiuTuueckas anemusi. Ha-
omonaercst peako, npu 1 tune pedpuumura I'-6-DAI, v xapakre-
pU3YETCS] BPOXIECHHONW MM MOSIBISIIOLIENACS C PAHHETO JETCKOTo
BO3PACTA YMEPEHHO BbIPAXKEHHON HechepouUTapHOW HOPMOLIM-
TapHOH HOPMOXPOMHOM reMonuTH4eckoi aHemueid. [1pu Bo3nei-
CTBUH MIPOBOLIMPYIOLLIUX ar€HTOB Pa3BUBAeTCs TUTIMYHbIA TEMOJIH-
TUYECKNH KPU3 C BHYTPUCOCYIUCTBIM F€MOJTU30M.

HeonaranbHag runepouiMpyonHeMuss Hab/1101aeTCsT Y HOBOPOXK-
JEHHBIX W XapaKTepu3yeTrcsl OCTPOM IeMOJUTUUYECKOW aHeMUEH
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AHEMMHAMU

¢ rurnepounupyouHeMueil. BeTpedaeTcs: mpu «cpein3eMHOMOD-
ckoM» 1 «Canton» BapuanTax aecunura [-6-DT. [1posouupyio-
e (paKTOPHI He YCTAHOBJICHBI.

®asusm. Ocrpasd TEMONUTHUYECKAs aHEMHsI C BHYTPUCOCYIH-
CTBIM TEMOJIN30M, KOTOpas pa3BUBAeTCS OOBIYHO y AeTelt 1-5 jer
rocsie yrnorpebaeHus B My KoHCKux 60008 (Vicia fava). Berpe-
YaeTCcs Y He3HAUUTEJTbHOIO KOJIMYECTBA OONBHBIX CO «CPEAU3EMHO-
MOpCKUM» BapuaHToM Jeduunta [-6-D/II, Tak Kak A pa3BUTHS
(haBM3Ma HEOOXOIMMBI JOMOJHMTENIbHBIE BPOXIACHHBIE HapylIe-
HUSA MeTaboTA3Ma.

Jabopamopnvte dannsie

Kaunuueckuii ananuz kposu. BHe Kpr3sa y MoaaBisomero 60b-
IIWHCTBA OOJILHBIX TI0KA3aTean TiepudepruiIecKoil KpOBU B Mipele-
JJax HOpMEL [lpy pa3BUTHH reMOJIUTHYECKOrO KpU3a BBLISIBIISET-
Csl aHEMHS, KOTOpast MOXET TOCTUTATh TSXKeJIoH cTerneHH (YPOBEHD
reMornoouHa 30 r/a U HUXeE), PETUKYJOUUTO3 U JEHKOLIMTO3 CO
COBUIOM JeHKouuTapHOi (hopMynbl BAeBO. [Tpy BpoXXAeHHON He-
chepolIuTapHON reMOJIUTHUYECKON aHEMUHM YPOBEHDL TeMOINIoOUHA
B nipenenax 80—100 r/m.

Ananuz mouu. B ocaike MOYM 3pUTPOLMUTHI OTCYTCTBYIOT. Xapak-
TEPHBIMU TPHU3HAKAMU BHYTPUCOCYAWCTOIO TEMOJIM3a SIBJISIFOTCS
HaJIMYKE B MOYE FeMOCHASPUHA U CBOOOTHOIO reMOrJIO0MHA.

Muenoepamma. B KOCTHOM MO3Te BbISIBASIETCS PE3KOE pa3apaxe-
HH1E SPUTPOUIHOTO POCTKA CO CHIKEHHUEM JIEMKO3PUTPODIacTHIC-
CKOTO COOTHOIIEHHUS A0 1:1 ¥ MeHbllIe.

Buoxumuunecxue uccredosanusn. I'aTOTHOMOHUYHBIM TTPU3HAKOM
3a00s1eBaHUS ABISIETCI CHIKeHMeE aKTUBHOCTH [-6-D/IT B spuTpo-
UMTAX (B TOM YMCJIe — BHE TeMOJIUTUIECKOrO Kpr3a). [1pu pa3BuTuu
reMojar3a 0OHapyKMBAETCSt IOBLIILICHUE CBOOOIHOrO reMOIIOOUHA
B TUIa3Me, a TaKXe YBEIMYEHUE YPOBHS CBOOOTHOIO OMIMpyOUuHa.
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Iasa VII.

TEMOJNJUTHUYECKWE AHEMHUU

Jluazno3 u oughghepenuuanvnoiii ouazrnos

B GosnblivMHCTBE ciyyaeB 1MarHo3 BIIEPBbIE CTABUTCS [1PU pa3-
BUTHUM OCTPOro remMosin3a Ha (poHe MH(PEKIIMOHHOTO 3a00JIeBaHUS
WIK npuemMa MeaukameHToB. [lpu 3ToM HeoOXOAMMO UCKITIOUHUTD
Ipyrue (popMbl HACHEACTBEHHBIX TEMOJUTUYECKHX AHEMHUI, 4 TaK-
K€ UMMYHHbIE TEMOJTUTUUECKUE AHEMUMU.

OcHoBolt 1151 auddepeHIUATLHON JUATHOCTUKY SBJISIETCS TH -
MUYHas KJIMHNYeCcKasg KapTuHa FeMOJIMTUYECKOTO Kp13a ¢ BHYTPH -
COCYAUCTBIM FEeMONU30M U OOHApYXKeHUE CHMKEHHOM aKTUBHOCTH
[-6-®T B spuTpOLIMTAaX.

Jlewenue

B nepeyio ouepenb, HeobXxomuMoO M30eraTh MmpueMa MeauKa-
MEHTOB U KOHTaKTa ¢ XMMUYECKUMU BELICCTBAMM, KOTOPBIE MO-
I'YT CIPOBOLMPOBATh TeMosu3 mpu aeduuunte [-6-DJT. K tako-
BBIM MEAMKAMEHTAM U XMMHUUYECKUM COCOIMHEHUSM OTHOCSTCS:
aleTaHUAKA, (XMMUKAT, UCIIONB3YIOUIUICH 118 MPOU3BOACTBA,
B YaCTHOCTH, KpacuTesiel), NOKCOPYOMIIMH, W300yTHJI HUTPMUT,
METHJIEHOBBLIN CUHUI, HATUAUKCOBAsL KMCJIOTa, Ha(TaIUH, HU-
TpodypaHTOUH ((dypagaHTUH), IPUMAXUH, CyabhaMeToKca3ol,
cynbdaHunaMul (CTpentouunn), cyrbdanupuinH, cyibdalera-
MU, PEHA3ONMUPUAUH (MUPUANYM), DEHWITHAPA3UH, Pypa3o-
JUIOH.

[lpy pa3BUTHM reMOJIUTUUYECKOIO KpU3a B ITEPBYIO OYEPED He-
00XO0MMO OTMEHMTh «ITPOBOLIMPYIOLLIMI» MeTUKaMeHT. B ciydae
BBIPaXX€HHOIO BHYTPUCOCYIUCTOrO reMoIn3a Heobxoauma mpodu-
JIaKTUKa OCTPOH NMOYEYHOH HEMOCTaTOYHOCTH ((hOpCUPOBAHHBIN
auypes). [Ipu pa3BUTHM OCTPOIi MOUYEYHON HEAOCTATOYHOCTH TPO-
BOINTCS BECh KOMILIEKC HEOOXOMMMBIX MEPONPUSITHI (BILIOTH IO
remoavainuniza). [Ipu annacTuyeckoM Kpu3e 1o KU3HEHHBIM [10Ka-
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IOJ1. LleBuenko, A.A. Hosuk, B.S. Meubinuenko
AHEMMN

3aHMSM TIPOBOOATCA TpaHchy3uu pUTpoumMTapHoil maccel. [Ipu
TSKEJI0H BPOXISHHOW HeC(EpOLMTAPHON IeMONTUTUUECKON aHe-
MMH B psiiie cilyuaeB HeoOXonuMbl 0OMEHHBIE TPaHCHY3UU IPUTPO-
LIMTOB. Y HeOOJBIIONH YaCTH 3TUX MauUeHTOB 2HEeKTUBHA CILIe-
HAKTOMUSI.

Pezrome

1. T'eHeTHYecKH 0OYCIOBIEHHOE CHUXEHHE AKTUBHOCTH ITHOKO30-
6-docharaeruaporeHasnl XapakKTepU3yeTcsl pa3BUTHEM OCTPOH,
pexe XPOHUIECKOH reMOJIUTUUCCKON aHEMHUU C BHYTPUCOCYIU -
CTBIM F€MOJIU30M. )

2. Bouaenasior 4 KIMHMYECKUX BapuvaHTa aeduuuTa IVI0K030-6-
docharaeruaporeHassbl:

— ocTpasi reMOJTUTHIeCcKasd aHeMusl (pa3BUBAeTCsl IPH BO3AEH -
CTBUU IIPOBOLIMPYIOLIAX aTeHTOB: TIpUeMe psiia MEAUKAMCH -
TOB, UHDEKUMOHHBIX 3a00/IeBaHUSIX, AUAOETUIECKOM KETOA-
LIMI03¢e);
— BpOXIeHHAas HechepoLUuTapHasi FeMOJUTUYECKas aHEMMUS;
— HeoHaTajbHasl TMTIe pOMINPYOUHEMMUS;
daBU3M.
3. OcHOBHbIC TPUHLMIIBI JICUCHHUSL:
— OTMEHA «IIPOBOLMPYIOIIETO» MEIMKAMEHTA;
— [poUIaKTHKA, TPU HEOOXOAUMOCTH — JIEYEHHE OCTPOI T10-
YEYHOI HEITOCTATOUHOCTH.

Casaszannble ¢ JehuITOM NHPYBATKHHA3bI

Hedunut nupyBatkuHasbl (ITK) siBasiercss BTOpoi Mo 4actoTe
SH3UMOINATHUE mociae nedUuUUTa [II0K030-6-hochatieruapore-
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[naga VIIL.

TEMOTUTHUYECKHWE AHEMWHU

Ha3bl. Hanbosbiiee ynciio ciyyaeB 3a60ieBaHUs GbUIO OMMCAHO B
CesepHoit EBpone, CIIA u SInonuu, XoTs 3a00/ieBaHUE BCTpEYa-
€TCsI TOBCEMECTHO.

Dmuoaoeus u namozenes

IIK npencraBasieT coboil TeTpaMepHbIil HEJIOK C MOJIEKYASAP-
HbIM BecoM 230 kDa. depMeHT KaTaau3upyeT npespalieHue Gpoc-
(posHONMMpPYBaTa B NUpyBaT. DTO OOHA U3 ABYX peakLUil ITIH-
KOJW3a, B pe3yabTaTe KOTOpPbIX NpoucxoguT cuHTes AT®. 1K
KonupyeTcs AByMms pas3iuyHbiMu reHamu — PKM2 u PKLR, B pe-
3y/JbTaTe 4ero CUHTe3upyercs deroipe uzosH3uma 1K (PK-MI1,
PK-M2 (konmpyercsi renom PKM2) u PK-L, PK-R (kogupyer-
cst reHoM PKLR).

I'eMosiuTHueCcKast aHeMUS, acCOLMMpPOBAHHAsI ¢ JAeULUTOM
1K, cBasana ¢ myraunsamu reHa PKLR. Onmcano 6onee 50 pas-
JIMYHBIX MYTAaLMH 3TOTO reHa B CBSI3U C FEMOJIMTHUECKOH aHEMMU-
ei.

Heduuur I[1K gpasiercs npuuMHON cHUXeHMS cuHTe3a AT®
B aputpouuntax. Hemocratok AT® npuBOAUT K HapyIIEeHUIO
dbyukumuun AT®-a3zHoro Hacoca KAE€TOYHOIl MeMOpaHbl U K M0-
Tepe MOHOB Kanusi (MpU 3TOM KOHLEHTpAllMsl UOHOB HATpHs B
3purpouunTe He Bo3zpacrtaeT). Llenb maToreHeTUYECKUX Hapyllie-
HUI B UTOTE BEACT K NOBPEXKACHUIO KJIETOYHON MeMOpaHBbl, 1o~
Tepe €€ MJIAaCTUYHOCTU U pa3pylIeHHUIO KJIEeTOK B CeJe3¢HKE U Tie-
yeHu. CnenyeTr 3aMeTUThb, UTO ypoBeHb AT® MoxeT ocTaBaThes
HOPMAaJbHBIM 11PpU 3HAYUTEJBHOM PETUKYJIOLUTO3E U OBITb TIPU-
YUHOW AUATHOCTUUYECKUX OLIMOOK. OrnpeaeseHue HOpMaabHOTO
ypoBHs AT® B TakKX c/1yyasix oObSICHSIETCA HATHUMEM MUTOXOH-
IPUHA B pETUKYJOLUMTAX, UYTO AA€T BO3MOXHOCTD noaydyeHust AT®
MYTEM HE TOJIbKO [MIMKOIW3a, HO U OKUCIHUTEIbHOTO dochopu-
JIUPOBAHMUSI.
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10.J1. lllepucnko, A.A. Hosuk, B.l. MenbHuueHko

AHEMMHAH

Kaunuuecrkaa xapmuna

Knuangeckne npospeienus aeduuuta 11K gocratouno Bapua-
OenpHBI. BeTpeyaercst Kak ciydau TAXeaA0i HEOHaTalbHOM reMo-
JINTUYECKOHM aHEeMHU, TpeOyiolliMe MHOXECTBEHHbIX IeMOTpaHC-
(y3uit, Tak ¥ GeccUMNITOMHbIE (POPMBI 3a00NEBaHUs, CIY4aUHO
BBISIBJISIEMBIC YXE B 3pesioM Bo3pacTe. B otnnuure ot reMonusa, 06-
YCJIOBJIEHHOTO JIe(PUUUTOM [TI0K030-6~docdaTtaeruaporeHassl,
xkenatryxa y geteit ¢ gecdunuromM 1K Bcerga ConpoBOXAAETCS aHE-
MHEN 1 4acTo cruieHoMeranueit. Tak U3BECTHbBI TSXEbIe CEMEHHbIE
cayyan aeduuuta [TK, Korna cMepTh aeTeit Hactynajia B Bo3pac-
Te 3—4 JjieT, ecyiM He TPOBOAWIACH CIUIEH3KTOMuUS. Crieuudunye-
CKUX KJIIMHWYECKUX MPHU3HAKOB 3a60JieBaHWs1 HE ONTMCAHO, BEPOSIT-
HO, BBHUAY TOTO, 4TO AeGULUT (pepMeHTa HE 3aTparuBaeT HU OJHY
W3 IPYrux TKaHe# opraHu3Ma, KpoMe apuTponaHoil. KnnHuyeckoe
TeYEHHUE MOXET OCJIOXKHATHCS arLTaCTHUECKMMU KpHU3aMu. BO3HUK-
HOBEHMIO KpH3a CIOCOOCTBOBYET MH(EKIIUS (Yallle BCErO BUPYC-
Hast). HaunHag co BTOPOi AeKaabl XXU3HH, Y OONbHBIX C YBETUYU-
BaLIeHCsT 4acTOTOM BhIABASIETCH XoaeauTras. JlocTaTOuHo peiako
BO3HUKAIOT XPOHUYECKHUE SI3BbI B 0OJACTU FOJieHeH. Y OOJBHBIX,
MOJYYaBILIUX MAaCCUBHYIO FeMOTPaHCHY3UOHHYIO Tepanuio, MOTYT
BbISIBJISTHCS [IPU3HAKY FEMOCHIEPO3a, XOTs MOCASAHUI ONTUCAaH U Y
NaIlMeHTOB ¢ MUHUMAJBHBIM YUCJIOM reMOTpaHCdy3ui nin ux ot-
CYTCTBUEM B aHAMHE3E 3a00/1eBaHUA.

Jlabopamopnvie danuvie, duaznos
u oughgpepenyuavusiii duaznos

B o61ieM aHanu3e KpOBU ONMPEREIISIETCS CPEAHEH TAKECTU WIN
TSKes1ass aHeMusi. YpOBeHb reMorioOuHa OOBIYHO KojebaeTcst B
npenenax 60—100 r/n. B Maske nepudepuyeckoil KpOBH BbISIBIISI-
[0TCSI TIPU3HAKHA YCHICHHOTO 3PUTPOII033a; MOJNXpoMaTodmins,
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[naBa VII.
FTEMONUTHUYECKHWE AHEMMUWHU

aHU30LIMTO3, MOUKUIOLUMTO3 M pa3diMuHOE KOJUYECTBO IPUTPO-
LIUTOB ¢ OCTAaTKaMM s11pa. YPOBEHb PETUKYJIOLUMTOB COCTABIISIET 5-
15%. Kakux-1160 Mop¢hosornyeckux oCoO0eHHOCTEN 3PUTPOUI-
HbIX KJeTok nipu gepuuure [1K He onucaHo. [pu uccienoBaHuu
KOCTHOIO MO3Ta OTMEYACTCsl TUIIEPIIa3nsl SPUTPOUIHOIO POCTKA
Ha (POHE TUITePKIIETOUHOCTH.

OcHoBy iMarHo3a cocTapisieT 1adopaTopHasi OUgHKA aKTHUBHO-
CTH (bepMeHTa B 3pUTPOLIMTAX. Y OOJBbIIMHCTBA MAIIUEHTOB C Je-
duuutoMm [NMK 3puTpoLiMTOB YpOBEHb (EPMEHTA COCTARIET OT 3
10 25% ot HopMbl. buoxumuyeckas oueHka aktuBHocTH T1K oT-
HOCHUTEJIbHO YaCTO MOXET IaBaTbh JIOXHOOTPULATEIbLHBIE PE3Yib-
TaThl. M36eXaTh JIOXHOOTPUHATEIbHBLIX PE3YJIBTATOB MO3BOJISIET
TILATEJIbHAS] OYMCTKA MCCAENyeMOro Marepuajia OT JeHKOIIUTOB,
JetikouuTtapHsiii redH PKM2 He noBpexnaeTcs B ciaydasx ¢ aedhu-
uutoM T1K sputpouuros, a aktuBHocTh 1K netikonuros B 300 pas
TIPEBBIIIAET TAKOBYIO B 3PUTPOLIMTAX.

Bo3MoxHa npeHaTajbHas AMArHOCTUKA B CEMbSX C BBICOKMM
PUCKOM BO3HWKHOBEHUS 3a00jieBaHuA. B maHHbIX ciyyasx mpen-
MOYTUTEJIBHO UCMOJb30BAHUE MOJEKYISIPHO-TEHETHIESCKUX METO-
NUK ISl BBISIBJIEHHS MYTHPOBAHHOIO IeHa, Tak Kak JJisi UCIIOJb-
30BaHHsI OMOXUMHUYECKOIrO METOAA, OIPEACJISIIOUIEI0 aKTUBHOCTD
¢epMeHTa, HEOOXOAUMO OTHOCHUTEIBHO OObIIOE KOTUYECTBO KPO-
BY TU10[a, YTO CONPSIKEHO C PSLAOM TPYJHOCTEM.

HuddepeHIManbHBIM AMAaTHO3 HEOOXOAMMO IPOBOANUTL C
npuobpereHHbIM Aecuuutom ITK spurpounros. JdaHHbie cOCTO-
SIHMASI MOTYT Ha0II0JaThCsl ITPYU OCTPHIX IEHMKO3aX, HEKOTOPbIX Ba-
pUaHTax MMENOAMCIIACTUYECKOTO CUH/ApPOMA, TNMOCje TpoBeae-
HUd xuMuoTepanuu. [puunnbl, npusoagine K aepunnty 11K
Mpyu OMUCAHHBIX 3a00€BAHUAX U COCTOSIHUSAX, NOBOJIBLHO Pa3HO-
00OpasHbl U CBSI3aHbl INIABHBIM 00pa30M C MOBpPEeXIeHUEM CTBOJIO-
BOM KJIeTKU. OTIUMYUTEIbHON O0COOEHHOCTHIO MPUOOPETEHHOTO
nedbutiuta I1K sBageTcs 1o, 4ToO aKTUBHOCTh (hepPMEHTA CHMXKA-
€TCS1 He HACTOJIBKO CUJIBHO, YTOOBI ObITh IPUUNHOUN reMOIUTHY e~
CKOW aHEMUH.
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K01, illeyenko, A A. Hosuk, B.S. MeapHuucHKO
AHEMMHU

Jleuenue

Ecan B TeucHHE NEpBbIX JIET XKU3HU Y OOJILHOTO OIPEENSETCS]
TSDKEnas aHeMusl, TOKa3aHO MPOBEAeHHE TeMOTpaHC(y3UOHHON
tepaniuu. [Tonnepxanne remMorno6uHa Ha ypoBHe 80 r/i 1aeT BO3-
MOXHOCTb PeOEHKY HOPMAaNlbHO PacTy U pa3BUBATLCS C MUHUMATb-
HBIM PUCKOM BO3HUKHOBEHMUS yTPOXKAIONIMX XKU3HU ariaCTUYECKUX
KpHu30B. B nocieayiomieM BBINOMHEHME CIUIEHIKTOMUWHA T1O3BOJSIET
3HAYMTEJILHO YMEHBIIWTh BHIPAXEHHOCTh aHEMUU. CIIIEHIKTOMUIO
C/IeNyeT 10 BO3MOXHOCTH BBITIONHATE TIOC/IE IOCTUXEHUS S-JeTHe-
ro BO3pacra, Tak KaK BBITIOJIHEHUE 3TONH XMUPYPTrUYECKOi onepauum
Ha 60oJj1ee paHHUX CPOKAX PE3KO YBETMUMBACT PUCK BO3HUKHOBEHUS
cencuca. U3BecteH onuH ciydai nedpunura IK, conposoxaatoiiie-
rocs TSDKEIBIM TeMOJIM30M, Y Majib4yuKa, U3ICUEHHOTO alIONeHHOM
TpaHCIUIAHTALME KOCTHOIO MO3T4.

Pesrome

1. Tenernyecky OOYyCIOBAEHHLINA Ae(ULIAT MUPYBATKUHA3LI 3pH-
TPOLMUTOB XapaKTEPU3YETCsl PA3BUTUEM XPOHUUYECKOU IreMOJN-
TUYECKON aHEMHM PAZIUYHOMN CTENEHU TAXKECTH.

2. OCHOBY JICUEHHS CTYUaeB C TSKEIOU reMOJTMTUYECKON aHeMUEH
COCTaBJISTIOT TeMOTpaHCcdY3UM ¢ nocaeaymouei (mocae I0CTH-
JKEHUS S-JIETHETO BO3pacTa) CNIJIEHIKTOMUEH.

Penxue ¢opMbl JH3UMONATHI IIMKOIU3A SPUTPOLMTOB,
CBSA3aHHBIE C TEMOJUTHYECKOU aHEMUEH

Jedummr rekcokunassbl. ['ekcoknnasa (I'K) karanusupyer nepe-
XOJ TIIOKO3BI B [TI0K030-6-docdar. D1o rmepBbiii PepMeHT LITHUKO-
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[nasa VII.

TEMOJIUTHUYECKHUE AHEMHUMN

JIM3HOTO MYTH, UTPAIOLINH KJIIOUEBYIO PONb B PEry/ISIIUU YTUIAA-
MU DI10KO3bl. AKTUBHOCTD 'K siByisieTcst caMoii HU3KOM cpeay Bcex
(bepMEHTOB ITUKONM3a M CHUXKAETCS 110 MEPE CTAPEHUs1 KJIETOK.
Heduuut 'K npuBoaur K cyOHOPMAaJIbHOM YTUIM3ALMH [ITFOKO3bI
U BbIpabOTKe MOJOYHOM KHCI0Thl. U3BeCTHO HeckobKo reHoB 'K
yenoBeka — HK1, HK2, HK3 u HK4. I'en HK 1, pacniosoxeHHbIi
Ha 10 xpomocome, koaupyet 'K sputpouutoB. B Hacrosiiuee Bpe-
MsI U3BECTHA JIMILIB OAHA MYTALIUs JJAHHOTO I'e¢Ha, aCCOLMUpPYIoLIa-
S1Cs1 C TEMOJIMTUYIECKOH aHEMUEN.

B Mupe onucaHo HUYTOXHO KOJIMYECTBO C/IYUAcB 3a00JIeBaHUsI
(menee 50) (Erpona, CpeauzemHoMopbe, CKAHIUHABUSI U A3Hs1).
3aboneBaHue nepemaercsl OT POIUTEIEH MOTOMKAM MO ayTOCOM-
HO-PELLECCUBHOMY TUNYy. B 25% onucaHHbIX CIy4aeB MME/1a MECTO
HeoHaTanbHasg runepounupyortemMust, TpedboBaBIIag MPOBEACHUS
reMoTpaHcdy3uii. Y 00JbIIMHCTRA XKe MAUMEHTOB JerKasi aHeMUS
€ PEKYPPCHTHBIMU 3NM30AAMHU XKeNTYXW AUArHOCTUPOBAJIACH TIO-
clie MepBOW AeKanbl Xu3HU. YacTo BBISIBISIACH CIUIEHOMETaIHs.
CIruIeHOKTOMHUS] YMEHbIIAET NPOSBJEHUS aHEMUH, HO HE U3JIEUH-
Baer ee.

Kakux-nu60 ocobeHHOCTEH B MOP(hOIOTUH IPUTPOLUTOB IPH
neduiure I'K He onmmcano. JluarHo3 ycTaHaBIUBAeTCS IyTEM OITpe-
NENEeHUsl aKTUBHOCTU (pepMeHTa B 3puTpoluTax. Beuny Toro, uro
akTBHOCTb 'K 3aBUCHT OT BO3pacTa KINeTOK, UCCeTOBAaHUE TOJIK-
HO MPOBOIUTCS MPHU 0043aTebHOM YU€Te YPOBHSI PETKY/IOLUTOB (B
HHMX aKTUBHOCTb (hepMEHTA BhIIIE) WM OCHOBLIBATbCS HA PE3YIb-
Tarax ornpeaesieHus IPYIuX «BO3pACT-3aBUCHMBIX» (PEPMEHTOB.

Jedmmr rmokosodochaTuzomepasnl. ImokosodochaTuszoMe-
paza (I'PN) xaranusupyeT B3auMHOE MpeBpalleHue (PpyKTo30-
6-docpaTa U rMoko30-6-docdara. Xord 3T0 U OYCHb PEIKOE 3a-
00JicBAHHE OHO 3aHHUMAET TPETbE MECTO B POy IHHU3UMOIIATHIA
3PUTPOLIMTOR, CBA3AHHBIX C TEMONIUTHYCCKON aHeMHeH, TToce He-
¢unmura moKo3o0-6-docdatieruaporeHasbl U TMPYBaTKUHA3E. B
Mupe onucano okono 100 cayyaes 3adoneBaHMs (MeEPBOE ONMUCAHNE
naTupyercs 1968 romom).
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KO.J1. IWepuenko, A.A. Hosuk, B.§l. Mcasuusienko
AHEMMHU

Ten, kommnpyrouuii 'K, pacnonaraercst Ha 19 xpomocome. Onu-
CaHO HECKOJTBKO BHIOB MyTallMil JAHHOTO IeHa, SIBJISIIOILMXCS B UTOTE
TIPUYMHON reMoym3a. 3abojieBaHue HACASIYETCS 110 ayTOCOMHO-pe-
LIECCUBHOMY THITY. ¥ OOJIMTaTHBIX I'eTepO3UTOT 10 MYTAHTHOM aJuie-
JIM HeE BBISIBISIETCS KJIMHUYECKUX IIPU3HAKOB 3a001eBaHUs Ha hOHE
HE3HAYUTEbHO CHUXKEHHOM aKTUBHOCTHU (hepmeHTa. CHMIITOMBI 60-
JIE3HW HAXOOST Y MOHO3UIOT. TsiKecTb aHEMUU IIMPOKO BapbUpYeT.
Omucanbl CIy4au BHYTPUYTPOOHOU CMEPTH TLIOAA U CTyYau aHEMUH
W TUNEepOMINPYOMHEMHUH B IIOCTHATAJIbHOM nepuone. CocTosiHue
psiia TalMEeHTOB TPeOOBAJIO ITPOBEICHUE PETYISPHBIX reMOTpaHChy-
3uit. Kak ¥ ipy APYruX reMOJTUTHYECCKUX aHEMUSIX TeUeHue 3a00Jie-
BaHMSA MOXET OCJOXHSIThCS Pa3BUTUEM alIacTUIECKOTO U rurepre-
MOJIMTHYECKOro Kpu3a. ONucaHbl cliyyau Npyanu3Ma y naluueHToB
¢ pepuumtoMm 'OU. CiieHIKTOMUS MO3BOJSIET N30EXKATH WK CY~
LIECTBEHHO CHU3UTH MOTPEOHOCTh B reMOTpaHc(hy3usiX. YPOBEHb re-
MOIJI00MHA TIOC/IE MPOBEACHMUS CIIJICH3KTOMUU OOBIYHO COCTABJISIET
80—100 r/n; KOIMUYeCTBO PETUKYJIOLIMTOB CYyLIECTBEHHO TMOBBILLIACT-
¢, cocrapnsist 50—75%. B maske nepude pruuecKoi KpoBU ONpeac)isi-
eTCA aHU3O0LMTO3, TOMKWIOLIUTO3, MMOAMXPOMATOMUINA U YaCcTo —
HaJIMYUe SACPHBIX (DOPM BPUTPOLIMTOB. JIMAarHo3 MoATBEPXKIAETCS
IIpH OMNpeeIeHNU aKTUBHOCTH (DEPMEHTOB 3PUTPOLIUTOB. Bo3Mox-
HO [POBeJeHHE MIPEHATATbHON AMAaTHOCTUKU, UCC/IeAYS! aKTUBHOCTh
(bepMEeHTOB B KJIETKaX aMHHOTHYECKOH XKUIKOCTH.

Hedunur dochodpykrokunassl. Dochodpykroknnaza (PDK)
KaTaTu3upyer rpouecc dochonupupoBaHust Gpykrozo-6-docoa-
ta. ®OK npeacrapisier co60# TeTpaMepHbIil 0eoK, NMPeaCTaBISH-
HBIH TpeMST pa3IMUHbIMU dpakuusiMu: M — mblleyHas ppakuus,
L — nedyenoyHas ¢ppaxkumnsa u P — tpombounTtapHas dpakuwmsi. I'ex,
Komupyoluii M-dpakiyio, pacnojoxeH Ha 1-ii xpoMmocome, L-
¢paxumio — Ha 21-# u P-dpakuuio — Ha 10-i. B apurponmrax co-
JepXKUTCS B paBHOM KojuuecTBe M- u L-dpakunu. Beuay toro,
9To (hePMEHT COAEPKMUTCH B PA3IMYHbIX TKAHSIX OpraHU3Ma, KilM-
HUYeCKMe IMIPOSBIeHUS 3a00JIeBaHUsl B psIIE CyyaeB He OTpaHUuyH-
BAaIOTCS TOJIBKO TEMOJIMTUYECKON aHEMHUECH.
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[nasa VII.

TEMOJUTUYECKHWE AHEMHUHU

OnucaHo TpU KIMHUYECKHUX BapuUaHTa TeUEHUs 3a00JeBaHUSA:
a) XpoHUUYeCKasl reMOJIMTHUECKasi aHEMUSI C MMOTIATUE; 0) U30NMH-
poBaHHas XpOHUYECKAsl TEMOJIMTHIECKasl aHEMUSI; B) U30JIUPOBAH -
Hasi MUOTIATHSL.

INMepBoHauanbHo cuHapoM Aecdunura GDK 6bL1 onmucaH Kak
3a00JieBaHMe, XapaKTEepU3YyIOLLeecs HacleNCTBeHHOU Hecdhepolu-
TapHOi aHemHel U muomaTuei (6one3nn, Tapyu, minkoreHos Vil
TUMa). B HacTosliee BpeMs B Mupe onvcaHo 6omee 20 ciayvaen 310-
ro 3aboJieBaHMA, HACIEIYIOUIETOCS M0 AyTOCOMHO-PELIECCHBHOMY
MY, MUonaTtust nposipiasieTcss B oOUICH MbIIIEYHONW CMaboCTH U
CyXeHUU obbema apuxeHuit. I'lpyu MopdoaoruyeckoMm UccaeioBa~
HUU MBILLIEYHON TKAHM BBISIBJISICTCST YBEIMUEHUE COAECPXKAHUS TJIH -
KoreHa. B psiae ciayuaeB ypoBeHb reMODIOOMHA B Mpeneaax HOp-
MBI, MHOTJA Aaxe MoBbllueH. IIpru3Haku reMosin3a MUHUMAJBHBL.
B cay4yasix coueTaHusi MUOTIATUM U aHEMUW Y B GHOITaTe MBILLIEYHOM
TKaHU OMPENLISIETCs MOJTHOE OTCYTCTBUE akTuBHOCTH DMK, ypo-
BeHb (hepMeHTa B apUTpolIUTax coctapisieT 50% ot Hopmbl. dua-
rHO3 3a00JIeBaHUs YCTAHABIUBACTCS HA OCHOBAHUW UCCJISTOBAHUS
(pepMEHTHOTO COCTaBa 3PUTPOLIMTOB. B ciyvasix coyetaHusl aHe-
MMM 1 MUOTIATUM HeobOxoauMMo ompeneneHue aktnsHoctn OOK B
ouorraTe CKeJISTHON MBILILIBI.

Jednout Tpuosodocharnzomepaspl. Tpuoszodocharnzomepasa
(TOW) kaTanuzupyeT peBEPCHBHYIO U30MEpH3aLl M0 TNIHLEPATBIC-
run-3-pocdara v puruapoauetod dpocdara. PepMeHT IpeacTaB-
JIEH JIUIIb ONHOM (pakLueil, 1 ee 1e(PULINUT OTPaKaeTCst HA COCTO-
STHHM BCETO OPraHK3Ma, a He OTAeNbHOW TKaHU. [eH, KOTUPYIOIIMii
TD®U, pacrionoxeH B KOPOTKOM Ijiede 12-it xpomocomel. Ilpu ne-
uuMTe PepMeHTa OTYETINBO CHUKAETCS €r0 aKTUBHOCTH B 3pUTPO-
LMTaxX JeHKOLMUTaX, MbllILax ¥ (pubpobinactax Koxu. B HacTosiiee
BpeMsI B MUpe OMUCcaHo, Mo KpaitHel Mepe, 30 ciayyaeB achuim-
ta TOU, accounnMpoBaHHBIX ¢ TeMOIUTUYECKOM aHeMuei. 3abolie-
BaHMeE HACIECAYETCS 10 AyTOCOMHO-PELIECCUBHOMY THUITY M XapakTe-
pu3syercss NOoJUMOp¢GHON KIMHUYECKOW KapTHHOM, BKIIOYatollei
reMOJIUTUYECKYIO aHEMUIO Y BblpaskeHHbIE HEBPOJIOIMUECKUE pac-
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10.J1. WeBuenko, A.A. Hosuk, B.Sl. MeapHuucHKO
AHEMMHKH

CTpPOICTBA (CMACTHYHOCThH, MOTOPHBIE HAPYLIEHWsl, TMIIOTOHUS).
XapakTepusyeTcsl TPOrpeccUpyoliluM TeueHUeM, NMPUBOISAILIMM K
(daranbHoMy ucxoay. B O0JBILIMHCTBE Cy4aeB aHEMUS U TUITepOH-
JIMpYyOMHEMUs ONpeaenseTcs Npy POXICHUN I B TEUEHUE Tep-
BbIX Heleb Xu3Hu. CTeleHb BhIPAXXEHHOCTU aHEMUM BapbUPYET,
OHAKO COCTOSHUE GONbIIMHCTBA AeTel TPeOOBaio MPOBEACHUs!
NepUOINYECKUX reMorpaHcdy3uil. [eMonuTuueckass aHeMUsI SB-
JISIETCS TIPUYMUHON CMEPTEIbHBIX UCXOIOR B T€PBbIE HEAEIM XXU3HH,
B JafbHEelIeM IIPUYUHON CMEPTH CIIYyKaT HapacTallast HEBPOJO-
rudecKast CHMIITOMATUKA U TSXKeEJIble HAPYIIEHUs CEPIEeYHOro PUT-
Ma. BonplMHCTBO mereit yMMpaeT B Bo3pacTe 00 5-Tu net. Cruie-
HAKTOMUS Hea(PheKTHUBHA.

Heduunt TOU ciaenyet noao3pesaTh Y AeTeil C XPOHUYECKOH
FeMOJIMTUUECKON aHEeMHEeH TIpU MCKJIIOUEHUHM Haubosee pacnpo-
CTPAaHEHHBIX IPUYMH reMosIn3a. [inarHo3 Haubosiee BEPOSTEH MPU
HAJTMYUU COIMYTCTBYIONIMX MOTOPHBIX pacctpoiicTtB. loaTBepauTs
JUAarHo3 IMO3BOJISIET onpeaeneHue akTuBHocT TOU B spuTpoiiv-
Tax (CHMXeHue akTuBHOCTU depmenTa). IlpeHaranbHasi ouarxo-
CTHKa B HacToslIiee BpeMsl BO3MOXHA MPH OLIEHKE aKTUBHOCTH
depMeHTa B 3pUTPOLIUTAX LJIO/A.

Hepunur  ¢ochormueparkunazpl.  PocdornmueparkrHa-
3a (OI'K) xaranusupyet npespaiuenue 1,3-nudocdornunepara B
3-dochormnuepar. DTO OJHA U3 IBYX peakUUil IMUKOJIM3A, B Pe-
syapTaTe KoTopoi u3 AJ® obpasyercsi ATD. Ciyyan reMonuT-
yecKUX aHeMMuii, cBasanHHbix ¢ aepuuutoM ®I'K, onuceiBaiorcs
B Mupe yxe 6onee 30 net. OcobenHocTblo Aedunura PIr'K B psany
¢epMeHTONATUIT TIMKOIU3a SBASETCS €ro MEXaHU3M Hache/loBa-
HUs1. DTO X-CUEIUICHHOE C T10JI0M 3a00/IeBaHUE: TEH, KOMUPYIOLIWA
®I'K pacnonoxeH B Xql3. Y malMeHTOB MYXCKOTO IOJIA MOXET
HaOJI0IAThCA TSKelas TeMOJUTAYEYCKAS aHEMUSI, 4acTo Tpebylo-
11as1 [IPOBEIEHMS reMOTPaHCPy31ii, B TO BpeMsl KaK Y XKEHIIIMH Bbi-
PaXXeHHOCTb TeMOJIN3a ropa3no MeHbIlie, TaK Kak B KPOBEHOCHOM
pycle TaKux NalueHTOK IUPKYJIUPYIOT HOPMATbHBIE 3PUTPOLIUTHI
u 3puTpouTH ¢ Aehurom @I'K. B bombuinHCTBE cnyyaes 3a60-
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aea VI

TEMONUTHUYECKHWE AHEMWU

JleBaHUSI TEMOJIU3 COYETAETCS C HAPYILIEHUSIMU HEPBHON CUCTEMBI.
Manbunku ¢ JiepuiuroM KT 00bIYHO HOPMAJIBHO Pa3BUBAIOTCS
J10 3—4 net. B nocaeayonieM HAUMHAIOT NPOSIBJISITLCS HEBPOJIOTU -
YeCcKHUe PacCTPOMCTBA, OTArOLIAIOIIMECST aHEMUYECKUM CHHIIPO-
MOM. CIIJIEHIKTOMUS MO3BOJIsteT U36aBUTLCS OT reMOTpaHcy3Huid,
He KOMIIEHCHPYS B IIOJIHOI Mepe reMOJIUTHUYECKUIA ITpoLecc.

Hednmur anpaonaspl. Anb0Ja3a KaTaaU3UPyeT MpPeBpALIeHUE
dpykTo30-1,6-1udocdara B AUTHAPOKCHALIETOH U IJIMIIEpabIe-
rua-3-docoart. U3BectHo tpu dppakuum depmenta: A, Bu C. B
SPUTPOLIMTAX M MbllILAX comepxkurcs ¢pakuus A. ['eH, kooupy-
IOLINI anbronasy A, pacronaraetcsa Ha 16 xpomocome. Heduumr
aA1b10J1a3bl YPE3BbIYAMNHO PEaKO CIYXUT MPUUUHON TeMOTUTUYEC-
cKkoil aHeMuu. B HacTosilliee BpeMsi B MUPE ONMCAHO TOJBKO NIBa
ciyyvast 3a0o1eBaHys. B nmepBoM ciyuae poautenu pebeHka, y KOTo-
poro orpenensanach Jerkasi FreMoJIMTHYECKast aHEMUS M CILIEHOMe-
rajaus, ObL1M pOACTBEHHUKAMU (IBOIOPONHOE poACTBO). Bo BTOpoM
ciyyae orpeaensuiach TsKenasi reMOJUTHUYeCKasT aHEMUSI CO CHH-
KeHueM reMoryioouHa 10 60 r/J1 U ypoBHEM PETUKYIOLUTOB OT 7
10 8%. MexaHn3Mbl reMoIu3a Tipu AedunTe anbaonaa3bl He ycTa-
HOBJICHBI.

T'emMorioOMHOIATHH

[emMorIoOMHONATUM — HACAEACTBEHHbIE TEMOJIUTUUCCKUE aHE-
MUU, CBSI3aHHbBIE C TEHETHUUYECKU OOYCIOBACHHBIMU KAY€CTBEHHbI-
MU MU KOJIMUECTBEHHBIMU HAPYIICHUSIMUA CTPYKTYPHI LieNed mio-
OuHa. DTa rpynia BKJIOYAET COOCTBEHHO TeMOITIOOMHOMATUU U
TaJacCCeEMMU.

I1pu reMorIO0MHONATHUSIX MTPOUCXOAUT 3aMEeHA OJHOU WJIU He-
CKOJBKMX aMMHOKHUCJIOT B IENU IOOKMHA, YTO IMTPUBOLHUT K IIOSIBJIE-
HUIO aHOMAaJILHOTO remMorfioouHa. [1pu TanacceMusix peryuupyercs
CHHTE3 OIHOM MK O60Jiee HOPMAJIbHBIX LicTei moOuHa.
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1O.J1. lllesuenko, A.A. Hosuk, B.S. MenbruueHko
AHEMMHN

B Hacrostiiee BpeMst K3BECTHO HECKOJIBKO JAECITKOB (hOPM reMo-
0OKHOMATHM, OOJIBUIMHCTBO U3 KOTOPBIX BCTPEUAIOTCsI B TPOMU~
YECKHUX U CYOTPONMYECKUX PETMOHAX U OTHOCATCS K KIMHNYECKUM
paputeraM. Hanbosnblilee MpakTHYECKOE 3HAYEHUE UMEIOT Ceprio-
BUIHOKJIETOUHAS aHEMUsI M TaJacCeMUM.

Cepnonmﬂome'roqﬂaﬂ AHEMHA

CepnosugHokierouHass aHemust (CKA) — Haubonee uyactas
¢ opma reMorioGuHONATUN, 00YCIOBAEHHAS! HAPYLIEHUSIMU CTPYK-
TypHl D1oOuHa. 3aboneBaHMe BriepBble onucaHo B 1910 rogy James
B.Herrick. )

CeprnoBHIHOKJIETOUHAs aHEMUsi LIMPOKO PaCNpoOCTpaHeHa B
JKBaTtopHaiibHOW AdpuKke (B OTIEAbHBIX paliOHaX XapaKTepHbIH
rerHotur umeeT 30—40% HacencHus), pexe BcTpeuaetcs B UHaum,
crpanax Cpennero Boctoka, v adpoamepukanues. Bricokasi ya-
CTOTA CEPITOBUIHOKJIETOUHON aHEMHUU B 9TUX PErvoHax o0ycioB-
JIEHA TeM, YTO HaJIM4YKe reMorioduHa S cnocoOcTByeT boJiee Jierko-
MY TEYSHUIO MAJISIpDUH.

DImuoao2us u namozenes

MoJieKyaapHOM OCHOBOI CEPIIOBUAHOKIETOYHOW aHEMUU SIB-
JIIETCST MyTaLMsl, IPUBOASIIAS K 3aMeHe TUMUHA HAa afeHWH B 6-M
KOIOHE TeHa [3-1IeTIM 1 COOTBETCTBEHHO — K 3aMEHe [TI0TaMWHA Ha
BJIMH B 6-i1 TO3ULMM P-uenu rodbuHa. Torom onmucaHHBIX re-
HETUYECKMX HApYILEHHUI SIBJSETCS CUHTE3 NMaToJOTH4ecKOro re-
MomiobuHa — remornoduHa S (Hb S). M3MeHsieTcst MonekynsipHas
CTaOMIBHOCTL U PACTBOPUMOCTb FeMOIIOOMHA, YTO CITOCOOCTBYET
€ro NoJMMepPU3aLU. DPUTPOLIUTHI, COAEpKallMe reMOmIoOuH S,
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MnasaVII,

FrEEMOJ/IMTUNHECKME AHEMWMN

CepnoBuAHOKIETOUHbI (heHoTuMN HopMasibHbIi cheHoTumn

Puc. 7.9. 9neKTpoHHas MUKpogoTorpadus spuTpoumTa ¢ HopMasbHbIM 1 NaTOo-
norvyecknm peHoTUnNom npu CKA.

nprobpeTaroT CEPrOBUAHYIO JOPMY B CBA3M C BHYTPUKIETOUYHOM
nonvMepu3aLmein remornobrHa (pUcyHok 7.9).

i3meHeHVe hopMbl 3pUTPOLMTOB COMPOBOXAAETCA YMEHbLLIE-
HMe NPOYHOCTU MX MeMBpaHbl, NOBbILLIEHHBLIM pa3pyLLUEHMEM Kie-
TOK B KPOBOTOKE (BHYTPUCOCYAUCTLIM FeMO/IN30M), YBEIMYEHNEM
BSI3KOCTW KPOBW, YMEHbLLEHVEM CKOPOCTU KPOBOTOKA, OKK/IHO3MEl
KPOBEHOCHbIX COCY/0B.

KnnHnyeckaa KapTuHa

3aboneBaHVe HOCUT BPOXKAEHHbIN XapakKTep, MO3ITOMY K/IMHU-
yeckue MPOSIBNIEHNS ONPefeNstoTCs Y)Xe Ha MepBOM FOAY >KM3HM,
06bI4YHO Nocne 6-T MecsAYHOro Bo3pacta. OTCYyTCTBME CUMMNTOMA-
TUKN B TEYEHME MEPBOro NOMYrofa XW3HW OOBbACHSETCA OTHOCU-
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HO.J1. llleruenko, A.A. Hosiik, B.Sl. McabHndenko
AHEMMMU

TEJIBHO BBEICOKHM COIEpPXAHUEM B 3PUTPOLIATAX (PETATbHOTO re-
mornobuHa (Hb F). B nocneayiollieM KoHUEHTpauus (peTaibHOTo
reMornobuna cHkaercsd, a Hb S — yeennuuBaetcsa. KiimHnueckas
KapTUHa 3a0oyieBaHUs 00yCIOBAeHa B OOMbLICH CTEMEHH BA30OK-
KJIIO3OHHBIMHM PACCTPOMCTBAMM, HEXEINU caMoil aHeMuei. B 1e-
JIOM BCe KITMHMIecKue NposiBieHHs npu CKA MOXHO pa3aenuTh Ha
JIBE OCHOBHEIE TPYTIIbI: OCTPhIC OCTOXKHEHMSI 3a00J€BaHUs U XPO-
HHUYECKHE OpraHHBIC NOBPEKISHUS.

Octpbie 0CT0KHEHHA 32001€BAHHA:

— BA300KKAH3UOHHBIE paccmpoiicmea. IlepBoHayaabHO Tep-
MHH «CEPIOBUIOKIIETOYHBIE KPU3bl» UCTTOJb30BAJICS LISl OMMUCA-
HUSA peLIUINBUPYIOINX OONEBBIX aTAK B KOCTSIX, IPYAHOM KJIETKE
¥/WIM B 00aCTH XKUBOTA OOJIbHBIX CEPIIOBUAHOKIIETOUYHOMN aHe-
mueil. B 6onee mupokom cMeiciae noa «kpuzom» npu CKA moxa-
pa3yMeBaeTcst UeJbiil psi CUHIPOMOB, CKJIIOHHBIX K TOCTOSIHHOMY
pEUMAMBUPOBAHNIO, MHOIME M3 HUX MOTYT NMPUBOAUTD K JE€Talb-
HOMY Hcxody. B ocHOBe 3THX CUHIPOMOB JIEXKUT 0OCTPYKLIUS MU-
KPOUUPKYIATOPHOIO pycja CEPHIOBUIHBIMU KJAETKAMU (PUCYHOK
7.10).

B 601BbLIMHCTBE ClIyYaeB CEPhe3HbIX U3MEHEHHW TeMaToIoruye-
CKMX 10Ka3aTelieil He oTMevyaeTcsl. BOSHUKHOBEHUIO KPU3OB V Ae-
Telt yalle Beero npeaiiecTsyet uHgekuus. flposouupyioiive gak-
TOPbI KPU30B Y B3POCJIBIX YETKO HE YCTAHOBJIEHBI, HO U3BECTHO, UTO
yallle BCEro Kpu3bl BO3HUKAIOT MexXay 15 u 24 yacamu, rioche 1e-
peOXTaXIEHMS, SMOLIMOHAIBLHOTO cTpecca, (PU3NUECKOro rnepeHa-
NpSCKEHUS, a Takxke Mpu 6epeMeHHOCTU. CE30HHOU 3aBUCUMOCTU
B YAaCTOTE BO3ZHUKHOBCHUSI KPU30B HE YCTAHOBJICHO.

— «Hand-Foot» cundpom. JJaHHBIA CUHIPOM BO3HMKAET OOBIY-
HO B Ae¢61oTe 3a00jeBaHMs1, Yallie BCEro Ha 2-M TORY >KU3HHU peOeH-
Ka. XapaKTepHbl BHE3aMHO BO3HUKAIOILINE NPUCTYTIBI OOJIEH, OTEU-
HOCTb M BBIpaXXeHHast 00JIe3HEHHOCTD B 00JIACTH MAJIbLIEB KUCTEH U
crom. YacTo yKazaHHbIE NPUCTYIIHI CONPOBOXIAIOTCS JIMXOPAIKON
Y JeAKoLuTO30M. [TpoAoIKUTEIbHOCTb KaX/I0TO MPUCTYIA MOXET
JOCTUTaTh OMHOM~ABYX HEAENb.
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nasa VII.

FrEEMOJ/IMTUNHECKME AHEMWA

Puc. 7.10. Cxema naToreHe3a Ba3ooKK/IH3MOHHbIXpaccTpoicTB npu CKA .

MuKponpenapaT CKOM/IeHUs1 CEpProBUAHOKNETOUHbIX 3pMTPOLMTOB B COCYAaxX
1 CUHYCOMAAX CeNe3eHKU.
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H0J1. LileBuenko, A.A. HoBuk, B.fl. MenbHuueHKo

AHEMMHHU

— bonesvte kpuzol. IlpycTynbl 00jiell — OQHA U3 XapaKTEepPHBIX
k1MAndeckux ocodeHHoctreit CKA. HauGonee TunuuHbl 0omu
B KOCTSIX, BO3HHMKAIOIINE BCHAEACTBUE HIUIEMHUM KOCTHOIO MO3ra.
Yale Bcero MaTojOTMUECKMI NpOLEcC JIOKAIU3YeTcsl B IUleve-
BOM, OSIPEHHOM KOCTSX U KOCTAX rojieHel. BoBneueHue KocTew
JIULEBOTO Yeperna Habao1aeTcsl 3HAYUTENbHO pexe. boJiu B XX1BO-
Te 00yC/IOBIeHBl MMKPOUH(apKTaMU OpraHoB OPIOUIHOM MOJ0CTH
1 6promvHbl. MHTEHCHBHOCTD OoJieil 10CTaTOUHO BHICOKA, YACTO
OIpEIETISIIOTCS CUMIITOMBI pa3apaxeHus: OpromunHbl. TIpogoaxu-
TEJILHOCTh OONEBOTO KpU3a OOLIYHO cOoCTaBisieT 4—5 nHei. YBe-
JIMYEHHE YACTOThl BOBHUKHOBEHHS KPU30B COUETAETCS C BEICOKOM
reMaTOKPUTOM ¥ OTHOCHTEILHO HU3KUM YPOBHEM (hbeTajlbHOIO re-
mornmoduHa. B3pocabie, y KOTOPbIX NPUCTYNbl BO3HUKAKOT yalle,
B CpEIHEM XUBYT JOCTOBEPHO MEHBIIIE, YeM OONbHBIE C PEOKUMHU
MIPUCTYNIAMU.

B HacTosiniee BpeMs He CylIecTBYET 3 HEKTUBHOTO Cr1ocoda je-
YeHHUs Ba300KKI03HOHHBIX Kpr30B pu CKA. OCHOBHBIMY NIPUH-
LUITAMY Tepariy ABISIETCS MMAPATalius v aHaIbre3us.

UHby3noHHas Tepanus yaydllaeT peoNordio KpoBH, YMEHb-
maeT auuao3 W CIOCOOCTBYET CKOpeHuIed 3M1MMUHALUU KJIETOY-
HBIX MpeLUdnUTaToB. BBIOOp 00€300/1MBaONINX CPEACTB 3aBUCHUT
OT BbIpaxeHHOCTH DojieBoro cuHapoma. [1pu cnaboii uiu ymepe-
HO BBIPAXXEHHOI 6011 NPeanoYTUTENBHO MCTIOb30BAHUE MIPOJIOH-
rupoBaHHbiXx HI1BC. BbeipaxkeHHblil 00i€BOI CUHAPOM SIBSIETCS
IMOKAa3aHMEM I Ha3HAUCHM S HAPKOTUYECKHMX aHAIbIETUKOB. B Ka-
YeCcTBE NOIOJHHUTENbHON Tepanuu AoKa3zaHa 3(p(PeKTUBHOCTb KO-
POTKHX KYPCOB BBICOKMX J03 KOPTHKOCTEPOWJIOB (METAINPETHU -
30510H). [IpoBeaeHHbIEe KIMHUYECKHE UCTIBITAHNUS UCIIONL30BaHUS
HU3KOMONEKYISIPHBIX JeKCTPaHOB, (PeHOTHA3WHA, aHTUPUOPUHO-
JIMTUYECKMX CPEICTB, OMKapOoHaTa M AOPYrux LICJIOYHBIX pacTBO-
POB HE IIO3BOJISIIOT T'OBOPUTH 00 3((EKTHBHOCTY 3THX IIperapa-
TOB.

[Mpu yBeaMYEeHWH YACTOTE Kpru3oB (6osee 3 pa3 B ron) Ha3Ha-
yaeTcss THIPOKCUMOYEBHHA, TIPYEeM KOTOPO CHUXKAeT YPOBEHbD Ie-
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I'nasa VII.

FTEMOMHUTHUYHECKWE AHEMMWHU

MornobuHa (B npeaesaax 100 r/n) u rematokputa (MeHee 30%), TeM
CaMBbIM, YJIyullIasi peOoJIOrHIeCKHe CBOMCTBA KPOBH U YMEHBIIIas! Be-
POSITHOCTb PAa3BUTUS KpH3a;

— NOPAMNCEHUS YeHMPAALHOU HEePEHOT cucmembl OTHOCUTCS K Of-
HUM u3 caMmbIX rpo3Hbix ociaoxHeHuit CKA. Haubonee yacto
BCTPEYAIOTCS OCTPbI€ HApYLICHUS MO3roBOTO KPOBOOOPAILCHUS,
KOTOpble cocTapisiioT 5—15%. Tpu 2TOM y nereir B Bo3pacre oT 7
oo 15 et HabnoAAI0TCS OKKITIO3UM KPYITHBIX MO3TOBBIX COCYIOB;
IU1s1 1eTei 0oJiee MOo3HET0 BO3pacTa U B3pOC/bIX XapaKTepHBI KpO-
BOU3J/IMSIHUS B BELIECTBO TOJOBHOIO MO3ra M cybapaxHOMOAIbHbIE
KPOBOU3NUSAHUS. PUCK MHCY/IBTA TOCTOBEPHO BO3PACTAET Y IETEH C
ypoBHeM (deTanbHoro reMornoduHa meHee 8%. Kiiunuueckue npo-
SIBJIEHMS Yallle BCEro MPOSIBJISIOTCS B BHIE I'eMUIIape3oB, adasum,
CEeHCOpHoro aeduunTa. B psige ciiyyaeB BO3MOXKEH CylLLECTBEHHBIH
perpecc HEBPOJIOTUYECKON CUMIITOMATUKH, HO, KaK TMIPaBUJIO, TTOJ-
HOTO BOCCTAHOBJIEHHMS YTpauyeHHbIX (DYHKIIWI He HacTymaeT. Puck
BO3HUKHOBEHUS UHCYJABTa OTHOCUTELHO BBICOK Y TIAIIUEHTOB, KO-
TOPBLIM HE MPOBOAUTCA NOCTOAHHAsA reMOTpaHCc(hy3MOHHAs Tepa-
MUA, U CYIIECTBEHHO CHUXAETCsl NOCJie e¢ Havyama. M3 apyrux He-
BPOJIOTMYECKUX OCHOXHEeHWH peako HaOnwonaroTess MHEPapPKThI
CIIMHHOI'O MO3Ia M ero CIaBJcHUE 3KCTpaMEAyUIIPHBIMUA MacCaMi
SPUTPOIIOITUYECKUX KIIETOK;

— ocmpeblil pecnupamopHulil CUHOPOM Y DTUX MallMEHTOB COIPO-
BOXJAETCS JUXOPaJKOW, TaxUITHO3, OONSIMM B IPYIHOW KIIETKE,
JIEMKOLUMUTO30M TIepUGEPUIECKON KPOBU U JABYCTOPOHHUMU WH-
(puaprTpaTtaMu B 1erknx. OCHOBOI €ro maroreHesa sIBJIsI0TCS Ba3o-
OKKJIIO3UOHHbIE HAPYLICHUS U UH(MEKIINSI, KOTOPBIC OTSIJaloT IPyT
Jpyra: Hapyll€HHe KPOBOTOKA B J1erOYHON TKaAHU SIBISETCS Oharo-
MPUATHBIM (POHOM TSl pa3BUTHUsI MH(MEKIIMH; B CBOIO ouepelb, B
WH(PHULUHAPOBAHHON TKAHM 3HAYUTE/bHO BO3PACTAET PUCK OKKIIIO-
3MOHHBIX paccrpoiicTs. Haubojee yacto Bo3OyauTeasiMu MH(pEK-
uuu sBasoTcs Mycoplasma pneumoniae, xJTaMUIMH, NTapBOBUPYC
B19, pecniupatopHbie BUpYCHL. [Ipu4nHOI 0CTPOro pecriupaTopHo-
ro cuHapoma y 60abHbix CKA MOXET CIyXUTb XKUpOBasi IMOOTHS
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Ha doHe MHMAPKTOB B KOCTHOM Mo3re (3To0 Haubosiee BEPOSITHO
rocjie 60AeBOro Kpu3a B KOCTSIX KOHEUYHOCTel). OCHOBY JeYeHusl
IAaHHOTO OCJIOXHEHUS COCTaBIAIOT aHTUOAKTepUajibHasi Teparus
(aHTUOUOTUKH HIMPOKOTO CIEKTpa ACUCTBUS, NIPY MUKOIA3MeH -
HOl MHPEKLNN — IPUTPOMULIMH) U KOPPEKIIUS THIOKCEMUM (OK-
CUTeHOTEpanus, rTeMoTpaHChy3un);

— npuanuzm HaOMoNaeTcsl y 0OAbUIMHCTBA MabuuKoB ¢ CKA.
YacToTa BO3HMKHOBEHUSI IaHHOTO OCIOXHEHUS UMeeT OUMOoaaTb-
Hoe pacnpelae/ieHue: Jalle BCEro Mpuany3mM BO3HUKAET B BO3pacTe
oT 5 no 13 et v B Bo3pacte ot 21 g0 29 ner. [lpuunHoi npuanus-
Ma SBJISTIOTCS HapyleHUsl KpOBOTOKA B MEIEPHCThIX U KABEPHO3-
HBIX TeJax MoyoBoro wieHa. OObIYHO, HAUYUHAACH € (PU3MONIOTHYE-
CKOM HOYHOW WM YTPEHHEH 3peKUnH, TIpHanu3M MponoaxaeTcs
OTHOCHUTEJIBHO HEIOJTO (HeCKOAbKO 4acoB). OCHOXHEHUE YacTo
pEHMIUBUPYET M MOXET HOCHTH XpOHMUECKHIl XxapakTep. B Teue-
HME MEPBBIX 4acOB HEOOXOIMMO HavyaTb MH(PY3UOHHYIO TEpPArUIO
U [TPOBECTH agekBaTHOE 00e30onrBaHKe. Eciy ykasaHHbIe feued-
HEBIE MEPOMPUSTHS HE MPUHOCAT XKeaaeMoro agdekra B TeHEHUE
12 yacos, HeoOXOAMMO NPOBedeHUEe OOMEHHBIX reMoTpaHChY3uil.
BesycneHocTh MoCeAHNX BhIHYKAaeT NpUberaTsb K crieuvann3u-
POBAHHON YPOJOTUYECKON MOMOILIMU;

— ecemamono2uMecKue Kpu3bl XapakTepu3yloTes pe3KuM Hapac-
TaHueM aHeMuHu, IlaToreHeTMYECKHU U MO BPEMEHU IreMaTosiornye-
CKM€E KPH3bi HE CBSI3aHBI C BA30OKKIIIO3UOHHBIMU PaCCTPONCTBAMM.
[TIpy HECBOEBPEMEHHOMR NMATHOCTHKE U OTCYTCTBUU aJ€KBATHOIO
Jie4yeHUsT OBICTPO Pa3BMBAETCS TsxKesasl aHEMUSsI, KOTopasl B Tede-
HUE HECKOIbKHX YaCOB MOXKET MPHBECTH K JIETAILHOMY UCXOLY OT
OCTPOMU CepIeUHOM HEAOCTATOUHOCTH.

Annacmuueckue Kpusbi. DTH COCTOSTHUA ABJISAIOTCSA Hanboiee ya-
CTBIM IeMaTOJIOTMYECKUM OCllIoXHeHVeM 3abosieBaHus. [Ipenpac-
nojaralomuM (GakTopoM BO MHOTIHMX Clydasx sABAsieTCd HHGpEK-
uus, conpopoxaalmniasacs ¢hedpunbHoON auxopankoi. Pesynsratsl
psiia SNUAEMHUONOTHUCCKUX UCCAENOBAHMI TOKA3bIBAIOT MPSIMYIO
MPUYACTHOCTD NapeoBupyca B19 K BOSHMKHOBEHUIO aIlacTUYye-
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TEMOTUTUYECKHWUE AHEMMHHU

CcKUX Kpu30B Yy 001bHBIX CKA. Ha HavyanbHBIX 3Tamax Kpusa B Kpo-
BM HA0JIIOAETCSI PE3KOE YMEHBIIEHUE KOJIHMICCTBA PETUKYJIOIUTOB
WM MX MOJIHOE OTCYTCTBUE. BBHAY TOTO, YTO NPOIOIKUTENBHOCTh
KU3HU 3puTpouToB ¢ Hb S He npesbiniaer 10—20 aHeit, ypoBeHb
reMOIJI00MHa TIPOrpecCUBHO yMeHbluaercs. Yepes 5—10 OHeit B
KOCTHOM MO3re NPOHCXOIUT CITOHTAHHOE BOCCTAHOBJIEHHE pPU-
TPOI033a, B KPOBU MOSIBISIETCS] 3HAYUTEIbHOE KOJMYECTBO PETH-
KY/JIOLIMTOB, U B MOCJIEAYIOIIEM YPOBEHb [€eMONIOONHA JOCTUTAET
«IOKPHU3UCHOTO» ypoBH4. JleueHue 3akiiouaeTcst B IPOBENEHUM Te-
MoTpaHchy3u#l TPU BEIPAXKEHHOUW aHEMUH.

Kpuswi, cesazannvle ¢ nosvluleHHoll ceKxgecmpayueil 8 ceae3eHke.
JaHHBIN TUII KPM3a XapaKTePU3YeTCd PE3KUM CHUXKEHUEM YPOBHS
reMorodbuHa (He MeHee, yeM Ha 20 r/n), mpu3HakaMy KOMIIeH-
CaTOPHOI'O PUTPOIIO33a B KOCTHOM MO3I¢ (B OTVIMYUE OT aruia-
CTUYECKOTO KpM3a) U OLICTPO pa3BUBalolleiics CIeHOMETraIuem.
DTO OCIOXHEHME BO3HHKAET Y MJIAIEHIIEB U NETEUW C UMEBIICH-
Csl 10 3TOTO CIJICHOMETAIUEN 3a CUET MH(apKTOB U CKIEepOTUYE-
CKMX MU3MEHEHHI cene3eHKM. Kpu3bl 1aHHOTO TUIMA Pa3BUBAIOT-
cs1 OOBLIYHO Y AeTeil 6—12 MecalleB M PeKO BCTpeYaroTcs Ioche
IBYXJIETHETO Bo3pacta. Kpusbl yacto accouuupylorcs ¢ nHdek-
IUSIMM ABIXaTeJIbHBIX NYTEN ¥ OTHOCUTENIbHO PENKO — C TAPBOBU-
pycoMm B19. 3a kopoTkuii TpoMexXyTOK BpeMEHH OTMEUaeTCsl Ha-
pacTaHyne CIJICHOMETraauM, YTO COUETAeTCsi C [POTPECCUPYIOLIUM
najcHreM ypoBHS TeMorjio0uHa. B TeueHue HEeCKOJbKUX 4acOB
BO3MOXHO pa3BuUTHE TUIIOBOJIEMUUECKOro MIOKA W HACTYIIJIEHUE
cMepTHU DOJBbHOTO.

lTemoaumuueckuii Kkpu3 MOXET ObITh CBSI3aH € COIYTCTBYIOLUMM
HacNeACTBEHHBIM MHKPOCHEPOLIMTO30M U MUKOITIA3MEHHOU HUH-
(exuuein. OQHUM M3 BO3MOXHEIX MATONEHETHYECKHUX MEXaHU3MOB
reMOJIMTUYECKOTO KpU3a SIBJIICTCS MU3MEHEHHe MeTabonu3ma JIM-
TIUAOB B 3PUTPOLIMTAX IOJ BO3NCHCTBUEM aKTUBUPOBAHHBIX HEM-
TpodUI0B HA poHE UHPEKLIUU.

Meeanobaacmetii kpuz 00YCAOBICH PE3KUM YMEHBLUICHUEM 3DU-
Tpornoa3a 3a cuet aeduimta posatoB. CyOKOMIIEHCUPOBAHHbIM e-
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AHEMMENA

(GULUT PoeBOI KUCIOTh HabM0OaeTcss Y MHOTHUX OoibHbIX CKA
¥3-3a XPOHHYECKOW 3SPUTPOMAHON runepriazvu. JlekommneHca-
sl C pa3BUTHUEM Merajio0IaCTHOTO KpU3a MOXET UMETh MECTO NP
HENOCTAaTOYHOM IOCTYIUIEHUM (DOJIMEBON KUCIOTHI ¢ TUILEH, al-
KOToJIU3Me MWW NpH MOBBILLIEHHONW €€ MOTPeOHOCTH (YCUIIEHHBIA
poct, GepeMeHHOCTh). B HacTosiiiee BpeMsl Merano0acTHbIe KpH-
36l BCTPEUAIOTCS KpaiHEe pemaKo, MOCKOJbKY MauueHTaM OObLIYHO
npoBoauTcs MpoduaakThkKa aeduuuta (hoJarueBoit KUCIOTh (1 MI B
JI€Hb).

Octpole UH(EKLNUYU SBISIOTCS HauOoJiee 4acToi MPUUUHOMN
cmeptu aeteit 6onpbHBIX CKA B Bo3pacte o 3 jer. Hanbonee pac-
NPOCTPaHEHHBIM 3THOJIOTMUECKUM areHTOM siBisieTcst S. Pneumo-
niae. [Tocne ngTuneTHEro Bo3pacta 4acToTa YIPOXKaIOIINX XKU3HU
MHQPEKIMI TOCTeNeHHo cHuXaeTcd. M3MeHaeTcss U MUKPOOHbBII
COCTaB BO30yAuTeNIeil: Ha MEPBBIH M1aH BbIXOAUT IPaMM-OTpHlIA-
TeJbHasi MUKpo(uiopa (Jallle Bcero KMIeuHas najgo4dka B accouua-
LU ¢ BO3OYIUTENSIMU UH(PEKIINY MOUEITOJIOBOTO TPAKTa).

XpoHnyecKue OpraHHble NOBPEKACHUS:

— pocm u pazeumue. Jetu, crpagaonie CKA, orcraltoT ot cBep-
CTHHUKOB B pOCTE, Bece U I10JI0BOM CO3peBaHMU. Macca Te/1a HOBO-
POXIEHHBIX OOJIbHLIX OOBIYHO HE OTIMYACTCS OT TAKOBOU 300pO-
BbIX deTeid. JlocToBepHOE CHMXCHME MoKa3aTe/leil Beca HAYMHAET
OIpenesiITbCsl Ha 2-M Tofy XXU3HU. MeHCTpyaluuu y ieBOUEK Ha-
CTYMawT Ha 2—3 rofa rosxe, OTMeUYaeTcsl 3aJepXKKa MOJ0BOTO CO-
3peBaHUsA U Y MAJIBUYUKOB. Bec B3pocabix 00ibHBIX CKA 00BIYHO
HOPMaTbHBIM WM HE3HAUYUTE/IbHO CHUXXEH; YPOBHU COMATOCTATH -
Ha, THpeonaHbiX ropMoHOB, AKTT, KopTH3oaa u ropMOHOB I'uno-
(bv3a B Ipenenax HOPMaJIbHbBIX BEMUYHH;

— cxenem u cycmaasl. B KOCTSX cKejieTa OONbHbBIX ONPEEsIETCS
pSa IeTeHEPATUBHBIX U3MEHEHUM, OOYCIOBIEHHBIX XPOHUUECKOU
uiieMnen M MHQpapKTaMM KOCTHOro Mo3ra. Ha peHTreHorpammax
JJIMHHBIX TPYOUaThIX KOCTEM B3POC/BIX MALMEHTOB OMNpPEneisiioT-
Csl YYaCTKH TIOBBILLIEHHON TJIOTHOCTH, HEPABHOMEPHO DPAacCMoJO-
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>KEHHBIE B MPOEKLMU MO3TOBOTO CJl0sl. PEHTIeHOMOrMYeCKHe u3Me-
HEHUS MOTYT OTIPEACNIATBCS U B KOCTSIX MTO3BOHOYHMKA: CHIDKEHUE
BBICOTbI [TO3BOHKOB C CUMMETPUYHBIMU YalllcOOpa3HbIMU JIeTeHE-
pPaTUBHBLIMU yYyaCTKaMH Mo KpasiM. B ciayvasix BeIpaxkeHHOI runep-
MJ1a3UM KOCTHOTO MO3ra Ha PEHTIeHOorpaMMax omnpeacasieTcs YeT-
KO€ CY>KEHHE KpaeBbIX KOCTHBIX MJIAaCTUHOK. BoBneuenue cycraBoB
B DOJILLLIMHCTRBE CJIyYaeB CBA3aHO C aBACKYJISIPHBIM HEKPO3OM IIpH -
JIeXalUX TKaHEeW, MEHee 4acTo — ¢ MH(peKUUEH UIU CUHOBHATD-
HbIM T€MOCHIEPO30M;

— yenmpanvHas HeperHaa cucmema. Ilocne epeHeceHHbIX OCTPBIX
HapyLICHUIA MO3TOBOTr0 KpoBOOOpallleHHsl Y ACTei OTMedaroTcs
CHUXEHHWE MEHTAILHON (DYHKLMHU, HAPYLIEHUS peuu, COllMaibHasT
ne3ananaraiivsi. HeaHauurenbHble HEHPOGU3IMOIOTHUECKUE HAPY-
LIEHUS B CPABHEHUM € NOMYIALMUEN 3MOPOBLIX NETEH BBISIBISTIOTCS
1y O0JIbHbIX €3 MHCYJILTOB B aHaAMHe3e. Y TaKuX JeTel mpu Mar-
HUTHO-PE30HAHCHON Tomorpaduu rojJoBHOrO MO3Ta B BELIECTBE
TOJIOBHOTO MO3I'a BBIABJISIIOTCSA «HEMbIE UH(MapKThI» (YIACTKH C T10-
BbILICHHOW MHTEHCUBHOCTBIO CUTHAJA, NPEUMYILECTBEHHO B Oe-
JIOM BEIIECTBE);

— cepdeuno-cocyducmas cucmema. VI3MeHEHMST CeplleIHO-COCY-
nuctoit cucteMbl y 001bHBIX CKA 00yCIOBAEHBI ITTABHBIM 00pa3oM
XPOHWUYECKOW AaHEMHUEW, PELMAMBUPYIOIIEH OKKIIO3UEN MENTKHMX
JICTOUHBIX apTEPUI U TEMOCHAECPO30OM CepACYHON MBIILLILI. Bee atn
¢akTOphbl SIBASIOTCS MPUYMHON pa3BUTHUS XPOHHUUECKON cepaed-
HOM HENOCTAaTOYHOCTU. Ha ayoToncuu 4acTto HaxXomsiT TMUIIEPTPO-
(110 TPaBoOro 1 JIEBOTO XKeIyI04KOB. I1puunHoii runeprpodun je-
BOTI'O XeJIYIOUKa SIBJSICTCS CUCTEMHAasl apTepUallbHasl THIICPTEH3MS,
BTOPHUYHAS MO OTHOWIEHUU K XpPOHUUYECKOM MOYEYHOM HEAOCTATOY -
HOCTH; IpPaBbIit XeAyAOoUeK MIepTpodUpyeTCs 3a cueT JIeTOUYHON
TMNEPTEH3UU HA (POHE TPOMOO3OB COCYIOB JIETKHUX. Y B3POCHBIX
00JIbHBIX BO3MOXHO Pa3BUTHUE OCTpOro MH(apKTa MHUOKapaa npu
OTCYTCTBHUM 3HAYUMOIO aTEPOCKIEPO3a U KOPOHAPHOMN OKKIIIO3UH.
B ¢Bs13u ¢ yacThIMU TeMOTPAHCPY3UAMU MOBBILLIEH PUCK Pa3BUTHS
reMOCUIEPO3a MUOKapAa;
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— Ovixamenvras cucmema. [latonoruueckie U3MeHEHUS JbIXa-
TEJIbHOM CUCTEMbI OOYCIOBICHBI PELIMAUBUPYIOIIUMU HHpapKTa-
MM JIEYOYHOM TKaHU U HHpek1nel. KiuHuYecku 310 NpOosABISIOT-
cs B BHUJIE XPOHMYECKOW JIETOUHOMW HEOOCTATOYHOCTH Pas3indHOMN
creneHu TskecTH. MccneqoBaHue (byHKLIMM BHELUIHETO IbIXaHUS
BBISIBJISIET PECTPUKTUBHBIE, PEXe — OOCTPYKTUBHBIE U CMELLIAHHbIE
HapylueHUs BEHTUISAIHY;

— JHCeAVOOHHO-KUMEUHBL MPaKm U 2enamobuiiuapHas cucmema.
C nepsoro rona xu3Hu y 6oasHbIX CKA oTMeuaeTcsl remaroMera-
JIWS1, KOTOPAsT OCTaeTcs MOCTOSIHHBIM CITYTHUKOM 3abojieBaHus. B
KPOBH Y OOJIBIIIMHCTBA ITALIUEHTOB OIpEAeNseTCs TMnepounInupyou-
Hemusi. [Ipy rucTONOrMYECKOM UCCNEAOBAHHUM MEUYEHOUHOM TKAaHK
O0HAPYXHMBAIOTCSl paciliMpeHye MeYeHOUHbIX CUHYCOB, 3arl0THEH-
HbIX CepIIOBUAHBIMM KJIETKAMH, YYACTKHM T€MOCUAEPUHOBOIO MUT-
MeHTa, 3pUTpodarolnTo3 KyrdepoBCKUMU KIETKAMHU U MEPUIIOP-
TaJbHbIIA CKIEPO3 PA3IUYHON CTEMEHU BHIPAXXEHHOCTH. Y B3POCITbIX
OOJIBHBIX MOXKET pa3BUBATLCA HOAYASPHBINA LIUPPO3 MeueHu. Yactoit
HAXOIKOH sIBNsieTcs xosenuTua3. I3BecTHH ciiyyad oOHapyXeHUs
KaMHEMN B XKeNTYHOM I1y3bIpe y AeTel Mutaiie S ieT. XoNeauTruas Mo-
XeT MPOTEKaTh KaK 6€3CMMITTOMHO, TaK U C YACTbIMU MPUCTYNIaMH
[IeYCHOYHOMN KOJUKH, TpeOYs B TAKUX CIy4asix MPOBeAeHHUS ornepa-
TUBHOTO JICUEHMUS;

— nouxy. OnyvcaHo OOJIBIIOE KOIMYECTB Pa3JIHIHbIX MTATO/IOTHYE-
CKMX U3MEHEHMI1 B MOYEeYHO!H TKAHM, COIMPOBOXKIAIOUINXCS Pa3HOO-
OpasHoi KIMHMYecKoii cuMmnrTomarukoil. HanbGonee yactoit Haxond-
KO B 0OILLIEM aHaJIN3¢ MOYM SIBJISIIOTCS! TUITOCTEHYPHsi U TeMaTyps.
JOBOJIBHO PEIKO TeueHUE 3a00JIeBaHUS OCJIOXHSIETCS HedpoThie-
CKHM CHHIPOMOM. XPOHMNYECKAs NoYeUHast HEAOCTAaTOYHOCTh Pa3BU-
BaeTcst JIpUMEpHO Y 4% GoJIbHBIX (MeIMaHa Bo3pacTa — 23 rona), cy-
[LECTBEHHO YMEHBILAs] UX TIPOJI0JDKUTEIBHOCTD KU3HH;

— s36bl 2o4eHell. XpOHUYECKWE $I3Bbl rojieHed HabltogaroT-
cay 2,5% 6onbubix B CeBepHoii AMepuke u 75% — B Tponuue-
ckux cTpaHax. IlpuunHamMu s13BOOOpa3oBaHuUsl SIBJSIOTCS Hapy-
[IEHWEe MHUKPOUMPKY/ISIIIUU U CTa3 KPOBU B KOXE TOJieHEH, SI3BbI
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o0pasyeTrcsd B MOAABJSIONIEM OOJBILIUHCTBE CIyUaeB Y B3POCIBIX
OONBbHBIX, Yallle Y My>XUHH. TUNHYHBIM OCITOXHEHHEM SIBJISIETCS
BTOPUYHAS UHOPEKLINS, 3HAYUTSILHO yCyryoagionias naTojgoruue-
CKHUH rnpouecc.

OnucaHHble BbIlIe CUMIITOMbI SBISIIOTCA Haubojsiee XapakTep-
HbiMU 11 CKA. BbipaxeHHOCTb NPOSIBJIEHUI U TeYeHHE 3a00J1e-
BaHU$ 3aBUCAT OT BUA HAC/IeAOBaHUS (TOMO3UTOTHAs WM reTepo-
3UroTHas (popma).

lTomo3ucomuasn gopma cepnoBUAHOKIETOYHONH aHEMUY BBISIBJISI-
€TCsl B pAHHEM ACTCKOM BO3pacTe U XapaKTepH3yeTcss HauOoIbIlIei
BbIPAXEHHOCTbIO ONMUCAHHOM cuMnTOMaTUKU. CpenHsiss mpoaos-
JKUTEJIbHOCTb XHW3HU OOJBHBIX C TOMO3UTOTHOM (hopMOIi ceprno-
BUAHOKJIETOUHOU aHeMUH He npeBbliliaeT 40 1eT. OCHOBHBIMU PHU-
YUHAMU JIETATbHbIX WCXONOB SIBJSIIOTCS TSIXKE/ble COCYTUCTHIE W
WHODEKIIMOHHBIC OCTOXHEHMUS.

Temepozuzomnas chopma remorioOnHOMATUM S BCTpeJyaeTcs 3Ha-
YUTEJIBHO Yalle M JOCTOBEPHO HE BJIMSIET HA MPOAOKUTEALHOCTD
XU3HU. B 60nbIIMHCTBE CllydaeB MaLKUEeHThbl HE 3HAI0T O CBOEM 3a-
BosieBaHuMU. KinMHUYeCKUE MPOSIBJIEHUST (COCYAUCThIE OCIOXKHE-
HUS1, TEMOJUTHYECKUE KPU3bl) OOLIYHO BO3HUKAIOT IIPH I'MIIOKCH U
{nombeM Ha BBICOTY U Jp.).

Jlabopamopnas ouaznocmuxa

M3MeHeHHs KPOBH XapaKTepHU3YIOTCS HOPMOXPOMHOI HOPMO-
UUTApHOWU aHEMUEH ¢ HaJIMUMEM BBITAHYTBIX (CEPIIOBUAHBIX), MU-
IEHEBUAHBIX SPUTPOLIUTOB ¥ OBAJIOLUTOB (pUcyHoK 7.11.).

YpoBeHb reMonoduHa B cpenHeM cocTasisieT 80 I'/a ripu BO3-
MOXHBIX KojieGaHusx ot 60 10 100 r/i1. KoouuecTBo JIEMKOLIUATOB
YMEpPEeHHO NoBbIlteHO (12— 15X%10%/1). OcHOBHAs MpUYMHA JEHKO-
umto3a rnpu CKA — BbIXOJOM JIeHKOLIMTOB B LIMPKYISILIAIO U3 MPHU-
CTeHOUHOro myna. JIeAKoUUTO3 YBEIMUUBACTCS TPU BAa30OKKIIIO-
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Puc. 7.11. Ma3sok nepudepuyeckoin kpoeu. Okpacka no PomaHosckomy, X /000.
CeproBuAHbIe 3pUTPOLUTI.

3MOHHbIX Kpu3ax ¥ pasBuUTUM WHGeKuun. Ymucno tpombéouuTos
He3HaunTeNIbHO MOoBbIWEeHO, COD 06bIYHO HM3Kas (faxe npu Bbl-
paXXeHHOW aHemMuw, runeppuOpUHOreHeMUn 1 akTMBHOM BOCa-
neHuun). Mpy pasBUTUM TEMOIMTUYECKMX U Ba30OKK/THO3MOHHbLIX
KpU130B B KPOBW MoBbILaeTca yposeHs 14T

[AnarHos

Hanbonee TOYHbIM METOLOM AMArHOCTUKM ABNSETCS 3/1EKTPO-
(hope3 remornobmHa (pUcyHok 7.12). Mpu mccnegoBaHUM OCHOB-
HYt0 YacTb remorno6uHa coctaensieT Hb S, cogepxavne Hb F mo-
XeT ObITb pa3/IMyHbIM, YpoBeHb Hb A2 B npeaenax HopMbl.
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Patient

Standart

Puc. 7.12. SnekTpochopes remornobrHa. MaTonornyeckuii remornobuH So6osHaveH
CTPESIKONA.

B HacToswee Bpems pa3paboTaHbl MeTOAbl MpeHaTalbHON Au-
arHoctuku CKA, OCHOBaHHble Ha MOJEKYNAPHO-TeHETUYECKOM
aHannse, MO3BOJIAKOWME BbISABNATL 3a00/1eBaHWe YXe B MepBOM

TpumecTpe 6epeMeHHOCTN.
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AHEMMHH

Jeuenue

OcCHOBOI JieueHUs sABJAsIeTCs NPOMUIAKTUKA U JISUCHUE Ba30-
OKKJTIO3MOHHBIX KPHM30B, MHMEKIIMOHHBIX OCIOXHEHMWA, aleK-
BaTHasl reMoTpaHC@y3UoHHasE Tepanus. boJlbHBIM HEeo0XOAUMO
n3beraTh NepeoxyiaxiaeHUit, KOTopble MOTYT MpeapacnonaraTh K
COCYIHMCHTBIM KpH3aM M WHpeKuuu. IIpy BO3HUKHOBEHUM (be-
OpWIbHOU NHXOpaaku 0Co00e BHUMAaHHWE HECOOXOIUMO YACHISATb
IMAPATAaLMOHHON Tepaluu, MOCKOJbKY 00€3BOXUBAHUE U ALIMA03
IIPOBOIIMPYIOT pa3BUTHE KPU30B. TpaHChy3uU TOHOPCKUX 3PU-
TPOLIUTOB, XOTS U COIPSIKEHBI ¢ psiAoM MOOOUHBIX 3 DEKTOB, BCE
K€ JOCTOBEPHO YMEHBIIAIOT BEPOATHOCTb PA3BUTHUS pAla OCI0XK-
HeHU it (TsoKesiast aHeMU S, HEKOTOPbIE OCTPbI€ Ba30OKJIIO3UOHHBIE
KpM3bl), TIPEIOTBPAILAIOT TMPOTPECCUPOBAHME OPraHHBIX pac-
crpoitcrs. IlepronnuHOCTS MpoBeAeHUST TpaHC(PY3UOHHOM Tepa-
MUK OIpeaesieTcs HHIUBUAYAIbHO HA OCHOBAHUU KJIIMHUYECKHUX
JAHHBIX U PE3YILTATOB O0LIEro aHaIn3a KpoBu. [ eMoTpaHchy3nu
6ombHBIM CKA 00bIYHO MPOBOASATCS MPHU CHUXKECHUN YPOBHS re-
Morno6uHa Huxe 50 r/1. ABCOJIIOTHBIM [10Ka3aHUEM IS Tiepe-
JINBAHVSI JOHOPCKUX SPUTPOLIMTOB SIBJISICTCHA [E€MATOJOTHUYECKUNA
KpH3, CBSA3aHHbIA C MOBBIIIEHHONW CEKBECTpALIMEN SPUTPOLIMTOB
B cesne3seHke. [Ipy HeCBOeBPEMEHHOCTH WJIM OTCYTCTBHUU TE€MO-
TpaHC(Y3UU B TAKUX CUTYalMUsIX OUE€Hb BEIMKA BEPOSITHOCTD Jie-
TaJIbHOTO WCXOMA.

g nedenns CKA Takke UCMOAb3YIOTCS Mpenaparhbl, NpensiT-
CTBYIOLIME MOJIMMEPU3ALUK TeMOIJIO0WHA (LIETUAAUN UUTpaT (MH-
TUOUTOP UMKIA30J1a) U Ip.).

AJIJIOTEHHAsT TpaHCIUIaHTaLUs MNepudepruiyccKux CTBOJIOBbIX
KPOBETBOPHBIX KJIETOK U TTYTIOBUHHON KPOBU B HACTOSLIEE BPEMS
ABJISIOTCH €AMHCTBEHHBIM MeToaoM, UidneuuBaoliuM CKA. Tlox-
XOJIHI K JIEYEHMIO OCTpbIX ocaoxHeHuil CKA u nmokasaHust K reMo-~
TpaHChY3UOHHOM Teparmuy fIpu AaHHOM 3a00JeBaHUM TIPEACTaB-
JIEHBI B AJITOpUTME (pUCYHOK 7.13.).
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I'masa VII.

TEMOJUTHUYECKHUE AHEMUWU

[ Cepl'IOBM,ElHOKﬂeTO‘-lHaﬂ aHemuma ]

cbonueean K-ta BHyTpb 1-3 Mr/aeHb

(

peTukynouutl (PTL) o6biuHo 10-25%1

Ba3ookknio3noHHbie
paccTpoicTea

[

Fematonoru4eckum
(aHeMun4Yecknin) Kpu3

WHdpekumn

)

I
|

l yBnaxHeHHbi O,

AnnacTuHeckui kpus
(4acTan npu4mnHa —
BupycHas uhdekuns; Hol, PTUL

MNoBbitueHHan cekBecTpaums
B ceneseHke (Hbl, PTUT)

J

|

Ba300KKIIO3NOHHBIA KpU3
ANVHHBIX TPY64aTbIX KOCTEM.
A6pOMUHANBHDBIA Ba30-

OKKMIO3MOHHbBIA KpU3
(Hame BCEro - ato AgnarHo3
L VCKNIOYEHUR)

FemoTpaHcy3nn Npu CyueCTBEHHOM
cHwxeHun Hb (nonbop noHopa no
cuctemam Kell, E, C, Duffy ¢ uenbio
n36exarb TRXENOro remonmaa

y 60fibHbIX C HaCTbiMK TPAHCHY3NAMU)

B neuvenuu Hyxpatotcs
MUMMYHOKOMNPOMETUPOBAH-
Hble 6onbHbie (Hanbonee
4acTbl -CENCUC, NHEBMOHUS,
MEHMHIUT, OCTEOMUENAT)

Mvapartauma
BeeneHxue 1,5-2 n XuaKoCTH
{o6bi4HOE cooTHOLWEHUE 5% rmnioko3bl U chns. p-pa 1:3)

AHanresus Npu BuIPaXeHHoM 6onesom
CuHgpome

MNepebie 24 yaca: mopduHa cynetar

(8/M vnK /), BBOAMMBIA NO (BMKCUPOBAHHOMY
rpacuky kaxpable 3 vaca (0,15 mr/kr)

Mocne 24-48 yacoB: cHWXeHWUe AO3bl Ha 10-20% B AeHb
Mepexoa Ha NepopanbHyto hopMy NPU CHKEHUU N03bI
Ha 50% OT HayanbHoN A03bl; NPUEM Kaxabie 4 Yaca

B 103€, SKBMBANEHTHOM! NapesTepanbsHOn

B nocnenyiouiem - REpexo Ha APpYTve aHanbreTukn

€ Lenbio KOHTPONS 60MeBoro cMHApoMa (Hanpumep,
kopeuH niu HMBC)

MokasaHus K remoTpaHcdy3nsm npu
cepnoswnHo-KneTquoﬁ aHeMmnu:
TsKenbIi aHEMUYECKUI KpU3

OcTpble KAPAMOBACKYASPHBIE HapYLLIeHNsA
OcTpble NPoOrpeccupyiolLne 3a60resanus
NEro4Ho AbIXaTenbHON CUCTEMBI

Moprotoeka K GONMbLUMM OnepaTMBHLIM
BMelLaTensCTBaM

Heszaxusaloline A38bl roneHen

XpoHU4ECKasn opraHHas HefocTaToHHOCTh

l >3 3N1U30008B B rog

[MNokazaHuna K 06MeHHbLIM
TpaHcy3nsamMm:

FuppokcumoyeBuHa (10-20 Mr/kr 4 gHs B Hepenio,
CHWXaTe [O3Y, ECNK IPUTPOLUTEI < 4x10'%/1,
t NeRKoLUMTLI < 5x10%/n, TpomBouuTsl < 150x10%n

OcTpbliii peCNUPaTOpPHLIN AUCTPECC-CUHEPOM
OcTpble HapyWeHa MO3roBOro KPOBOOGPALLIEHUA
MNpyanuam (Npy HeathheKTUBHOCTH
LKOHCepBaTMBHOﬁ Tepanun)

Puc. 7.13. Ancopumm aenenusn

cepnoeudnomemotmoti anemuu.
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10.J1. lllesuenko, A.A. Hosuk, B.S. MenbruueHko
AHEMUH

Pesrome

1. CepnioBMIHOKJIETOYHAS aHEMUST — BPOXIECHHOEe 3a00JieBaHUE,
XapaKTePU3YIOLLEeCs HAPYIIEHUSIMU CTPYKTYPbI NIOGHHA U CUH-
Te30M narojornyeckoro remornobunHa (Hb S).

2. Kaunnyeckast kaptuna rnpu CKA obyciioBieHa B O0blLIEH CTC-
MeHK Ba300KJIIO3MOHHBIMU PAacCTPOICTBAMU, HEXEJIM CaMoU
aHEeMUEH.

3. OcHOBOI1 1eueHuUsT 3aD00eBaHUS SIBISAETCS MPOPUIAKTUKA U JIe-
YeHME Ba30OKIIO3UOHHBIX KPH30B, MH(DEKIIMOHHbBIX OCI0XHE-
HW#, aeKBaTHAs ITeMOTpaHCHY3HOHHAS Tepanusl.

Taasaccemus

Knununyeckas kaprvHa 3a6osieBaHus BIIepBbIe onucada B 1925
rony amepukaHckumu neauarpamMu T.B. Cooley u P. Lee. bonb-
LIMHCTBO Haubollee pacnpocTpaHeHHbIX (POPM TajlacCeMuil xapak-
TEPU3YeTCst IUOO MOJHBIM OTCYTCTBUEM HOPMAJIbHBIX LENEH 110~
6uHa (a,f,), 100 YACTUYHBIM CHMXXEHHMEM UX CUHTe3a. B otiniue
OT «CTPYKTYPHBIX» FeMOIIOOMHONATHH (HApUMeEp, CeprOBUIHO-
KJIETOYHOM aHEMHM), NPH KOTOPLIX CUHTE3MPYETCS HOPMAaJIbHOE
KOJIMYECTBO MYTAaHTHBIX LEMNEel ModuMHa ¢ W3MEHEHHbIMU (DU3U-
YECKUMHM U XUMHUYECKUMU CBOMCTBAMM, TaJlaCCEMMU — «KOJIHYE-
CTBEHHAs» IATOJOIUS, MPU KOTOPOM CHHUXKAETCS CHHTE3 IIOOMHA.
TeM He MeHee, IPU HEKOTOPBIX peakux ¢hopMax TaaacCeMUH Ha-
OmonaeTcsl yMeHbIIEHHUe CUHTE3a IOOWHA ¢ M3MEHEHHOM CTpyK-
Typoil. B ocHOBe 3a00/1eBaHMs JieXaT BPOXKIESHHbBIE TEHETUYECKHUE
HapylleHWs] — HacJelOBaHMe NATOJOTHYECKMX ajieiefi OmHOro
win 6ojiee reHOB I00MHA, pacnojloXeHHBIX Ha 11 1 16 xpomoco-
Max. llpu 3ToM onpeaensercss 160 NoyHast AeJeLMs TeHOB, 1160
HMX MyTallMU, IPUBOAALIME K HAPYLIEHUIO TPAHCKPUTILIMH, TIPOLIEC-
cuHra uiv rpaicasuud MPHK rno6uHa.
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Inasa VII.
TEMOJIWNWTUYECKHWE AHEMUWHU

1o YCTaHOBAEHMS TEHETHYECKUX U MOJICKYASIPHBIX 0COOeHHO-
cTer 3a001eBaHMs TajacCeMUM KJIacCH(HLIMPOBAIUCH HAa OCHOBA-
HUU TAXKECTH KIMHUYECKUX TPOSIBAEHUNA. Y O0IbHBIX C BRIPAXKESHHOM
KJIMHUYECKOW CHUMNTOMATHUKON W TSKEJNOW aHeMHued MUarHocTH-
poBajiach thalassemia major; y nallMEHTOB ¢ MEHee TSKEIOH aHe-
MHUEHR, He TpedyIoLleil MPOBeASHUS PErYISIPHBIX FeMOTpaHChY3HIA,
— thalassemia intermedia. TNocne ycraHOBIEHHS HAacC/eICTBEHHOIA
MpUpoabl 3a00/eBaHus OBbIJIO 3aMEUYCHO, YTO Y POAUTENIEi TeTeit ¢
thalassemia major BbISIBAsIETCS Jierkasi aHeMusl, MO0 aHeEMUS BO-
o0lIe OTCYTCTBYeT, HECMOTPs Ha Mopdonoryueckue M3MeHeHUs
apHUTpOoUMTOB. Takoil THN TanacceMuy OblI Ha3BaH thalassemia mi-
nor. TepmuHoM thalassemia minima o6o3Havalor 3abojeBaHUE Y
OOJIMTaTHBIX HOCUTENIEH T'eHa TaJacCeMUU, Y KOTOPhIX OTCYTCTBY-
€T ¥ AaHEMUS, U U3MeHeHUA Mopdoaoruu 3puTpouuToB. B HacTog-
1iee BpeMsl B OCHOBE KJlacCU(UKALNHN TATACCEMUM JIEXAT MOJIEKY-
JIIpHBIE 0cOOeHHOCTH 3a00eBaHus. B 3aBUCMMOCTY OT THTIA LIETIM
IJ100MHA, CUHTE3 KOTOPOUM HapyllaeTcs, BBIACISIIOT Q-TajlacCEMUN
v P-TanacceMuu, 3HAYMTEIbHO PEXE BCTPEUAIOTCs Ipyrue BapyuaH-
Tl 3a60neBaHus (of3, d u yopB).

TanacceMuu OTHOCATCSI K HauboJiee pacIpOCTPAaHEHHbIM Te-
HETUUECKUM 3a00JICBAHUSIM U BCTPEYAIOTCS NPAKTUIECKH BO BCEX
3THUYECKUX Tpynnax U reorpaduyecKkux LIKPOTaxX C pa3jUdHON
yactoToi. 3abosieBaHrWe HauboJjiee pacmpocTpaHEHO B CTpaHax
CpeanzemHomopbsi, CpenHero Boctoka u KOro-BocTtouHoit A3uu.
Tak Ha3bIBaEMBIH «[1OSAC TAJlACCEMUM» 3aXBAThIBACT CTPaHbl Cpenu-
36eMHOMOPbS1, ApaBuiicKuii nosyoctpos, Typuuto, Upan, Uunuio,
0ro-Bocrounyio Asuio (B ocobenHoctu Taunana, Kammyuuio u
HOxnbiii Kutaii). PacipocTpaHeHHOCTD TaJlacCeMMii B YKa3aHHBIX
pervoHax kKosebjiercest ot 2,5 no 15% nacenenus. Kak u cepnosun-
HOKJICTOUHAS aHEMMSI, TAJlaCCEMUH PACTIPOCTPAHEHBI B pETHOHAX,
3HAEMWUYHBIX T10 MAJISIPHH.
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10.J1. IleByerko, A.A. Hosuk, B.S1. MeabuuueHko
AHEMMHMKMU

O -TajJaccemMus

Haubonee BhICOKast 4aCcTOTa reHa O-TajlacCeMUM OTMEuaeTcs: B
crpaHax CpenHero Boctoka (B HekoTOpbIx paiioHax CaymoBckoi
Apasnu —y 50% Hacenenust), FOro-Bocrounoit Asuu (10% nony-
JIALMN), pexe 3a001eBaHUe perucTpupyeTcs B crpaHax Cpennsem-
HOMODBS B Y appOaMEpPHKAHIIEB.

Mouaekyasapusie ocroewt 3a604eeanus

B HacTosiliee BpeMsl U3BECTHO ABa (peHOTHUIIA o-TasiacceMun. B
TETEPO3UTOTHOM COCTOSIHMM TIEPBbIA M3 TUMOB (o-TamacceMus 1)
[IPOTEKaET Mo TUIly thalassemia minor, 1yist Broporo (o.-TajacceMust
2) B reTepO3UrOTHOM COCTOSTHMHU XapaKTepPHO OTCYTCTBUE KJIMHHU-
YECKUX U TEMATOJIOTUUECKUX U3MeHeHuit. [1pn nepeom Tune onpe-
JIEJISAETCSL TIOJTHOE OTCYTCTBHE CUHTE3a Q-IJIOOHHA, NMPU BTOPOM
— TOJLKO CHUXXEHHE €T0 CUHTe3a. B COOTBETCTBUU C BhilIeyKa3aH-
HbIMM OCHOBHBIMU TE€HETHUYECKMMM BapHaHTaMM O-TajlacCeMuH
BBIIEJISTIOT TAKKe 0-TalacCeMUIO U 0. -TajtlacceMUI0. a’-rajacceMus
— pe3yJabTaT JeNeUnu, BOBJICKalolle oba reHa a-rnobuHa. Ecnu
HOPMAJIbHBbIN rarouaHbIA HAOOp reHOB 0003HAYUTD KaK (A), TO
rarnouIHBI HaGop npu al-TagacceMuu Oyaer 06o3HayaThed (- -).
OjaHa yacTh o -ranacceMuii o6ycIoBleHa nejieleid TOJbKO OLHO-
TO M3 FeHOB O-I10OKHa (- a), Bropas 4acTh o -TajacceMuii — pe-
3yALTaT HENACTUTUPYIOLIMX MYTalWii, TIPUBOASIILIMX K CHUKEHUIO
aKcrnpeccud reta o-robuHa (aa’). [Tomumo o u o - TanacceMuii
CYILIECTBYET TAKKEe CTPYKTYPHbIC BApUAHTHI reHa Q-IJ1001Ha ¢ de-
HOTHUIIOM O -TaJlACCEMUM, CCOIMPOBOXKIAIOILNECH CHUXEHUEM HH-
TEHCUBHOCTH CUHTe3a Oe/lka WK ero HecrtabuiabHoctbio. HanGo-
Jiee M3BECTHLIMHW M3 TaKMX MATOJOTMUECKUX BAPpUAHTOB [1OOMHA
M COOTBETCTBEHHO reMOrnoouHa sBisiloTcs remonioonH Constant
Spring u remorno6ux Koya Dorya.
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[nasa VII.

TEMOTUTUYECKHWUE AHEMHUWHU

Kaunuueckue u aabopamopHuie dannoie

BhI1eNgIoT yeTblpe OCHOBHBIX KJIMHUYECKHUX (POPMBI (CMHIPO-
Ma) O-TaJIACCEMUHU, OTIHNYAIOIIKECS CTEMEHbIO SKCIIPECCUM T'€HA Q-
IMOOHHA:

— BHYTPUYTPOOHAS BOMSIHKA;

— remornio6buHonarus H;

— MaJiasl TaJlacceMusi;

— OECCMMITOMHOE HOCUTEJIBCTBO.

B Tabnuie 7.5 npeacTtaBjieHbl OCHOBHbIE OCOOEHHOCTH 3THX
dbopM a-TanacceMuu.

BuyTpuyTpo6Has BoasHka. B ocHoBe 3a00j1eBaHUA JIEXUT OTCYT-
CTBUE Beex 4-X reHoB o-Leneii noduHa. O0pa3yioInuics Mpu 3TOM
[aTONIOTHYECKUI reMOrNoOUH Ha3BaH remornobunom baprta (Hb
Bart’s). 3aboneBanue Hanbosee pacpOCTPAHEHO CPEOU XUTEIEH

Tabauua 7.5.

Xapaxmepucmuka KAaunusecKux gpopm a-masaccemuu

Denorin TenoTun Knunngeckue Bapuanrtsl reMori06HHa
(munnounsblii | ocobennocTH Tlpu poxaennn | Hocae
Habop) 1-ro rona
BHyTtpuy- (--/--) CMepTb BO BHY- Hb bapra -
TpoOHas TPUYTPOOHOM (80—90%),
BONSIHKA nepuone v cpasdy | Hb Toptnanaa
nocje poxIeHus
l'emornobu- |(--/-a) Xponuueckasi Hb bapra Hb H
Homarus H (--/aal) reMosutnueckas | (20—40%) (5—40%)
(- -/a%a)* [anemus (thalasse- + Hb Bapra
(0" /aa™) | mia intermedia) + Hb CS
Manasi (- -/ aa) Jlerkas aHeMust Hb bapra Her
TanaccemMuss |[(-a/-a) WIM ee OTCyTCTBHE, | (2—10%)
(-a/adT) |cHuxeHue MCV
v MCH
beccumnrtom- | (- a / aa) Orcytcteue k- | Hb Bapra Her
HOE Huyeckux v reMa- | (0—-2%)
HOCUTEILCTBO TOJIOTHYECKHUX
U3MEHEHHH
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10.J1. LlleByenko, A.A. Hosuk, B.SI. MeabHUUCHKO

AHEMBIDH

I0ro-BocTouHOl A3uM, pexe BcTpeuaeTcs: B nonyasunu Cpenu-
3eMHOMOPDSI.

HoBopoxaeHHble ¢ 3TOH (POpMOH O-TaacCEMUKU YyMHUPAKOT OT
KapayopeCcIupaTOpHOro IUCTPECC-CUHAPOMA B TEYEHUE MEPBOTO
yaca rocie poxiacHus. [IpuuvHON BbIpaXkeHHOM TUIOKCUU, MPU-
BOMSALIEH K KapAUOPECITUPATOPHOMY AUCTPECC-CUHIAPOMY SIBJISI-
eTcs O4eHb BBICOKMI apdunuteT remornodbuna bapra k O,. Kou-
LEeHTpaLMs reMorsioouHa oobsidHo coctapsieT 40—100 r/a. B maske
nepugepruueckoit KpoBU ONPENENSETCA BbIPAXEHHBIM aHU30- M
MTOMKUJIOHMUTO3, PE3Kasi TMIIOXPOMUS U siiepHble (DOPMBI 3PUTPO-
uutoB. [pu snekrpodopese reMorioOUHa BbISIBIASETCS T€MOTI0-
ouH bapTa ¥ He3HAUMTENbHOE KONNYECTBO remornoouHa H. Kpo-
Me TOTO, MOXKET OTPEASITHCS SIMOPUOHAIBHbBIM FEMOMIOOUH ¢ E- U
e-nensimu (remoroouH Iloptnanna).

TemorioonHonatus H. @opma a-TanacceMur LIMPOKO pacrpo-
cTpaHeHa cpeau kutenei HOro-BocTtouHoi Aszuu, CpeanseMHO-
Mopbst 1 bivkHero Bocroka. OTHOCUTENBHO PEAKO BCTPEUAETCS
y BeIxoaueB M3 Adprku. OnucaHo o KpaiHel Mepe JeThIpe pas-
JIMIHBIX TEHOTHNA 3TON (pOPMBbI Q-TaiacCeEMMU (CM. TabauILy 7.5).

Kimnuueckast kapTuHa cooTBeTcTBYeT thalassemia intermedia,
XOTS BBIPAXEHHOCTh KIMHUYECKHMX MPOSIBACHUI [JOCTATOUHO Ba-
puabesibHa. Y HOBOPOXKIESHHBIX [MPU3HAKU 3a00I€BaHUS HE OIpe-
JIeISTI0TCS, OJHAKO B T€UEHHE MEepPBOTrO roja >XM3HU MOSIBSIOTCS
AHEMMST U CIJIEGHOMETaNusl, MO3IHEe — XENTYXa U IrefatoMeranust,
[TouTH y TpeTH NALIMEHTOB UMEIOTCS HAPYLICHUS CKeJleTa, CBSI3aH -
Hble ¢ rumepriasueil apurponHa. I'emoTrpaHcdy3vMoHHas Tepanus
O0OBIYHO HE TMOKA3aHa, 3a UCKJIYEHUEM CIIy4aeB UHTEPKYPPEHT-
HbIX 3a00JI€BAHUIA.

B o0iiemM aHanu3e KpoBM — IPU3HAKU TEMOJUTUYECKOW aHe-
MHH, OOBIHO CpemHeil CTeNeHH TSDKECTH: reMOIJIOOMH B TMpenenaax
70—-90 r/na, perukyaountsl oT 50 10 100%o. IToce WHKyOaUUU pU
KOMHATHOH TeMITeparype ¢ OKUCIIUTENEM (KPE3WIOBbIM TOTyObIM)
B 3PUTPOLIUTAX OOHAPYKMBAIOTCA MHOXECTBEHHbIC MEJIKWE BKIIIO-
YeHMsI, OOYCJIOBJIEHHbIE BHYTPUKIICTOUHOW MpeLUnUTalnell HecTa-
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Inara VII.

FTEMOAMTUYECKUE AHEMUMU

OWIbHOIO remMoryioduHa H. AHanoryuuHble BKIIOYEHUST OOHAPYXUBA-
I0TCSl B 9PUTPOUJIHBIX KJIETKAX-PEIIEeCTBEHHHIIAX KOCTHOIO MO3ra.

JduarHo3 ocHOBBIBAETCS Ha 3JIeKTpodopese reMoriobnHa, rnpu
KOTOPOM Y HOBOPOXIEHHBIX oOHapyxuBaerca 20—40% remorio-
6uHa bapra. B TeueHue nepBbiX HECKONIbKHUX MECSILIEB XU3HU reMO-
mobuH bapra nocreneHHo 3ameiaercs remMornoduHoMm H, ycra-
HaBJIMBasICh Ha ypoBHe OT 5 10 40%.

U3BecTHBI Cityuau npuobpeTeHHOM remontobuHonaru H. 3a6o-
JIEBAHHME ACCOLIMUPYETCS ¢ MUeolpoandepaTUBHBIMU 3a00Je8a-
HUSIMU (OCTpbIE MUEJOUAHBIE JICHKO3bl, ICTUHHASA MOJIMLIUTEMMUS,
MUETOAUCTIIACTHYCCKUE CUHAPOMbI) U BO3HUKAET NpeuMyLie-
CTBEHHO y MOXWJIbIX NALIMEHTOB, Yalle Y MYKYHUH,

Manas «a-tanaccemust (o-thalassemia minor). 3aboneBanue
BCTpeyaeTcs B cTpaHax Cpean3eMHOMOPbs, A3uu 1 ADpuku. BBu-
Ay OTCYTCTBUS YETKMX KAMHWYECKUX TPU3HAKOB OOIE3HU, JHNaTHO3
MaJIOi a-TajlacCeMUM OOBIMHO CTABUTCS CAYYalHO ITPH PYTUHHOM
reMaToIOrMueCKOM UCCIICAOBAHUY WJIW NIPY NPOBSASHUHT 00CIeno-
BaHMUIi B CEMbSIX C PUCKOM MO TAJIaCCEMHUU.

YpoBeHb reMorno0KMHa HeCKOJIBKO CHUXEH WU B Ipeaeax
HOpMBI. B Ma3ke KpOBU BbISBJISIIOTCSI MUKPOLIITO3 M TUITOXPOMUSI.
OputpoltapHbie nHaekchl (MCV u MCH) cHuxeHbl. JluarHos
HECJI0XXHO MOCTaBUTh Y HOBOPOXICHHbIX TIPH 3JIEKTpodopese Tre-
MornobuHa (obHapyxkupaercst ot 2 1o 10% reMmormobuna bapra,
KOTOPBIH B HOpMe oTCyTCTRYeT). [1031HEe AMAarHOCTUPOBATD MATTYIO
(-TATACCEMUIO MOXKHO JIHIlIb HA OCHOBAHWH KOMILIEKCHOTO 00cIe-
JIOBaHUs, MOCKOJbKY reMontoouH H He Boisiasiercs. st Majioi
-TAanacCeMUM XapaKTEpPHO COYETAHME MMKPOLUTAPHON THUMOX-
POMHOI aHEeMHH ¢ HOPMAJIBHBIMH 3alacaMy XeJie3a U OTCYTCTBU-
€M TMOBBLINIEHHOTO KOJIMYECTBa remornobuHa A, u F npu anexrpo-
thopese. /InarHo3 noaTBepKIALTCS MOJIEKYJISIPHO-TEHETUUECKMMU
UCCIIeOBAHUSIMU.

beccuMnToMHOe HOCHTENBCTBO. becCMMNTOMHOE HOCUTEILCTBO
HabI00aeTCsl MPH IeAEUMU OJHOTO IeHa O-UENW [oOuMHA U Xa-
PaKTEPU3YETCS MOJHBIM OTCYTCTBUEM KJIMHUYECKHUX U I'€MaToJIO-
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10.J1. Wesyenko, A.A. Honk, B.¥. MenbxutcHko

AHEMMN

IMYECKUX IPU3HAKOB 3a00eBanusl. JIMarHo3 cTaBUTcs rnpu o0Ha-
PYXEeHUH TIpU 2JeKTpodope3e reMOrIo0MHA Y HOBOPOXIEHHOIO
C aHAMHE30M, OTATOLIEHHBIM MO a-TajacceMuu, 1—2% remorno-
ouna bapra. OTcyrcTBue reMomiodrMHa bapta B KpOBU HOBOPOX-
IEHHOTO C OTSATOLIEHHBIM aHAMHE30M, HE UCKJIFOYAET TTOJHOCTHIO
JMArHo3 HOCUTENhCTBA C-TajlacceMuM. B Takux ciyyasx nokasa-
HO NPOBEIEHHE MOJIEKYJISIPHO-TEHETUUECKUX MCCIENOBAHUN, KO-
TOPbIE MOTYT TIOATBEPAMTh AUATHO3 Y MOCIE MEePBOro roaa XXU3HU,
Koraa reMoniobuH bapra ucuesaer u3 KpoBH BcexX OONBHBIX C Oec-
CHUMITOMHBIM HOCHUTEJIBCTBOM I€HA A-TAIaCCEMUU.

p-Tanaccemus
Inudemuoaocus

Yacrota PB-tajiacCeMUH CYLLIECTBEHHO BHILIE, YEeM C-Tajacce-
MHH: HOCUTEISIMU TATOJIOTMUECKUX TeHOB ABJsOTCS 3% Hacese-
nus 3eman. Hanbonee pacnpocrpaHeHa 3-tajgaccemus B Utanvin
u I'peuun (15-30% nonynsiauu), pexe BcTpevaetcs B Muauu, [la-
kuctaHe, crpaHax CpemHero Boctoxa, IOro-Bocrounoil Azuu u
10xnHoMm Kutae. Crnopannueckye cnyyaun B-taiacceMHUM Habaoaa-
10Tcs Bo BceM Mupe. Ha reppuropuu Poccuu B-tanacceMusi oobiu-
HO BCTpeuaeTcs Cpeau KOpeHHOro HaceieHus pecnyonuk Cepep-
Horo Kapkasa, OMHaKo B IOCAEOHUE TOIBl BCE YAIle ONMChIBAIOTCS
cayday 3-TajacceMHuu y CIaBsiH.

Moaexyaapusie 0cHo8bL 3a001e6aHUSA

B ocHoBe 3aboseBaHus JieXaT MyTalMW, B Pe3ylbTaTe KOTO-
poIX cHMXaeTcs npoaykuus MPHK 1, coOTBETCTBEHHO, CHUXaeTcst
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Tnara VII.

TEMOJUTUYECKWE AHEMUWUHU

CHHTE3 [MIOOMHA HOPMAJILHOHN CTPYKTYphl. B oTnnume oT a-Tanac-
CEMUU, TIPY KOTOPOM B TIOAABJISIIOLLEM OOJILIIMHCTBE CAy4YaeB Me-
XaHW3MOM TE€HHBIX MEPECTPOEK SBJIICTCA Nenelusl reHa mobuHa,
1pH (3-TajacceMuy MyTALUH U3MEHSTIOT (PYHKLIMOHATBHYIO AKTHB-
HOCTb I'eHa (peTy/IssLurIo U 3KCIpeccuo). B HacTosuiee BpeMst n3-
BeCTHO 00Jjee 150 TakuX MyTalmii.

HUccnenoBanus cUHTE3a Hereil MoOMHA B FOMO3MTOTHOM CO-
CTOSIHUU BbISIBUJIM JBa OCHOBHbBIX THMIIA [B-TajlacCEMHU: HEPBBIA
XapakTepUsyeTcsl CHUXEHMEM CHUHTe3a [B-ueneit (tun *) , BTO-
poli — oTcyTcTBUMEM cHHTe3a [3-ueneid (tum °). B peTukynouurax
M HOpMoOOJiacTax KOCTHOTO Mo3ra OONbHBIX ¢ [3'-TazacceMueil Ko-
quuectBo MPHK, xonupyromieii B-roduH, cauxeHo B 3—10 pas.
KonnuectBo Lerneit B-rmoOuHa HaXOOUTCS B [IPSIMOA 3aBUCUMO-
ctu ot ypoBHust MPHK. ¥ nmauuenros ¢ f'-tanacceMueil cuHTES Lie-
neit 3-mobuHa oTCyTCTBYET. Y MOJOBUHBI TAKUX GOJIbHBIX B PETH-
KYJOUWUTaX U APYTUX KJEeTKaxX-IIpeanieCTBEeHHUKAX 3PUTPOUIHOTO
psilla OTMeUaeTCsl BbIpaKeHHBIH 1e(ULIMUT UIH TIOJIHOE OTCYTCTBHE
MPHK (-m1061Ha. ¥ oCTaibHbIX MAUMEHTOB BbISBIAETCS CHUXEH-
Hbiil ypoBeHb MPHK, xoTopast ¢yHKIIMOHATbHO HEAKTWBHA U HE
cnoco®Ha CUHTE3UPOBATH [3-TTOOUH.

[Ipu MonexyIsIpHBIX NepecTpoiikax reHoB O- U B-1leneil, CHM-
JKAaeTCsl WIM MOJHOCTbIO MpeKpallacTes CUHTe3 O- M [B-I1o6HHa.
Yatuie Bcero onpeaensieTcs Aeneuusi yka3aHHbIXx reHoB. OnuvcaH-
HbIE MONEKY/sIpHBIE HAPYLICHUS COCTABJISIOT OCHOBY OB-Tamacce-
MUH, ONHOTO 13 MOABUIOB -TaiacceMun. M3BeCTHbBI TaKXKe Cilydyau
vOp-TasacceMuu, XxapakTepusyloleiics aejieleil WM HHaKTUBa-
LIAEN COOTBETCTBYIOLIMX T€HOB.

C deHOTUNIOM TajacceMMii acCOLIMUPYETCsl TaKxke 3abosieBa-
HUSI, XapaKTepUsylouImMecss CUMHTE30M MaToJIOTMYECKOro reMorio-
OrHa (M1 OOJBIUMHCTBA Xe «KJACCHMUYECKHX» TalacCeMHil, Kak
YXE YNOMHHAIOCh, XapakKTepHO CHUXEHUE WM TOJHOE OTCYT-
CTBUE HOopMalibHOTO Oeika). Takue 3a001eBaHNS HOCAT Ha3BaHUeE
TaJacCeMUUYECKHUX reMornobuHonarnii. [IpuMepoM sIBIATbCS re-
MorobuHonarus Jlenope (Lepore). B ocHoBe 3a601eBaHMs JIEKUT
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I0.1. lllesuenxo, A.A. HoBuk, B.A. MesnbHu4eHKO
AHEMHUIU

o0pa3oBaHUE TUOPUAHOIO I'eHa, KOAUPYIOLLEro CUHTE3 MaToJ10TH-
yeckoro remorio6buna (Hb Lepore).

TpamuiiMoHHO B-TajlacceMus pa3acsaeTcsl Ha HECKOILKO (hopM,
OTJIMYAIOIIUXCS TTIaBHbIM 00pa3oM BbIPaXeHHOCTBIO KJIMHHUKO-Ja-
GopaTopHBIX IposBiIeHUIA: thalassemia major, thalassemia interme-
dia, thalassemia minor u thalassemia minima.

boavwmas maasaccemusn (thalassemia major)

I'eneTndeckue BapuaHnThl. 1cHOTUI, XapaKTepuU3yloluii 60/1b-
UIYIO TallacCEMUIO, HeomHoponeH (tabauua 7.6). Tomo3urorHas
B°-TamaccemMus accouuupyetrcsa ¢ npeobnaganmem Hb F, orcyt-
cteueM Hb A n BapuabenbnbiM konndectsom Hb A,. Tlpu B7-Ta-
JIACCEMUM «CPEIU3EMHOMOPCKUH TUM» KJIMHUKO-1a00paTOpHBIE
JaHHble COOTBETCTBYIOT 0OJIBIIION TajiacceMHu, B TO BPEMS KaK BbI-
PaXeHHOCTb KIIMHUYECKUX HApYIICHUU nIpu B+-TanacceMuu «He-
TPUTSHCKMHA THII» COOTBETCTBYeT thalassemia intermedia. [omo-
3UTOTHOE COCTOSTHUE TTI0 TMOPUIHOMY I€HOMY, KoaupyioliemMy Hb
Lepore, TakXe JIEKUT B OCHOBE TSXENbIX KIMHUUYECKUX U TeMa-
TOJIOTMYECKUX HAPYIUEHUH, COOTBETCTBYIOIIUX OOJBIIOH Tajac-
CceMHHU,

Knunnyeckag kaptuHa. 3abojieBaHME OOBIYHO IMATHOCTUPYET-
¢sl K KOHILy TepBOro roaa XXu3Hu. Ecnu quarHo3 ycTaHOB/EH IpU
POXIEHUN, aHEMUS U MOP(DOTOTHUUECKHE M3MEHEHUST LIMPKYJIUDPY-
OLIMX SPUTPOIIMTOB HAYMHAIOT ONPEICHATLCS yXe Ha 6-i1 Henene,
a CIJICHOMETaJIUA — Ha 8-i1 Henene XXKU3HU, be3 npoBeneHUs TpaHC-
¢y3HMOHHOIT Tepanuu ypoBeHb eMOIJIOOMHA MOCTENEHHO ITaJaeT
10 30—50 r/1 ¥ HaYMHAIOT MOSBJSATHCS NIEPBbIC XapaKTCPHbIE MTPH-
3HaKM 3a00J1eBaHUS: 3a/IepXKa pocTa (B CBA3U C YEM I'0JIOBA KaXeT-
cs1 00JIblIe), BBITSIYUBAHUE XU BOTA.

— Hamenenusn cxesema y OONBHBIX TalacceMueill 0oOYCNOBIEHBI
HapylleHHeM KOCTHOIo MeTaboan3Ma Ha (hOHE YBEIMUYEHHS DPH-
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Tabauua 7.6.

[nasa VIIL.

FTEMONUTUYECKHWUE AHEMHUHU

Dpaxyuu 2emo2106una npu 2enomMunu1ecKux eapuanmax f-maraccemuu

Texotun |[HBA(%)  [HBA, (%) [HBF (%) |lipyrse dpaxuma
Hopma
B/B |97 [25-32 [<1 | Her
Thalassemia major
BY/p° 0 1,0-5.9 >94 CBo0OOoIHbIE O-1IETTH
B*/B*, cpeau- pucyrcteyer |2,4—8,7 |20-90 CBoGonHbIE O-1IEMHU
3€MHOMOPCKMA
B°/B* MMpucyrersyer |0,6—3,4 | >75% Her
(OB)Lerore /(BB)YPor | O 0 70-92 Hb Jlenope (8—30%)
Thalassemia intermedia
B*/B*, Herpy- IMpucyrcrpyer | 5,4—10,0 |30-73 Her
TSHCKUH
B°/(6B)° 0 0,3-2,4 |60-99 Her
B*/(8B)° 20-30 CHuxeH |[loswiieH | Her
B0/ (dp)Leror 0 CHuxeH |IosbiiieH | Hb JTenope (10%)
B*/(6p)Lerore IMpucyrcteyer | CHuxen |TloBeimicH | Hb Jleniope (10%)
B°/B [Mpucyrcreyer | >3,2 1,5-12 Her
(8B)"/(8B)° 0 0 100 Her
(0B)’/(dB)Leree 10 0 92 Hb Jlenope (8%)
a/P [MpucyrcrByet | [ToBbilleH HOEMaﬂb— +HbH
HBI] WK
MOBbILIEH
B/B Durham-NC |90 3,3 6 Her
Thalassemia minor
B*/8 >90 3,5-8,0 |1=2 Her
B°/B >90 3,5-8,0 (1=2 Her
(3B)°/B <90 2,5-3,0 |5-20 Her
(Of3)Lerore/3 IMpucyrctyer | 1,2—2,6 1-3 Hb Jlenope (5—15%)
vop)'/B MNpucyrersyer |2,5-3,2 | <1-2 Hert
Thalassemia minima
Beten/ 3 |97 <3,2 <1 Her
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10.J1. llieBuenko, A.A. Hosuk, B.S. MeabHuuenxo
AHEMMNMHU

TPOITO3THIECKONH aKTUBHOCTHU B KOCTHO#H TKaHU. Ilpu rucronoru-
YECKOM UCCJIEIOBAHUM KOCTHOW TKaHM OTMEYAETCSl OCTEONEHUS,
yBeJIMYeHe KOCTHOW pe3opOuMH, CHUXCHUE MHUHEPaln3aLuu,
yMEHBIIEHHE 04aroB KOCTHOTO pocra. [lpM MakpocKonmuyeckom
WUCCAENOBAHUN OIPEACTSCTC UCTOHUCHUE KOPTUKAILHOTO ClOsl
W 3HAYUTENIFHOE PACIIUPEHUEe KOCTHOMO3rOBbIX rnojiocteil. PaHee
JIPYTUX TaTOJIOTMUYECKMM MPOLECC 3aXBATbIBAET KOCTH KHUCTER U
cTOI. XapaKTepHa PpEHTICHOJI0THYeCcKas KapTuHa — KOCTHbIE Tpa-
OCKyJibl B IIPOCKLIMK MO3TOBOIO CJIOSI UMEIOT MO3aUYHOE CTpOE-
HUE.

B nocienyoineM B MpoLECC BOBIAEKAIOTCS APYrMe KOCTU CKeNe-
Tta. HanGonee xapakTepHbl UBMCHCHHUSI KOCTEH JIMLEBOIO Yepena,
GOpMUPYIOIINE KAPTUHY <«TaJlaCCEMMUYECKOro» Jinia («KBaapar-
HBIM» Yeperl, YIUIOIICEHHAs TepeHOCHLa, FTUIepTpodus BepXHEi
YeJTIOCTH, CYXEHHUE [TIA3HbIX LI/, «BbINSTYMBAHUE» 3y6OB BEpX-
Hero psana) (pucyHok 7.13.).

PacimiMpeHue MO3roBOro Cjosi U UCTOHUYEHWE KOPTHUKAJIbHOWM
TUIACTUHKM JJIMHHBIX TPyOUYaThIX KOCTEH Npeapacnosiaralor K pas-
BUTHUIO TIaTOJIOTMYECKUX TMepenoMoB. CBOeBpeMEHHO Hauaras
afgeKBaTHas TeMOTpPaHC(Y3WOHHAs Tepanusi MOXET 3HAYUTENb-
HO YMCHbIIATb BBIPAXEHHOCTb MaTOJIOTMUECKUX KOCTHBIX U3MEHE-
HUM.

— Pocm u nosoeoe pazeumue. 3anepxKa pocta B paHHEM IETCTBE
60abHBIX 00J1bIIOH TalacceMuei 00yCIOBIEHA TSIXEN0W aHeMUEH.
IlpoBeneHue anekBaTHON reMoTpPaHC(PY3MOHHON TEpanuu Io3BO-
JISICT IPpUOINU3UTH (PU3UUECKUEe MOoKa3aTeu K HOPMaJIbHBIM BEIU-
ypHaM. 3aiepxKKa pocTa B MOAPOCTKOBOM MEPHUOJE SIBASIETCS CNE -
CTBHEM CHIDKCHHOH AKTMBHOCTH coMaroMenuHa. ComaToMemnuH
CUHTE3UPYETCS B MTCYCHU U HAPYILCHUE €r0 MPOAYKLIMU CBSI3AHO C
pa3BUTHEM TeMOCHIepo3a 3Toro opraHa. CynieCTBEHHO CTpamaeT
MOJIOBOE Pa3BUTHE: BLISIBISIIOTCH 3aAC¢pPKKa MECSYHBIX Y I¢BOYEK,
CHUXXEHME CIIEpMATOrcHe3a U TUOUI0 Y FOHOLIEH.

— Cepdeuno-nezounvie 0CA0MCHeHUs. Y MHOTUX OOMbHBIX MOCHE
MepBOi AeKalbl XXM3HMA MOXET Pa3BUBATHCS PELUMUAUBUPYIOLLIUIA
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nasa VII.

FrEEMOJINTNHECKUME AHEMWMN

Puc. 7.13. N3mMeHeHMe KOCcTel Yepenay 60/1bHOro ¢ 60/bLLIOK TanacceMueid,
«TaINaceMNYECcKOe NNLO».

acenTUYeCKWn NepuKapauT, MpoTeKarowmii ¢ 601eBbIM CUHAPO-
MOM, LUYMOM TPEHUS NnepuKapia W He3HauuTeSlbHbIM MNepuKapan-
a/IbHbIM BbINOTOM. 3TO OC/IOXKHEHMEe 06bIYHO CMOHTaHHO pas3pe-
LuaeTcs, He Tpebys NPOBeAEHUS CEPbE3HOr0 neveHns. MNpruyunHamm
nepvkapgvTa sBnatoTca obpasoBaHMe [Lerno3nTOB XXenesa B nepu-
Kapie ¥ WH(EKLMOHHO-aNIepPrMyecknin npowecc, MHAYyLMpoBaH-
HbIli CTPENTOKKOBOW UH(EKLMEN.

Haunbonee TSXe/NbIM OCNOXHEHNEM Yy 60/IbHbIX, NOMYYatoLLEN
remMoTpaHCy3NOHHYIO Tepanuio, SBASETCA reMocuiepo3 MUoKap-
fa, NPVBOAALLMIA K XPOHMYECKOW CepheqHOM HeLoCTaTOYHOCTW.
OnucaHbl clyvan XPOHWUYECKOWN CepheyvyHONn HefoCTaTOYHOCTU Ha
(hoHe remocmaeposa Mmokapga y 60nbHbIX 5—6 feTHero so3spacTta.
HecmoTps Ha MpoBOAMMOE /leveHne, NauyeHTbl YXe C UMeHoLn-
MUCA MPU3HaKaMN KapAuasibHbIX PacCTPOMCTB YMUPAtOT B TeHeHUe
OAVDKAMLLNX HECKONTbKUX MECSLEB.

241



10.J1. llleBuyeHko, A.A. Hoeuk, B.M. MeapHHYEHKO

AHEMMHKAMNUN

HccnenoBanue pyHKUMM BHEIUHETO AbIXaHMSI GOJbLHBIX 0OJb-
[IOH TaTaCCEMUEU BBISIBJISIET YMEPECHHbBIE HAPYILEHUS 110 PECTPUK-
TUBHOMY WM OOCTPYKTMBHOMY THUITY. XOTSI TOYHBIE MeXaHU3-
Mbl IOPAXEHUS JIETKUX [PU 3TOM 3a00JeBaHUU HE UCCIENOBAHBI,
TIpEAIIoNaraeTcsl, 4YTo NaroreHeTUYeckoe 3HavyeHne NUMEIOT OTJIO-
JKEHUE INETO3UTOB Xejie3a B IETKUX U HApYIICHUST 9KCKYPCHIA 1Ha-
hparMel 3a cueT JaBsiilei CHU3Y YBEJUIEHHOM ceNle3eHKOM.

— Tenamobuaauapusie paccmpoiicmesa. ['emaromeranus Ha paHHUX
aTanax 3adbosieBaHus 00yCIOBIEHA Pa3BUTHEM BHEKOCTHOMOZIOBO-
0 KPOBETBOPEHUS B TIEUEHU W MOXET YMEHBILIATHCS 1OCIIE aleK-
BaTHOM reMoTpaHchy3MOHHOM Tepanuu. Ha 6onee no3aHux ctaau-
siX 3a00JIeBaHUS IPUUMHOMN IreraToMerajuu ABIsoTCs. BTOPUYHbBIE
LHUPPOTUYECKUE U3MEHEHUS. Pa3BUTHE ChIBOPOTOUHOIO renaTHTa
B unmn C ete 6osee yxy/AIIAOT IIPOrHO3.

KaMHu B XelT4HOM MNy3bipe 00pa3syloTcs yallie Y GONbHBIX, KO-
TOPBIM IIPOBOAUTCS MACCUMBHAsi reMoTpaHC(hY3UOHHasl Teparusl.
[Tpopenenue remoTrpatcdys3uil B cyOONTUMATIBHBIX J03aX yMEHb-
1LIAaeT YaCTOTY BbISIBJIIEMOTO XONEJIUTHA3A.

— Ilpoenos. bes neueHns 60yibHbIE GONBIION TaNacCEMUENH YMH-
paioT B TEUCHHWE TIEPBBIX S JIET XKU3HU OT MOBTOPHBIX MHMEKIINA 1
Tporpeccupymollieil Kaxekcuu. MaccuBHasi reMoTpaHchy3MOHHAs
Tepanus MO3BOJSET JO0OUTHLCS CYOHOPMAaTbHBIX MOKasareeil po-
CcTa U Pa3sBUTHS B JACTCKOM Bo3pacTe. B nocnenymooluemM, oiHako,
MPOrPECCUPYIOT HAPYILIEHMS (DYHKLIMHU BHYTPEHHUX OPraHoB, 00-
YCJIOBJIEHHbIE BTOPUUYHBIM TEMOCHUIEPO3OM, UTO U SIBASETCS TPU-
YUHOM CMEPTH MOAPOCTKOB WJIK MOJoAbIX Jogei. o 25 ner no-
KUBAET OPUOIU3UTEILHO 25% OONIbHBIX, KOTOPBIM MPOBOIUTCS
reMoTpaHcdy3vMoHHas Teparnus; 75% NauueHTOB YMUPAIOT OObIY-
HO B Bo3pacre 16—17 jer, yallle BCEro OT IPOrpecCUpyIoLIen cep-
IeqHOU HENOCTATOUHOCTH.

Knnnuko-iadopatopubie Januble. [Ipy KMCCEIOBaHUM TIEpH-
(bepuueCcKoil KPOBU BbIABISIETCS TsXKeNasi TUMOXPOMHasi aHEMMS
(remorno6un 30—50 r/n, MCH 15—18 nr, MCV 50—60 ¢ur), pe-
TUKYJI0UUTO3 (50—150%0), YMEpEHHBbIil JIeHKOUMTO3. YpOBEHb
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FrEEMOJ/INTNHECKUME AHEMWA

TPOMGOLUMTOB 06bIYHO HOPMa/IbHBINA (40 Mepuoja pasBuUTUa runep-
cnneHnsma). MNpu NpocMoTpe Maska KpoBW 06HapYXMBaKOTCH aHW-
30UMTO3, 3HAUNTE/NIbHOE KO/IMYECTBO HOPMOLIMTOB W MULLEHEBUL-
HbIX 3PUTPOLMTOB (PUCYHOK 7.14).

B KOCTHOM MO3re OTMeYaeTcsi Pe3Koe pasfpaxeHue spuTpouna-
HOro POCTKa 1 YBENMYeHve Kon4yecTsa cugepobnactos. OCMOTH-
yeckas CTOMKOCTb 3pUTPOLMTOB MOBbILLEHA.

Mpy BUOXMMUYECKOM WCCNefOBaHUN BbISBNISIETCA YBe/MYeHve
KOHLEHTPpaLUMM HEKOHBIOTMPOBAHHOTO 6UNNpPy6uHa n Apyrve npu-
3HaKN remosiv3a, rnoBsbllleHVe YPOBHS CbIBOPOTOYHOIO Xene3a.

OCHOBOW AMAarHOCTMKW SBMSIETCS 3/1EKTPOdOpPE3 remMornobuHa,
Mpy¥ KOTOPOM OTMEYaEeTCs Pe3KOe MOBbILLIEHWE YPOBHS remorioou-
Ha F 1 COOTBETCTBEHHO 3HAUYUTENIbHOE CHVDKEHWE COfepXKaHus re-
MOrniobuHa A; Konim4yecTse remorsiobuHa A, BapuabenbHO (MOXeT
ObITb CHUXEHO, MOBbLILLEHO WX B Npeaenax Hopmbl).

Puc. 7.14. Ma3sok nepudepuryeckoii kpoeu. Okpacka no PomaHosckomy, X 1000.
Bonblias Tanaccemusi. AHU30 ¥ NONKUIOLMT O3, MULLIEHEBUAHBIA 3pNTPOLUT.
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10.J1. UleBuenko, A.A. Hosux, B.SI. MesnbHuyeHko
AHEMMBMHU

Ilpomexncymounas maaraccemus (thalassemia intermedia)

Ienernueckue BapMaHTbl. KIIMHUYECKU CUHAPOM C MPOMEXY-
TOYHBIMH 110 BhiPAXKEHHOCTH KIIMHUUECKHUMHU MPOSIBASHUSIMU MEX -
[y OONBIIIOM W MaJioi TanacceMueil MOXeT HaGA0MaTbCs TIPU pas-
JIMYHBIX TEHOTUITMUYECKMX BapuaHTax. B Oosblieil cTeneHu 3To
OTHOCHUTCI K TOMO3MTOTHOH [*-TajacceMuu y 4epHOKOXMX Ma-
uunenToB. KpoMe Toro, ornucanbl cy4yar ToMO3UIoTHOM B°-Tamac-
CEMMH ¢ KJIMHHYECCKUMU NPOSBACHHUIMU, XapaKTepHbIMU 17 th-
alassemia intermedia. TIpu3HAaKM IMPOMEXYTOUYHON TajlaCCEMUU
ONPEAEIAIOTCH U Y ABOMHBIX retepo3uroT mno redam B° u (68)°, a
takke o reHaM BT u (8p)°. Ten remomiobuHa Jlernope B accoLM-
Ay Win ¢ reHoM B° wiM ¢ reHoM [3* Takke SBJIsieTCsl MPUYMHOMN
pa3BUTHS IPOMEKYTOUHOM TaacCEMUU.

Knunnueckas xapruna. KnuHuyeckasi KapTUHa pu JaHHOU
¢dopMe TayacceMUU CpaBHUMA C TAKOBBIMU IPU OOJBILON Tajiac-
CEMHHU, HO MeHee BhipaxeHa. IeMoTpaHcdy3uu TakuM OOJIbHBIM
[OKAa3aHbl TOMBKO IPU UHTEPKYPPEHTHBIX MHGEKIHUAX, COMpo-
BOXIAlOIIMXCS HapacTaHueMm aHeMuM. Poct u pasputue crpaaa-
10T He3HauuTeabHO. OTMEUaloTCs UHTEPMUTTUPYIOLIAS KENTYXA,
CIUIEHOMETATNS U U3MEHEHHUsT KOCTEH JMIIEBOTo Uepera, aHalo-
ruuHbie thalassemia major, HO BeIpaxkeHHbIC MeHbllIe. TedeHue 3a-
OOJIEBAHMS Y B3POCJIBIX MOXET OCJOXHSITHCA IMATOJOTHUYECKUMU
nepeoMaMy U XoJieJMTUa3oM. [Ipu agekBaTHOM JiedeHUM Mpo-
JOIKUTEbHOCTD XU3HU HE OTIMYAETCS OT CPEAHEMONYSLMOH-
Ho#. OCHOBHOH MPHUYHUHONH NPEXIAEBPEMEHHOU CMEPTH SIBNSIETCS
XpoHWYecKas cepaecyHasi HeIOCTaTOYHOCTh Ha (hOHE reMoCcHuIepo-
3a MUOKap/a.

JlabopaTopnsie nannbie. bes nposeneHus remotpaHcdy3uit ypo-
BEHb TeMONTO6UHA GoJibHBIX KoAebaeTes B npeaenax 60—90 r/n. B
Maske nepuhepuUecKoil KPOBU ONPEIE/ISIOTCS UBMEHEHUS, aHano-
THUHbIE TAKOBBIM TIpH OO0JIbILION TalaCCEMMM: BbIPAXEHHbIA aHM-
30LIMTO3, TUTTOXPOMMUSI, MULLIEHEBUAHbBIC KIETKH, SiACPHBIE hOPMBbI
3pUTPOLMTOB. B KOCTHOM MO3re oTMeUaeTcs TMIEPIasus 3pUTpo-
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FTEMOJUTHUYECKHWUE AHEMMWHU

LMHOTO pocTka. PesynsraTsl anekTpogopesa reMorioouHa 1ocra-
TOYHO Pa3HOPOIHBI, YTO OTPAXKAET 'eTEPOreHHOCTh F€HETUUECKUX
BapuaHTOB thalassemia intermedia.

Maaas maasaccemusn (thalassemia minor)

I'enernyeckue BapuanTbl. bOJAbLUIMHCTBO reHETUUECKUX BApUaAH-
TOB MaJIOM TaJacCEMUH SIBJISIIOTCS TeTepo3uroramu mno B+ unm f°-
reHaM. [lpu n1000M TuIEe Majoii TaaacceMUM ONpenelsieTcs: mpe-
obnananue Hb A, nosbiiieHue ypoHst Hb A, u HOpMasibHBIA WK
MMHUMaJIbHO noBbiieHHbIH — Hb F. I'eTteposurornas 63-tanacce-
MUS OTJIMYAETCS OT reTepO3UTroTHOMR [3*- unu (-tanacceMUu Kim-
HUYECKUMU U J1abOpaTOPHBIMK NaHHBIMM. [1pM reTepo3uroTHOI
O0B-Ttanaccemun ormeuaercst nosbilieHne Hb F no 5—20%, koH-
ueHtpauuss Hb A, HopMasibHass MM CHYKeHa. [lnst reTeposuroT-
HoW remornobuHonaTuu Jlernope Takxke xapakTepHbI KIIMHAYECKHNE
NPU3HAKU, COOTBETCTBYIOLME MaJIOH TajlacceMuu. KoHueHTpauus
remomnioduHa Jlenope B Takux caydasix CoCTaBisieT 00bI4yHO 5—15%
OT 00l1ie# KOHUEHTpAaLu1 reMONIOOMHA.

Knunndeckas xkapruHa. /larHo3 B OOJBUIMHCTBE CIy4aeB yCTa-
HaBJAUBAETCH CAy4YyalHO WJM IPU LeJieHalpaBJIeHHOM o0cieno-
BaHHMM B CEMbSIX C BBICOKUM PMCKOM pa3BUTHUS 3aboneBaHmst. o-
CTAaTOYHO PeOKO y OONbHBIX OMpeAeNaeTcs UKTEPHUYHOCTh CKIIEp,
yMEpPEHHAas CIIJIEHOMEraius, s13Bbl TOJICHEH, PEeHTICHOJIOIrMYECKHe
W3MEHEHMS JAMHHBIX TPyOUaThIX Kocreit. Y keHIUH ¢ thalassem-
ia minor BbIpaXX€HHOCTb aHEMUHN BO BpeMsl OEpEeMEHHOCTH 3aMeT-
HO OOJIbllie, YEM Y 3MOPOBBIX, HO FeéMOTpaHC(hY3UU HE TPEOYIOTCS.
YacTto 60JbHBIM OIIMOOYHO BLICTAB/ISAIOT AMATHO3 XKene301epULIMT-
HOIf aHEMUU U Ha3HavaloT NpenapaTsl Xeje3a. JnuTenbHbIA NpUueM
MpenapaToB XeJie3a MOBBIILAET PUCK Pa3BUTUSI TEMOCHIEPO3a, KO-
TOPBIA OCJIOXHSIET TeYCHHUE 3a00I€BAaHUST HEKOTOPBIX OOJbHBIX C th-
alassemia minor.
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10.J1. leruenko, A.A. Hosuk, B.S. MenbHUYCHKO

AHEMMJKHU

B ta6muue 7.7 cyMMUpoBaHbl OCHOBHBIE KJIMHUUECKUE U reMa-
TOJIOTMYECKHE OCODEHHOCTH NpH pa3inyHbIX popmax [-Tanacce-
MWH,

JlaGopaTopHble nannbie. [1pu vccaenoBanuu nepudepuvecKon
KPOBHU OTMEUAETCS HOPMabHAas MW HE3HAUYUTEIbHO CHUXKEHHAA
KOHIEGHTpalus reMornoouHa. CpeaHue 3HaUYeHUs reMorioouHa
OOJBbHBIX C MaNOW TajmacCceMHUE BApPbUPYIOT B 3aBUCUMOCTU OT
reorpaduyecKoro peruoHa ¥ reHETUYEeCKOro BapuaHTa M KoJje-
omorcsa B npeaenax ot 110 no 125 r/n. Koin4yecTBo 3pUTPOLUTOB
MOXET OBITH NOBBIILIEHO, a ntokazatea MCV u MCHC cuuxe-
HBl. HecMoTpsa Ha MMHHMAabHbIE U3BMEHEHUSI YPOBHS FE€MOTNIO-
OKHa, B Ma3Ke nepudepudeckoil KpOBU OMPEAESIIOTCS SIBHBIE
Mopdoiorniyeckre U3MeHeHsI: MUKPOLIMTO3, THITOXPOMMSI, aHH-
30- U NOMKWJIOLUUTO3, MUILIEHEBUJAHBIE KJIETKHA; HOPMOULMTHI OT-
cyTCTBYIOT. OCMOTHYECKAsA CTOHKOCTb 3PUTPOLUUTOB MOBLIICHA.
Ilpu uccaenoBaHUM KOCTHOIO MO3Ta OTMEYAeTCs HE3HAYUTEeb-
Has THUIEepIUIa3nusl IPUTPOUIHOTO POCTKA. Pe3ynbTaThl 21€KTpo-
¢opesa reMmorioOMHA 3aBUCAT OT FEHETUUECKOrO BapuaHTa Ma-
JIOA TaJTacCEMMUU.

Munumaavrnaa meaaccemus (thalassemia minima)

IeHeTnueckue HapylieHus npu thalassemia minima He oka3bl-
BAIOT BAMSIHKS HAa KJIMHUYECKYIO KAPTHHY 3a00jieBaHUsI U HE W3-
MEHSIIOT Mopdosioruu 3puTpouunToB. «HeMoi» reH B-Tanaccemuu
ObUT OOHAapyXeH B rpedyeCcKoi IMOMYISILMU U Y BLIXOAUEB U3 Ad-
PUKU. YpoBeHb reMOrJIoOMHa HOpMalbHBIN, Mokaszatenn MCV u
MCHC Ttakxe B mnpeaeaax HOpMbl WIM MUHUMAIbHO CHHXKEHBIL.
JMarHo3 rnoATBEPXKIAACTCS JIMILbL MOCHe NPOBEACHUS MOIEKYJsAp-
HO-TEHETUYECKUX UCCACAOBAHMIM.

Hunargocrrueckue noaxoabl ¥ MPUHUMITMATbHbIE KTHHUYECKHE
0CODEHHOCTH TATAaCCeMMI NMpeacTaBieHbl Ha pucyHke 7.15.
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I'nasa VII.

FTEMONTMTUYECKHUE AHEMHUMU

Ta0nuua 7.7.
Kaunuueckue u 2emamonocusecrue ocobennocmu pazaunnsix opm f-manaccemuu

Thalassemia | Thalassemia Thalassemia | Thalassemia
major intermedia minor minima
BeipaxeHHocTp | ++++ ++ +, £ +,0
MPOSIBJIEHUH
leHeTHKa T'omosurot- | FoMo3uroTHas, | [eTrepo3uror- | FeTepo3uror-
Hasl, 1BOiiHas | ABOlHasl rete- | Hasl Has
reTEPO3UTOT- | pO3UTOTHAS
Hast
CnneHomeranus | ++++ ++, +++ +,0 0
Kenryxa +++ ++, + 0 0
N3meHeHuns ++++, ++ +,0 +,0 0
CKeJleTa
I'emornobuH <70 70—100 >100 Hopma
Tunoxponms ++++ +++ ++ +
MUKpOUMTO3 +++ ++ + 0
MuteHeBuaHeie | 10—35% ++ + +
KJIETKU
bazodpunbHas ++ + + 0, +
MyHKTALMS :
IPUTPOLIUTOB
Petuxkyaoumtsl | 5—15 3—10 2-5 1-2
SAnepHbie +++ +,0 0 0
¢opmbl
SPUTPOLIMTOB

[Mpumeuanne: O — OTCYTCTBUE M3MEHEHUI; + — He3HAUUTE/IbHBIE U3MEHCH U,
+, ++ — He3HaYUTENbHbIC UBMEHEHUS, ++++, +++ — BbIpakeHHbIC U3MEHECHUS.

Jlesenue maaaccemuii

B jieyeHr M 00BHBEIX 00BIION TANACCEMUECH UCTOMB3YIOTCS TEMO-
TpaHcdy3uoHHas Tepariysi, CTUIEHAIKTOMUS, TPAHCILUTAHTALMS AJUTO-
TeHHBIX TEMOIIO3ITUUYECKHUX KJIETOK, a TAKXKE Tepallsl HarpasjiceHa Ha
NpenynpexaeHue U yMeHbIlIEeHHE TOC/ICACTBHI1 TOKCHUECKOTO Jei -
CTBUS XeJie3a MPU MAaCCUBHbBIX reMOTpaHCy3usix (PUCYHOK 7.16).
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IO 1. llesuctko, A.A. Hosuk, B.fl. Mennhnuyenko

AHEMMAMH

Bbixogubl M3 Adpukn, Lotnanamn, CpegnsemMHOMOpLS,
lOro-BocTo4Hon A3uu /it MUKPOLMTOS

KnuHuyeckwi cuiapom
TanaccemMum NCKIIIoYaeTcs
(Ho He Tanaccemus minimay)

> 80

g
Monck apyrux npuyuH
MUKpoLMTO3a:

o-Tanaccemms (Heo6xoavMm
reHeTMHECKMIA aHanma)

AHEMUA XPOHUHECKNX 3a60MeBaHUR
MAC (cuaepobnactHas aHemus)
OTpagneHue CBUHLIOM

Ankoronuam (aedrunT NUPUAOKCKHA)
TOKCUHHOCTL antoMUHUS
LToxcwHHocn: LMHKa

aHeMWsA nerkomn
cTeneHn nim
HOpMabHBIA
Hb; RBCT

<80, deppuTuH

>12 Hr/mMn <12 urimn
XenesopetuumtHas
aHeMust

naTtonorunsa

HopMa | Jnekrpodopes
remornoéuHa

|

% Hb F

3aboneBaHmne % Hb A % HbA, KommeHTtapiun

p-tanaccemua minor | 93 6 1-5 LobpokaiecTBEHHOE TEYEHNE

p-ranaccemus major |0 2-10 90-98 | Taxkenasn reMonuTMyeckan

(romosuroTHas) aHeMusi, perynspHbie
reMoTpaHcdy3smm

B-tanaccemwusn 55-75 |2-5 20-40 | He TpebyeT perynsapHbIxX

intermedia remMoTpaHcdy3niA

Sp-Tanaccemun 93 2-3 5-10 [o6pokavecTBeHHOE TeYeHne

a-Tanaccemus 97 3 <1 Jlerkoe Te4eHne unn oTcyT-
CTBUE remonnaa npu
a-Tanaccemmu 1 n 2; KnuHu4e-
CKI 3HAYUMBbIP remonna npmn
remorno6uHonatum H

HacnencreenHas 0-30 - 70-100 | Do6pokavecTBeHHOE TeueHue

nepcucTeHuns

deTanbHoro

remornoéuHa

mnn

Hb E (BTOpas no YactoTe B Mupe nocne Hb S aHomanus remornobuna). Hanu4ne re-
MornobuHa E He ConpoBOXAaeTcs aHemmel, HO UMeeT MECTO MUKPOLMTO3

Puc. 7.15. Arzopumm duaznocmuxu masaccemuu.
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Inaea V1.

FTEMONTUTUYECKHUE AHEMHUHU

Temompancghysuonnas mepanus. bonpHble thalassemia intermed-
ia ¢ koHueHTpauyel reMorIobMHa He HUXe 75 I/J1 0OBIMHO HE HYX-
JAIOTCS B [IPOBEAEHUH peryasapHbIX reMoTpaHcdysuii. [1pu Takom
ypOBHE reMomo01Ha He Hab/IloaaeTcs BbipaXkeHHOMN 3aePXKKH pO-
CTa W Pa3BUTUS, A MPOAOIKUTEIbHOCTb XKU3HHA HE YMEHbILAETC.
ITpu Oonee TsXENON aHEMUM MOKA3aHO MPOBENCHUE PETYAAPHBIX
reMoTpaHchy3uiil (OTMBIThIX WA PAa3MOPOXECHHBIX IPUTPOIIUTOB).
B npouuioM nepeainBaHWe 3PUTPOLUTOB TaKUM OOJBHBIM IIPO-
BOJNMJIOCH TOJBKO IMPH BbIPAXKCHHOM TPOSABIEHUN aHEMUYECKOTO
cuHIpoma. [Ipeanonaraiocs, 4To ymMeHbllIeHUe 00beMa TpaHcdhy-
3UH 3aMelIsieT pa3BUTKHE IeMOCHIepo3a TKaHei, U TakuM obpa-
30M, MpoajieBaeT Xu3Hb GobHbIX. [lo3nHee ObLIO YCTAaHOBJIEHO,
YTO HE3HAYMUTENbHbIE 00beMbl reMOTpaHC(y3Uil HE [MO3BONSIOT B
JOCTATOYHOM MEpe NPeAOTBPATHTb PA3BUTUE SKCTPaMELY/LIAPHOTO
SPUTPOII033a, MOITOMY BO BTOPOM leKajse KU3HU Y OOIbHBIX BO3-
HUKAIOT TsiXe/ble OCIOXKHEHHsI, OOYCJIOBJICHHbIE AchopMaleit
CKeJieTa, 0OCTEONOPO30M U CIIJIEHOMETaTUEH.

B nanpHeiieM nporpamMmbl reMOTpaHC(HY3UOHHON Tepanuu
obltM MoauduuMpoBaHbl, llenblo Bpadell crano momaepXkaHHUe
ypoBHs remoriodouHa B npenenax 90—105 r/a («runeptpaHcdy-
3uu»). OmnaceHus, 4To 6onee arpecCUBHasl reMoTpaHcy3MOHHAS
TEpaIus YBeJUUKMBaeT BEPOATHOCTh CMEPTH Ha PaHHUX 3TaIrlax 3a-
foJsieBaHys BCJCICTBME TE€MOCHIEpPO3a, HEe MOOTBEPAWIMCH. YKa-
3aHHag MoAuU(UKaUUA MO3BOANIA B 3HAYUTEIBHON CTENEHU MMO-
OABUTh AKCTPaAMEIY/UISIPHBIM 3PUTPONO33 U YIYYLIATh KayeCTBO
>KM3HU OOJIbHBIX 0€3 YBeJINYEeHMUS ACTATbHOCTH BCJIEACTBUE reMO-
cuneposa. MUcnonb3oBaHue Takoi TAKTUKHU JICUEHUS TAKXKE YMEHb-
1IAET NPOrpecCUPOBAHUE CIIEHOMErATUN, CHUXKAET YACTOTY TSKE -
JIBIX MH(PEKUMH U KapInaJibHbIX paCCTPOMCTB.

CyllecTByeT €11ie OAHA TAKTHKA ITPOBEAEHMS TeMOTPaHC(PY3HMOH -
HO#1 Tepanuu O0JIbHBIX ¢ O0JIBLIOK TanacceMUeid, MpHU KOTOPOH ypo-
BEHb reMOTIO0OWHA MOMIEpKUBAETCa HA YPOBHE, He HuKe 120 r/n
(«cyneprpaHcdy3uun»). Ilpu Takoit MoaudUKaLMK yIaeTcsl MOYTH
MOJTHOCTBIO MOJABUTH BKCTPAMENYUISIPDHBIA 3pUTPOTIoa3. TeM He
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10.J1. Wenuenko, A.A. Hosuk, B.Sl. Menbuuueko

AHEMMNHU

MeHee, IPEUMYILECTBO cynepTpaHcdy3uil Haa runeprpaHcdy3usi-
MM B Hacrosilliee BpeMsl He nJoka3aHo. «CynepTpaHcdy3uu» B Ha-
cTOsIlee BPpeMsl MCTIONb3YIOT NIAaBHBIM 00pa30oM 15l ICUCHUS O0Nb-
HBIX, CTPAJAIOIIUX XPOHUUECKUMU CepAeUHbIMU 3a00IeBAHUSIMH,
ILIOXO [MEePEeHOCAIINX AHEMHUIO.

Cnaensxmomusn. HecMoTpst Ha aleKBaTHYIO TeMOTpaHChy3MOH-
HYIO Tepanuio, Y OOJIbHBIX 00JIbLION TanacceMuei HEU30EXHO pa3-
BUBaeTcs ciieHoMeranns (o6buHO B Bo3pacTe 6—7 sietr). Enie 60-
JIee CEPhE3HOM NMpoONaeMOi CIJICHOMET IS SIBISIETCS ¥ OOJIbHBIX C
posbIIoi TasacceMueil 6e3 aneKkBaTHOM reMoTpaHcy3HOHHOI Te-
panuu, a TakxKe y psina 00bHBIX ¢ TPOMEXKYTOYHOM TatacceMueit 1
reMomioOUHonaTueH H, monayuatonimx HeperyasgpHble reMoTpaHc-
¢ysuu. IIporpeccupyoilias CIJIEHOMETAIUS YBEJUUUBAET 00BEM
LM PKYJIUPYIOLICH KPOBU, YMEHbILIAET MPOLOJLKUTEIBHOCTD XKU3HH
SPUTPOLIUTOB, YBEIMYHUBAET MOTPEOHOCTh B TeMOTpaHChy3usX u
HaChILEHWE TKaHeH Keae3oM. B paae ciyyaes pa3BuBaeTCsl TPOM-
BOLIMTO- U JEAKOINEHUSI, CBSI3aHHBIE C TUNIEPCILUIEHU3MOM.

OCHOBHBIM ITOKA3aHKEM /1)1l CTUIEHIKTOMMUH SIB/ISIETCA YBEJIUUE-
HUe NOTPeOHOCTH B remoTpaHcdysusix. He pekoMeHayeTcs BbION-
HEHME Olepallii B JETCKOM BO3pacTe WK MOAPOCTKOBOM MEePUO-
Ie (B CBSI3U C PE3KO IMMOBLIIIEHHBIM PUCKOM (haTajibHOTO Cerncuca).
INepen cnjieH3KTOMUEH KenaTebHO TMPOBEASHUE MHEBMOKKOKO-
BO HMMYHHM3ALIWH.

CIUICH3KTOMMUS HEPEAKO MOKa3aHa B3pOCbIM OOJIbHBIM C TIPO-
MEXYTOUHOM TajacceMueil U reMmornodbuHonatveit H ¢ wensto
YCTPAHEHUSI CHUMIITOMOB, CBSI3aHHBIX C MEXaHUUECKUM aBJICHUEM
YBEJIWUESHHOM ceJIe3eHKU Ha OKpYXalolllue OpraHbl U TKaHU, a Tak-
Ke KyIMpOBaHHsI HapacTalollieil aHeMUM.

[Ipedomepauienue moicuveckozo Oelicmeusi xcenesa. I'emocune-
PO3 SIBJISIETCSI OCHOBHOM MPUUUHON cMepTU OOJIBbHBIX OO/BIION Ta-
naccemueit. [1pn HakomeHun B opraHusme 40 rpaMMoB xkejesa
MOSIBJISIIOTCS! HAapYIIeHUsT GYHKLIUW BHYTPEHHUX OPTaHOB; MPU KYy-
My 60 v 6osiee FpaMMOB Pa3BUBAETCS TsiXKesasl cepieuHast He-
J1OCTaTOYHOCTD.
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Imasa VII.

TEMOITUTUYHECKHWE AHEMKWHU

Haubonee a¢ppeKTHBHBIM M OOILIEAOCTYITHBIM MEIUKAMEHTOM,
MpesoTBPALLAIOIIMM TOKCHYECKOe JeHCTBUE Xejle3a Ha OpTaHU3M,
JloJiroe Bpems sBiasuics aedepokcaMun (aecdepan). MUcronb3oBa-
HME TIpenapaTa CHUXaJIO KOHLIEHTPALIUIO XKeJie3a B IEUeHH, 3HAYH -
TEJBHO 3aMeisisl pa3BUTHe (PUOPO3a; B MEHBIIEH CTETIEHH YMEHb-
1IaJI0Ch TOKCHUYECKOE IEMCTBME Ha MWOKapd W IHIOKPUHHBIE
opraHbl. OOBIYHO TIpenapar Ha3Hayajcs nocie 10—20 remoTpaHc-
(hy3nii, Korma ypoBeHb (hepppUTHHA CHIBOPOTKM KPOBU COCTaBJISII
1000 Hr/Mn (yailie BCEro 3TO MPOUCXOAUT Ha 3 TOAY XH3HU OOJb-
HbIX OOJbIION Tanaccemueii). IlpeanouteHue OTAABAIIOCH CUCTE-
MaM JIJIsl JUTMTEJIbHOTO TTOJKOXHOTO BBEIeHMUS TIpernapara, JTarHiux
BO3MOXHOCTb MOCTOSIHHOTO MOAAEPKaHUS KOHIICHTpPALMU MEou-
KaMeHTa B CbIBOPOTKE KpoBU. TepaneBTuueckas 3¢PeKTUBHOCTD
TaKoro IyTH BBEACHMUSI IIperiapara Bbille, YeM MPU BHYTPUMBIIIEY -
HOM U BHYTPUBEHHOM.

B rocnenHue ronsl aNkTepHATHBY JeepOKCaMUHY COCTaBUII JIe-
depazupokc (aKcHIKAL). DTO KOMILICKCOOOpa3yolnii npenapar,
SIBJISTIOILMIICA TPOHBIM JIMTAHIOM, 00NaIalOlINM BBICOKUM CPOJI-
crBoM K xenesy (111). [peumyitectBom aedhepasupokca sBiasieTcst
BO3MOXHOCTb NEepopaibHOTO MpUeMa mperapaTa 1 OTHOCUTEILHO
HM3Kasi TOKCUYHOCT.

Tpancnaanmayus annoeeHHo20 KOCMHO20 M0324/2eMON03muye-
ckux Kaemox. EJMHCTBEHHBIM paayMKalbHbIM METOIOM JIEUeHUS
TanacceMuil, Tpexiae Bcero OOJNbIUOW [P-TanacceMMH, SIBJISETCSH
TpaHCIUIAHTAL S aJVIOFEHHbIX FeMOITO3THIECKUX KIETOK Iepude-
pUYECKOM KPOBM WM NMynoBUMHHOW KpoBU. [Tocne TpaHcniaaHTa-
LMY Y TUL MOJoXKe 16 neT (Koraa OTCyTCTBYIOT HapyllleHUs (hyHK-
UMUK BHYTPEHHUX OPraHoOB B CBS3M C 'eMOCUIEPO30M), S-JICTHSISE
BBIXMBaeMOCThb cocTaBiaseT 90%; y nauueHToB crapiue 16 net —
60%.

B nocnenHue ronbl AJisl J€YEHHUs TaJaCCEeMUM UCIBITBIBAIOTCS
(hapMaKonoruyecKue Ipernaparbl, HalpaBAeHHbIE Ha PEaKTHUBA-
LIUIO TeHa Y-IoOKHa (5-a3allUTUAMH), 4 B 9KCHIEPUMEHTE — METO-
JIbl TEHHOM Tepariuu.
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10J1. Wesuenko, A.A. Hosuk, B.fl. MensHuuenko

AHEMMHN

B OoNbUIMHCTBE C1y4YaeB MPH NPOMEXYTOUHOM TalacCeMUU Jie-
yeHUe He TpeOyeTcs. Ilpu HapacTaHMM aHEMUM Ha (POHE UHTEP-
KYPPEHTHBIX MHPEKILNWI MoKa3aHbl TPAaHCHY3UU IPUTPOLIUTAPHON
MAaccChl.

Heobxon1Mo MOMHUTDL, YTO, HECMOTPSI HA HATUYUE TUIIOXPOM-
HOI aHEeMUMU, MIpenaparbl Kejae3a MpU TATacCeMUU TIPOTHBOIOKA-
3adbl. [Ipy TanacceMnn ypoBEHbD Keae3a M ero abcopOLus pe3ko
TTOBBIIIIEHBI, TO3TOMY TIperapaThl Xejie3a He TIPUBOISAT K MOBbILIE-
HUIO YPOBHS I'eMOIJIOOMHA U HE YCTPaHSAI0T MOPOJOTUUECKHUE U3-
MEHEHHUSI SPUTPOLIMTOB.

B psae cnydaeB (6epeMEHHOCTD, rojlogaHue) y 00IbHbIX Talac-
ceMUel MOXeT pa3BUBAThCs AedULUT (HOJIUEBOH KMCIOTHI, TPeOy-
10Ut BocnoaHeHus. B 0co00M BHUMaHUM HYXXIAI0TCsl OONbHbIC,
y KOTOPBIX BO3HUKAIOT OCTPbic WH(EKIIMU, a B OCOOCHHOCTH -MNa-
LIMEHTBI, KOTOPBHIM TMPOBEIeHA CIUICHAKTOMUs. [Ipu rpy6bIx me-
¢eKTax KocTel JIMLECBOro Yeperna MOryT rnoTpedoBaTbCsl XUPYpPIru-
yeckasi ¥ OPTOIOHTHYECCKAsT KOppeKius. Tokchyeckoe OeHCTBUE
M30BITKA XeJle3a B OpraHM3Me Ha SHAOKPUHHbIE XeJie3bl MOXET B
psae ciyyaeB TpeOOBaTh HA3HAUYEHUS 3aMECTUTENLHOM rOpMOHab-
HOH Tepamuu A5 MPEeJOTBpaLeHUs] 3a1ePXKKK POCTa U TOJOBOIO
pa3BUTHSL.

Pestome

1. TamacceMuu BO3HUKAIOT BCAEACTBUE HACAEACTBEHHBIX Hapyllie-
HMUI CMHTE3a OJHOM U3 LieMnei rmoduHa U OTHOCATCSt K Haubo-
Jiee pacipoCTpaHEeHHBIM FeHeTUYEeCKUM 3a00neBaHusiM. B Poc-
CHUM uallle BCTpevaercs B-tanaccemMusl.

2. bonblnas B-tamacceMusi XapakTepu3yeTcsl TSXKENONH reMOauTH-
YyeCcKoU aHeMHUeH, CIUIEHOMeraauei, MH(PEKUMOHHBIMU OCTIOX-
HEHUSAMH, HapylleHUSIMU (DOPMHPOBAHHSL CKejleTa; CpemHsIs
MPOIOJIKUTEIbHOCTh KU3HHU O0NbHBIX — 20 JIeT.
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Tnasa V1.

FTEMOTMUTHUYECKWUE AHEMWMHK

(— e-Tanaccemust 4 fNleyeHune Tanaccemuu
B-Tanaccemust w

BeccumntomHoe
HOCHTENLCTBO: (-0t / ot UAAJOR) [ INTERMEDIAJ OcHoBHas KNMHUHeckas
]

npo6nema - oTCyTCTBUE
[AvarHosaa unu otUMGOYHbIN
avarHos XXOA

®donvesas k-Ta

Hanwune HLA \1'5 mr/nene

[OHopa

na
c-Tanaccemusa minor: (- -/ o)
nnu (o / o-) ¢ nnn 6e3 aHemumn l'emoTpaHcdy3uu npu ypoexe Hb< 75 r/n
nerkow creneHn; MCV (npremnembivi ypoBeHb > 100 r/n)

donuesas
k-1a 1-5 mr/
NeHb; usberatb
OKCUOAHTOB;
remMoTpaHchy3um
W CNNEHIKTOMUSA
Npy BbIPAXEHHOM
remonuae

l'emornoGuHonatus H:| | | (neTanbHocTs 15-25%)
(- -/ -a), remonus,

cnneHomeranusa

AnnoreHHas TpaHCﬂJ’laHTaLlVI;]

BHyTpuyTpo6Has BogsHka
(Hb Bapra): HecoBmecTMa
C XKU3HbIO lemoTpancdysun. Lene: Hb 100-120 r/n
(ypoBeHb, Npu KOTOPOM NOJABNSETCA
[GH,D,OFGHHNVI 3PUTPONO33, Bbi3bIBAOLLA

OCHOBHbIE OCMOXHEHA 3a6onesaHuns)

12-15 mn/kr 3p. Maceel 1 pas B MecsLy

{ A9 nopaepxaHus ypoeHs Hb > 100 r/n

TpaHchy3nnu afeKBaTHbl, ECNW: TMpusnakn CnneHakTomums
1) BOCTOBEPHO CHUKAETCS PETUKYNOLMTOS; [ﬂgeﬂﬁ?gﬁgfﬁg"a? (';ao';l#’é”a'-l”“

. HeT H Aa n,
2) pe6eHOK He OTCTAET B Pal3BUTUK,; 11 NOTPEGHOCTH MHEBMOKOKKA,
3) HET PEHTIrEeHONOrMYECKUX NIPU3HAKOB B 3p. Macce H. influenzae
6bICTPOrO Pa3BUTUsi BHEKOCTHOMO3MOBOrO > 200 mn/kr/ron) Tmna B,
KpoBEeTBOPEHUs MEHWUHITAa)

l

E’laCbILHEHMe Tpaccbeppw@

[I‘Ipe,QOTBpau.leHwe

<80% >80% TOKCUHECKOro
OencTBuUs Xenesa

{(nedepasupokc)

Puc. 7.16. Aacopumm aenenun maaraccemuu.
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3. Manag B-TanacceMusi NPoOSBASIOTCS YMEPEHHOM MMIOXPOMHON
aHeMHeH, B psifie CJIyuaeB rUINepONAUpPYOMHEMHUEH, CILIEHOME-
rajavei; Heobxonum auddepeHUranbHbIi IUAarHo3 ¢ APYFUMH
TMIIOXPOMHbBIMHU aHEMUSIMHU.

4. OcHOBHBIC NIPUHIINNBI jieyeHUst OoMbioN B-TanacceMun:

— aJgKBaTHasi reMOTpaHCHy3UOHHAsI Teparnusi;

— MpeIoTBpallCHUE TOKCHUYSCKOTro AEHMCTBUSI Xesesa (aede-
poKcaMuH, aecdepar);

— TpaHCIUIAHTAlIU AAOTeHHbIX TEeMONO3THUYECKUX KIIETOK;

— CIUIEHIKTOMMUSI.

IIPHOBPETEHHBIE TEMO/INTHYECKHE AHEMHH

B rpymnirte npruoOpeTeHHbIX TEMOAUTHYECKUX aHEMUI pa3inya-
10T UMMYHHBIE M HEHMMYHHDBIC (TTPY MEXaHWUYECKOM NOBPEKACHUN
3PUTPOLMUTOB, UH(EKIIUsIX, BO3NEHCTBUN (PU3NUECKUX DAKTOPOB,
XUMUYECKHX areHTOB M 1Ip.).

I/IMMYHHHG réeMOJIUTHICCKHUE aHEeMHUHN

UMMyYHHBIE reMOJIUTHYECKHE AaHEMHH XapaKTepHU3YyIOTCs obpa-
30BAHUEM AHTUTEJ, HATpaBJCHHBIX MPOTUB AHTUTEHOB, HaXOAs-
HIMXCS Ha TTOBEPXHOCTH SPUTPOLIMTOB.

BblienstioT n1Be 0CHOBHbIC (DOPMbI 3TOTO BUIA aHEMUI:

— AIOUMMYHHBIE;
— AyTOUMMYHHBIE,

CreneHb TSLKECTH UMMYHHOM TeMOJUTHYECKON aHEMHM 3aBH-
CHUT OT CTPYKTYPHBIX U (PYHKUMOHAIbHBIX XapaKTePUCTHK aHTH-
TeJ, MEXaHU3Ma remMoyin3a (BHYTPUKIETOYHBIA WM BHYTPHCOCY-
IOUCTBII), a TAKXKE CMOCOOHOCTU KOCTHOIQ MO3ra KOMIIEHCUPOBATH
TUOEIb 3PUTPOLIUTOB,
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[1poliecC UMMYHHOTO reMoJiv3a 3PUTPOLIMTOB HAYMHAETCS CO
CBSI3BIBAHUSI AHTUTEN, OTHOCSLLIMXCS K UMMYHOT00yIuHaM G v
M, c aHTHTreHaMU Ha NMOBEPXHOCTH IPUTPOLUTOBR.

TkaneBble MaKpogaru 3KCIpecCUpyoT PELICITOPBI, KOTOPBIE CBSI-
3bIBaloT Fe-hparMeHT MoieKynbpl uMMyHooOyauHa G. DpuTponu-
ThI, CEHCUOWIN3UPOBAaHHbIE UMMyHOITOOYTMHOM G, MOTYT pa3py-
1aThcst 6€3 y4acTusi KOMIUIEMEHTA, TPEUMYUIECTBEHHO B CEJIE3CHKE.
HaHHbIil BApUAaHT UMMYHHOTO reMOJIN3a XapaKTepU3yeTCsT BHYTPH-
KJIETOUHBIM Pa3pyllieHUEM 3PUTPOLIMTOB 1 BCTpeUaeTcs Yallle BCero.

Ha noBepxHocT Makpodaros oTCyTCTBYIOT peLieNTOPbI K Fe-chpar-
MEHTY UMMYHOIIOOyIMHA M. B 3Tolt CBA3M MMMYHHasi IECTPYKIIAS
3PUTPOLIMTOB, CEHCUOWIN3UPOBAHHBIX UMMYHOIIOOYJTUHOM M, mpo-
HCXOIWT TOJIBKO NO0C/IE aKTHBALIMU KOMILUIEMEHTA 110 KJIACCUYECKOMY
WIK AJIBTEPHATUBHOMY MyTH. JIaHHBIN BapUaHT XapaKTepu3yeTcs [pe-
MMYIIIECTBEHHO BHYTPUCOCYIUCTBIM Pa3pyLUCHUEM 3PUTPOIIMTOB U
BCTPEYAETCS 3HAUYUTEILHO PEXE, YeM BHYTPUKIIETOUHBIA NeMOJTH3.

A./l./lOllJVlM_VHHblC eemoaumurecKue anemuu

AJITOUMMYHHBIE TEMOJATUYECKHE AHEMUH OOYCAOBAECHBI MO-
CTYIUIEHHEM B OPTaHMU3M MAalMEHTA U3BHE aHTUTEN K €r0 3pUTPO-
uuTaM (Ipy reMoJIMTUYECKON OONe3HH TUI0Aa U HOBOPOXAEHHOTO,
TOCJ/Ie A/UIOT€HHbIX TPAHCIJIAHTALIUHA OPTAaHOB) WJIW 3PUTPOLIUTOB,
K KOTOPBIM Y OOJIbHOTO UMECIOTCSI aHTUTENA {TIpU TPaHC(Y3UH SpU-
TPOLIMTOB, HECOBMECTUMBIX T10 cucTeMaM ABO wnu Rh).

Temoaumuueckasn 604e31b n100a U HOBOPOHCOEHHO20
I'eMouTHUECKast OOJIE3Hb jioja U HOBOPOXIACHHOro — ajnjlo-

UMMYHHasda reMoJIMTHYECKad aHEeMHs, KOTOpas Jyalle BCCro BO3HU-
KacT B CBA31 C HCCOBMECTUMOCTBIO MaTCPU 1 111044 [TO AHTUTCHY D
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cucteMbl Rh, pexe BclencTBre HECOBMECTUMOCTH 10 aHTUTEHaM
cucteMel ABO u apyrux aHTUIEHOB 3pUTPOLIMTOB. UMMyHU3auUs
MaTepy pe3yc-I0J0XKUTETbHBIMUA 3PUTPOLIMTAMU TIJI0A TTPOUCXO-
IMT BO BpeMs POJIOB, 3HAYUTE/IBHO PEXE XEHIIMHA UMMYHU3UPY-
eTcsl 10 OepeMeHHOCTH, OOBIUHO NMPU TPaHCHY3UH IPUTPOLIUTOB C
OTCYTCTBYIOLLMM Y XKEHIIMH aHTUTEHOM. PUCK UMMYyHHM3allMK pe-
3yC-TIOJIOXKUTEILHOTO pebeHKa pe3yc-oTprULIaTENbHOM MaTEPhIO CO-
crasisieT 3—10%.

[lepBoe coobGuieHue o 3aboneBaHuM aarupyercst 1609 romom,
Korma (panly3ckas akyuiepka louyse Bourgeois onucana ciayyait
CMEDPTH IBYyX OJM3HELIOB: MEPBbIi peOEHOK yMep cpasy rnoclie po-
JIOB, 4 Y BTOpOro HabJoganack ObICTPONporpeccupylomas xejaryxa
(icterus gravis) 1 OITUCTOTOHYC C JieTalbHbIM UcxonoM (kernicterus,
ounupy6buHoBas sHuedanonarus). MMMmyHosornyeckue mexa-
HU3MBL, JIeXall[e B OCHOBE 3a00/eBaHus OblIM pacilindpoBaHbl B
1940 r. Wiener u Landsteiner, a B 1941 r. Levine ¢ coaBT. ycTaHOBU-
JIV CBSI3b MEXIY pe3yc-aHTUTENIAMU U T€eMOJIUTUYECKON O0NE3HbIO
HOBOPOXICHHOIO

ITarorenes. DpuTpoross sMOpUOHA HaYMHAETCs Ha 3 Henene Oe-
pPEMEHHOCTH B XeNTOYHOM Meliouke. Rh-aHTureH Ha MeMOpaHax
SPUTPOLIMTA [J10/1a ONpeaeasiThesl yxke Ha 6-it Heaene. Ha 9—10 He-
JIeJIe MTOABIISIIOTCS] O4YATH 3PUTPOII033a B TICUEHU U CEe3€HKe, yra-
CaloIIero B 3TUX OpraHax K LIECTOMY MECslly, KOraa TMOsIBIsSeTCs]
KOCTHOMO3IOBOE KpOBETBOpeHHE. B ciiyuasx aHeMuH raoaa Beie -
CTBHE TEMOJIN3a UM KPOBOIOTEPU I'€MOII033 B CEJIE3CHKE U Ieye-
HU HE 3aBeplIacTCs.

OCHOBHOI¥ MPUYMHOU FeMOJTUTUYECKOM O0JIC3HH TJ10/1A SABJISIET-
cs Bzaumonelicteie Rh(D)-1osoXHUTeIbHBIX SpUTPOLIMTOB [1J10/1a
¢ MatepuHckuMHU antuTenamu (1g G) k Rh(D)-antureny c nocie-
JYIOIIUM reMojin3oM. BenencTere reMonn3a pa3BUBaeTCs aHEMUS,
CTUMYJIMPYIOLLAS TTOBBIINCHHYIO MPOAYKIIMIO 3PUTPONO3TUHA. B
TAKUX YCJIOBMSIX OKa3bIBACTCS HEIOCTAaTOYHO PE3E€PBOB KOCTHO-
MO3TrOBOIr0 KPOBETBOPEHUS U BO30OHOBISIETCS 3KCTpaMenysip-
HBIIi DPUTPOTIOI3 B TIEUCHHU, Cele3eHKE, MOYKax U HaANOYEUHU-
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kax. [losiBnseTcs renatocruieHOMEranmsl, sBJISIOIASICS OCHOBHBIM
NIPU3HAKOM FreMONIUTHYECKOl 6oae3HM nioaa. Passurue akcrpame-
IYJINSIPHOTO KPOBETBOPEHUSI HApYIIAeT TPOLECChl CO3pEeBAaHUS U
BbIXOA PUTPOLIMTOB B COCYAUCTOE pycio. B KpoBU IIOSIBASIOTCS
He3penble GOPMbl APUTPOLIMTOB; OT HOPMOLIUTOB 10 PAHHUX BPH-
TpobOnacroB. BeneacTBre reMosin3a B CbIBOPOTKE pE3KO YBEIUIMBA-
€TCs1 KOHUEHTpaLIMSI HETIPSIMOTO OUTMPYOHHA, BLICOKOTOKCUYHOTO
IUTS TL10Ja WM HOBOPOXIEHHOTO. B ratoreHese pa3BUTHS BHYTPH -
YTPOOHOI BOASIHKM TUIOA PELAONIYIO POJIb UTPAIOT HAPYILIEHUS
(pyHKUMM [IeYeHU U MopTanbHAas OOCTPYKLHMS.

BapuanTsl remoiuTHYECKOI 00J€3HH L1012 H HOBOPOXKIEHHOTO. B
3aBUCUMOCTH OT KOJIMYECTBA NMPOHUKAIOIINX Yepe3 MIaleHTy aH-
TUTEN U uX apPUHUTETA K SPUTPOILIMTAM 10714 BBIAE/SIOT JIETKYIO,
CPEIHIO U TsKenyo ¢GpopMy reMoIUTHUYECKON 00Je3HHM Iioga U
HOBOPOXJAcHHOTO (Tabauua 7.8).

Jeexas gpopma cemonumuneckoii 6oaesnu. Ipu s1oii hopme 3abose-
BAaHMSI HE3HAYMTELHOE KOJIMYECTBO MPOHUKAIOIIMX YEPE3 [LVIAHEHTY
MaTepMHCKUX aHTUTEJ U PE3YJIBTAT X B3aUMOIEHCTBUS C 3PUTPOLIM-
TaMU TI10/Ia HE MPUBOMAT K reNaTOTOKCUYECKOMY JICHCTBUIO, MOP-
TaTbHOU OOCTPYKIIUM U PA3BUTHIO BHYTPUYTPOOHOM BOMSIHKH.

Taonuna 7.8.
Cmenernu maxcecmu Rh-2emosumuueckoii 6oae3nu

Crenenn TIpusnaku Yacrora
TSKECTH BOSHHMKHO-
perms, %

Jlerkas | KoHueHTpauus HenpsiMoro SuwiiMpy6rHa He Bbille 340 45-50
MMoub/1. Jlerkasi aHeMusl UJTU ee OTCYyTCTBUe. JledeHue
He TpedyeTcs.

Cpenusst | BHyTpuyTpoGHasi BOASIHKA HEe pa3BUBACTCSA, AHEMUS 25-30
cpenHel TaxecTy. BoipaxkeHHas runepounupyouHeMust
MOXET CTaTh NPUYMHON CMEPTU MPU OTCYTCTBUH JICUEHUS
OCJie POJIOB.

Tsoxenasi | PasButue BHYTPpUYTPOGHO! BOASHKY TUIOMA. 20-25
Jlo 34 nenens. 10—-12
[Mocne 34 Heaeb. 10—12
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[Tpu poXxaeHWU TAKKX OETEH MOXET ONPEAENAThLCS JIETKas aHe-
M¥s1 (KOHLIEHTpAalIMst FeMOTJIOOMHA B MyTIOBUHHOW KPOBH HE HUXKE
120—130 r/n1). KoHuenTpauuss OuavMpyOMHA B CHIBOPOTKE MYTO-
BUHHO# KpoBH He npesbiiaet 50—60 umonb/a. [eMorno6uH Kpo-
BM HOBOPOXIEHHOro — He Huxe 110—120 r/n, ypoBeHb cBOOOI-
HOro OMnMpyOHHa ChIBOPOTKHM KPOBM HOBOPOXIECHHOIO HE BBIILE
340 umons/n1. JleueHus He TpebyeTcs.

lTemoaumuueckas 6one3ns cpeoneli msaxcecmu. l'eMonuTUyeckas
00JIe3Hb [UI0AA ¥ HOBOPOXKAEHHOIO CpeHEe CTeNEHU TSXKECTH BO3-
HuKaeT npuMepHo y 30% GonbHBIX. be3 rnpopeaeHUsT a1eKBaTHOIO
JIeYeHWUs1 MOTYT pa3BUBaThCS icterus gravis U kernicterus. 3purtpo-
11033 IpH 3TOI popme 3a00eBaHUS 1OCTATOUEH A TIOJACPXKAHUS
aJIEKBaTHOTO YPOBHS (DETWILHOIO reMornoOMHa, HO HE MO3BOJSi-
eTcs n30exaTh HapyuleHUH PyHKIUI NeYeHU U Pa3BUTUSL LIUPKY-
JISTOPHBIX OOCTPYKTUBHBIX paccTpoicTB. [1pn poxaeHuun pedeHoK
YaIe BCEro BEIIVISAUT HOPMAJIbHBIM,. DTO MPOUCXOAUT U3-3a TOTO,
YTO IPOIYKTHI TeMOIN3a pedeHKa TIPOXOIIT Yepes MIALEHTY U Me-
Tabonu3nupyloTCcsa opranuamMoM Mmatepy. CUTyalusl B KOPHE MEHSI-
eTco TIOC]Ie POXIEHUS, KOIla OpraHUu3M HOBOPOXIEHHOTO JOJIXKEH
KCIIOb30BaTh COOCTBEHHBIC PECYPCHI A5 MeTab0Au3Ma TOKCHYE-
CKHX BellecTB. BO3MOXHOCTH ke pebeHKa B yTUIN3aLUU U30BITOY -
HOIO KOJIMYECTBA CBOOOAHOIO OMJIMPYOMHA OrpaHUuYCHbl BCJE-
cTBUE Ae(PHULIMTA B IEYSHH HOBOPOX/AEHHOTO TPaHCHOPTHOTO Oefika
Y ¥ MUKpPOCOMAIbHOTO (hepMEeHTa TIIOKOPYHUATpaHchepassl, He-
00XOOMMBIX AJISI BHYTPUKIETOUHOTO MpeBpalieHUs1 HeNpsSIMoro o6u-
JIMPYOKHA B NPIMOIl (KOHbIOTUPOBAHHBIN). BBUIlY H30bITKA B Cbl-
BOPOTKE KPOBH HEIPAMOIO OUIMPYOMHA W €ro JUno@uibHOCTH
pe3ko yBenvuuBaetcst auddy3us HenpsMoro OWIMpyOuHa B TKa-
HHM C BBICOKUM COMEMKAHUEM JIMAIUAOB, B YACTHOCTH — HEPBHYIO.
BbeicOKast KOHUEHTPALUSI HEMPSIMOTO OUNMPYOUHA sIBJISETCS NPU-
YUHOW TMOETN HEPBHBIX KIETOK, a TPU ayTONCUKM MO3T HOBOPOX-
JEeHHOTO NMpHObpeTaeT XeATYI0 OKpacky {kernicterus).

HoBopoxaeHHbIe ¢ OMJIMPYOMHOBOM 3HUEedhanonaruei pesko
XenTyiHbl. Ha 3—5 cyTKu nocse poxaeHUs HAYUHAIOT MOSIBISITh-
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€51 HEBPONOTMYECKUE pacCTPOICTBA: leTaprusd U runepToHyc. Pas-
BUBAETCS ONMUCTOTOHYC: lliesl pa30rHyTa, KOJIEHU, 3aIISICThsS U JIOK-
TH COTHYTHI. MoryT HabnwgaTbesl cyaoporn. CMepTh HacTymnaer
BCJICACTBUE alTHO3.

ITpn oTCcyTCTBMM JieueHUs] M PAa3BUTHUH OUIMPYOMHOBOM JHLIE-
anonatum BbikuBaet auilb 10% GOJMBbHBLIX. Y BBIXUBILUX ACTEM
NMOCTEMEHHO UCUE3aeT KEATyXa U YMEHBIIIAeTCs THIepToryc. B mo-
CIEAYIOIIEM MOTYT OMNpPEAEJISITbCS OCTATOUHBIE HEBPOJOTHYECKHE
paccTpoiicTia.

lemoaumuueckasn 6oaesno maxcenoil cmenenu. [lpu TSoKENOM CcTe-
neHu 3abonesanus (20—25% cnyyaes) 6e3 NMpoBeleHUA aaeKBaT-
HOIl Tepanuu [POUCXOAUT BHYTPUYTpOOHAs rubens mmoga. Pas-
BMBAETCA aCUUT C TreHepaJn30BaHHLIM OTeKOM (aHacapkoii). B
MONOBUHE CYYaeB BHYTPUYTPOOHAS BOASHKA Pa3BUBACTCA MEXKIY
18 u 34 HenensgIMu 6EPEMEHHOCTH, B MTOJOBUHE — MeXay 34 u 40 He-
aesisimu. OCHOBHBIMY MATOTeHETUYECKMMY MEXaHM3MaMH, [IPUBO-
JSIIIMMHM K Pa3BUTHIO BHYTPUYTPOOHOMN BOISIHKU, SIBJISIIOTCS CEp-
NeYyHasi HELOCTaTOUHOCTb U HApYILLIEHUs] PYHKIIMY MTeYeHU. 3a CUET
Pa3BUTHS OYATOB IPUTPOIO33a B MEUCHU MPOUCXOAUT pas3pylie-
HUU MEYEHOUYHBbIX TPAKTOB M HapylleHHEe MMeYeHOYHONH UHPKYJISI-
uuu. PazBupaeTcsa oOCTpKylMst MOPTAIbHON U NYMOBUHHOM BEHBI,
4TO BEAET K MOPTaNpHOM TUNEPTeH3UM U acUUTY. aibHellee pa3-
pyLIeHWE NOPTATbHBIX TPAKTOB OCTPOBKAMU BHEKOCTHOMO3TOBOTO
3PUTPOO33a NPUBOAUT K reNaTOUE/UTIOISAPHON HEAOCTATOUHOCTH,
CJEACTBUEM YEIO SIBASACTCS runoanboymuHemus. Ha ¢one rumo-
anbOyMHUHEMHUH Pa3BUBAIOTCS aHacapKa, THAPOTOPAKC U MMApOIIe-
pukapn. B psine cayvaeB o6MIbHBIN IINeBpa/ibHbIH BBITOT SIBISIETCS
MPUYUHOMN JIeTANBbHON NbIXaTEAbHO! HEIOCTATOUYHOCTH MOCIIE POXK-
neuust. [1pu onpeneacHuK ypoBHS reMOINIOOMHA [JIOAA OIpEaesisi-
eTcd Tsikenasi aHemus (>70 r/n).

Huarnoctuka. [{narHocTuueckue U jieueOHble MEPONIPUITHS 10
OTHOWEHHUIO K OepeMEHHOUN XEeHUIMHE MOryT OBITb OITacHBI IS
17103, IOATOMY UX MPOBEACHUE BCera AOKHO ObITh ONpPaBAaHo.
[Ipouenypa obciienoBaHus J0KHA OLITh MUMHUMU3KMPOBAHa y Oe-
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peMEHHBIX U3 TPYIIIILI PUCKA, U OCHOBHbBIC YCWIMS HAIpaBJIeHBI HA
JIeUEHHE TUTONA B LEISIX MTpeaoTBpalle HKS JIETaIbHOCTH.

B HacTostiiee BpeMs JOCTYITHBI CAeAyIOIINE TMarHOCTUUECKHE
MEPONPUSITHUSI, TIPOBOIUMBIE MPU TEMOJUTHIECKOMN O0JIe3HU IO-
J1a  HOBOPOXIEHHOTO;

— cbop aHaMHe3a O MPOTeKaHWU MPEILIeCTBYIOLINX GepeMeHHO-

CTeH;

— HeWHBa3uBHoOe onpeneneHusi Rh(D)-cratyca mioga metomom

MOJIUMEPA3HOM LIEMMHON peaKLnH;

— OIlpeaeieHUe TUTPa MAaTEPUHCKHUX aHTUTE;
— uccleqoBaHue (PYHKIIMOHATBHOM AKTMBHOCTU MaTepHHCKHX

AHTUTEN;

— cnekTpodoToMeTpHsl aMHUOTHUECKON XKUIKOCTU;
— Y3H nnona;
— MOJIyueHUEe KPOBU MJ0aa.

Co6op aHaMHe3a 0 MPOTEKAHHH NPeRIMIECTRYIOIUX OepeMeHHOCTEii.
B 6oab1IMHCTBE CllyyaeB TSIXECTh TeMOJUTUUECKON OONE3HHU T10-
Ia 1 HOBOPOXIEHHOIO MpH Cleaylolleit 6epeMeHHOCTH OCTaeTCs
TAKOM Xe WIM YBEIUUMBAETCA B CPaBHEHUU C npeablayuieid. M3-
BECTHHI CJIyJau, Koraa 3abojieBaHue [IPY MOCIeayloei 6epeMeH-
HOCTH MPOTEKaeT Jierue, ueM npu npeasiayiieii. Eciu B aHamMHe3e
MMeeTCcs yKa3zaHue Ha 6epeMeHHOCTb, OCJIOXKHUBIIYIOCS BHYTPH-
yTpOOHOM BOASHKON IIOoNAa, PUCK Pa3BUTHS 3TOTO XKe OCJIOXKHE-
HHUS TIpU ciaeayolleil 6epeMeHHocTy cocTtapasier 90%. O6GbIYHO
MMOBTOPHASI BHYTPUYTPOOHAsI BOASIHKA 110 pa3BMBAETCS B TE XKE
CpOKM OepeMEeHHOCTH WJIU paHblie, YyeM repBasi. CoxHasi CUTya-
11151 BO3HHUKAET B CIyJasx, KOoraa OymyIril oTell pebeHKa reTepo-
surotreH 1o antureHy Rh(D). B Takoii cuTyauuu nnoa MoxeT ObiTh
KaK pe3yC-IO3UTUBHBIM, TaK U pe3yc-HeraTUBHbLIM. B HacTosee
BpeMsI YCTAHOBJICHO, YTO IPH I€TEPO3IUTOTHOM OTLIE BEPOSITHOCTD
Pa3BUTHSL BHYTPUYTPOOHOI BOISIHKM T1J10/1a BO BTOPOI GepeMeH-
HOcTH cocrasisieT 8—10% 1pu yCI0BUM, UTO NPH NEPBOit CEHCU-
OMJIM3UPOBAHHOI OepeMeHHOCTH TeMOJUTHYecKasl 0Ole3Hb He
pa3BuBaJjach.
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HewnnpasusHoe onpeaeaenus Rh(D)-craTyca nioga MeTonom no-
JUMepa3Hoi uenHoil peakuuu. Panee g ompeaenenuss Rh(D)-
cTaryca mioja ucnonb3oBanu ¢gparmentsl JIHK mioma, mony-
YEHHOI NMpU OMOTNCHM BOPCUH XOPUOHA WX MTPU aMHUOLICHTE3¢
(vuHBa3uBHLIA MeTon). B HacTosIee BpeMS MOSABUIACH BOZMOX-
HocTh onpeaeneHus Rh(D)-craryca mioma npu MccienoBaHUA
JHK npeniniecTBEeHHUKOB 3pUTPOLMTOB, MONagalomux B KPOBb
MaTepu yXe Ha paHHUX cpokax GepeMeHHOCTH. YyBCTBUTENb-
HOCTb U ciellMUYHOCTE MeTofa mpudanxaiores K 100%. ITocie
NMOATBEPXK/ACHUS OTpUIIATEILHOTO pe3yc-daKTopa Ij1oaa Heo0xo-
JMMOCTDb B IPOBEACHUH IANbHEHIINX UHBA3UBHBIX MEPOIIPUIATHN
OTIaaaer.

Onpenenenue THTpa MaTePUHCKUX aHTHTEN. OrpeeneHue TUTpa
MATEPUHCKUX aHTUPE3YCHBIX aHTUTEN UCIIONb3YETCS IJIs YCTaHOB-
JIEHUs TUarHo3a TeMOJIUTUYECKOM 60/1e3HM (KOTIa CYIIeCTBYET Be-
POSATHOCTb OTCYTCTBMS 3a00jieBaHUS IIPU reTePO3UTOTHOM OTIIE),
a TaKXe U1t IIPOrHO3UPOBAHUS TSKECTU 3abosieBaHus. st onpe-
neneHust MmaTepuHckux aHTuTel (Ig G) MCosib3yIoTCsS pas3JInIHEIe
METO/bI: COJNEBOM, KOMIOMAHBINA, HENpPSIMOTO TUTPOBAHMs AHTH-
r100yarMHa, (pepMeHTHbIM aHaau3. B OONbLIIMHCTBE CliiydaeB IIpU
BBICOKOM THUTPE MAaTepPUHCKHX aHTHUTEN MOBLIILIACTCS PUCK PA3BH-
THS TAXENON reMOJIUTUYECKO# 60JIe3HN HOBOPOXICHHOIO, OMHAKO
MOnOoOHAst KOppesiliug HabIoaeTcsl He BeeTa.

HccnenoBanue GpyHKIHOHATbHON AKTHBHOCTH MATEPHHCKHX AHTH-
Ted. BBUIY HEMOCTATOYHON HANEXKHOCTH OIIpeAe/ICHUS TUTpa MaTe-
PUHCKUX aHTUTEJ 1J1s1 IPOrHO3UPOBaHuUs 3a001€BaHUS pa3paboTa-
HBl UMMVHOJIOIMYECKUE METO/Bl aHATN3a CBABIBAIONIMX KOHCTAHT
WJTU cTeneHU abMHHOCTH aHTUTel MaTepU K aHTUTEHAM SPUTPOLIU-
TOB pebenka. B HacTosiiee BpeMst U3 3THX METOIOB UCIIOIL3YIOTCS:
a) aHaJIM3 MOHOCJOSI MOHOLIMTOB; 0) UCCeT0BaHMe aHTUTEI03aBH -
CHMOH KJIETOYHOU IIUTOTOKCUYHOCTH € MCIIOJIb30BaHUEM JTUM(DO-
LIMTOB U MOHOLIMTOB; B) XEMHJIIOMUHUCLICHLIMSI MOHOLIMTOB.

CrnekTpodoTomMeTpusi AMHUOTHIECKO# XKHIAKOCTH. CrieKTpodoTO-
METPHS1 AMHUOTHUYECKON XXUIKOCTH, KOTOPAST UCTIOJIB3yeTCs: ¢ 1961
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rofia, ABJISAeTCs METOAOM OLUEHKM TSKECTH reMOJUTUIECKOit 6osre3-
HU Y ee [IpOTHO3a. B 0OCHOBE METOMMKMU JIEKUT U3MEHEHUE NPEJIOM -
JISIIOLINX CBOMCTB ITyYKa CBETA, MPOXONSILETO yepe3 CoOOpaHHYIo
AMHUOTHYECKYIO XKUIKOCTh, B 3aBUCUMOCTH OT KOHLEHTPALMUU B
Hel OunupyouHa.

PemeHue o npoBeacHUA aMHUOLIEHTE3a JOJIKHO ITPUMEHSITHCS €
YUETOM TUHAMWKY TUTPA JUTIOAHTUTEN U aHAMHE3a MpealieCTBYIO-
1nx 6epeMeHHOCTEN. AMHUOLIEHTE3 [TOKA3aH B TeX CAydasx, Koraa
TATP AHTUTE] IIPH OIpPEICTCHUMN NPSIMbIMU METOJAMU TPEBbILIIA~
er 1:8, a HenmpssMbiMu — 1:16 o 1:32. Ecny B aHamMHe3e nMeercst
YIIOMUHaHUe O CMEPTH ILIo4a B MpelblAyLIed 6epeMeHHOCTH WIn
MJIaHupyeTcs npoBeaeHue (GeTalbHbIX MU HEOHATAIbHBIX TPHAC-
(y3Mil, AMHHOLIEHTE3 BHINOJIHACTCS BHE 3aBUCHMOCTH OT TUTpa
anTute. [1py HATHYKMKM MOKa3aHUH MepBbIi aMHHONEHTE3 JI0JKEH
BBITTOTHATECA B Mepuoa 16— 18 Henenu 6epeMEeHHOCTH.

I1pu npoBeneHUM AMHHUOLICHTE3a CYILLIECTBYET PUCK TPABMBI TJTa-
LieHTHI. /10 BBEAEHUS B MEAWULIMHCKYIO TIPAKTUKY YJ1bTPAa3ByKOBOTO
HCCAEMOBAHUS BTOT PUCK COCTABJIsUI TpUMepHO 12%, nocie Havana
HIMPOKOTO UCcToNb3oBaHus Y3U — He nipesbilaer 2,5%.

¥3U naoga. C moMolIbIO YJILTPA3BYKOBOIO METOAA BO3MOX-
Ha OLICHKA pa3MepoB IUIALIEHTH U MEUYeHU, olpenefieHue Halu-
4y OTeKa, acClMTa WIH JAPYTUX BBITIOTOB B Teje roja. Kpome
TOTO, C TOMOIIbI0 Y3 BO3MOXHO TOYHO OINPEAEIUTH JIOKAIU-
3a1U10 TIJALEHTbl U TAKUM 00pa3oM CHM3UTh PUCK TLIAlEHTpa-
HO¥ TPaBMBI I1PY IPOBEIEHU W aMHHUOIIeHTe3a. MeTol He3aMEHUM
[IpY TIPOBEACHUU UHTPANEPUTOHEATbHBIX U MHTPABACKYISIPHbBIX
TpaHcdy3Uit, Koraa Heo0XoAUMO YETKO OMPENevTh HallpaBieHue
TpaHC(PY3MOHHON UIITBI K CBOAUTCS 10 MUHUMYyMa PUCK MAHUITY-
JISIIHN.

ITocne nmpoBedeHns1 UHTpaNepUTOHeaTbHBIX TpaHCcdy3Uii ¢ To-
Mokl Y3U noareepxaaeTcd HalM4YMe KPOBU B MEPUTOHEATLHOM
MTOJIOCTH TIIOJA U B JATbHEH1ILIEeM KOHTPOJIHUPYETCS ee adcopOoumsi.
Bo BpeMst HHTpaBaCKY/ISIPHLIX TpaHChy3uii Ha Y3U onpenensioTest
TYpOYJIEHIINUSI KPOBY B MYMOBUHHOM COCY/I€ [J1071a U, TAKUM obpa-
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30M, KOHTPOJIUPYETCH MPABUJIBHOCTh MOCTAHOBKU TPaHCHY3UOH-
HOW MIJIbI.

IToxy4yenne kposu niona. BasiTie KpoBU 1M104a MO3BOIISIET IIPO-
HM3BOJUTb OLEHKY TeX Xe MapaMeTPOB, KOTOPbIE OOBITHO OLIEHU-
BAIOTCA MMOCHE POXIEHWS: ypOBeHb TeMOIOOMHA, JIEHKOLINTOB
¥ TPOMOOLMTOB, TeMAaTOKPUT, Ipyrma Kposu, aHtutena Kk Rh(D),
YPOBEHb OUIUPYONHA CHIBOPOTKM, OOLINIT 0€/I0K, KOHIEHTpaLUs
SPUTPONO3THHA, Ta3bl KPOBU. DTO OJIMH M3 TOYHBIX METOAOB OLIEH-
KW CTETNECHU TAXKECTH I'eMOJIUTUIECKON O0JIe3HU B ciiydasx, Korma
HET MPU3HAKOB BHYTPUYTpOOHON BOASHKU Tuiona. Puck mpotie-
Iypbl HEBEJIUK U COCTaBJISAET B cpeaHeM 1% (BepOSITHOCTb CMEPTH
mnona). Basitue KpoBM MOXET BRITIOJHSTHCS, HAYMHAs ¢ 18-t Heme-
U OEpPEMEHHOCTH; ONTUMAIbHBIA CpoK 3a0opa — 20—21 Hemenwu.
KpoBb OepeTcst 0ObIYHO U3 ITYTTOBUHHOM BEHBI.

IlpodunakTuka reMoIMTHYECKO# DOJIE3HM TIOZA W HOBOPOXKAEH-
HOro. B Hactosiiiee Bpemsi ajisl POMPUIAKTUKU TEMOJIUTUIECKOM
00JIe3HU IUI0Ja U HOBOPOXIECHHOTO HCIIOIb3YETCS MMMYHOITIO-
Oynun venoBeka aHTupesyc Rh (D). [JlocTynHble eKapcTBEHHbIE
npenaparsl MPeACTaBASIOT co00l UMMYHOII00y/uMH G B BUIE He-
nonHeix autu-Rh (D)-antuten. Tpenapar rnpenorspalnaetr U30-
WMMYHH3ALUI0 B PE3yC-OTPULIATEIbHOM OpraHu3Me KCHIIUHBI,
MOABEPTUIEMCsl BO3NCUCTBUIO PE3YC-ITOJ0XKUTEIBHON KPOBU B pe-
3yJbTaTe NOCTYIUIEHNS KPOBH 1710714 B KPOBOTOK MaTePH TIPH POXK-
IEHUH Pe3yc-NOJIOKUTEALHOTO peOeHKa, a TaKxkKe Npu adopTe U B
CIy4asix NPOBEASHNUsST aMHUOLICHTE3a WIW IPY NOJTYYCHUN TPaBMbI
OpraHoB OPIOLIHON MONAOCTH BO BpeMs OepeMEHHOCTH.

g npoBeneHust NpodUIaKTUKY UMMYHHM3AUUHA B MIPEIPOIO-
BO#H mepuoz mipenapaT BBOAUTCS NPUOJIU3NTENBHO Ha 28-1 Heme-
Jie 6epeMeHHOCTH. B mocnenytouieM nmpenapar BBOAUTCS B TCUSHIE
72 4 nocJjie poaos.

BaxHO OTMeTUTh, YTO aHTUPE3YCHBIT UMMYHOTJIOOYTUH TTOKa-~ -
3aH K IPUMEHEHHUIO y pe3YC-OTPULIATEIbHBIX XEHIIUH, €1LE HE CEH-
cuOMIIM3UpoBaHHbIX K aHTUreHy Rh(O(D) (1.€. 1ip1 OTCYTCTBUM Ma-
TEPUHCKUX PE3YC-aHTUTEN ).
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Jleuenne reMONUTHYECKOIT 0O0J€3HH NJIOAA H HOBOPOXKIEHHOIO.

Hooasnenue annoummynuszayuu mamepu.

B Hacrosiiiee BpeMsi nokazaHa 3(pHeKTUBHOCTD ABYX METOLOB:
— MAacCUBHbBIE OOMEHHBIE TPaHC(Y3HUU TUIA3MBI;
— BHYTPUBEHHOE BBEICHUE CHIBOPOTOYHOTO UMMYHHODIOOY/IMHA.

ITocne npoBeaeHUS MACCUBHBIX OOMEHHBIX TpaHCHY3UHR Tuas-
MBIl YPOBEHb ALTOAHTUTEN MOXET CHMXKAThCsl OoJiee yeM Ha 75%.
Henocratkamu MeTona sIBASIETCSI €T0 IOPOTrOBU3HA U YTOMUTEIb-
HOCTB 17151 TAlMEHTKU. B psine ciyvyaeB BeHO3HBIN JOCTYIT NPUXO-
IOWTCS 3aMEHSITh HA apTePUOBEHO3HbBIN LIIYHT. MacCUBHBIE OOMEH-
HBIe TpaHC(y3uu TUIa3Mbl MOLYT HE YCTPaHSATb HEOOXOAMMOCTH
[IPOBENEHUsI TAaKWX WHBA3WMBHBIX IWATHOCTUYECKUX TIPOLENYD,
KaKk aMHUOLIEHTE3 U (WJIM) B3SITHE KPOBM TUIONA. YKAa3aHHbLIA Me-
TO/l Cjle/lyeT IPUMEHSITh B Clly4asiX, KOTIa UMEIOTCS JAHHBIE O TOMO-
3UTOTHOM OTLE U Pa3BUTUU BHYTPUYTPOOHOUN BOASIHKH IUIONA MTPU
MPENIECTBYIOLIEH OepeMEHHOCTH. MaccuBHbIe 0OMEHHbIE TPaHC-
(by3un nnasmel JOKHBI HAUMHAThCS ¢ 10— 12 Hegenu GepeMeHHO-
ctu, korga aHtu-Rh(D) IgG HaurHaeT npoHUKAaTh Yepe3 IUIALIEHTY.
B nocnenyrorieM pekoMeHayeTcsl TpoBecHUe TTEPBOIO aMHHUOLIEH -
Te3a Ha 18 Henese U (MIK) B3SITUE KPOBH TL101a Ha 19—22 Henensx.
Tpancdy3nu JOKHBI ObITh 3aKOHYEHBI Ha 22—24 Heaene. Kaxayo
HEJIENI0 peKOMEHIyeTcs iepeanBath oT 10 1o 20 JMTPOB IM1a3MBL.

Ilpy BHYTpMBEHHOM BBEIECHMM BDK30T€HHOIO CBHIBOPOTOYHO-
TO UMMYHHOIIOOY/IMHA IO MPUHIMITY 0GPAaTHOMN CBA3H B OpPraHU3-
M€ WMMYHU3UMPOBAHHOW MaTe€pu CHUXACTCS CUHTE3 SHIOTEHHO-
ro IgG. Eie onuH BO3MOXHbBIA MeXaHU3M JAeHCTBUS SK30T€HHOTO
IgG, KOTOpBIl MPOHUKAET Yepe3 IIalleHTapHbl Gaphep, 3aKIII0-
4aeTCsl B KOHKYPEHTHOM CBSI3BIBAHWHW PELICNITOPOB 3PUTPOLMTOB
U104, TPpeAOoTBpalaloieM reMonu3. [lokazanust u BpeMst npose-
JIEHUS JICUEHUSI CBIBOPOTOUHLIM UMMYHHOIIOOYJIMHOM TaKHE XK€,
KaK U ISl MACCUBHBIX 0OMEHHbIX TpaHchy3Uuli tutaszmel. PexoMeH-
nyeMas 103a BBeneHus1 coctanisier 400 Mr/Kr Macchl Tela MaTtepu
€XEeTHEBHO B TEYEHUE 5 THEI Yepes Kax/ple TpU Heleld WIN OJHO
BBEIECHUE B HeAeMO B 103e | I/Kr Kaxaywo Heaemo. B mocnenyro-
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meM Ha 18—22 nepensix npoBOAMTCS aMHUOLIEHTe3 U (1K) 3a60p
KPOBM TLIOAA.

Jleyenne niona.

Humpanepumoneanstsie mpancgyzuu. MeTon ObI1 TIPEAJIOKEH U
BBerieH B 1963 rony Liley AW. I[IpuMeHeHue HHTpanepUTOHEAb-
HBIX TPaHCOY3Ui CYLIECTBEHHO YIyylllaeT MPOrHo3 IJioaa, y KOTo-
pOro BHyTpUYTPOOHAs BOASIHKA Pa3BMBAETCSI B CPOKU 10 32 HeIeIb
6epeMeHHOCTH. JIoHOpCKHE 3PUTPOLINTBI, BBEIEHHbBIE B OPIOIIHYIO
MOJIOCTD 11043, adCOPOUPYIOTCs Yepes rnoaaragpparMaibHyIo TUM-
(haTtryecky1o JakyHy B IpaBbii JUMGATHIECKHI ITPOTOK U Aa/ee —
B BEHO3HYI0 LMpPKyAsuuio. [1pn oTCYyTCTBHM BOASSHKU B KPOBOTOK
1iona exenHeBHO abcopbupyetcsa ot 10 go 12% nepeauToi Kpo-
BU. Hanuuue acuura ymeHbIIAET TEMMB a0CcopOUMK, HO HE mpe-
Kpauiaer ee.

ITpouecaypa BoINoAHAETCS noa KoHTposeM Y3U. C nomoniso
JAVHHONH TOHKOH UIMbI B OPIOLLIHYIO MOJIOCTD 111012 BBOJUTCS 31T -
JdypaJIbHBII KaTeTep, MPaBWIbHOCTb [OJOXEHUsI KOTOPOro yCTa-
HABJIUBAECTCS PEHTTEHOJIOTHYECKH T0Cie BBeaeHUI 1—1,5 M KoH-
TpacTHOro BeuectBa. KoauyecTBO mnepeiuBaeMoOil KpoBH (MJT)
paccunThIBaeTCsl Mo opmMysie: KOINYeCTBO NepeanBaeMoii KpOBH
= (Henenu 6epemenHoctu — 20) X 10.

Hampumep, mpu 6epeMenHocT B 30 Henelb KOJUUYECTBO Tepe-
JIMBAEMOM KPOBU JOKHO cocTanath 100 ma: (30 — 20)x10.

BBUly BO3MOXHBIX OCJIOXHEHUI (CMEPTH IIJT0A, OTCIOMKA IUTa-
LIEHTbl) UHTPANEePUTOHEATbHbIC TPAHC(Y3UHY TO/KHBI TPOBOAULCS
JIUTIb ITPY BBICOKOM pUCKe rubesv mioga oT BHYTPUYTPOOHOM BO-
OSTHKM Ha paHHUX 3Tarnax 6epeMeHHOCTH.

Hpsmoie unmpasackyasiprvie mpancgysuu. Meton Hauaj npuMe-
HSTHCS [T03Xe, YeM MHTpanepyuTOHeabHbIE TpaHC()Y3UH, B cepenu-
He 80-X TOMOB IPOLLJIOro BeKa Iocje BHEAPEH U B IPaKTUKY 3a00pa
KpoBHU roaa. I'log kontponeM Y3U nivHHas urmia 1is IpoBeASHUS
CIIMHHOMO3IOBBIX TYHKIIM BBOJUTCS B COCYl ITYTIOBUHEI, TTPEAIIO-
YTUTEJIbHO B BEHY. B oT/iMune OT MHTpanepruToHeabHBIX TpaHChy-
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31 yIaeTcsd MOBBICUTh YPOBEHB FeMOTTIOOMHA TI0AA HEMENJIEHHO
BHE 3aBUCHUMOCTH OT XapakTepa ero Xu3HedesITeIbHOCTU, DTOT BUIL
TpaHC(Y3MOHHOM Tepany MOXKET MPUMEHSATHCS KaK METOI criace-
HUS TUTOOA, KOrAa UHTpanepuToHeaabHble TpaHchy3un Headdek-
TUBHBI (B CBA3U € PE3KO CHUXEHHOM abcopOLimeit).

O6beM IEepeUBaEMOii KPOBM OMpenesiioT U3 pacuera oT 40
10 50 MuT Ha mpenronaraeMslii Bec riiona. CkopocTb MH(Y3UM CO-
crasisteT oO0braHO 5—10 Ma/MuH. TTokazaHHUeEM Uil TPEKpaLLEHNs
TpaHchy3UM ABASETCS MOosiBIeHUE OpalvKapauy W AWIaTalni xe-
JIYTOUKOB.

BaxHo 3aMeTUTb, YTO KPOBb, UCIIOAB3yeMasi /sl NIPOBEAEHUA
TpaHCy3Uii Tiona (Kak UHTPANepUTOHEATTbHBIX, TaK U NPSAMBIX
MHTPAaBaCKY/ISPHBIX) 10/KHA ObITh NepeinTa B TeueHue 96 yacos
mocJie 3aroToBku. Heobxoanma THIaTEnbHAasA OYUCTKA OT IU1a3MBl.
OTMbIBaHUE SPUTPOLMUTOB M (UIBTPALIUs JEHUKOLUMTOB Heobs3a-
TEJIbHbI.

JledyeHne HOBOPOXKIEHHOTO.

OCHOBHBIM METOJOM JIEUCHHSI FTEMOJIUTUYECKOU OOJIE3HH TI0NA
1 HOBOPOXIEHHOIO SIBJISIIOTCS OOMEHHblE reMOTpaHchy3uu. OTo
MMO3BOJISIET YMEHBIINTh BbIPAaXXeHHOCTb AaHEMHUU U TIPEIOTBPATUTD
HapacTraHvie TUIIepOMIMpyOUHEMIUH 3a CYET BbIBEIEHUS TEMOJIU3HU-
pPOBAHHbBIX SPUTPOLIMTOB 104 ¥ YACTU CBOOOHOTO OUIUPYOUHA.
OO6bIYHO 3aMeHseTes oT 1,5 10 2 06beMoB KpoBU pebeHka (ot 130
1o 170 mui/kr Beca). [1pu 3aMeHe nByx 00beMOB YAATSIETCS IPUMED-
HO 90% 3pUTPOLIUTOB, IMOABEPTAIOIIMXCS T'€MOJU3Y, TIPA 3aMEHE
oxHoro oobema — 70%.

Cpasy Xe nocjie poxjaeHusi pebeHka HeoOX0IUMO NPOU3BECTU
3a00p MYITOBUHHON KPOBU M/l OMPENENCHUS TPYIIbl KPOBU pe-
GeHKa (ec/iv OHA He ObLIa oTpeiesieHa paHee), YpOBHS TeMOIO0u-
Ha, reMaToKpHTa, OMIMpyOUHA, BRINONHEHUS TPoObsl KyMbcea.

AGCOTIOTHBIM ITOKAa3aHWEM IS OOMEHHBIX TpaHChY3UTi SIBIsIET-
cd poXaeHue AeTeil ¢ BHyTpHyTpOoOHOU BoasiHKOM. [Ipu oTcyTCTBUM
BOJASHKY TMOKA3aHMS K TMPOBEICHUIO HEMEIJIEHHOMW (3KCTPEHHOM)
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reMoTpaHcGhy3Uu ONPEAeaIOTC] HAa OCHOBAHUM HCCACOOBAHUS
YPOBHSI reMornodovMHa u ounupyouHa. TpaHchy3uio HeoOXoaumMo
Ha4YWHaTb, €CJIM YPOBEHDb reMorioduHa coctapiser 110 r/n u Huxe,
a YpoBeHb OUIMpyOMHA MYTIOBUHHOMN KPOBU 95 UMOJTB/T U BbILLE Y
JIOHOLLIEHHBIX AeTel U 68 UMOJIb/1 — Y HEOHOIIEHHBIX.

OO6MmeHHast TpaHcy3usl OCYLIECTBISIETCS] Yepe3 KaTeTep, BBe-
JIEHHbIi B IyMOBMHHYIO BeHy. [lepenuBarth cieayeT CBEKEITPUTO-
TOBJICHHYIO OAHOTpyNIHYyI0 Rh-HeraTuBHyl0 KpoBh. PekoMeHay-
eTCsl TaKXKe, YTOObl KPOBB Obljla HeraTUBHOM 1o aHTureHy Kea.
Ecnu maTh pebeHKa MMMYHHU3UPOBAHA K APYTOMY aHTUTEHY, HEXe-
mu Rh (D), B KpoBH IOHOpa TaKKe JOKEH OTCYTCTBOBATh JaHHbI i
anTtured. 1o BO3MOXHOCTHM MepejiMBacMasi KpoBb JOKHA ObITh
obnyueHa (Y®O), B 0cOOEHHOCTU B CIyYasiX ¢ HEAOHOLIEHHBIMU
JETBMH.,

Pesrome

1. B ocHOBe reMoaUTUYECKO 6OJIE3HN T10Aa K HOBOPOXJIEHHOIO
Jexut B3aumosneictsre Rh(D)-noaoXuUTeNbHBIX 3PUTPOIIUTOB
rona ¢ MatepuHcKuMu anrutenamu (Ig G) k Rh(D)-antureny
C MOCNEAYIOLIUM TeMOJIM30M.

2. B 3aBUCUMOCTH OT KOJWYECTBA NPOHUKAIOIINX Yepe3 IIaleH-
Ty aHTUTEN U X apPUHUTETA K IPUTPOLIUTAM ILIOIA BRIAEIISIIOT
JIETKYI0, CPEAHIO U TSAXeNyIo GOpMY reMOJIUTUIECKONH 0oie3-
HM [1oAa ¥ HOBopoxaeHHoro. [1pu nerkoit ¢popMe 3aboseBa-
HUS JieYeHHe MOXET HE mpoBoAUThC. [Ipu cpenHeTsikenoil u
TsIKe10l popMax B OTCYTCTBHE TeParuy BO3MOXHA CMEPTh ILJIO-
J1a MU HOBOPOXIEHHOTO BCIeACTBUE OMIMpyOMHOBOI sHLEeda-
JIOTIATMX WA BHYTPUYTPOOHO! BOASHKU.

3. Hna npoduiaakTHky 3a6oeBaHUsl UCIONBb3yeTCs] UMMYHOIJIO-
OynuH uenoseka antupesyc Rh (D). C nenbio nogasieHus yxe
Pa3BUBIIErOCA AVIOUMMYHHOTO MTPOIIECCa B OpraHu3Me MaTepu
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MCTIOIB3YIOTCS MacCUBHbIE OOMEHHbIE TpaHCHY3UU MIAa3MbI U
BHYTPUBEHHOE BBEICHKWE CbIBOPOTOYHOIO MMMYHHOIJIO0YTHHA.
OcHOBY Jle4eHHUs TJI0AA COCTABJISIOT UHTPANepUTOHEAbHbIE U
NpSMBIE HHTPABACKY/IsIpHbIE TPAHC(DY3MHU, HOBOPOXKIEHHOTO —
0BGMeHHbIe TeMOTpaHCPy3Hu.

AymoummyHble cemoaumusecKue aHemuu

AYTOUMMYHHBIE TEMOJMTHUECKUE AHEMUU OOYCIOBJIEHBI Ha-
JIMYHMEM QHTUTEN MPOTUB COOCTBEHHBIX 3PUTPOLIMTOB OOJILHOTO.
Knaccudukanysi ayTOUMMYHHbIX TEMOTUTUYECKUX aHEMUIM OCHO-
BaHAa Ha XapaKTEPMCTHKE TEMIIEPAaTYPHOW aKTUBHOCTH AHTUTEJ
(Tabmmua 7.9).

Aymoummytmaﬂ CCMONUMUMECKAA AREMUA
C men106biMi anmumeniamu

DTOT BUJ, QyTOUMMMYHHOR TeMOIUTHYECKON aHEMMK UHAYUUPY-
eTcsl aHTUTEJIAMH, KOTOpble HauboJiee aKTUBHBI NPU TEMIIEPATYy-
pe Tena (37°), Bctpevaercs v 70—80% OOMbHBIX U B MOAABISIIOIICM
OONTBIIMHCTBE CIYYAeB XapaKTePU3YeTCsd BHYTPUKICTOUHBIM MeXa-
HU3MOM remosin3a. Yacrora 3abomeBaHusa cocTaBisieT 1—2 cirydast
Ha 100000 nacesneHust B rod. Y 2/3 nmauueHTOB aHeMUsl SBJSETCS
MEePBUYHON (MIMONMATUYeCKoM), y 1/3 OOJBHBIX HOCUT CUMITOMA-
TUYECKUH Xapakrep.

ITaTorenes. B HacTosiee BpeMsl HESICHBI HEKOTOPbBIE ACIIEKTHI
STHOJIOTUM U IATOreHe3a ayTOMMMYHHOM IeMOJIMTMYECKOU aHe-
MHWM € TEIIJIOBBIMU aHTHUTEIaMH. B 4acTHOCTH, HE OTpeaeneHbI Ke-
TOYHBIE JUHUU, OTBETCTBEHHbIE 32 CHHTE3 TEIJIOBBIX ayTOAHTUTEN,
a TaKKe aHTHUTEHBI 3PUTPOLIMTOB, B3aMMOIEHCTBYIONIUX C TEILIO-
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Tabamna 7.9.
Ilamocenemuyeckan Kaaccuurauua aymouMMyHHbIX eMOAUMUMECKUX AHEMUTL

Xapakrep
AHTHTE]

3aboseBanua

Tennosbie

IMepBrUYHAas ayTOUMMYHHasI TeMOTUTHYECKASE AaHEMUSI.

CuUMIITOMAaTHYECKUE ayTOMMMYHHBIE FEMOJIUTHYECKHE aHEMU N

Mpu:

— tuMmponponandepaTHBHbIX 3a00eBAHUAX (XPOHUUECKUH
JuMboaeitkos, TMMpOrpaHyJieMaTo3, HEXOIKKUHCKHE
JUM@OMbI, MHOXECTBEHHAs1 MUEJIOMa, MAKPOTIOOYTHHEMUS
BanbaeHcTpeMa);

— ayTOUMMYHHBIX 3a60/1eBaHUsIX (CHCTEeMHAasi KpacHasi BOJTUaHKa,
PEBMAaTOUAHBIN apTPUT, CUCTEMHAs CKJISPOIEPMUS);

— UMMYHOIEMHULUUTHBIX COCTOSIHUSIX (TMMOTaMMAaIIOOYTMHEMUS,
BUY-undexuus).

AYTOMMMYHHBIE TEMOJTUTHYECKHUE aHEMUU, MHAYLIMPOBAHHbIE
MeAMKaMeHTaMH (MTeHULIU/UTMHBI, XHHUAWH, a-MeTuaaoda).

Xononosble

nCDBI/I‘lHaﬂ XOJIOOBAasl reMarrioTUHUHOBAsT O0IE3Hb.

CuMnToMaTHuecKas XoJ0A0Bas reMarrmoTHHUHOBAs! 60J1E3Hb MTPH:

— auMmdonpoaundepaTuBHbIX 3a00J1€BaHUAX (MAKPOTIOOYIMHEMHUS
BanbaeHcTpeMa, aHTHOMMMYHOOAACTHBIET-KIeTOUHbIE TUM(pOMBI,
XPOHHUECKU I TUMDOEAKO3, MHOXECTBEHHASI MUEIOMA);

— ayTOMMMYHHBIX 3a601eBaHUsAX;

— MHGMEKUMOHHDbIX 3a00eBaHUsIX (MH(PEKIIMOHHBIM MOHOHYKI€03,
MH(PEKLUMOHHBIA 9HAOKAPANT, CUGDHUIUC, MATSPUs, OPHUTO3,;
3a00/1cBaHUs1, BbI3BAHHbBIE MUKOILIA3MOM, afCHOBUPYCAMH,
BUPYCOM Feplieca, LLMTOMETaloBUPYCOM).

[Mapoxcu3aManbHas X0J1040Basi reMOMMOOUHYpPHSI.

BbIMM aHTHUTEIaMU. M3BECTHO, UTO B OOJIBIIMHCTBE Cy4acB aHTU-
tena nmpuHannexat K knaccy lg G (Ig G1 u Ig G3), penko onpene-
ngercs coyetaHue Ig G ¢ MMMyHomoOyIvMHaMK Kiacca A U M, u
OUeHb PeIKO aHTUTeNa NMpeacTaBieHbl TonbKo Ig A u Ig M (MeHee
5%). DpUTPOLIMTLI, B3AUMOICHCTBYIOLIME C TEIJIOBLIMUA aHTUTENA-
MU, BBIBOASATCS U3 OBLLEr0 KPOBOTOKA Pa3pyllasch B CENC3CHKE.
Kimnnmyeckas kapruna. [lepBuuHasi ayToMMMYHHAs! TeMOJIUTHYC-
CKasl aHEMMSI C TeTUIOBBIMM aHTUTE/IaMU Yallle BOZHUKAET y XKEHIIMH B
Boapacte 30—40 net. JLintebHOCTE 3a001€BaHUS COCTAB/ISIET OOBIYHO
1—2 Mecsua. BeayliuM B KIIMHUMKE SIBISIETCSI aHEMUYECKUIA CUHIIPOM,
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KOJ1. llleByeHko, A.A. HoBuk, B.Sl. MenbliuueHko

AHEMMHU

XapaKTepU3YIOLUICS ObICTPbIM NporpeccupoBaHueM. OMTHOBPEMEH-
HO Pa3BHBAETCSl TeMOJMTUUECKUN CHHAPOM (XKENTYyIIHAsg OKpackKa
KOXH U CKJIEp, NOTEMHEHME MOUM U Kajla), KOTOPBI HEPEIKO COMpo-
BOXKIAeTCS MOBBIIIEHUEM TeMIIEPaTypbl A0 Cy6¢heOpuIbHBIX WU (e-
OpWIBHBIX LKU(Dp (0COOEHHO MPU reMOJIUTUIECKOM Kpu3e). OTHOCU-
TeJIbHO KOPOTKAasT [UTMTEILHOCTh 3a00/IeBaHUS U PA3BUTUE XKENTYXH
4acTO TIPUBOISAT K OLIMOOUHOMY JUATHO3Y BUPYCHOIO TenaTuTa U ro-
CIIMTAIN3AIIAN 60J1IbHOTO B MH(MEKLIMOHHBIN CTalMoHAap.

I1pu 00BEKTHBHOM MCCACNOBAHUM OOpalllaloT BHUMAaHUE Oefl-
HOCTb KOXH U BUAMMBIX CJM3UCTBIX 000I04eK, Taxukapaus. Cruie-
HoMeranus BuisBiasieTcs Ooee uem y 80% O0JIbHbBIX, reraroMeraiusi
—y 40%. TeueHue 3ab60eBaHUS BOJTHOOOPA3HOE: MIEPUO/IbI PEMHUC-
CHIi CMEHSIIOTCSI OOOCTPEHUSIMU B BUJIE TEMOTUTHYECKUX KPU30B C
XapaKTePHON KIIMHUYECKONH KAPTUHOM.

I'eMonuTHYeCKMH KpWU3 MaHU(MECTUPYET PE3KUM HapacTaHUEM
aHEMMU U XKEJITYXU ¥ TpeOyeT ObICTPON M TOYHOI AMAarHOCTUKHU U
aJeKBaTHOTO JIeUCHUSI.

V neteii 3a0ojieBaHye XxapakTepu3yeTcsi 0oee OCTPbIM HAYanoM
1 6oJiee BbIpaXXKe€HHBIMU KJIMHAYECKUMHU TIPOSIBACHUSIMH. OObIYHO
nebroTy 3a00yieBaHWs Y JeTei NpealiecTBYeT BUPYCHast MH(pEKLIUs.

CoyeTaHWe ayTOUMMYHHON I'eMOJIMTUYECKOW aHEMUM € TEILIO-
BBIMU aHTUTEIAMH KU AYTOUMMYHHOMU TpPOMOOLIUTOIIEHUU HOCUT Ha-
3Banune cuHapoMa ®uiiepa-MBenca. JJaHHBIN CUHAPOM Yallle AM-
ArHOCTHPYETCS B IETCKOM BO3PACTE U XapakTepU3yeTCs HATUUUEM
reMopparmyeckoro CUHapoma (Mmyprnypa win neTeXuajibHble BbIChI-
MaHMsI) B JOTIOJIHEHWE K TIPU3HAKAM FeMOJIMTUUYECKOMH aHEMHUH.

JIaGopaTopHbie NaHHBIE.

Kaunuveckuii anansuz kposu. OTMe4aeTcsi CHUXCHHUE YPOBHS Te-
MONTIOOMHA ¥ 3puTpoliuToB. LIBeToBoI nokaszarens u MCH ualie B
Mpeaesiax HOPMEI; pa3Mephbl IPUTPOLIMTOB MOTYT BapbupoBaTh. Ko-
JIAYECTBO PETUKYIOLUTOB 3HAYUTENBHO MOBBILIEHO (Gonee 100%o0)
U OCOOEHHO PE3KO YBENMYMBAETCSl B IECPHUOA TFeMOAUTHYECKOTO
kputa (1o 500—600%c).
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YpoBeHb NIEHKOLMTOB, JeiKoLMTapHas ¢dopMyita B Tipemenax
HOPMBI, TIPU TEeMOJUTHUYECKOM Kpu3e HabI0NAeTCs HEUTPODHIb-
HBIH JICHKOLIMTO3 CO CABUIOM «BJIEBO» 10 MUEIOLIUTOB H METAMMU-
€JOLUTOB.

Yucno TpoMOOUMTOB 00bIYHO B HopMme. TpomOoLMToneHus
OMpPEeACISIETC NMPU COYETAHWH ayTOMMMYHHOI IeMOJTUTUYECKOR
AHEMMU ¥ ayTOMMMYHHOMI TpoMOouuToneHuei (cuuapom ®uiie-
pa-HWBseHca).

IMpu npocMoTpe Ma3Ka KPOBU OTMEYAIOTCH KayeCTBEHHbBIE W3-
MEHEHUS] IPUTPOUMTOB (ITOJUXPOMA3NS, aHU3OMUTO3, MOUKUIIO-
UMUTO3, SPUTPOLIUTHI ¢ TeJbLaMu Koy U 6a30PuibHON MyHKTa-
UMER) U OONBILIOE KOJMUYECTBO HOPMOILIMTOB, OCOOEHHO BO BpeMsl
reMOJINTHYECKOTO KpH3a.

Muenoepamma. KoamdecTBO MUETOKAPHUOLIMTOB B IPEACIAX HOP-
Mbl. XapaKTepHbl BbIpaXXeHHas TMIEPILIA31s SPUTPOUIHOTO POCT-
Ka, YCKOpEeHUE MPOLECCOB CO3PEBAaHNUS U YBEIMUCHUE KOIMISCTBa
MHUTO30B. DPUTPOIO33 HOPMOONIACTUUECKHI, OIHAKO TIpH IJIU-
TEJIbHOM I€MOJI3€E B CBA3M ¢ AehULUUTOM (HDOIUEBON KUCIOThI MO-
KET OTMEUaTbCs MErajo0JacTOMAHOCTb.

buoxumuueckue uccnedoséanus. BbisiBAsieTcsl MOBBILIEHUE CO-
JepXaHus oOlluero U cBo®omHoro OuIUpyoOuHa, ocOOCHHO BbI-
PaXEeHHOE B Mepyoj reMojiuThyeckoro kpusa (B 5—10 pa3 Bbiie
HOPMBI), BO3MOXHO TIOBbILIEHWE YPOBHS ChIBOPOTOYHOIO Xeie-
3a. OcMoTHYecKas pe3uCTeHTHOCTDb SPUTPOLMTOB YMEPEHHO CHU-
XKEHA (3HAYUTEJIbHO MEHBIIE, YeM [1PU HACISACTBEHHOM MHKPO-
cepouuTose).

B moue oGHapyxuBaeTcsl YPOOUJIUHYPUSI, B PEIKUX CIyUasix
(npy HaNMYKK TEIUIOBBIX TeMOJIM3NHOB) — MPOTEMHYPUS U TEMO-
CHIESPUHYDUSI.

[1pu ummyHonoruueckoM uccienoBaHuv y 60—70% OomBHBIX
OTMEYaeTCd MoJIoKHUTeNIbHasA npodba KymOca, KoTopasi BHISIBJISIET
HENOAHBIE TEIUIOBLIE AHTU3PUTPOLUTApHbIe aHTuTena. Otpuiia-
TEAbHBINA pe3ynabrar mpoobl Kym0ca Wi Apyroro Meroaa orpemne-
JIEHUS aHTUSPUTPOLUMTAPHBIX aHTUTEA MPU TUTIMYHBIX KITMHUKO-
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AHEMMHUHU

na60paT0prIx noxkasarejsax HE UCKITIoHacT BYTOHMMYHHbeI FCHE3
reMOJINTUYECKON AHEMHU.

JindpepeHnabHbIA IHATHO3.

Ipu mogo3peHuu Ha ayTOUMMYHH Y10 TEMOJIMTUUYECKYIO AaHEMUIO
C TEILUIOBLIMU dAHTUTENAMH HEOOXOAUMO MPOBOAUTE NUPDEPEHITH-
aNbHBIN JUaTHO3 C APYTMMHU FeMOJUTUYCCKUMM AHEMUSMHU, NIPEX-
Ie Bcero Haudonee yactoli B Poccun popMoit BpOXAEHHOM reMo-
JINTUYECKON aHEMWH — HACJIEICTBEHHBIM MUKPOCHEPOLIMTO30M.

Cnenyer anddepeHuIMpoBaTh aYyTOMMMYHHYIO TeéMOJUTUYE-
CKyIO aHEMHIO C IPYTUMU 3a00NE€BAHUSAMU CUCTEMBbI KPOBH, OCO-
OenHo B,,-neduunTHOM aHemuen (1Ipy HAJINYUKU SJIEMEHTOB Me-
ratobJacTHYECKOIo 3PUTPOIo33a B MUEIOIPAMME) U OCTPBIM
SPUTPOMMUENO30M (TIPU BbIPAXKECHHOM HOPMOIIUTO3e B nepude-
pUUYeCcKOt KpOBU M PE3KOHM MIEpPIIa3vy 3PUTPOULHOIO POCTKa
KOCTHOTO MO3Tra).

[Tocne TMarHOCTUKK AyTOUMMYHHOM FeMOJIMTUYECKOK aHEMUU
HeoOX0OUMO UCKJIIOUMTh €€ CUMMITOMAaTUYecKuii xapakrep. Bto-
pUYHas ayTOUMMYHHAasl FeMOIMTHYECKast aHEMUSA C TETMJIOBBIMU aH-
THUTEJAMU Yallle BCETo pa3BUBAETCs y DOJbHBIX XPOHUUECKUM JIUM-
¢doNneHKo30M U CUCTEMHON KpaCHOW BOJIYaAHKOM.

K pa3BuTHUIO ayTOUMMYHHOH FeMOJIATUUECKON aHEeMHUU MOXET
MPUBOAUTD IPHUEM Pa3INYHbIX MEAUKAMEHTOB; aHTUOUOTHUKOB (T1e-
HULMUTHHBL, 1e(a10CIIOpUHBI, TETPALMKINHBI, MAaKPOAWIbI), aH-
THAPUTMHUYECKUX CPEACTB (IpoKauHaMul), CyJibhaHWIaMUIOB,
XUHHAAWHA, H,-THCTaMUHOBBIX 6I0KATOPOB, PENapaToB OL-METHI-
JIOTBI, HECTEPOMIHBIX MPOTUBOBOCIIATIUTEIBHBIX [IPENAapaTos.

JAuarHocTHYeCKME acrneKThl ayTOMMMYHHBIX TE€MOJUTHYECKUX
aHeMMIi IIpeacTaBieHbl Ha pUcyHke 7.17.

Jledenye. OCHOBHBIM CPEACTBOM JIEYEHUS] ayTOUMMYHHOMR Te-
MOJIMTUUECKOI aHEMUH C TEIJIOBbIMHA AHTUTENAMMU SABJISIOTCS IO
KOKOPTHKOCTEPOM/IbI, KOTOPbIE Ha3HAYAIOTCS TiepopajibHo. Jlo3u-
POBKa ITPeIHU30JI0HA 00LIYHO cocTarasieT 1—1,5 Mr/Kr Macchl Tena
B cyTkU win 40 Mr/M? noBepxHoCTH Tea. [locie TOCTUXKEHUS KITU-
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Mopo3apeHune Ha remonus (CHxkeHve Hb B 0TCYTCTBUE KPOBOTEYEHUS,
peTuKynouuTos, nosbiienune JIOT, cHxeHne ranTornotvHa)

[ Mpamas npo6a Kym6ea (aHTu-IgG; aHTn-C3) j

NONOX. r l oTpuy,.

TennoBbie ayToaHTUTENa
(~90% cnyuaes - lgG)

KnnHuyeckue npossneHns (akpoLmaHos)
rocne NepeoxnaxaeHns; Unu KNUHU4eckue
nposBnexns Ha oHe NMHeBMOHUA

45% 40% WK MHPEKLMOHHOO MOHOHYKNE03a
MepBuyHan CumntomMaTtuyeckas
(ngronaTtuyeckan) (BTOPMYHAsR)
AUTA AUTA (numchomel,
KonnareHosbl)
15%

WHayuuposaHHas
MeauKameHTamu

Xonoposeble arnoTHKHL! (IgM);| < 1:32 | TecT QoHara-
(npsmas npota Kyméca NanawTeitepa
AUFA (meTunpona, ¢ aHTn-C3/4 MOXET 6bITh +) (aByxdasHble
npokavHammg, FEMOSIM3UHb!
L-pona, nbynpodeH) knacca G)

——_—

OT| . OX.
>1:32 (06bi4H0 >1:10000) pad nonox

XonoaoBas reMarnioTMHMHOBAR 6oneanq

NapokecusmansHan
xonogosas

Wpouonartu4yeckas

remornobuHypus
BropuuHas
MonuknoHansHas:
MUKONSIa3MeHHas NHeBMOHWA (aHTu-1)

NavonaTtnyeckas
VH(PEKUMOHHbLIA MOHOHYKNEOo3 (aHTK-i)

MoHoknoHanbHas:
XN Bropuunas (Bupycel,
ApYrve BUGH! HEXOMKKUHCKMX MMIOM cudunme v Ap.)

Mpsman npo6a Kymé6ea:
1) ¢ aHTK-IgA unu peakTusamm

L NONOX.

BbISBNAET QOMONHUTENbHO 2-4%
cnyyaes AUA ¢ TennoBbiMK
ayToaHTUTENaMu

ANA BbIABAEHWA TENNOBbLIX
ayToanTuTen knacca M (IgM)
2}1 «Cynep» npo6a Kymbca:

BbifiBNEHNe < 500 monekyn IgG

(Nopor 4yBCTBUTENLHOCTY ANs
cTaHaapTHoOR npobel Kymbea)

otpu, | HenmMyHHas

remonuTuyeckas
aHemus

Puc. 7.17. Aaecopumm duaznocmuru aymouMMyRHol 2eMoUmMu4ecKor anemuu.
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AHEMUHU

HMKO-1abopaTopHOro 3ddekTa (YMEHbIIEHHUE XEeATYXU U KOJTNYe-
CTBa PETUKYJIOIUTOB, IMOBLILICHUE YPOBHS reMOIIO0MHA), HACTY-
faroIIero yepes 7—14 nHeif, HAUMHAIOT NOCTEMEHHO CHUXATh A03Y
MPETHN30IOHA, JJIUTENbHOCTh JeUCHUS NMPEIHU30JI0HOM B Cpel-
HeM cocTaBiiseT 3—4 Mecaua.

ITIOKOKOPTUKOCTEPOH/IbI  OKA3bIBAIOT Xopoiunilt a¢dekt y
80-—-90% GonpHBIX, OJHAKO TIOJIHLIC IIUTEJIBHBIE PEMUCCUU JOCTH -
rarorcs Toabko B 20—30% cnyuaes. INepen Hayanom geueHus reMo-
JINTUYECKON aHEeMUW, UHAYIMPOBAHHONW MEAUKaMEHTaMH, HE0O-
XOJIMMO OTMEHUTD perapathl, KOTOPHIE BbI3BAIM AaHEMHUIO.

CruteH3KkToMMS OOBIYHO NTOKA3aHa MAluKeHTaM, Y KOTOPBIX aHe-
MUSI PELMAWBUPYET TMPU CHWXEHUU NO3bl NMPETHW30MOHA, OO0
Pa3BMBAIOTCS NMOOOUHBIE 3D (HEKThl TTIOKOKOPTUKOCTEPOUIHOM Te-
paruu. PesyibraThl onepatny 3HAYUTEBHO Jydlile IPpY HATUYUHA
AHTUTEN, OTHOCSIIMXCA K UMMYHODTOOYNHHY G (9pUTPOLUTHI C
JAHHBIMU AHTUTE/IAMU MMPEUMYILICCTBEHHO pa3pylLUaloTCs B CeNe-
3eHKe). YacToTa peMUCCHI TOCIE CIVICHIKTOMUM Ha (DOHE UMMY-
HOCYITpeccuBHOM Tepanuu cocrapisieT 50—70%.

B nocnegHye rofwl JUIsl Jied€HUs1 ayTOWMMYHHOM TeMONIMThYe-
CKOIl aHEMHM HCMOJIb3yeTCsl PUTYKCMMAO (XMMEPHBIE MOHOKJIO-
HaJbHble aHTUTEA MBIIIM/4eloBeKa, obJagalouiye crieundud-
HocThio K CD20 anTureHy). Putykcnmad MOXET UCTIONb30BATHCS
B Ka4eCTBE TEPAITUHU 2-1 TWHNH (TTOCE IIOKOKOPTUKOCTEPOUIOB),
COCTABJISIS aJIbTePHATUBY CIUIeHAKTOMUM. TIpenapar 06b14HO BBO-
avTea B nose 375 mr/m? 1 pa3 B Heemo B TeyeHue 4 Henelb, -
(exT HacTynaer B epuom oT 1 Heaesin 10 3-X Mecs1ieB MOCe nep-
BOI WHBEKIIMH PUTYKCUMAOa.

HMMmyHOCYTIpeccuBHAs Tepanusa (a3aTHonpuH B ao3e 1-—-1,5
MT/KT B CyTKH, tukinodocoan B xose 1—1,5 mr/kr (wiu 60 Mr/m?)
B CYTKH, [IUKJIOCIIOPHH A B J03¢ 2—3 MI/KI ABaXIbl B [€Hb) Ha-
3HauYaeTCsT NMPY Hed(hPEeKTUBHOCTH IITIOKOKOPTUKOCTEPOMIOB UM
MPOTHBONOKA3AHUAX K CIIICHIKTOMMH, a TaKXke NMPU PEeUMANBAX
Toclie mocxeaHei. JnnTeabHOoCTDb JIeUeHUsT B CPEIHEM COCTABISIET
3 Mecsua, 3¢ peKTUBHOCTD JedeHust — okojo 5S0%. pu penunu-
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Be WIN pedpakTepHOCTH K NTIOKOKOPTUKOCTEPOUIAM MOXET TaK-
3Ke UCTOJIb30BAThCS MyJibc-Tepanus vkiodocdanom (50 Mr/kr B
TeueHHe 4 mHei), koTopas 3¢hdexTuBHA Ooiee yeM y 2/3 namveH-
TOB, IPUYECM MPAKTUUYECKHN Y BCeX OOALHBIX PEMUCCUS COXpaHAeT s
B TeUeHHE JJIMTEIBHOIO BPEMEHH.

B psine ciiyyaeB UCTIONB3YIOTCS BBICOKHE 1036l UMMYHOITOOY/IH -
Ha (400 Mr/KT B CyTKM B TeUeHUE 5 JHEN ), OMHAKO PE3YABTAThl 3TOTO
JeYeHUs XyXKe, 4YeM MpHU ayTOMMMYHHOH TpoMbouutoneHuu. [pu
He3(hdEeKTUBHOCTH TePANTUH TIIOKOKOPTUKOUIAMHA, IIPH PELHINBE
Moc/Ie CTUICHIKTOMMH, OTCYTCTBUU OTBETA HA BBICOKWE NO3LI HM-
MYHOTITI00y/IMHA U LIMKI10(hOoChaH MOXKET ObITh UCIOIb30BaH JaHa-
3041 (cUHTeTHUeCKuit avaporeH). Jlo3a npemnaparta — 600—800 Mr/
JIeHb.

B KOMIIEKCHOM Tepanuu ayTOMMMYHHON TIeMOJUTUIECKOM
AHEMUMU C TEILUIOBBIMU QHTHUTEAMU B psifie CiyuyaeB BecbMa 3P deK-
TUBEH I1azMmadepes.

Elle onHO MOHOKJIOHAJILHOE aHTUTEIO0 — ajleMTy3yMab (aHTH
CD 52) — noka3sano cBoo 3()HEKTUBHOCTD IS JIEUEHUS] BTOPUY-
HOU ayTOMMMYHHOH ré MOJIMTHIECKON aHEMUM, B YACTHOCTH OO0JIb-
HBIX C XpOHUUECKUM JdnmposieHiko3om (prcyHox 7.18).

B CBSi3M ¢ HAIMUKEM AHTUTEN [IPOTUB COOCTBEHHBIX SPUTPOLIH-
TOB remorpaHchy3un NPOBOAAT JHUIlb IO XU3HEHHBIM [10KA3aHH-
AM (HeyCTOWYMBasi reMONMHaMKUKA, IMPUCTYITBI CTEHOKApAUU MU
MIPOTPECCUPOBAHUE CEPASUHOM HEIOCTATOYHOCTH, OCOOEHHO Y T10-
KUNBIX TALMEHTOB). MeToaoM BbIOODA SIBAAIOTCS TpaHCHY3UU OT-
MBITBIX WA PA3MOPOXKCHHBIX 3PUTPOLMTOB (PUCYHOK 7.19).

Pezrome

1. AyTOMMMYyHHas TeMOJIUTUYECKAs] aHEMUS C TETUIOBBIMK aHTUTE-
JaMUu O0yCJIOBJIEHA MOSBICHUEM aHTU3PUTPOLIUTAPHBIX ayTOaH-
TUTEJ, KOTOphie Hanbosee aKTUBHbLI ITPU TeMItepaType oKoi1o 37°.
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AHEMMHH

( AyTOMMMYHHAS TEMONUTUHECKAR aHEMUA C TENNOBLIMU ayTOaHTVlTenaMﬂ

i

FpeaHn30noH 40 Mr/m2 (60-100 Mr/geHb)

)

7 OHen + dhonnesan Kucnota

MpogomxuTs A0 HopMmarmaauun | A3 R Her " >
&)OBHSI Hb 1 Ht Ynyuwenve (60-70%) L Yeen A03bl 10 60 Mr/m
1 3 Heflenn
(m R8Ty, 10-15%
efireHHOe CHKeHVe [o3bl {6-8 Hepens) T0-15% \ nyyieHne ( o)
l HeT
rEMONK3 Putykcumat (375 Mr/m?
L ) ‘—[ 4 BBegeHus (1 pa3 B Hegenio)
HeT ‘ ‘ na
Ormena NpegHU30N0HE Bo3o6HoBUTE
3a 3-6 mecAues np1eM NpegHU3onoHa

\ B2 CnnenakToMun (onepaumoHHas
[ TEMONN3 )i | netanerocTs 10%)

{noanepxusaowas

D038 NPEAHU3ONOHA | Loy 50-60% 25-30%

10-20 mr/peHs)

L—
— na
Pemuceusn Pemuceun (Ha HW3KOW fO3e
—| RabnogeHue L——] [ npenxusonora 10-20 Mr)
10-25%
——— aa HET § PE3UCTEHTHBI

Beicokve no3bl IgG
(0,5-1 r/kr Beca)
B/B 3a 4-6 4yacos
4-5 prein

HU3Kan BepOATHOCTL OTBETa

HET oTBETa

Unknodocdamup (D)
60 mr/m?/aeHb

+ NPEAHU30NOH

10-20 Mr/geHb

1-3 mec.

Huakas seporTHoCTs OTMeHa npepHU3onoHa: ha -
DIOCTIKEHMS PemMuceun : }-———' Pemuccus
(remoTpancdyanm anononxa'rb LI® 6-12 mecsues 50-60%

NO NOKA3aHUAM)

HeT

nnasMoobmeH

aa Her Hana3aon 600-800 mr/pent
Pemuccun { + npegHu3onoH 10-20 Mr/aeHb
4-6 mec.
oTBET LinknocnopwH 4-6 Mr/kr/peHs HeT
BHYTPb 2-3 MeCsLa Pemuccus ]
AsaTuonpuh ‘] MOCTENEHHOE CHIKEHUE nosle HeT oTeeTa Aa

r CHuxeHWe AO3bl AaHa30ona
L 0o 200-400 Mr/geHs

Puc. 7.18. Asrzopumm aevenus aymoumMmMyHHOl 2eMOAUMUHECKOU GHeMUN C Menas-

8biMU aHMumMeramu.
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Inasa VI

TEMOTHUTUYECKWE AHEMHWHU

AyTOUMMYHHARA remonuTnyeckas aHemmn (AVIFA) © TennoBbiMK ayToaHTUTERamMm
Heo6xoanMmo NOMHUTL, H4TO:

1. AyToaHTUTENa TaKxKe PaspyLLalT SOHOPCKME SPUTPOLMTBI
2. AyTOaHTUTeNa MOryT MacKMPOBATb anioaHUTesNa ChIBOPOTKM

|

L FemoTpaHCchy3nun rpu aHEMUK TAXKENOH CTENEHN Mo CTPOTUM NMOKa3aHVAM

(cTeHOKapaMA NOKOS, OAbILLIKA NOKOSA, HEeYCTOMHMBAN reMOAMHaMMKa)

|

Het BepemeHHocTb B aHamHe3e? Aa
TpaHcdysun B npolusiom?

(cosmecTumocTs o ABO 1 Rh) 2. MpoBepnTb CNeunpUIHOCTL ayToaHTUTen
B OoTHOWeHuW Rh-aHTurena

MNepenusanwe KpoBK NO
wHAKBUAYanbHOMY noabopy

|

( Llenesot yposeHb Hb-Ha - 80-100 r/n; npyn nc4e3HOBEHWN NPU3HAKOB ]

. 1. MpoBepuTb Ha annoaHTuTena
MNepenveaxne ogHOrPyNMHON Kposu

aHeMn4eCcKoro cuHgpomMa B NOKoe - He nepenueBatb

l

Mepenveats MEANEHHD, UCIONL30BAaTL NENKOLUTAPHBIE (PUNETPBI C LENbIO CHUKEHNA
purcka hebpunbHbIX peakuni, KOTopble MOryT MackupoBaThb FeMoJn3,
1. B TaKenbix cnyqasx AUMA (BbipaXeHHbI aHEMUYECKWIA CUHOPOM B MOKOE,
Hb<50 r/n) ocobexHo y noxunbix 60/bHLIX Nepennsats no 100 mMn 2 pasa B AeHb
€O CKOPOCTbIO He Gonee 1 mn/kr/vac
2. B cny4anx xpOHU4ECKON aHemun (BHE Kpyaa) Npu Hanm4um
noKazaHuii BOSMOXHO nepenveanve 2-3 0o3
3. Beectun 40 Mr chypocemuaa B/B nocrne remMoTpaHcdysuu;
B TeveHuve 6-12 Yacos nocre TpaHcdysum - cTporoe HabntoaeHve
(BO3MOXHBbI Neperpyska o6bemMoMm, reMonmua)

,

Puc. 7.19. Aacopumm eemomparchy3uonnoi mepanuu npu aymoummyHHOU 2emoau-
Mu4ecKoli AHeMUYN ¢ MeNI06bIMU ARMUMEeIAMU.
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10.J1. lesuenko, A.A. Hosuk, B.fl. MeabHnderko

AHEMMJMHU

2. JAnarHocTUYEeCKHE KPUTEPUU:

AHEMHWICCKMI U T€MOJTUTUYECKUI CUHIPOMBI;
HOPMOXPOMHAasi HOPMOLIUTApHAasi aHEMMSI C BBIPAXXEHHBIM
PETUKYIOLMTO30M, HOPMOLIMTO3;

pe3Koe pasapakeHue 3pUTPOUTHOIO POCTKA KOCTHOTO MO3ra
MpH HOPMOOJIACTHYECKOM THIIE KPOBETBOPEHHUSI;
TTOBbIIIIEHUE COMEPXAHUS CBOOOAHOIO OMIUPYOMHA CBHIBO-
POTKU KPOBHU, YPOOWIUHYPUS, YMEPEHHOE CHUXEHHE OCMO-
THYECKOI PE3UCTEHTHOCTW SPUTPOLMTOB, IOJAOXUTEIbHAs
npsimMag npo6a Kymoca y 60—70% 601bHbBIX.

3. OCHOBHbI€ NPUHLINIIBI JICUCHUSI:

IIIOKOKOPTUKOCTEPOUIBI PEr 0S8 B CyTOUHOM no3e 1—1,5 Mr/
KT;

CILIEHKTOMHS; ‘

PUTYKCUMAO, UMMYHOIEMPECCaHThl (a3aTMONMPUH, LMKIIO-
docdaH, HUIOCHOPUH A);

reMoTpaHCc®y3uM — 10 KM3HEHHBIM TMOKa3aHUSAM (IIpenno-
YTUTEIbHbI OTMbITBIE WU PA3MOPOXKEHHbBIE SPUTPOLIUTHI).

AYTOMMMYHHAS TeMOJIUTHYECKAA AHEMUS
C XOJIOJIOBBIMH AHTHTEIAMH
DTOT BUI ayTOUMMYHHOM ré MOJIMTUYECKOH aHEMHH BbI3BIBAET-

Cs AHTUTEIAMH, aKTHUBHBLIMU IIPU TeMIepatype okoio 0°,

Ilpy ayTOMMMYHHOM TeMOJMTUYECKON aHEMHUHU C XOJOOOBLIMU

AHTUTETAMU BBUIETIAIOTCS IBa KIIMHUYECKUX CUHAPOMA!

- XOJIOIOBasi reMarTIloTUHOBasi 00J1e3Hb, KOTOpash aCCOLIMUPOBa-
Ha ¢ ayTOJOrUYHBIMU AHTUSPUTPOIMTAPHBIMU AHTUTENAMU, OT-
HOCSIILIUMUCS K AMMYHOIJIOOYINHY M;

— IMMapOKCU3MalIbHAs X0J010Basl TeMOIIOOWHYPMSI, BHI3BIBAIOLIA -
SICS1 XOJIONOBBIMU I'€MOJIM3UHAMU, KOTOPbIE OTHOCSITCSI K UMMY-
Hormo6ynuHy G.

AYTOUMMYHHAs TeMOJIUTHUYECKOI aHEMHU C XOJIONOBbIMU aHTH-

TeaaMu cocTaBisgeT 20% ciyyaeB ayTOMMMYHHBIX T€MOAUTHYECKIMX

aHEMHUM.
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Inasa VII.

TEMOTUTHUYECKHUE AHEMUWHU

X0J1000BaA reMarnIOTHHHHOBASA 00J1€3Hb MOXET OBITH IT€pPBUY-
HOU (MUAMOMIATHYECKOM ) 1 BTOPVYHOI, BO3SHUKAIONIEHN ¥ OONBHBIX C
JumbonponandepaTUBHBIMU M HH(PEKIIMOHHLIMHU 3a00/IeBAHUAMU
(MUKOTIIA3MEeHHAS THEBMOHUS, UHMEKIMOHHBI MOHOHYKIIE03).

B HOopMe x010M0BbIE ayTOAHTUTENA, TTPUHAAIEKALINE K KJIACCy
Ig M, MoryT onipenensiTbes B TUTpe MeHee 4eM 1:64. Takue anture-
Jjla y>Ke HeaKTUBHBI NIpu Temrieparype Boitiie 4° C. [1pu xononoBoit
reMarnmoTAHUHOBOM 00JIe3HU ayTOAHTUTENA ONPEACISIIOTCS B TH-
Tpe naxe 6onbiueM, deM 1:1000, 1 MOTYT COXpaHSITh CBOIO aKTHUB-
HOCTb B TeMIIepaTypHOM auanasone oT 28 go 31° C, a uHoroa maxe
Irpu Temnepatype Boite 37° C.

XononoBasi reMarnTIOTUHUHOBASL 00JIE3Hb pa3BUBAeTCd OOBIU-
HO y HNOXHUJIBIX MALMEHTOB U XapaKTepU3yeTcsl OTHOCHUTENLHO CTa-
OWIbHBIM TedeHUeM. KiuHWYeckasi KapTHMHA XapaKTepH3yercs
350KOCThI0, HETIEPEHOCUMOCTLIO X0JIona, CUHApoMoM PeitHo. 11pu
OCMOTpe 00palllaloT BHUMaHUE CHHIOITHO-0ArpOBEIM IBET KOXU,
aKpoUMaHo3 (00YCIOBIEH HAPYIIEHUSIMY MUKPOLIUPKYISILIAY B CO-
cylax KUCTEM, CTOIl, yuler, HOca B CBSI3U CO CITOHTAHHOM arriio-
TAHALMENR IPUTPOLUTOB). Y YacTul OOJBHBIX BHIABISCTCS JIETKast
KEATYIIHOCTh KOXU U ckilep. CruleHOMETaIMS U relaToMeraius
BO3HMKAIOT JOCTATOYHO PEAKO U BblpakeHHBI HE3HAYUTEIBHO.

B GonpluMHCTBE CllydyaeB aHeMUs BhIpaXKeHa yMepEeHHO (reMo-
ro6uH B Tipenenax 80—100 r/n), pexe reMorioOMH CHUXKAETCs 10
50—60 r/n. CogepxaHue JIEHKOLUTOB U TPOMOOLIMTOB HE M3MEHEHO.
XapakTepHasi 0COOEHHOCTD XOJOIOBOM NreMarNTIOTHHUHOBOM GoJ1e3-
HU — ayToarviioTHHALMS SPUTPOLMTOB, KOTOpasi HabogaeTcs: BO
BpeMs B3SITUM KPOBM IIPH KOMHATHOWN TeMTIEpaType U 3aTpyaHSeT
noacdet COD, yncna 3puTPOLIUTOB U ONPEIEACHUE IPYIITILI KPOBU.

JlabopaTtopHble MpU3HAKW reMoiu3a (PEeTUKYIOLUTO3, TTOBBILIC-
HYe YPOBHsI CBOOOIHOTO OMIMPYOHHA) BLIPAXEHBI YMEPEHHO, B MOYE
MOTYT OMNpPEAcNaTbcsl CBOOOMHBIN IeMOINTIOOMH WIHM TeMOCHACPUH.
[lpu ceponornyeckoM UCCICAOBAHUM B CHIBOPOTKE KPOBM BBLISIBJISI-
€TCSl PE3KO0Ee TOBHIIIEHHUE TUTPA ITONAHBIX XOJIOIOBBIX AHTUTEN, OTHO-
cammxcs K knaccy IgM. JlnarHocTudeckuM cymraercst Turp >1:32
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AHEMMHU

(o6B1yHO OH coctasisieT > 1:10000). Tlpu anekTpodopese GenkoB Chi-
BOPOTKW MHOINA BBISABISIETCS M-TpagueHT, KOTOPhIM PH KIMMYHO3-
JIEKTpoopese HASHTUDHLIMPYETCA KaK UIMMYHOIIOOYIUH M.

Bonbinyio poib UTParoT MEPHI BTOpUYHOM npodwiakTuku. Cne-
JyeT u3berats nepeoxaaXkneHnit, 3MMOH HOCUTD JOIMOJHUTEITbHYIO
TEIYIO OAEXIY, [PU BO3MOXHOCTH — CMEHMThH KiauMar. B oriu-
Yie OT AyTOUMMYHHOW reMOIUTHUSCKOH aHEMUY C TETIOBBIMM aH -
THTEIaMH Ha3HAUCHUE TIIOKOKOPTHKOCTEPOMIOB OOBIUHO HE3(d-
(eKTHBHO W IPUBOAUT K OOJBIIOMY KOJHUYECTBY OCJIOXHEHUH,
0COOEHHO Y MOXUABIX OOIbHBIX. MeTOAOM BHIOOPA ABNSIOTCA 1IU-
TocTaTuKU; (paymapabuH, uukiodochamua u xaopoyTiH. Kak u
Mpy ayTOUMMYHHOM T€MOJUTUYECKON aHEeMUU C TeIUVIOBbIMU aH-
TUTEJIAMHM JUTS JIEYEHUS XOJIOMOBOM IreMarmitoTUHOBOM 00/Ie3HU UC-
nojib3yercs puTykcuMad (npenapat addexkrrBed B 50—60% cy-
yaeB). Ilpn He3bPeKTUBHOCTH NPEIIECTBYIOIMX JUHUH TeparIuy
M TSKEJIOM TeUeHHMH B psife COydaeB ITPOBOIUTCS [YJIbC-TEPAITUS
(MeTHIpeNHU3010H o 500 Mr B TedeHHe TpeX JHEH, B TOM YUCIIe
B coueTaHum ¢ uuknodochanom). UcnonbioBaHue miasModepesa
KaK B COYETAHHMU C [IMTOCTATHKAMU TaK ¥ CAMOCTOSITEIbHO MOXET
0Ka3bIBaTh OTYCTIMBBIN TepaneBTHYECKU 3 (eKT.

B nocrynHoi auteparype uMeroTcs JaHHbie 06 3pdeKkTUBHO-
cTH a-uHTepdepoHa, Ha3HayaeMoro 1o 3 ME/M? 3 pa3za B Hexmerio.
ITpemapaTt Ha3HaYaeTCs Kak B MOHOTEPATIMU TaK U B COYETAHUM C
ApYrUMU IpenapatamMu (Harpumep, ¢ pUTYKCUMaooM).

Ipu x0J10M0BOM TreMarrTiOTHHHHOBOM 00J1€3HU 3PUTPOLIUTEI
pa3pylaoTcs B COCYAUCTOM PYC/e MJIM B IIEYEHU, MTO3TOMY CILIe-
HOKTOMMSL [IPOBOOMTCSL PeaKo (TIpM BBEIPAXEHHOW CIUIEHOMEra-
quu). [lepen onepanueii nokasaHo nNpoBeAeHue miasMadepesa 11
YMEHBILECHUS YPOBHSI XOJOAOBBIX aHTUTEN U PHUCKA reMOJUTHYe-
CKOTO KpH13a B XO/I¢ OITEpaTUBHOIO BMEIIATEILCTBA.

ITo mokazanmsiM mpoBOOATCS TpaHCHY3UU OTMBITBIX M 00d3a-
TENBHO TETUIBIX (HATPETHIX M0 t TeJa) IPUTPOLUTOB (pUCYHKH 7.20).

I1apokcusmaibHas X0J010Basi FeMONIOOUHYPHSA BBI3HIBACTCS XO-
JIONIOBBIMM T'€MOJTHU3UHAMU, KOTOPBIE OTHOCITCS K MMMYHOIIIOOY-
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Xonopoeas remarrioTuHUHOBas 6oneaHb
Mpavonatuyeckas: 0-30% IgM; antured | unu i
(akpounaHo3 nocne nepeoxnaxaeHus)

AMarHo3 yxe nofo3peBaeTcs NpU HEOXUAAHHO
TpyAHOM 3a60pe KPoBM Y 6ONBHOMO
1 BbICTPOV arrnoTUHaLWK

[MVIHMMa.ﬂbeIe KNUHU4ECKNE ,ﬂaHHble]

( na HeT )

N3berate nepeoxnaxaeHus ]

Mnasmadbepes Ne 3; pnygapabuH 25 mr/m2
l 1-5 gHu unu uuknodoccammg 500-600 mr e/B
+ MeTunnpenHn3onoH 500 Mre 1,2 n 4

HeT

KonTpons Hag 3a6onesaHnem

Putykcumab 375 mMr/M2 4 Beefienuns HeT
(1 pa3 8 Hepgenio) + a-uHTEPdIEepoH Pemuceuns
3 ME/M2 3 pa3a B Hefienio 4-6 MecsiLieB

aa na

Aa Linknodbocthamup, 600 Mr B/B
HaémoMccm 1 pa3s B mecaL Ne 9-12 -

NOAAEPKUBAIOLLEE NeveHne

HeT

Mnaamadcbepes

MpopomkeHne nnasmadepesa:

HeT
mHaMBMayanuaauus no oGbemy ha DbhekT ® TpaHcy3na OTMbITBIX 1 TennbIx!

nnasMbl U KONUYECTBY CEAHCOB ROCTUrHYT (HarpeThix fo t Tena) spuTpoumnToB
B Hepenio (Mnu mecsl)

Puc. 7.20. Aazopumm aenenun x0400060i cemazzaromununoeoi 6o1esnu.
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quRy G. 910 Hanbosee peakasi GopMa AyTOUMMYHHOM reMOIUTU-
YeCKOW aHeMUH (BbIsIBIsSiETCS Y 2—5% OOJIbHBIX), OMHAKO B CBSI3U C
SpKOIM KIMHUYECKON MaHUpecTaluei 3aboieBaHue O6bLIO onuca-
HO OIHUM M3 IIEPBBIX CPEeAU T'eMOMTHYECKHUX aHeMuii, B 30-x ro-
max XIX Beka.

Kiauanyeckass KapTMHa B TUIIMUHBIX CIYYasiX XapaKTepHU3YeTcs
BHE3aITHO Pa3BUBAIOILIMMUCS Yepe3 HECKOIBKO YacoB TOCIE MEPEO-
XIAXKIECHUS JTUXOPAAKON, 03HOOOM, O0JISIMU B XXMBOTE UJTA TTOSICHAY -
HOI1 00J1aCTH, TOIITHOTOM, PBOTO 1 HOSIBJICHUEM MOYM TEMHO-KOPUY-
HEBOTO WJIX YepHOro 11BeTa. BoJbIIMHCTBO CUMOTOMOB KYTTUPYETCS
Yepe3 HECKOJIBKO YaCOB; U3MEHEH U OKPAaCKH MOUYH, OOYCIOBJIEHHBIC
BHYTPHCOCYIMCTBIM T€MOJIM30M, COXPAHSIIOTCS B TeueHue 1—2 nTHei.,

ITpu reMOTUTHIECKOM KPU3€ Y OONLHBIX MOXKET MATbITAPOBATh-
csl ceyle3eHKa. XapaKTepHbl COCYIMCTbIE TPOSIBIEHUSI, KOTOPHIE
AHAJIOTUIHBI HAOTIOZAIOIIMMCS ITPU XOJ100BOI reMarrTIoTUHUHO-
BOIt 00J1e3HM (3510KOCTh, CMHAPOM PeitHOo, akpolinaHo3).

BHe kpu3a ypoBeHb IreMOIIOOMHA B IIpeaeiax HopMbl. [1pu re-
MOJIMTMYECKOM KpHU3e KOHIIEHTPAIMS I'eMOITOOMHA MOXET CHU-
xkarbes 10 50—60 1/, cormpoBOXKIASICH PETUKYIOIUTO30M; HEPEAKO
IIPU 3TOM YMEHBIIIAETCA KOJAMYECTBO JEHKOIIMTOB U TPOMOOLIUTOB.
I1pu mmpocMoTpe Ma3Ka KPOBH BbISIBISIIOTCS aHU301IUTO3, TTOUKU-
JIOLINTO3, MOJIMXpoMa3usi, HopMouuTo3. B Moue B mepuoa kpuza
oOHapyKMBaeTCs 3HAYMTEIbHAS MPOTEUMHYPUsS, a TakKkKe CBOOOI-
HBINM TeMOTIOOUH U reMocuaepyH. [eMocuaepuHypusi CoOXpaHsieT-
¢Sl B TEUCHHE HECKOJIbKMX JIHEH MOCae OKOHYAaHUS Kpu3a, UTO MO-
JKET OBITH MOJIE3HBIM 1151 PETPOCIIEKTMBHOW TUAarHOCTUKM,

XapakTepHBIM CEepOJOTMYECKHUM IPU3HAKOM SIBJSIOTCS ABYX-
¢a3Hble reMonu3uHbl knacca G (tect [oHara-JlaHaurreitHepa).
[Ipu nepBoii ¢ha3e CLIBOPOTKY OOJBHOTO ¢ IPUTPOLUTAMH TOHOPA
MMOMEIIAIOT B XOJOAUJIbHUK, U TEMOJU3UHBI (DMKCUPYIOTCSI HA T0-
BEPXHOCTH 3pUTpoLNTOB. I1pu BTOpOIi haze (B TepMocTaTte) rmpo-
VCXOIUT UX TeMOJTH3.

B HacTosiee BpeMsi He CYLIECTBYET CIleUM(UUYECKHUX METO-
JIOB JICUCHUS IApOKCU3MAIBHOM X0JIONOBOM reMomoouHypun. He
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napa VII.

TEMOTUTHUYECKHWE AHEMMUN

CMOTPS1 HA TO, YTO IVIIOKOKOPTUKOMIBI JAIOT OTYETIMBhII TeparneB-
THYeCKUH 3 HEKT Npu reMojuse, accouumpoBardaoM ¢ Ig G, npu
NapoKCU3MaIbHOMN X0I010BOH reMONIOOMHYPUM 3TA TPYIINa MEIN-
KAMEHTOB HE UCMNOJb3yeTCA BBUAY HeaddeKTUBHOCTU. JleyeHue
FEeMOJIUTUYECKOTO KpHU3a CUMIITOMATHMYECKOE, HAINpaBAEHHOE Ha
NMpodUNIAKTUKY OCTPOH IMOYEUHOH HemoCcTaTOYHOCTH. [lpu TsKe-
JIOM aHEMUM UHOIAA HEOOXOAUMbI TeMOTPAHCDY3HU.

Pezrome

1. AyToMMyHHas reMOJIMTUUECKAsl AHEMHS C XOJIONOBbIMUA aHTH -
TenaMu OOYyCJOBJA€HA AHTUIPUTPOLMTAPHBIMUA ayTOAHTUTENA-
MM, HauOO0AEC AKTUBHBIMHU NTPH TEMIIEpaType 0KoJjo (°.

2. Kputepuu xonomoBoi reMarnIioTHHUHOBOM O0Ne3HU:

— HeNepeHOCUMOCTh Xojona, cuHapom Peiino, cunioniHo-6a-
IPOBBII LIBET KOXM, aKPOLMAHO3;

— ypoBeHb reMorio0uHa B npenenax 80—100 r/n;

— YMEPEHHBIE PETUKYIOIUTO3 U TUTIEPOMIUPYOUHEMUS

— ayToarmllOTHHALMS 3PUTPOLIUTOB, FeMOCUAEPUHYPHUS;
— Pe3KOoe NOBBIIEHUE TUTPA TTOJHBIX XO/I0J0BbIX AHTUTEN.

3. Tlpodunakruka u JieyeHue:

— u3berarp MNEPEOXJIAXKICHUM, IIPA BO3MOXHOCTH CMEHHTH
KJIMMAT;

— umrToctatuku (¢haysapadbuH, uukiogochamMun U XjiaopOy-
THH), PUTYKCHMAaD, a-uHTepdepoHa, TiiasMogpepes.

Tlpuobpemennvie HeumMMyHHbLIE ceMOaumMUYECKUe AHEMUN

OCHOBHBIMM NPUYMHAMU MTPUOOPETEHHBIX HEUMMYHHBIX TeMO-
JNIUTHYECKUX aHEMUIA SIBIIAIOTCS:
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AHEMMAH

— WH(EKUWOHHBIC areHTHI: a) BHYTPUKIETOYHBIC Napa3uThl (Ma-
JIIPHIHBIN T1a3MOAMi, 6apToHesna); 0) BbI3BIBAIOIIHE MUKPO-
AHTHOIIATUYECKUI TeMonn3 (MEHUHTOKOKKM, THEBMOKOKKWH,
rpaMHETraTUBHBIC OAKTEpPUU);

— XUMHMYECKHEe (MeIMKAMEHTHI, si/Ibl, TPOMBbIIILJIEHHBIC BEIIIECTBA)
1 pusnyeckue GakTophl (TePpMUIYECKIE TIOBPEKIACHUS ),

— MeXaHu4eCcKHe MOBPEXKACHUS 3PUTPOLUTOB (COCYAUCTHIE U BHY-
TpUCepIOeYHble MpPOoTe3bl, MUKpoaHrvonaruu, JIBC-cuHapowm,
MapllieBasi TeMOTIIOOUHYPHS);

— TMapOKCH3MaJIbHasi HOUHASI TEMOTJIOOMHYPUSI.

HNudexunonnnie areHTbl. HeMMMyHHasi reMONUTHYECKas aHe-
Must, oOycopjieHHast MHDeKIUSIMH, HAHO0JIEE YaCTO pa3BUBAETCS
[IpY MalsIpuy. DTuUM 3aboneBanueM ctpanaioT oT 300 o 500 Mun-
JIMOHOB YEJIOBEK, U3 KOTOPBIX €XEroAHO yMupaer 1,5—2 muuimo-
Ha. U3 4 Bugos ManspuiiHoro masMonus (P.vivax, P. falciparum,
P.malariae u P. ovale) HauboJsiee Tskenble GOPMbI MaSIpUU U Te-
MOJTUTUYECKON aHeMMH BbI3bIBaeT P. falciparum, KOTOphIit mopa-
xaet 6oisee 50% 3pUTPOUNTOB OOJIBHOTO (IPYrye BUABI IJ1a3MOIUS
— 3HAUMTEILHO MEHBIIE). MaccuBHasl JeCTPYKLHUS 3PUTPOLIMTOB U
CIUIEHOMETAJIUS — IVIaBHBbIE [IPUYMHBI Pa3BUTHS T€MOJIUTUIECKON
aHeMMH IIpY Mayisipu. OCHOBHBIM TIpenapaToM s IpoUIaKTH -
KU U JISYSHUST MaJISIPUM SIBIISIETCSI XJIOPOXUH. [Tpy pe3UCTEHTHOCTH
K 3TOMY IpeTapaTy, KOTopasi HEPEOKO OTMEUAETCA NPH MaJISIpUH,
BeI3BaHHOM P. falciparum, wucnonb3yercsas KOMOWHAIIUMSI XWHWHA
cynb@daTa ¢ AHTUOMOTUKAMMU TETPALIMKJIMHOBOTO psna. eMonuTr-
YyecKasg aHeMHUSI MOXET Pa3BUBAThC TAKKe MPU KIIOCTPUIUATIBHOM
CeICcHuce, TSKEIbIX OaKTepHaIbHbIX MH(HEKLUMIX U KyIIUPYeTCs IPU
VCIICIIIHOM JICYEHUY OCHOBHOTO 3a00JIeBaHUSI.

Xumuyeckie W (PU3MYECKHe areHThl (MeIVUKAMEHTBI, TMPOMBIIII-
JIECHHBIE BEILUECTBa, 3MEUHEBIE SIAbI, TEPMUYECKHUE (PAKTOPHI) MOTYT
BBI3BIBATH HEUMMYHHYIO TeMOJIUTHIECKYIO AHEMHUIO BCJICACTBUE:

1) CHUXKEHUS YCTOMYMBOCTH 3PUTPOLIMTOB K BO3AECHCTBUIO AKTUB-
HBIX (POPM KHUCIopona (psi METHKAMEHTOB, MHTAJISILIMHA KACJIO-
pona);
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2) NpsSIMOro TOBPEXACHUA SPUTPOLIUTOB (IIPOW3BOAHBIC MBIIIBS -

Ka, Meb, FEMOIMAIN3, TCPMHUUYECKHE IOBPEXKIACHUS);

3) IUCCEMUHHUPOBAHHOTO BHYTPHUCOCYAUCTOTO CBEPTHIBAHUS (3ME-

WHBIE SI/IbI).

JleyeHue B OOJBIIMHCTBE C/yyaeB CBONMTCS K MpPEeKpalleHUIO
KOHTaKTa ¢ MPOBOLMPYIOIIUM areHTOM M CUMIOTOMATUYECKOM Te-
panuu.

MexaHn4yecKHe NoBpexKAEHHS IPUTPOUUTOB TPUBOMST K X (ppar-
MEHTAllUU U BHYTPUCOCYIUCTOMY TE€MOJIM3Y, COMMPOBOXKIAOIIEMY-
Csl reMOrIoOMHEMUEH (MOBBIIIEHUEM YPOBHS CBOOOMHOTO TeMO-
IJI00MHA I171a3Mbl ), TeMOIJIOOMHYpHEH U TeMOCUIePUHYPHEN.

Buyrpucocyauctblit remonu3 BoisipiisieTest y 10—20% 60onbHbIX ¢
MpoTe3aMH COCYAOB M KJIANaHOB CEpAla U XapaKTepU3yeTcss HOp-
MOLIUTAPHOW aHEMUEH IETKOUN CTETICHU, YMEPEHHBIM PETUKYIOLIU-
TO30M, HE3HAYMTETBHBIM TIOBLIIIEHHEM YPOBHS CBOOOIHOTO OM-
JupyOMHa, B psiiie cayyaeB OOHAPYXKUBAIOTCS T€MOCUICPUHYPUS U
reMornoOuHypusi. MHorna ¢parMeHTaumst OOJbLUIOTO KOAMYECTBA
3PUTPOLIUTOB MPUBOIUT K MOJOXKUTEILHOMY aHTUIJIO0YTUHOBOMY
TecTy. B mepuon ycuieHUs1 reMoin3a MallMeHTaM PEKOMCHAYETCS
OrpaHUUYEHUE ABUTATEILHOTO PEXUMA, IIPU MOJOXUTENHHOMN [TPode
Kym0ca MOTYT UCIOJb30BAThLCS TIOKOKOPTUKOCTEPOUIDI.

MHUKPOAHTHONIATHIECKHE TeMOJUTHIECKHE AHEMHM B DSiic CIy-
YaeB Pa3BUBAIOTCH Y OOJbHLIX C TEMOJMTUYECKUM YPEMHMUYECKUM
CUHIPCMOM, TPOMOOTHUYECKON TPOMOOLIMTONECHUYECKOR TypIy-
pe, IACCEMMHUPOBAHHbBIX COJIMIHBIX OMyX0Jisx, HA (HOHE XUMHUO-
Tepanuu, MOCJIC TPAHCIUIAHTALMU COJTUAHBIX OPraHOB U KOCTHO-
ro MO3ra. XapakTepHbIM MOP(OIOTUYECKUM MTPU3HAKOM SIBIIAETCS
MOBPEXIECHNE IHIOTEIUATBHBIX KIETOK, UTO HEPEAKO COMPOBOX-
JaeTcd OTJIOXKEHUEM JEMO3UTOB UOPHHA B MEJIKUX COCYIax u/Wiu
BBIPDAXXCHHOU apTepUaIbHOM TUTIEPTEH3UEH.

I'eMonUTHUYECKNI ypeMUUYECKHUI CUHIPOM — penKoe 3abosieBa-
HHE, KOTOpOe HabmoaaeTcss 0OBIYHO y A€Te U MOJIOABIX JIIOACH U
XapaKTEPU3YeTCs COYETAHUEM OCTPOIl TEMOJIUTUIECKON aHEMUU C
BHYTPUCOCYAUCTBIM TEMOJIM30M M TSEKEJIOrO MPOTrPECCUPYIOLIETO
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AHEMMUMHU

roMepyaoHedputa. CBoeBpeMeHHast AMarHOCTHKA U aAeKBaTHOE
JledeHre (AHTUKOArylIsHTbI, GUOPUHOJUTUKU, KYPaHTUJ, CBEXE-
3aMOpOXEHHAs M1a3Ma, naasMadepes) cnocoOCTBYIOT yMEHbIIIe-
HHIO TSIKEJIOM FreMOJIUTAUYECKON aHEMHM, YaCTOThI OCTPOM ITOYEY-
HOM HEJOCTATOYHOCTU U CHUXEHUIO JieTaabHOoCcTU ¢ 30% mo 5%.
OtnaneHHbIA IPOrHO3 3aBUCUT OT BBIPAXKEHHOCTH MOPaXKCHHUSE IO~
qeK.

TpomboTHUecKass TpoMOoLIMTONIEHUYecKas nyprypa (00Jie3Hb
MolikoBullia) pa3BHBaeTCsl B MOJOAOM BO3pacTe W IIPOSIBISIET-
Cs1 TCMOJIUTUYCCKON aHEeMUEl, TPOMOOLIUTONEHUEH U TOpaXeHU-
€M COCYIOB (ITPEUMYILICCTBEHHO LIECHTPAIbHOMH HEPBHOU CHUCTEMBI
U rouek). B cBsI3U ¢ OBIIHOCTBIO MATOreHe3a U METONOB JICUSHUS
MHOTHE aBTOPbI OOBEAUHAIOT FTEMOJUTUUECKUAN YPEMUYECKUI CUH-
JpOM U TPOMOOTHYECKYIO TPOMOOLMTOIEHMYECKYIO TYpIypy B
eqvHoe 3a0oeBaHNe: TPOMOOTUYECKYIO AHTMOMATHIO.

MuKpoaHTHoNnaTHYeCKasi FreMOJIMTHYECKass aHeMUsl TIpH JUcce-
MHHHPOBAHHBIX OMYXOJIEBBIX 3a00JI€BAHMSIX, HA (POHE XMMUOTEPA-
IIAU U [10CJIE AJUIOTEHHBIX TPAaHCIlaTalui XapaKTepU3yeTcsl CXOa-
HOI KIMHUYECKOM KapTHMHOM (OCTpas reMOJMTHYECKash aHEMUS C
BHYTPUCOCYAWCTBIM TeMOJU30M, MPOrPECCUPYIOLINE MOpPaKEHUSs
BHYTPEHHUX OPTaHOB) U IMJIOXUM TIPOTHO30M, HECMOTPS Ha UHTEH -
CUBHOE JIeYeHHEe, BKIIOUAIOIIee DKCTPaKOPNOpaaibHble METObI.

MapuieBasi reMOIJIOOHHYPHSA TIPOSIBISIETCS TPAH3UTOPHOM IeMo-
mIOOMHEMUEH U reMOITOOHHYPHUEH B CBSI3H C BHYTPUCOCYAUCTHIM
TEMOJIM30M M3-3a MEXaHUUYCCKOTO TPAaBMMUPOBAHWS 3PUTPOLIUTOB
B cocynax ctorn. Haubomnee BakHBII M 4aCTO €MUHCTBEHHBINA CUM-
[ITOM 3a00JI€BaHUsT — NOSBJICHUE YePHON MOUM BCKOPE MOC/E A1~
TEJIbHOM XOAbOBl. B Moue npu 3ToM 0OHapyKUBaeTcsl CBOOOMHBIN
reMornoOuH. IIpoMEXYTKM MeEXAy NOPUCTYNIaMU TeMOTJIOOMHY-
PHUU COCTABJISIIOT OT HECKOJIIBKHX AHEN J10 HECKONLKHUX JieT. HecMo-
Tpsi HA TO, YTO MaplIcBasi reMOIIOOUHYPHSI BIIEpBbIE OMucaHa 00-
Jsiee 100 et ToMy Hazand, IpUYMHA 3a00JIeBaHUS OCTAETCsI HESICHOM
MO BCEM CBOUM XapaKTEPUCTUKAM SPUTPOLIMTHI HE OTIHYAIOTCS OT
HOPMAJIbHbIX, OTCYTCTBYIOT UMMYHHBIC HapylueHust. [TporHo3s 61a-
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TOIPUSTHBIX. JIeueHHe 3aK/10uaeTca B peKOMEHIAIIMH HOCUTh 00-
YBb C MSITKMUMH MPOKJIaIKAMH U BO3AEPXKHMBATLCS OT IIUTEIbHOMN
XonpOBl WK Oera.

IlapokcusmanbHas HoYHAs reMoroOMHypusi (6071e3Hb Mapku-
adaBbl-MUKeaH) B KJIACCMYECKHX CAyYasX XapaKTepusyeTcs IIe-
PUOAVYECKN BO3HUKAIOLUIMM B HOYHBIE YaChl BHYTPUCOCYIUCTHIM
reMOJIM30M C reMOIMTIOOMHYpUeH, OMHAKO KIMHWYECKas KapTH-
Ha BapuabenpHa. OCHOBHOH NPUYMHOUA BHYTPUCOCYIHMCTOIO Te-
MOJIM3a SIBJISIETCSI MOBBIIEHHAS! YYBCTBUTEIbHOCTh 3PUTPOLIUTOB
K KOMILIEMEHT-3aBUCUMOMY JIMU3UCY. DTO CBS3aHO C TEHETHYECKH
00YCJIOBJICHHBIM (BPOXIESHHBIM MJIM Pa3BUBAIOIIMMCS B pe3y/IbTa-
T€ COMaTUYECKHNX MyTalui) aeULMTOM psiaa MeMOpaHHEIX IIpO-
TEMHOB 3PUTPOLMUTOB (alleTUIXOaIUMHACTepasel, DAF mwimm CDS355,
MIRL unn CD59). MonekynsapHyio ocHOBY 3ab0JIeBaHHST COCTaB-
Jgsier mytaums reHa PIG-A (dochatnauamHo3UTONrMHKAH-KJIaCcC
A), B pe3yasTaTe KOTOPOM B PUTPOLINTAX BOZHUKAET AePUITUT OeI-
ka GPI-A, HeoOxonuMoro At HOpManbHOro (DYHKLMOHUPOBAHMS
CTPYKTYPHBIX O€NKOB MemOpanpi sputpouunToB. Comarndeckas
MyTalWs YKa3aHHOTO [eHa ONpe/IEsIeTcsl YK€ B TUIIOPUIIOTEHTHOM
CTBOJIOBOM KJIETKE.

KnvHndeckas KapTMHa BapbUpPYET OT JIerKoit aHEMMHU 10 Hey-
KJIOHHO ITPOrpPeCcCHUPYIONIEro 3a00IeBatHnst, 3aBepIlaouIerocs je-
TaJIbHLIM UCXOJ0M.

Hauano 3a6oieBaHus 0ObIYHO CBA3aHO C TEM, UTO YTPOM OOIb-
Holt o0OpallaeT BHUMAHME HA HEOOBIYHO TeMHBIM LBET MO4H. Ilpn
o0pallleHMM K Bpady B OOJIBIIMHCTBE CIyYaeB MalMeHT TPeIbsaB-
JISIeT XKanoObl, XapakTepHbIC M1 aHEMUH (001as c1abocTh, TONI0-
BOKPYXeHUs). PazjanyHble Mo 4acToTe W MIHUTEALHOCTH SI1M30/bI
reMomIoOMHypuu Habmonalotes y 80% maumeHToB. O60CTpEeHUA
TeMOJIMTUYECKOH aHEMHUM MOTYT BO3HHKATh TaKXe Iocae UH(PEK-
LIMOHHBIX 3a00JIcBaHUIA, reMOTpaHchy3Hii, onmepaluii, BaKLIAHA-
1102978

Y OonbmiMHCTBA OOJBHBIX Pa3BMBAIOTCS TPOMOOTHUECKHE
OCJIOKHEHMS, ABJISIONIMECS OCHOBHOM IIPUYMHOM CMEPTH TIPH ITa-
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POKCU3MaTbHOW HOUHOM reMoniodbuHypuu. K netarsHoMy rcxonmy
yarie BCero NMpUBOAST TPOMOO3bl NOPTANBHOM CUCTEMBI (C pa3BU-
TMeM cuHApoMa baana-Kuapu) u cocyaoB rojloBHOro Mo3ra.

B 1/3 ciyyaeB napokcusMaibHasi HOYHAsI TEMODIOODUHYpUS ac-
COLIMUpYETCS C arulacTUICCKONW aHeMUeH, MpUYeM BO3MOXHBI J1Ba
BapyaHrTa:

1) arutacthyeckasi aHeMus sIBJisieTcsi 1e0oToM Gosie3Hn Mapkua-
daBpl-Mukenu;
2) mapoXcu3MaibHas HOUHasi TeMONIOOUMHYPUS TPaHCHOPMUDYET-

Csl B alIaCTUYECKYIO0 AaHEMMUIO,

ITpu o6cneqoBaHKUM Y OONBUIMHCTBA OOJIBbHBIX C IAPOKCU3MAJIb-
HOI HOYHOIf reMOorIoOMHYpHUeil B 00LIeM aHATN3e KPOBH BBISIBJIS-
eTCsl TsDKeIas aHeMUSI ¢ YPOBHEM TeMOIIOOMHA 0OLIYHO MEHbIIE
60 r/n. PasMep 3pUTPOLIMTOB MOXET BapbUPOBAThb, HO B OOIb-
[IMHCTBE CIy4YaeB BBIABISACTCA MAKPOLIMTO3. MOIYT ONpenesiThes
dparMeHTHI 3pUTPOLIUTOB KaK CBUACTENBLCTBO BHYTPUCOCYAUCTOTO
remosim3a. MHOTIA BCTpeUualoTcs HOPMOOIACThl. YPOBEHb PETHKY-
JIOIUTOB OOBIYHO MEHDIIE, YeM MPH APYTUX TEMOJTUTHYECKUX aHe-
MMUSIX C TAaKOM XK€ CTeITeHbIO aHEMU U, YTO OOBSICHAETCS 1e(hEeKTHBIM
reMOITIO30M 3a CUeT MOpaxeHUst CTBOJOBOM KieTKu. OcMoTHUe-
CKasl CTOMKOCTb 3pUTPOLIMTOB HOpMaJibHad, rpoda Kymbca — ot-
puuare bHasg. JOBOJIBLHO 4acTO OMPEAeNsSIOTCS JIEMKONeHUsT U
TpoMbouuTOoneHUsa (1edeKT reMornodsa). TpoMOOUMTONIEHUST MO-
KET OBITh HACTONBKO BBIPAXKEHHOM, YTO MOTYT pa3BHUBaThCsl MPO-
(hy3HBIE KPOBOTEUYEHHUSI C JIETAIbHBIM UCXOA0M. JIeiKonIeHUs npe-
pacrojiaraeT K pa3BUTHIO HHGEKITUOHHbBIX OC/TOXKHEHMH.

B Moue nmo Mepe HapacTaHusi TUNEPOUTUPYOMHEMUN YBEIUYU -
BaeTCA KOHIIEHTpallusl ypoOUINHOTeHa. MOXeT OonpenensaTbes re-
MOCHIEPHUH U CBOOOIHBII reMOTI00MH.

KocTHBI MO3T TUIIEPKIIETOUHBIN 3a CYET HOPMODJIACTOB, COCTAB-
Jsolmx B bombiiMHCTBE caydaeB 50% snpoconepXallMX KIETOK.
Penko ompenensieTcsi MErano06/acTHBIH TUTT KPOBETBOpeHUS. Yucno
MEraKkapmuolHTOB MOXET OBITh CHUXCHO. B cilyyasix ¢ IaHIIUTONIEHU -
el B OONbIIMHCTBE CJIYYAeB KOCTHBIA MO3T MAJIOKJIETOYHBIM.
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Ilpy UMTOTEHETUYECKOM HCCACHOBAHUU NUMQPOIIUTOB TIEpU-
(bepuuecKkoil KpoBU B psiie CJyyaeB OIPEICISIIOTCS MOHOCOMUS
X-XpOMOCOMBI, TPUCOMUST 9-11 XPOMOCOMBI M JENELMY YJACTKOB
JUTMHHBIX TJIEUEH XPOMOCOM TpyTinel B.

OCHOBY NMarHOCTUKM MNAPOKCU3MAaJIbHONM HOYHON TreMOIJIo-
OWHYPUM paHee COCTaBISIIA TECTbl JJs1 BbISBJAEHHS ITOBbIIIEH-
HOW YYBCTBUTEIbLHOCTH 3PUTPOLIMTOB K KOMILIEMEHT-33BUCHMO-
MYy JIM3UCY (caxapo3HbIi TecT, mpoba XeMa). B HacTosmiee BpeMs
pa3paboTaHbl METOMbI, onpeaensoue 1ehuuuT O0ejIKOB KIEeTOU-
HOHU MeMOpaHbl, MHKOpIopupyeMmbix ¢ noMouislo GPI-A. JluarsHos
3a00JieBaHNs TOATBEPXKIAETCS METOAOM MPOTOYHON LIMTOMETPUU
NIpU OMNpeneJeHUU CHUXeHHoit akcripeccunt CD 59 u CD 55. Ho-
MOJIHUTEIBHO /151 TOATBEPKAEHHUS 1UArHO3a MOXET UCCIEI0BATh-
ca akcnpeccus CD 14, CD 16 u CD 67.

Jns neyeHus1 TpagULIMOHHO HCIIONB3YIOTCS aHJIPOTE€HBI, [II0-
KOKOPTUKOCTEPOWAbL, TpaHCHY3UU IPUTPOIIUTAPHON MACCHI, MO
NMoKazaHUAM — Tipenaparbl xene3a (IehrUUT XKele3a pa3BUBAET-
Cs1 BCJICICTBUE BHYTPUCOCYIMCTOrO reMOU3a); Jjsl MpOopUIaKTUKH
TpOMOO30B NPUMEHSIOTCS AHTUKOATYISIHTBI U (DUOPUHOIUTHUKH.
HenaBHuM noctuxxeHueM COBpeMEHHON MEIULIMHCKOM HAyKK CTa-
JIO BHEIpEHUE B KJIIMHUUECKYIO MPAKTUKY Mpernapara 9Kyau3ymao.
DKynuzymab rnpeacrasiser coboil ryMaHM3MpPOBaHHOE MOHOKJIO-
HajlbHOE aHTUTENO, pearupytouee ¢ C 5 (oAMH U3 BeJKOB KacKajaa
akTUBaLUU KoMruiemeHTa). CBsizbiBast C5, aKyaIu3ymMab IpenoTBpa-
AECT KOMIUIEMEHT-3aBUCUMbBIN TM3UC 3PUTPOLMATOB. B peaynbra-
T€ CHUXAETCA NOTPEOHOCTh B TeMOTPaHChY3USIX U YIy4IIaeTCs Ka-
4eCTBO XK13HU OosibHbIX. T1pu Tsaxkenoit popme napokcrusManbHOM
HOYHOH reMOnTIOOMHYPUH Y MOJIONBIX MALIMEHTOB TOKa3aHO IIpo-
BEIECHUE TPAHCIUIAHTALUMH AJIJIONeHHOTO KOCTHOTO Mo3ra. B Hacro-
S1IEe BpeMS NAHHBIA METOI SIBJSIETCSI €JMHCTBEHHBIM, HAIOIIWMA
BO3MOXHOCTb U3J1€YE€HHUS, OMHAKO OrpaHUYEHHBINA BEPOSITHOCTHIO
JIETATBLHOTO UCX0Aa B pe3y/ibTaTe TpaHcIuiaHTauuu. [Ipakrnueckue
pPEKOMEHALIMHU 10 JICYSHHUIO MapOKCHU3MATIbHON HOUHOM TeMOINo-
OUHYpMH NpEACTaBieHbl Ha pUcyHke 7.21.
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AHEMMHN

OcTpbi neitkos,
annacTMyecKas aHemus

HEOBBLACHUMON NaHLUNTONEHNM,

MHI" (nopospenune Ha MHT B cnyqanx

B 0CO6EHHOCTU, KOTAA NAaHLWUTONEHWA
COMPOBOXAAETCA PETUKYIOLIMTOIOM)

BraHeLsi, BospacT < 21

fNeveHve
COOTBETCTBYIOLLEro
3abonesaHus

AHEMWA + NerKoNeHus
¥ TPOMOBOUUTONEHUR

JKenezopetuumnTHas

TpaHcnnaxraums
annoreHHoro
KOCTHOrO Mo3ra

—

OcnoxHenuns 3abonesarns

aHemus “‘
!

Mpenaparhkl Xeneaa (He HasHa4aTtb
0 Havana NaToreHeTM4ecKon Tepanmnm)

{

Mnonnactuyeckas
cthopma .
(FrMNOKNETO4HLIA KOCTHBIA
MO3T,PETUKYNOLUTONEHWA)

FemonuTnueckan
(knaccudeckas) opma
(rMNepKNETO4HbI KOCTHBIA
MO3T, PETUKYNOLIUTO3)

l

—
OKynuaymab
(MOHOKNOHaNEHoe
aHuTeno k C5)

MMmmyHocynpeccuBHan Tepanus
(aHTUTUMOUMTAPHBIA rNCOYNUH

~

W/Mnn LKNOCTOPKH)

p
AhdeKT neveHns JOCTUrHYT (OTCyTCTBUE
reMornoGMHYPUN, HOPMaNbHbIA YPOBEHb PETUKYNOLUTOB,
HbT; MUHUManbHaA TOKCU4HOCTD)
L

L

BeHo3Hble TpOME03bl
{cvHapom bagna-Kuapu -
OCHOBHAs NpUYMHA CMEPTH
6onbHbIX, ~ 20%)

A600MMHANBHLIN 60NEBOR
CUHAPOM; ancdarna

lenapwiH 40000-60000 ELY
cyTKu (Mansie Jo3sbt MoryT
aKTUBMPOBATb KOMNNEMEHT)

MpopomkeHve | | BO3MOXHO ucronb3osBanmne

neveHve npegHu3onoHa(0,25-1 Mr/kre TeveHne
no npexHen 7 oHew, panee 15-40 Mr Yepes AeHb)
cxeme nnu paxasona (400-800 mr/aeHb)

FvnepTpaHchyaum +
nNpeaHU30onoH
(MCKNIOYNTL BEHO3HbIO
Tpom603bl XKKT)

TpaHcy3us OTMbITbIX
3PUTPOLMTOB NO NOKA3AHUSIM

MNoueyHan
HeJoCTaTOYHOCTL Mepeaon

Ha opanbHble
(BcnefcTene aHTUKOArynsaHTbI
reMornobuHypwn) v

Ocrpas:rvaparauvs + QUypeTvku,

remoanamva

XpoHu4eckas: remoTpaHchyanu,
remogvanva

Puc. 7.21. Azzcopunim senenus napoKcusmMatsHoll HOUHOU 2eM0200uURypul.
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I'nasa VIII.

ANNACTUYECKASA AHEMUHA

I'masa VIII.

Anasacmuueckas
AHeMUA

ATutacTUYeCcKMe aHeMUM — TéTeporeHHast rpyria reMaroJoru-
yecKUX 3abosieBaHUi, 0OILUM MOPdOIOrMUEeCKUM MPU3HAKOM KO-
TOPbBIX SIBJISIETCS! MAHLIUTONEHUS B Nepu@epudecKoil KpOBU U TH-
MOKJIETOYHOCTh KOCTHOTO MO3Ta.

Briepsble aruiactuueckast aHemust 6bu1a onvcana P. Ehrlich B
1888 roay, 3aperucTpupoOBaBLIMM MOJIOAYIO MALMEHTKY C BBICOKOH
JIUXOPAAKOM, I3BEHHBIM CTOMATUTOM U MeHOpparneil Ha (hoHe ry-
0OKOI aHeMHUH M JielikoneHuU. [1py mocMepTHOM MaTO0roaHaTO-
MHKUYECKOM MCCJIe/loBaHMU Oblila OOHApYXeHa arjla3usi KpOBETBOP-
HOTO KOCTHOro mosra, yto nospoiawio P. Ehrlich npennonoxurs
HaJIMYME TIEPBUYHOM JIENPECCUH FeMOII033a.

TepMuH «anjactudeckas anemust» npemioxt Chaufferd B 1904
TOLy, OMHAKO TOJILKO B 1934 romy arnactuyeckast aHeMusi Oblia BbI-
JieJIeHa B OTAE/IbHYIO HO30JOTMYECKYI0 (hOPMY, XapaKTepU3YIOIILy-
focsl maHuuToneHueil nepudepuveckKoil KpoBW BCIEACTBUE Me-
IIPECCUM  KOCTHOMO3IOBOIO KpOBeTBOpeHUs. [lepBOHAYaIBHO
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AHEMMHU

TEPMHH «aIrIacTU4YeCcKasi aHEeMUsl» MCMONb30BaICs TOJLKO B TEX
cIyJasx, KOraa HEBO3MOXHO ObIJIO YCTAHOBUTHL MEPBUYHYIO TMPU-
yuHy mueocyripeccun. C Hayana 60-x ronoB XX BeKa 3TOT TEPMUH
CTaJI MPUMEHSTBLCS TIPU BCeX 3a00JeBaAHUSX, COMPOBOXAAIOLINXCS
flaHIUTONeHUel mepudeprueckoil KpoBM, anjasveid Wiu Bbipa-
KEHHOM M'MITONja3ueil KOCTHOro MO3ra rnpu OTCYTCTBUM APYTOM Na-
TOJIOTUM, KOTOpasi Moria Obl FIPUBOJIMTS K arjia3uu UK pe3Koi Cy-
MPECCUU HOPMAJIBHOTO FeMOMos3a.

AnnacTuyeckasi aHEMHUS OTHOCUTCSI K HauboJsiee peakuM BU-
naM aHemuii: B CHIA u EBpornie yactora 3a0osieBAHUST COCTABISIET
2—5 cnyvyaes Ha | MJIH XKUTEJIEH B rof, B a3MAaTCKUX CTpaHax (Mmpex-
ne scero Ha JanbHeMm BocTtoke) — B 2—3 pa3za Bbiule. 3abojieBaHUE
yare MaHudecTUpyeT B Bo3pacTe OT 15 10 25 et u y Jnn craplie
60 ner.

Dmuoaoeusa u namoeenes

BoLaensiioT BpoxaeHHbIe (HacaeaCTBEHHBIE) U MPUOOPETCHHbIE
¢dbopMBI aruTacTHUYECKON aHeMu K (Tabnuna 8.1).

HacnencreenHas anmiacTudeckas aHemusi Obljia BIICpBble ONKCa-~
Ha B 1927 1. G. Fanconi, HaOaoAaBilero y Tpex podHbIX OpaTheB
3a00jieBaHKe, KOTOPOE MPOSBJISIIOCH BPOXAEHHBIMU aHOMATUsIMHU
cKelleTa, MAHLUTONEHUEN IepudeprHuecKo KpOBM, TUIOILIA3U-~
el KOCTHOTO MO3Td M y BCeX IMallMeHTOB 3aBEPUIWIOCH JIeTAIbHBIM
ucxoroM. AneMust MaHKOHU OOBLIYHO MaHU(PECTUPYET B BO3pacTe
5—7 ner. XapakTepHO HajlW4yHe MOPOKOB pPa3BUTHs (MUKpolleda-
JIMSI, MUKPOMTaIbMUsSI, HAHU3M, CXOAMIIECECS KOCOMasue, MIo-
TOHAAMW3M, OTCYTCTBHE WIY runoriasus | naiaelia Kuctu, os radii,
TUIIOIUIA3UA TIOYeK, aTpodusl Celie3eHKHN), 3alepkKKa YMCTBEHHO-
ro pasBurusl. I[Ip1 ocMoTpe NaureHTOB YacTO OOHAPYXUBAETCs TH-
MEPITUIMEHTALIMSL KOXH, OOYC/IOBIEHHAs OTJIOXKEHHEM MeJIaHUHA.
IMpu wucciienoBaHuW MepUpepudeCcKOl KPOBH BbISIBASIIOTCA HOP-
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I'nasa VIII.

ANNTACTUYECKAA AHEMUA

Ta6mmnua 8.1.
Dmuosozuneckan Kraccuurauus anaacmuiecKkol anemuu

Ipynna Ioarpynna

HacneacreeHHbie | AHemusi DaHkoHH

BpoxxneHHbli1 AMcKepaTo3

Cunapowm llpaxmana-HdafiMonaa

HacnencteeHHas napumasibHas KpaCHOKJIETOYHAS arula3us

IlpuobpereHnsie | Manonatuyeckas ansiactuueckas aHeEMUS
BropuuHas annacThyeckas aHeMus:

XnMUUeCcKue u pusnueckre GakTopsl:

— 10303aBUCHMblE (MOHHU3UPYIOLIAS paaualys, 6eH307,
LIUTOCTATHKM)

— HEN0303aBUCUMBIE (JIEBOMULETUH, HECTEPOUIHbIE
NPOTUBOBOCTIAVIUTEIbHDIE CPEACTBA, TIPETIApaThl 30J10Ta)

BupycHble areHTbl:

~— renaTuThbl

— UHMEKUHUOHHBII MOHOHYKJIEO03
~ NapBOBUPYC

— BUY-undekums -

CMeluaHHbIe Cyyau:

— ayTOMMMYHHbIE 3a00neBaHus

— and@y3HbIA 303UHODUNBHBINA HACLUUT

— 6epeMEHHOCTD

— NMapoKCU3MalbHasi HOUHAs reMONIOGUHYpUSs
— I’MNEePUMMYHOINOGYTUHEMUS

— TUMOMA WM KAPLIMHOMA TUMYCa

MOXPOMHasl aHEMMUSI, JIEMKOIMEHUs, BbIpaXkeHHast HEUTPONIEHUS U
TPOMOOLIMTONEHUSI, YMEHbILIEHHE aGCOMIOTHOTO KOJIMUECTBA PETU-
KyJ0oIIMTOB. B Muenorpamme — mnporpeccupyioliee CHUXEHUE CO-
NEPXaHUsi MUEJIOKAPUOLKMTOB, YBEIWUYEHUE KOJMMYECTBA IIA3MO-
LUMTOB W TYUHBIX KJAETOK. XapakKTEepHO yBEJMUYEHNE CONEPXKAHUS
dbetampHOrO remMoro6MHa B KpoBH. [Ipy LIMTOreHETUYECKOM HKC-
C/IEIOBAHUH BbISIBASIOTCS CTPYKTYPHbIE M1EPECTPONKH XPOMOCOM,
TUTIEPIVIOWAMSL U JpyTHe HapyluieHus kapuoTtumna. Hepemko 1u-
TOTEHETUYECKUE HapylleHUs] OOHAPYXUBAIOTCA U Y pOaUTENEeit. Y
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10.J1. lllesuenxo, A.A. Hosuk, B.fl. MenbHiueHko

AHEMMUHU

OpaTheB U cectep, 00AbHBLIX aHemMuel DaHKOHU, YacTo BbISIBISI-
I0TCSI MEHEE BbIpaXKeHHbIC BPOXACHHbIE Ne(DEKTHI IIPU OTCYTCTBUU
reMaToJIOPMYECKUX HapyiueHui. ¥ OoyibHbIX aHeMuei (PaHKOHU
OTMEYaeTCs MOMIOXKUTEIbHbIN 3 heKT aHAPOTeHOB U TIOKOKOPTH-
KoctepouaoB. HecMOTpst Ha 3TO, OOJBLIMHCTBO [MAllUEHTOB YMU-
paeT OT reMOpparuyecknx Wiu MH(MEKUUOHHBIX OCTOXHEHUH B
Bo3pacte 10—20 net. IlpoBeneHue aaNOreHHOMW TpaHCIIAHTAUMU
KOCTHOTO MO3Ta y/aydilaeT MPOrHo3, 0JHAKO B MOCIeONepaliuoH-
HOM TIEpHOJE 3HAYMTEIbHO MOBBLILIAETCS PUCK PAa3BUTHS BTOPMU-
HBIX 3JJ0KaY€CTBEHHbBIX OITyXOJIEH.

AIutacTHYECKast aHEMUsI MOXET BO3HUKATh MPU PEIKUX HACTEd-
CTBEHHbIX 3200/IeBAHUSIX:

— BpOXIEHHbIH AUCKEPATO3 (TUMepITUTMEHTALIMS KOXH, TUCTPODUS
HOITEH, IEHKOILIAKUS CIM3UCTBIX 00010ueK) y 50% ciyvaes;

— cuHapoM LlIBaxmaHa — [laiiMoHIa (HENOCTaTOYHOCTh BHEIIIHE-
CEKpeTOPHOI YHKUMHU MOAKENYAOUHON Xee3bl 00yCIOBACH-
HOM KHCTO3HBIM Hubpo3om) y 25% ciyyeas.

[IproOpeTreHHBIE anaacTUYECKUE aHEMHUM MOTYT BO3HUKATH B
pe3yabTare BO3neHCTBUS PU3UUYECKUX U XUMHUYECKUX (DAKTOPOB.

HNonusupyrowast pagnauys 0Ka3blBaeT J0303aBUCUMBIN, YyrHe-
Taromi 3¢ dekT Ha KocTHbI Moar. [1pu nose 1,0-2,5 Ip, oTmeua-
€TCs1 €TO BpeMeHHast TUIIoTa3usi, a npu no3e 6osee 10 ['p Bo3HUKa-
eT HeoOpaTuMasl arura3usi KpOBETBOPEHMS, PUBOAsIIIAA K Tvbenu
BCEX MALMEHTOB (MMEHHO MO3TOMY B NMpOrpaMmax KOHIWIMOHH-
pOBaHUs MpPU TPAHCILJIAHTALMK AJUIOTEHHBIX CTBOJOBBIX KPOBET-
BOPHBIX KJIETOK MCIIONB3YyeTCH TOTAIbHOE O0JyUEHUE B 103€ HE Me-
unee 10 Ip).

Y GOJBHBIX, KOTOPbIE BBKWIN MOCJIE OCTPOrO PaanallMOHHOIO
BO3AEHCTBHS, a TAKXKE Y JINL, UMEIOLINX MPOdeCCUOHATbHBIN KOH-
TaKT ¢ MOHU3UPYIONIMM U3JTY4EHUEM, YBEJIMUNBAETCS] PUCK Pa3BH -
THS COJIMIHBIX M TEMATOJIOTHUECKUX OMNYXO0JIei, OMHAKO arjaacTuye-
cKasi aHeMH S Pa3sBUBAETCs PENKO.

IIpu BO3meiicTBMH OOJBIIMX 103 OEH30/1a M LUTOCTATHYECKUX
npemnaparoB (MuesnocaH, meidanaH, nukiodocdaH, 6-MepKanto-
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ANTACTHUYECKAA AHEMHUA

NMypHUH, TUOTYaHWH, LIMTO3ap, NMPOTHUBOOIYXOJIEBbIE AaHTHOMOTUKU
W Ip.) pa3sBUBAETCS anjas3usi KOCTHOIO MO3ra, OIHAKO [MOBBIIICHUS
YACTOTHl anAacTHUSCKON aHEMUU TTPU ITpodeccroHaibHOM KOHTaK-
Te ¢ 6EH30/10M U OCJIe IATOCTATUUECKOM Teparnuy He BHISIBJICHO.

Y auu, uMenux npogecCUOHANBHBINA KOHTAKT ¢ 6EH30J0M U
POACTBEHHBIMU APOMATHUUECKHUMH YIJIEBOAOPOAAMHU (TPUHUTPOTO-
ayou), B 50% cnyuaeB oOHAPYXKUBAETCS aHEMMUSI, peXe BCTPEYAoT-
¢ MaKpouMTo3, TpoMOOUUTONIEHUA U NeiikoneHus. B pse ciayua-
€B MPOSIBACHUSAMH FeMAaTOJOTM4YECKOH TOKCHYHOCTU MOTYT OBITh
JUMdoneHusi, pETUKYI0UNTO3, 203UHOQUIHS, ISHKOLUATO3, TICEB-
JOTenbrepoBckas aHomanus. B mobGom ciiydae, naxe mpu naHuf-
TOIEHUMU B NeprudepruueCKoil KpOBU KOCTHBIN MO3I OOLIYHO THIEP-
KJIETOYHBIN.

W3 npenapartoB, He 001ana0LLINX J0303aBUCUMBIM BO3AEHCTBU -
€M Ha KOCTHbIN MO3r, K Pa3BUTHIO arjla3uu KPOBETBOPEHHUS dalle
BCETO NIPUBOAUT JEBOMULIETUH (XTOpaM(pPEeHUKO), pexke — XMHUH,
HECTEPOUTHbIE MPOTUBOBOCTIAIUTEIbHBIE CPEACTBA, AHTUKOHBY 1b-
CaHTBLl M mpemnaparbl 3o0710Ta. [Ipn accoumanny amnacTU4yeckou
AHEMUHU C NMPUEMOM MeIMKAMEHTOB UMEETCSl UHINBUAYAIBHAS TH-
NEPUYBCTBUTENbHOCTD K KOHKPETHOMY Tpenapary. 3To MoaTBepx-
JAETCst TEM, UTO HE YIAETCS BbISIBUTb 3aBUCHUMOCTUH MEXIY 4aCTO-
TON amIacTUYECKON aHEMUH, KYMYJISITUBHOM 1030# ITpenapaTroB U
KPaTHOCTBIO ero pueMa.

YacroTa pa3BUTHA arulacTUYECKOd aHeMuy Mocie npuema Je-
BOMULIETHHA cocTaBisieT 1 ciydyaid Ha 20000—60000 yenosek, 4TO
B 10—15 pa3 Bhille, yeM B nonyasauuu. [1pu npueme 60JbIIMHCTBA
IPYTUX MEIUKAMCHTOB (¢peHOTUA3UHBI, CyJabhaHWIaMUAbI, aHTU-
TMCTAMUHHBIE, AaHTUTUPEOUAHBIC MpenapaTbl) MOIYT BO3HUKATH
WU30UPOBaHHAs HeWTpomeHusl, TJPOMOOLIMTOIIEHUS WK IBYXPOCT-
KOBasi IUTOTNIEHUS, HO HE aljlaCTUIeCKast aHEMHs.

Y 50% Oo0JbpHBIX amjacTUYECKOH aHeMUel, MHAYLIUPOBAHHOM
JIEBOMHUIIETUHOM, TIEPBbIE TIPU3HAKK 3200JIeBaHUSI OTMEYAIOTCS B
TEYEHUE Mecs1a MOCie mpueMa mmociaeateil 103sl, y 25% — Bo Bpe-
Msl JIEUEHUS, ¥ OCTATbHBIX — B CPOKHM [I0 rofa Mocie OKOHYaHHS
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AHEMMHKH

tepanyu. OTUCaHBl CIy4au BO3HMKHOBEHMWS arlacTUUECKOM aHe-
MHHU TIOC/Ie OMHOKPATHOTO NMpuemMa |—2 rpaMMoOB JICBOMULIETAHA.
CMEPTHOCTb MPU OCTPOIl arsa3vu KpOBETBOPEHUS, CBA3aHHOU C
JIEBOMULIETUHOM, cocTaBasieT 50%, npuyeM MNojoBKHHA JIeTalibHbIX
MCXONOB BO3HUKAET B TeucHUe 2 MECs1IeB MOCe MOosBAeHUS mep-
BBIX CUMIITOMOB.

CylliecTBYeT 1Ba TUIA TeMATOJIOTHYECKUX peakUUil Ha TIPUEM
JIEBOMMIUIETHHA: OOpaTHMasl CYTpeccusi 3pUTPOIos3a U HeoopaTu -
Mas TOTAJIbHAS artia3yusl KpOBETBOPEHMSI.

O0parumMas Cynpeccysi 3pUTpoIio33a Bo3HUKaeT nprumepHo y 50%
MMAallMEHTOB TIPH IIPUMEHEHMH JIEBOMUIIETHHA B JOCTATOYHO O0b-
HINX Jo3aX. MexaHu3M 3Toil cynpeccMu OOYCIOBIEH MpPEeuMyIe-
CTBEHHO CHIKEHUEM CHMHTE3a reMa U reMorjioOMHa B 3pUTPOLIMTAxX B
CBA3U C HAPYLIEHUSIMHU YTIWIM3ALIMM XeJle3a B KOCTHOM Mo3re. B re-
prhepuyecKol KPOBHU, HAPSIY C aHEMUEHN, BBISBISIOTCS PETUKY/IO-
LIMTOIIEHUSI, MHOIIA TaKXe HeiiTponeHus u TpoMoouuronenus. [1pu
HCCIIENOBAHMM Ma3Ka Mepuepuyeckoil KpoBr M KOCTHOTO MO3Ta B
KJIeTKaxX 3PUTPOUTHOrO U IPaHy/JIOLMTAPHOTO psaa oOHapyXHUBacT-
¢ BAKyOJIM3aLMsl sApBIIIEK W HUTOINa3Mbl. [urora3ua v aria3us
KOCTHOT'O MO3ra MpY 3TOM HE pa3BMBaeTCs. YKa3aHHble U3BMEHCHUS
HabmozaloTcs yepes 1,53 Heaenu nocie Havyana apueMa aHTUOHO-
THKa, IPUYEM UX BbIPAKeHHOCThH KOPPEIUPYET C CBIBOPOTOUHOMU KOH-
LieHTpalneit TeBoMuLieThHA. [Tpn oTMeHe nmpenapara Bce UBMEHEHHUSI
Kynnpytotesa. CBsg3b MeX Ty 00paTHUMO 2pUTPOUAHON cynpeccueil u
pa3BUTUEM aTUIACTUUYCCKON aHEMHMU HE YCTAHOBJICHA.

I'my6okast 1 yacto HeoOpaTUMasi MUEJIOCYIIPECCUsi ¢ TpaHchop-
Maliell B arjia3vioc KPOBETBOPEHUsI MPEACTaBseT CODOIl BTOpoOit
THIT FEMATOJIOTUYECKOM peaKLM1 Ha JIeBOMULIETHH. KiTtoueBbIM Me-
XaHWU3MOM B JJAHHOM CJlydae SIBASICTCS MOBbIIIEHHAS YYBCTBUTENb-
HOCTb CTBOJIOBBIX KPOBETBOPHBIX KJIETOK, OOYCAOBJIECHHas!, BEpO-
SITHO, HACJICACTBEHHOM IMPEIpacnoNoXeHHOCTho. B nmosib3y aToit
KOHIIENIIUU CBUAETENBCTBYET MOSIBICHUE XPOMOCOMHBIX abeppa-
UM B AelKOUMTAX, KYJbTUBUPOBAHHBIX B HPHCYTCTBHU JIEBOMU-
LIETUHA B TepareBTUYECKUX KOHUEHTpalMSIX.
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nasa VIII.

ANNACTUYECKAS AHEMUKA

MexaHM3M reMaToOTMYECKOM TOKCUYHOCTH XMHMHA HEU3Be-
CTEH, OJHAKO 4acTOTa pa3BUTHS arIacTUYECKO aHeMUH Ha ¢GoHe
JIEYEHUS MATSIPUM XMHUHOM, HOCTaTOYHO BHICOKA — | ciiyyail Ha
20000 yenoBek.

HecrepounHbie MpOTUBOBOCHANUTEILHbIE MpENapaTtl B psaIe
C/Iy4aeB acCOUMMPOBAHbI C pa3BUTHEM allJJACTUYECKON aHeMM-
€, O/IHaKO 3HAUUTENLHO Yallle MPOSIBJEHUSIMHA TEMATOJIOTHUECKON
TOKCUYHOCTU SIBISIIOTCSI HEUTPOTIEHUS U arpaHyiIoLUTO3.

JleueHue HEKOTOPBIMM AHTUKOHBY/IbCAHTAMHU (ME3AHTOUHOM,
TPUMETATMOHOM) MOXET UH/IYLIMPOBATh aIIACTHYECKYIO aHEMMUIO,
pa3BUTHE KOTOPOU HE CBA3aHO ¢ KyMYJISITUBHOM A030H Ipemnapara,
MOJIOM U BO3PacTOM MalUMUEHTOB. B cpenHeM annas3usi KpoBeTBOpE-
HUS pa3BuBaeTce uepes 4— 12 mecsaileB Mocjie Havasa tepanuu. Me-
XaHU3M TOKCUYECKOTO NeHWCTBUsI HeusBecTeH. EcTh mpemmomoxe-
HHeE, 4TO npenaparbl BMewurBatorcs B cuate3 JHK.

Ilpenapatsl 30/10Ta, NpUMeHsIOLLIMECS 11 Ga3UCHOM Teparnuu
PEBMATOMIHOIO apTpUTAa, MOTYT BBLI3BIBATH Pa3HOOOpa3Hbie Te-
MaToOJIOTHYECKUE HapylleHUs; TPOMOOLUTONEHUIO, T'PAHYJIOLIM-
TOINEHMUIO, & B Psijie CJyYyaeB — anjacTM4ecKyio aHeMuio. Kak u B
OOJIBLIMHCTBE TIPEALICCTBYIOIMX CJIY4acB, MEXaHU3Mbl Pa3BUTUA
reMaTonornyeckoi TOKCUYHOCTU M 3HAY€HME O3Bl perapara He
YCTAHOBJIEHBI.

Purck pa3BuTusi NaHIMTOMEHHUU U aIJIACTUYECKON aHEMMH T10-
BbILIAETCA y OONBHBIX HEKOTOPHIMH BUPYCHBIMU 3a00j1¢BAHUSIMH
(BUpYCHBIM renarut, MHMEKUMOHHBIA MOHOHYKI1e03, BHUY-uH-
dexuus).

YMepeHHasi, TpaH3UTOpHAsl LIMTOIEHUS B Mepudepruyeckoi
KPOBH 4aCTO BO3HUKAET MPU BUPYCHBIX reraTUTax. ATjia3usl KOCT-
HOTO MO3Ta BCTPEUAETCs HOBOJBHO PEAKO, NMPEUMYIIECTBEHHO Y
MOJI0ABIX MY>KUKH C OCTPbIM T€YEHHEM rernaTuTa. Y Takux nareH-
TOB 3a00N€BaHUE OOBLIYHO MPOTEKAET MOJIHUEHOCHO U CONMPOBOXK-
JlAeTCS BLICOKOM JIETaIbHOCTBIO.

Pexe anyactuueckasl aHeMusl pa3BuBaeTcs Ha (poHe UHGEKLIN-
OHHOTO MOHOHYKJIe0o3a U BUY-uHpekunu. 1o HEKOTOpLIM JIaH-
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AHEMMWMMU

HbIM, BUpYC DminTeiiH — bapp oOHapyXuBaeTcs B KOCTHOM MO3Te Y
psiia malMeHTOB ¢ anjacTuueckoii anemueii. KpaitHe peako anna-
CTHYECKast aHEMMSI BO3HUKAET NPU IPYTUX 3a00/eBaHuAX (D03UHO-
unbHbIA dacuuut, cuHapoM CuMMoHAca u ap.). Ha pucynke 8.1
[10Ka3aHbl BO3MOXHbBIE MEXaHW3Mbl Pa3BUTUS arIaCTHUECKOHN aHe-
MUM.

Hecmotps Ha caMblii TIHATENBHBIA ITOVCK 3TUONOTHUECKUX (paK-
TOPOB, MPUUUHY TTPUOOPETEHHOMN AIIACTUYECKOW aHEMUM YAAEeTCH
YCTAHOBUTL MeHee YyeM Y 50% OOJbHBIX.

B COOTBETCTBUU C COBPEMEHHBIMUA NPEACTABACHUSIMU, OCHOB-
HBIMU [MaTOTEHETUYECKUMHU (haKTOpaMH, MPHUBOASIIUMU K PA3BU-
THIO aIIaCTUIECKONA aHEMUH, SIBIISIOTCS;

— KayeCTBCHHBIe Oe(eKThl CTBOJOBOW KpPOBETBOPHOWM KJIETKH

(CKK); .

— HapylIEHHUs KPOBETBOPHOIO MUKPOOKPYXKEHUS;
— CHUXEHUE TTPOAYKIIUHY [€MOIMO3THUECKMX (DPAKTOPOB POCTA U Jie-

Mpeccus UMMYHHOU CHCTEMBI.

B pesyabrate ngedekTOB CTBOJIOBOW KPOBETBOPDHOM KIETKU U
KPOBETBOPHOIO MUKPOOKPYKEHUsI HapylualoTcsl Tposvdepanus
U A pepeHIUPOBKA KJIETOK-TIPEAIIECTBEHHUL], YTO NMPUBOIUT K
YMEHBIIEHH IO IPOAYKIIUM 3PENbIX KJIETOK KPOBH.

B cepenune 1990 rr. 6pl1a chopMyanUpoBaHa KOHLUETLIKS O POIH
MPOTUBOOMYX0JIEBOTO UMMYHMTETA B JabHEIEH cyaboe nedekr-
Hoit CKK. Ilpy HOpMaJbHOM UMMYHHOM OTBETE Takas KJIETKa
sMUMUHMUpYeTcsl. Ecnn nporuBoonyxoneBas 3auiurta ociadlicHa,
JedeKTHast KJIeTKa MOXET CTaTh pOIOHAYaIbHULIEN HeomnacTuie-
CKOTO KJIOHA — BO3HHMKAeT OHKOTeMAaTOJOTHYECKOe 3a00/IeBaHUE
(JIeliko3 WM 371I0KaueCTBeHHast fumMdoma). [1pu runepaprudeckoit
peakuuy UMMYHHOH CUCTEMbl Pa3BUTUE ACPEKTHBIX ¥ HOPMAJlb-
Hbeix CKK 6yi0KHMpyeTcsi, YTO TIPUBOAUT K Pa3BUTHUIO anjacTuue-
CKOM aHEMMH.

TlonrBepxneHueM KauecTBeHHBIX AedekToB CKK y 00abHBIX
AIIaCTMYECKOM aHEMMEN SIBJIIETCSl CHUKEHHAS CITOCOOHOCTh paH-
HUX KJIETOK-TIPenlieCTBEHHUIl K (POPMUPOBAHUIO MHUEIOULHbIX,
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AMINACTNHECKAA AHEMWA

VIMMYHHBIV oTBeT
BelecTsa
FemonoaTun4yeckue
CTBOJ/IOBblIE KNETKN

Annactuyeckast aHemusi

AKTVIBI/IpOBaHHbIE

HeoaHTureH /
T-numchoLmnTbI

HeakTuBMpoOBaHHbIe
T-numcpounThl

Bupychbl

OnocpefoBaHHbIN (MMMYHHBbIIA) KnoHanbHasa TpaHchopmaums
MexaHu3M rvMéenv cTBOMOBbLIX
KNETOK

Puc. 8.1. MaToreHe TUYeCKNe MeXaHN3Mbl annacTUYecKoii aHeMun.
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AHEMMKHU

SPUTPOUAHLIX U CMCIUAHHBIX KOJOHUI TPU UCCAENOBAHUHU B KIiIe-

TOYHOU KyNETypeE.

Hannuue necdpextoB CKK nokasbiBaeTcst U 00HapyKeHUEM MHO-
>KECTBCHHBIX XpPOMOCOMHBIX abeppalivii B KjleTKax 3pUTPOHIHOTIO,
MHEJIIONIHOIO U JUMMPOLMTAPHOTO PSAAOB Y OOJILHBLIX MApPOKCU3-
MaJIbHOM HOYHOH FeMONNIOOMHYpUEN, arnjaacTUYecKoi aHeMuei U
aHemucii @aHKOHM.

Hannuue neeKToB KAeTOK-IPEAILIECTBEHHHUI U KPOBETBOPHO-
O MUKPOOKPYKEHUS MOATBEPXKIACHO P SKCTIEPUMEHTATbHBIX UC-
CJICAOBAHUSIX HA JJAOOPATOPHBIX JKUBOTHBIX:

— PpaHHME NOJUIIOTCHTHbIC KJIETKU~MPENIIEeCTBEHHMIIBI ITPH arljia-
CTUYCCKON aHeMUU MMeloT aedekT NMpOTOOHKOreHa c-kit, Ko-
JUPYIOLIETO PELENTOP THPO3UMHKWHA3bI IS TeMOTIO3THYECKUX
(haKkTOpOB POCTA;

— NPY MHIYUMPOBAaHHON OONIy4eHWEM anja3uM KpOBETBOPEHHS
pPa3BUBAIOTCSI HAPYIUECHUS KJIIETOUHOTO MUKPOOKPYKEHUS, TIpe-
MISATCTBYIOUIME BOCCTAHOBIEHUIO reMOTI0334.

Y 0O0JBHBIX AITACTUYECKOW aHEMMUEH HMEIOTCS MHOTOYMCHEH-
HbIC HAPYIIEHWS [IUTOKWHOBOM peryisiliuu (B 4aCTHOCTH, CHUXE-
HUE YPOBHSI UHTEpPJEiKKUHA-]1, MOBBIICHUE KOHLUEHTPALMU MH-
TepdepoHa-y, UHTEePJSHKHUHA-2 U (aKTopa HEKPO3a OMYXOJu),
KOTOPbIE MOATBEPXKIAIOT 3HAYCHUE UMMYHHBIX MEXaHHU3MOB B Ta-
TOTeHEe3€e 3a00JIEBaHHUS.

Ilpuobpemennasn anaacmuueckan anemus

Knnnnueckas kapruna. Y GOIBIIMHCTBA NALIMEHTOB IPUOOPETEH-
Hasl arUiacTU4ecKast aHeMUs pa3BMBAETCsl MOCTEITEHHO U MaHude-
CTUPYET CUMITTOMAMM aHEMUU WU FeMOPParnd4eCKUM CUHAPOMOM;
pexe B Hayasle 3ab0JIeBaHMsI OTMEYAIOTCS JIMXOpaaKa U MH(MEKIIUOH-
HBIE OCJIOKHEHMUs1. [Tpu HecBoeBpeMeHHOH AnarHocTuke 3abonepa-
HUE XapaKTEPU3YEeTCsA HEYKJIOHHBIM TIPOTPECCHPOBAHUEM.
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AODNACTUYECKAAd AHEMUSA

KiMHUYecKUe NPOsiBICHUSI TECHO CBSI3aHBI C BbIPAXKEHHOCTHIO
¥ CKOPOCTbIO HapacTaHUsl M3MEHEHUM B nepudepryecKoil KpoBU
(aHeMuH, NTeHKONEHUH, HEUTPONIEHUH U TPOMOOLIUTOIIEHNH).

BrineasitoT Tp OCHOBHBIX CHHAPOMA:

— AHEMMWYCCKU;
— TeMOopparuyeckui;
— HH(EKUMOHHBIX OCTOXHEHUIH.

HannuMe 1 BbIpaXKeHHOCTb KIIMHUYECKUX TIPOSIBJICHHI 3aBHCUT
OT CKOPOCTH IporpeccupoBaHust 3abojieBaHms (Tabnuia 8.2).

TlepBbie npusHaky 3a60aeBaHUsI OOBIYHO OOYCJIOBAEHLI aHEMH-
YeCKMM CMHApOoMoM. Hepenko omHOBpeMEHHO pa3BUBAETCSI FTEMOP-
paruyeCcKuii CHHIPOM MO MNeTEXUAIbHO-ASTHUCTOMY TUITY (KOXKHBIE
KPOBOU3JUSIHUSL, HOCOBbBIC, IECHEBbIE, 2 B 00JI€€ TAKETbIX CTYYasX
— MAaTOYHBIC U XKETYI0YHO-KUIIEUHbIe KPOBOTEYEHHSI, KPOBOM3-
JIUSIHUS B CETYATKY U rOJOBHOIT Mo3r). MHOTIa reMopparuyeckuii
CUHAPOM HACTOJBKO BhIPAXeH, YTO IIPUBOIUT K OIITMOOTHOMY AHA-
THO3Y aQyTOUMMYHHON TPOMOOLIMTONEHHUH WU APYTUX TeMoppari-
4eCKUX 3a00JIeBaHU M. \

NH}EKIMOHHBIE OCTOXKHEHUS B NeOI0Te aIIaCTUIECKON aHe-
MU BO3HMKAIOT peako. [1pu nporpeccupoBaHUM 3a0601eBaHUS TSI~

Taommua 8.2.
’Iacmama ecmperaemMocmi OCHOBHbIX CUMNMOMO6 npu armacmuuecxoﬁ anemuu

CHMITOMBE KommuecTso 60msEbIX
KpoBoTeueHust 41

AHemus 27

KposoteueHnus u anemus 14

KpoBoTteuenus u nHpekuns

Uudexuus 5

OO6beKTUBHbIE TAHHbIE 8

Htoro 101
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10.J1. lWepuenko, A.A. Hosuk, B.fl. MeabHnueHko

AHEMBIPR

XeJble peLuIUuBUpPYIoONMe MH(MEKLHUU (SI3BEHHO-HEKPOTUUECKOE
nopaxeHue MOJI0CTH pTa, MUHAAINH, MTHEBMOHUS, CENICUC U 1p.)
JOMUHUPYIOT B KIMHUYECKOIN KapTHHE U, Hapsdy ¢ reMoppardue-
CKMM CUHAPOMOM, SIBJISIIOTCS OMHOMU U3 OCHOBHBIX [MPUYHH JIETATb-
HbIX HCXO/IOB.

[Ipu 00BEKTUBHOM MCCAENOBAaHUN OOJILHBIX 0OpalIacT BHUMA-
HHUe OJeTHOCTh KOXU U BUAMMBIX CJIM3UCTBHIX 000J04eK, HAIUYUE
NeTeXuit M 3KXUMO30B. IS al1acTUUECKOW aHEMHU HE XapakTep-
HBI KaxeKCHsl, CIUIeHoMeranusi U JumdpaaeHonatusi. bonee Toro,
BBIIIEYKA3aHHbIE CUMIITOMbI CTaBST MOA COMHEHUE IMArHO3 aruia-
CTUYECKON aHEMUH.

JlaGopaTophble 1aHHbIE.

Kaunuveckuii anaauz kpoeu, HECMOTPSI Ha BBIPAK€HHOCTb aHe-
MHH, He [TO3BOJISIET BhISBUTbL KAUSCTBEHHbBIX U3MEHEHHUI CO CTOPO-
Hbl 3pUTPOLIUTOB. B HEKOTOPKIX ciryyasix HaOMI0JAI0TCS MAKPOIIM-
TO3, YMEPEHHbIM aHU30LINTO3 U OWKHUJIOLIUTO3, a TAKXKE NOABJICHHUE
HOPMOLIMTOR. B TO Xe BpeMsi HAIMUME HE3PEJIbIX IPUTPOUTHDIX
KJIETOK ISl alIaCTUYEeCKOW aHeMUU He XapaKTepHO U 3acCTaBjisi-
€T OyMaTh 00 OIIMOOYHOM AMarHo3e. PeTHKYNOLWTONEHUS sIBsI-
€TCS OAHUM M3 KPUTEPUEB JUATHOCTUKH TAXKEIOW anjaacTUUECKOM
aHeMuM. Y 80% OGOJIbHBIX BBIABISETCS NMAHUWUTOMEHUS: TEMOITIO-
ouH Huxe 80—100 r/xn, Heitpoduasl MeHee 1,5x10°/1, tpoMGoLiU-
Thi MeHee 100X 10°/1. B cBA3M ¢ HelltponeHuei B JIEWKOLIMTAPHOM
dbopmyrte 0TMEYAIOTCH OTHOCUTENbHBIN JUM@POLIMTO3, UHOTAA A0~
cruraronii 70—90%. OunHako, y OOJIbIIMHCTBA MALUEHTOB BbIsIB-
JISIETCSt CHHKEHME a0COIOTHOTO KOJIMYECTBA JIMMQPOUUTOB U MO-
HOIIUTOB.

Ilomo3peHue Ha anjaacTUYECKYIO aHEMUI0 — abCOJIIOTHOE TO-
Ka3aHWe K MPOBENCHUIO cMmepHaabHol nyHkyuu. B acnupare Koct-
HOTO MO3ra OOHApPYXKMBACTCS YMEHbIICHME KOJIHWYECTBAa MUEJIO-
KapHOLUTOB, YrHETEHUE BCEX POCTKOB IEeMOII033a, yMEpeHHasi
IIa3MoLIMTapHas peakius. B cBs3u ¢ pe3Koit rpaHyIOLUTONIEHHEH
OTMEYAaeTCs] YBEJIMUEHHE OTHOCHTENBHOTO YPOBHS TUMMOLUTOB U
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MOHOLMTOB. UccnenoBaHne MUEIOrpaMMBbl I103BOSIET UCKTIOUHTh
Ipyrue 3adojieBaHMs1, CONPOBOXIAOLIMecs MaHIIUTOIeH el (Mue-
JIOLUCILIACTHYECKKE CUHAPOMBI, OCTPBIA netiko3 u ap.). Haubonee
TpynHa iuddepeHInabHAas JUArHOCTHKA arJIaCTUYECKOM aHEMUM
C MUEJIOIUCTIIACTUUECKUMM CUHApOMaMH (Tabauua 8.3).

JlaHHBIe MHeNnOorpaMMhbl TNpU arjlacTU4ecKoil aHeMKUU He Bcer-
Na WH(pOPMAaTHBHLI, TAK KaK MopaXeHHe KOCTHOTO MO3ra pa3BU-
BAE€TCs HEPABHOMEPHO, U 30HBI AIlJIA3UM YEPEAYIOTCH C y9acTKaMU
HOPMAaJIBHOTO KPOBETBOPHOIO KOCTHOIO MO3ra. B oToii ¢Bs3u miist
OKOHYATEJIbHOIO MOATBEPXKACHUS AUArHO3a HCOOXOAUMO NPOBeae-
HUE TPEeNaHOOWOTICUH.

Tpenanobuoncus KOCmMHO20 M032a — OCHOBHOI METO, MO3BOJIS-
IOIIMA TMOATBEPAUTb AWArHO3 ariactudeckoit anemuu. Ilpu Ts-
KEJMOH aIrulaCTUYECKONW aHEMHM B KEITOBATO-0€JIOM TpenaHoOM-
OITare MPaKTUYECKU BeChb 00beM MeXO0aNOYHBIX MPOCTPAHCTB
3anoJiHeH XupoBoh ¥ PUOpPO3HOI TKAHBIO, Cpein KIETOK KOTOPOit
BCTPEYAIOTCS paccesiHHbIe TUM(MOLMTHI, TIa3MaTUYECKHUE KIIETKH,
CAMHUYHbIE TYYHBIE KJIETKU U Makpodaru ¢ LMTOIUIa3MOM, conep-
XKauiei remocuaepuH. [Ipu runonnasuym MUETOUAHON TKAHM, KO-
TOpasi MOXET ObITh HAYANLHOM (ha30i aracTMYeCKOM aHeMUH, Ha

Tabamua 8.3.

Ocnosnbte dugppepenyuarvho-ouaznocmuieckue RpusHaKuy mueioducnaacmiie-
CK020 CUHOPOMA U ANAACMUMECKOU GHEMU 1O OAHHBIM MUEA0ZDAMMBL

XapakTepucTuka Muenomicniaci- | Aniactuyeckas
YEeCKHii CHHIpoM | anemus

KneTtouHocTh KOCTHOTO MO3ra Hopmo- nam TunokneTouHpIi
TUTNEePKIETOYHbIA

JAu33putponoss Yacto He xapaxrepHo

Konbuesbie cuaepobaacTsl Yacro He xapakrepHo

IpeobnagaHue MUETOUIHBIX MpeLe- Yacro He xapakTepHo

CTBEHHMKOB, HapylUEHUE UX CO3PEBAHMUS

bnacros Yacto He xapakrepHo

Merakapuonuth aTunu4Hoi mopdonorun | Yacrto He xapaktepHo
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10 1. [lleByenko, A.A. Hosuk, B.Al. Menbuuuenko

AHEMMHU

(hoHe KHUPOBOI TKAHH COXPAHSIIOTCI HeOOMbIINE CKOTUICHUS KIIe-
TOK 3PUTPOHMITHOIO M TPaHYJIOUUTAPHOIO POCTKOB. Merakapuo-
LIUTHI OOBIYHO He 00Hapy:XKuBaloTcs. B HopMe, Mo 1aHHBIM Tpena-
HOOHOIICHH, IeATENILHBIA KOCTHBINA Mo3r coctasisier 60—100% n
CHUXaeTcs ¢ Bo3pacToM 10 30%. [Npu anjacTuuecKom aHeMUH Jie-
SITEJIBHBIN KOCTHBII MO3T cocTaBisieT MeHee 30%.

Buoxumuueckue uccredoéanus He UMEIOT TIPSIMOTO OTHOLLIEHUS K
JIMarHOCTUKE aniacTUIEeCKON aHeMHUU, a HEOOXONUMbI 715 MPOBe-
JIeHus1 MG PepeHIIMaTBHOTO N1HarHo3a ¢ ApYTMMH aHEMUSIMH (UC-
CJICHOBAaHME COAEPXAaHUSI ChIBOPOTOYHOIO XKeJjie3da, CBOOOIHOrO
ouupyouHa, cBOOOIHOIO reMORTO0OMHA NMAa3Mbl), OLIEHKU (DYHK-
LMY TIedeHH (eCJIM UMEIOTCS aHaMHECTUUECKUE JAaHHBIE O renaTh-
T€) ¥ Mo4YeK (AJas1 KOHTPOA 3a UX PyHKUMEH Ha (POHE JieueHUs).
YpoBeHb CHIBOPOTOYHOIO XKENe3a OObIYHO MOBBIILEH, IIPUYEM XKe-
JIE30CBSI3BIBAIONIAST CITOCOOHOCTb CHIBOPOTKM He M3MeHeHa. Co-
IepXaHue Xeae3a B 3pUTPOLUTaX (MO JAHHBIM PaguOHU30TOIMHBIX
HccaenoBaHui) cHKeHo. KoandecTBo cCBOOOAHOTO MpoTonopghu-
pHHA B 3pUTPOLIMTAX YBEJIUYEHO.

VY neteii ¢ TAXKeENON arutacTUUECKOi aHeMuelt HabronaeTesl yBe-
JIMYEHUE KOHLIEHTpaUXM reMoniodnHa F 3a cuer KoMrneHcaTopHO-
ro GopMHUPOBAHUS HOBBIX KJIOHOB 3PUTPOUIHBIX KIIETOK.

HmmyHonoeuyeckue uccaedosarus HEOOXOOUMBI [UIst OTIpeesieHUs]
IPYIITbI KPOBU U pe3yc-(akTopa, a TAKXKE COBMECTUMOCTH C IOHOPOM
o cucteMe HLA nis mon6opa KOMNOHEHTOB KPOBU MJTH AJUTOTEHHO-
FO KOCTHOTO MO3ra (TIpu MOATOTOBKE K MUEJIOTPAHCIUIAHTALIUN ).

Bupyconoeuueckue uccaedosarus sIBISETCSL 00sA3aTeNbHBIMU H
HeOXONUMBbI AJis1 Oflpene/ieHUMsE HAIMUMS aHTUTET K LIMTOMETalo-
BUpYCY (CepOHEraTUBHbIC OOJbHBIE AOKHbBI MOAYYaTh KOMITOHEH-
ThI KPOBM, HE COAEpXKAILWE IUTOMErajJoBupyc), renaturam A, B, C,
G u BUY.

Penmeenonoeuueckue uccnedoéanus rpyiHOM KIETKHU U IPUIATOY-
HBIX TTa3yX MO3BOJISIIOT OMPEAEAUTh BO3MOXHBIC 04aru MH(pEKINH
B OKOJIOHOCOBBIX IMa3yxXaxa M JIETKNX, a TaKXe I JUHAMUYECKO-
ro KOHTPOJIst IPU ¢€ BOZHUKHOBEHUU. Y NeTeil TpedyeTcs: mpoBe-
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JCHUE PEHTIEHONOTNYECKUX UCCACAOBAHUMA KOCTEH TIpeATUIe Uil 1
KUCTEN pYK IUISE UCKITIOYeHUS aHeMMK DaHKOHMU.

Yavmpaseykoeoe uccaedoearue OpraHoB OpPIONTHON IMOJOCTU B
[IEPBYIO OUYEPEAb [I0OKA3aHO ACTAM U OOJBHBIM MOJIOAOTO BO3pacTa
JUISL BBISIBJICHUSI aHOMAJIMM pa3BUTHUS TOYEK, KOTOPHIE XapaKTePHLI
Juist anemuu @ankoHu. OGHapyXXeHUE MTPH YJIBETPa3BYKOBOM HCCIE-
JIOBAHUM YBEJIUYCHUSI CENE3EHKHU U TTIEYEHH NTPOTUBOPCUUT TUATHO-
3y ar1acTMyeCcKoi aHEMHH.

Llumoeenemuueckue ucciedosanus HeOOXOOUMBI ISl UCKIIIOYE-
Hust aHeMuu DaHKOHU, MUEIOAUCTIACTUYECKUX CUHIPOMOB WU
OCTPOTO JIEHKO3a, KOTOPbIE OOBIYHO COMPOBOXAAIOTCA HAPYILICHU-
SIMHU KapuoTUumna.

AJITOPUTM AMArHOCTUKHM arIaCTHYSCKON aHEMMH MIPeaCTABIEH
Ha pUCyHKe 8.2.

Knunnyeckuin
|aHan3 Kposm

I

NanuyyroneHus
(aHemus, nerikonenus,
TpoMBOUMTONEHUS)

‘ — bnactbl, gucnnaswvs,
Vccneposanme M6po3 Muenoaucnnacruyeckue
KOCTHOrO mMo3ra CMHAPOMBI
(CTepHanbHas NyHKLWs, OcTpbiit MuenouaHbin neKo3
Tpenaxobuoncus) LiutoreHeTu4eckoe Cy6neikeMu4ecKuii

i nccnegosaHue

Menee 30%
TEMONO3TUMECKMX KNEeTOK -
annacTn4yeckasn aHemus

]

LiuTorexetvdeckoe OtpuuarenbHoe Npuo6peTeHHasn

uccrenoBanvie annacrtunyeckan aHemus
nepugepu4eckoit Kpoeu
€ ananokenbyraHom MonoxurensHoe
¥ MUTOMULIMHOM AHemus DaHKOHN

Puc. 8.2. Adreopumm duaenocmuru anaacmuveckoii anemuu.
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I0J1. Llepueriko, A.A. Hosuk, B.Sl. MeibHUYCHKO

AHEMMBMHNU

Kaaccupuxauyus u ougpghepenuyuanvruiii ouaznos

Ha ocHoBaHMM pe3ybTaTOB aHaIN3a nepudepuueckoil KpoBu U
TPENAaHOOMOIICHM, MEX/IYHAPOIHOM IPYNIION 10 M3yUEHHUIO aruia-
CTUUYECKOU aHEMUU, PEMIOXKEHO [IEJIEHWE HA AHEMUIO CPEIHEN U
TSKEJION cTerneHu (Tabauua 8.4).

OtnenbHOV KaTeropueil BBLACISIIOT OYEHb TSKENYHO aIuiacTH-
yeckyro aHeMuto (Bacigalupo), ee kpurepueM SIBISIETCS CHUXKEHUE
ypoBHsI HeliTpoduios meHee 0,2X 10°/1 B fonoIHEHUE K KPUTEPU-
SIM AILIAaCTUYECKOM aHEMUU TIXKENOU CTETIEHU.

Jupchepenyuansrotii duaeros NpoBOAWUTCS B FpyIine 3a00jieBaHUN
MPOTEKAOIINX ¢ TMAHUUTONEHUN (aHeMUs, JEeWKONeHUsl, TPOM-
6ouuronenus) (tabauua 8.5). Ilpu nmpuodpeTeHHON aracTuue-
CKOM aHEMUH OOBIYHO HEOOXOOMMO MPOBOAUTL AUddepeHInANb-
HYIO IMaTHOCTUKY C OCTPBIM JIEHKO30M, MUEIOAUCIIACTUYECKUMU
CUHAPOMaMU U B ,-nehuuutHoi aHeMuei. Cnenyet UMETb B BUIY
M BO3MOXHOCTB JIPYTMX IPUYKUH NTAaHUUTONIEHMHU (Tadauiua 8.5)

Ocmputit neiixo3 y 10% OONBHBIX, Yallle MOXUIOTO BO3pacTa, Mpo-
SABIISICTCS. LUMTOITeHUEeH (OAHO- U ABYXPOCTKOBOM, IAHLIUTOTIEHUCH)
0e3 OmacTo3a nepudepruueckoii Kposu. I1ocTaBUTh nHArHO3 OCTPO-
ro jeiko3a MOMOraloT KJIMHWYECKHE NaHHbIe (BBISIBJICHUE CrLie-
HOMeETaJIUK WU JUMGaaeHOMATUH UCKIKUAeT AMarHo3 aruiacT-
YecKOo¥ aHeMHUM), pe3yjabTaThl CTEpHAIbHON NMYyHKUMH (0J1aCTO3),
TPENaHOOUOIICUM, HATMYUE LUUTOTEHETUYECKUX AHOMAJIUIA.

Muenoducnaacmuueckue cunopoms:. Habmonawleecst y HeKO-
TOpbiX OOJBHBIX anjacTUYECKOW aHeMHel coYeTaHWe MaHLIUNTO-
MEeHUM, MaKpOLMTO3a W TUTEPIIA3UKU DPUTPOUIHOIO pOCTKA B
MUEJIOrpaMMe MOXET BbI3BaTh MONO3PEHNE HA MUCIOAUCILIACTU-
yeckui cuHApoM. TlocTaHOBKe AUarHo3a MUEJOAUCIIIACTUYECKO-
ro CHHIPOMA CMIOCOOCTBYIOT BhIPAKEHHBIC KAUeCTBEHHBIE U3MEHE -
HUS KIeTOK TiepudeprueckKoil KpOBU U KOCTHOTO MO3ra, JaHHbIe
TPermaHOOUOICHH (OTCYTCTBUE aTlJIa3My KOCTHOTO MO3ra) U LUUTO-
reHEeTUIECKOIO MCCleqOoBaHus (HalUUME Pa3IMYHbIX XPOMOCOM-
HbIX aHOMAaHit).
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Ta6mmua 8.4.
Kpumepuu maxcecmu anaacmuseckoii anemuu (Camitta)

ITapamerpbi Kpurepuu

INepudepuueckas xpoBb Heitrpodunsl Menee 0,5x10%/n
Tpomb6otuTel MeHee 20% 10%/1
Perrkynouutsl Menee 20X 10%/1

Kocthulit Mo3r (Tpenano6uorncusi) | Menee 30% reMonoaTHYeCKUX KAETOK

Ilpumenanue: 11arHo3 TSKENOH amnJaCTUUECKOH aHEMUM IPABOMOYEH NpPU
CHMXEHUU KJIETOYHOCTH KOCTHOTO MO3ra M HaJIMYMM 2 MMPU3HAKOB B nepude-
PUYECKON KPOBU M MPHU OTCYTCTBUM APYIMX FeMaTOIOrMYeCKMX 3abojieBaHUi,

B OCTAJILHBIX C/IYyYasAX aHEMUSI OTHOCUTCH K CPENHEH CTENEHU TIXECTH.

Tabmmua 8.5.
OcHoéHbie npuMuKbL NAHUUMONEHUL

Xapakrep 3a0onepanuna | Hozonoruueckue opmbi

310KaueCTBEHHbIE OcTphie nelKo3b
ONyXoJu

MHoOXecTBeHHasi MHeJIoMa
Jlumdorpanynemaros
HexomkKkuHckHe TUMMQPOMBI

CyGnieiKeMUYeCcKHit MUenos

Muenoaucrractuueckue CUHIAPOMDbI

MertacTa3sbl paka B KOCTHOM MO3re

HeonyxosieBbie AruiactTuyeckast aHeMust
3ab0/ieBaHUS

CHCTEMbI KPOBHU
Bone3nu HakornieHus

Merano6iacTHble aHEMUU

l'lapuVlaJ] bHada KpaCHOKJICTOYHAY aruiasnsa

IMapokcuamManbHasi HOYHasi FTeMONIOOUHYpHUSI

Hpyrue NHpekunoHHbie 3ab6oneBanus (TyGepKyes, BUCLIC-

3aboneBanus pasibHblil JieilIMaHKno3, OpyLesuies)

[Mnorupeo3s

TunepcrieHusM

CucreMHble 3a601€BaHUsT COEIUHUTE/IBHON TKAHU
(cucTeMHast KpacHasi Bo1yaHKa, cuiapoM et v ap.)
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AHEMMUNR

B -de¢puyumnas anemus BO MHOTHX CIy4asiX COMPOBOXIACTCS
Pa3BUTHEM YMEPEHHO BBIPAXXCHHOH NMAaHUMUTOIEHUH B TNiepudepu-
yecKo KpoBu. KitmHu4eckue (OTCyTCTBME TEMOPPArndeCcKoro CUH-
JpoMa 1 UH(EeKIIMOHHBIX OCIOXKHEHMI), TJabopaTOPHbIE U UHCTPY-
MeHTaJIbHbIE TaHHbIE (B Iepudepruueckoil KpOBU — MAKPOLIMTO3 U
MErajolINTO3, TUTAHTCKME TMIEePCerMeHTUPOBAHHBIC HEUTpodU-
JIbl; BBHIPAXEHHOE CHHXEHUE YPOBHs BUTaMuHa B, B cbIBOpOTKe
KpPOBM; MeTanobJaCTUYeCKUii TUI KPOBETBOPEHUS B MUEIOIPaM-
Me€; OTCYTCTBHME anja3uy KOCTHOI'O MO3Ta M0 HaHHBIM TpemaHoou-
OIICUU) NO3BOJISIIOT MIOCTABUTD AMarHo3 B, -neuuuTHO aHeMUK.

Ilapyuanenas KpacnokaemouHas anias3ua — CUHIPOM, KOTOPBIH
XapakTepusyeTcs [IyOOoKol aHeMUel M PeTUKYIOLUTONEHUEH Te-
pugepudeckoil KpoBU MpH HOPMAJIbHOM YPOBHE JIEMKOLUTOB U
TPOMOOIIUTOB, PE3KUM HU30JMPOBAHHBIM YTHETEHHUEM 3PUTPOMUI-
HOIO pOCTKa KOCTHOTO MO3ra MpU HOPMATbHOM KOJIMYECTBE MUE-
JIOKapuouuToB (Tabauma 8.6).

[MapumansHast KpacHOKJIETOUHAsE aria3usi MOXeT ObITh BPOX-
JEeHHOM M mpUoOpeTeHHON (ACCOLMMPOBAHHOM C OIYXOJIbIO BU-
JIOUKOBOM XeJie3bl, alIaCTUYECKMM KPHU30M MPU FeMOJIMTUUECKON
aHeMuu, JuMdpornponugepaTUBHBIMU 3a00JIeBaHUSAMU, MpUE-
MOM MEIMKAMEHTOB U 1p.). B nmaroreHese npuobpeTeHHOIt GOpMbI
NMapuuajbHOM KPaCHOKJIETOUHON arja3vv WMEIOT 3HaueHUe UM-

Taommua 8.6.
Kraccudpurauun napunatsnoii kpacroxiemonol anaasuu

Dopma 3alonepanne
[MpuoGpereHuas | lemonuTHYeCKME aHEMUH (AIIACTUYECKUA KPU3)

HMHdekunoHHbIe 3a00neBanus (napsosupyc B19)
JlexapcTBeHHas Tepanusi

OHKonornyecKkue 3a00eBaHuUs

NHru6UTOpE 9pUTPONOI3a

Muaunonaruueckas

Bpoxaennas Cunapom Jaiimonna-bnskdaHa
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MYHHBIC MEXAHU3MBbI, IPUBOASALINE K N3OAUPOBAHHON CYIIpecCUu
SPUTPOUNHOIO POCTKA. DTO NMOATBEPKAACTCH HEPEIKHUM TTOJIOXKH-
TENBHBIM 3(hGhEeKTOM MIOKOKOPTUKOCTEPOUTHOM U LIUTOCTaTHYe-
CKOW Teparuu.

Jlewenue

Brinote 10 mocnenHeit yuetBepTu XX BeKa JIeYeHWE aruiacTuye-
CKOM aHEMHU BKJIOYANO:

— MOUCK M UCKJIKUEHUE NAJIbHEHIIIETO BO3NCHCTBHS ITHOIOTYE -
ckoro (paxktopa (JI€KapCTBEHHEIE INpernaparsl, MHEIOTOKCHUYE-
CKMeE BELIECTBA);

— 3aMEeCTUTEJIbHBIE TeMOTpaHChY3HU VIS MOMIEPKAHNS YPOBHS
reMora06mnHa;

— CHUMIITOMaTUYECKYIO TEPANNIO TeMOPPArnueCcKoro CHHIPOMa;

— JedyeHUe UHQPEKIIMOHHBIX OCJI0KHEHUI;

— CTUMYJISILIMIO TeMOI1033a (aHAPOTreHbl U Jp.);

— CIUVIEH3KTOMMUIO (B HEKOTOPbIX CIYYAAX).

DddexTUBHOCTD JieueHrs Oblia HU3KOM: y 50% O0JIbHbIX Jie-
TaJbHBIM UCXO HACTYITA B TEYEHUE TIEPBOTO rojaa 3aboeBaHud, S-
JIETHSISL BBIXXUBAeMOCTh He rnpeBbiiana 20—30%, omHaKo ¢ y4eToM
COBPEMEHHbBIX MPEICTABJICHUI O NATOr€HE3€ aruIacTU4eCcKoi aHe-
MHMU U Pa3BUTHEM HOBBIX TEXHOJOTHUI B reMaTOJOTUH PE3yJIbTaThl
JIEYEHUA 3HAYUTEIBHO YIYIIIHIKCh.,

K ocHOBHbBIM MeTOAAM JIeUeHHS arjlacTUMECKON aHEMHUH HA ce-
TOOHSIIHUMA J€Hb OTHOCITCA
— TpaHCIIAHTalUUsl alJIOTEHHBIX CTBOMOBLIX KPOBETBOPHBIX KJIE-

TOK;

— WIMMYHOCYNIPECCUBHAs TEpaIHus;

— BCTIOMOTATEIbHbBIE METOIbI (KOMIIOHEHTHI KPOBU, TIPOGUIaKTU~
Ka ¥ JieYeHVEe UH(EKITMOHHbBIX OCIOXHEHUH, KOJIOHUECTUMYJT1M -
pyoiue (pakTophi).
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1011, Lesuenko, A.A. Houk, B.5I. MenbHuuenko

AHEMMAH

Tpaucnaanmayus ar102eHHbIX CMBOA08bIX KPOBEMBOPHBIX KAe-
MoK (KOCmH020 MO32d) — €IUHCTBEHHBIN paguKadbHBIHA METOI
JedeHus OOJBbHBIX C TAXeJol aracthueckod aHemueit. Ilpm
Haauuyud HLA-cOBMECTMMOIO 10HOpa U OTCYTCTBUE INPOTUBO-
MMOKAa3aHUH aJIoreHHasl MUENOTpaHCIJAaHTAalUsl JOMXKHA OBITh
IIpoBeleHa KaK MOXHO paHblle (KeJlaTelbHO — B TEYEHHUE Mep-
BBIX JIBYX MECAIIEB IIOCJEe NOCTAHOBKHU Auardosa). Cnenyet nom-
4YepKHYTh, YTO B ITEPHUOI ITIOATOTOBKH K TPAaHCILIAHTALIMU HEOOXO-
JMMO HUCKITIOUHNTh reMOTpaHchy3uul (OHU IIPOBOIASTCS TOILKO I10
KU3HEHHBIM MOKA3aHHUSIM), KOTOPbIE CTTOCOOCTBYIOT AJLIOCEHCH -
OMIM3AIMU M, KaK CIEICTBHUE, YBEIMUEHUIO PUCKA OTTOPXKEHUS
TpaHCIUIaHTAaTa.

B HacTos1ee BpeMs S-JI€THSISI BBLKUBAEMOCTDb Y OOJIbHBIX TSIXKE-
JIOM aruIacTUYeCcKOM aHeMMeH ITociie MMEIOTPAHCIIAHTAaUuU 10-
cruraet 70—80%. ’

Humynocynpeccusnas mepanus SIBASETCS METOIOM BbIOOpa IpU
JIEYCHUH TSLKEJION aIllacCTUIECKOM aHEMUH, OCOOEHHO Y JTUIL MOJIO-
JIOTO BO3pacTa, BC/lyyae OTCYTCBUS TOHOpAa KOCTHOTO MO3ra, a TakK-
Ke MpU HATWYMH [POTHUBOIIOKA3aHUIM /i MPOBENEHUS aIJIOTEH-
HOU TpaHCTUTaHTAIIUH.

B sToM ciyuae mperapaTaMy BEIOOpaA SIBJISIIOTCS:

— AHTUTHUMOIUTAPHBIN [TOOY/THH;
— TMAKJIOCIOPHH A (CaHINMMYH);
— METUINPETHU30JOH (B BBICOKHX 103aX).

Aumumumouumapnotii (ATI) uau anmusumepoyumapruiii (A1)
oOynHH HauOoJiee JacTO WUCHOJNB3YIOTCSL B JICUEHUM OOJIBHBIX
arsIacTUYECKON aHEMME.

I'emaronorndeckuii oTBeT pa3BuBaeTcs uepe3 3—4 Mecslia U Ha-
omonaetcst y 60—80% malMeHToB ¢ TSKEI0N ariacTHYECKON aHe-
muei. [Tporpamma tepanu BKitodaet: tomranHeIA ATT (ATGAM)
40 mr/Kr/cyT. B TedeHue 4 nHeit wim kpomuuuit ATT (Tumorno0Gy-
JMH) 3,5 MI/KT/CyT. B TeueHUE 5 gHel. Taxke ¢ 1-ro oHS Tepanuu
Ha3HA4YaETCs MPETHU30JIOHA B 03¢ | MT/KT B TeUeHUE 2 HEOeJIb IS
npodWIAKTHKHA CHIBOPOTOUHOM Oose3Hu. Jledenune ATT pomxHO
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Tnasa VII.

ANNTACTUYECKAA AHEMUA

NPOBOAUTHCH TOJILKO B CNELUATU3MPOBAHHOM IeMaTONOTHYECKOM
CTalMOHAape, MOCKO/IbKY CBSI3aHO C LIETbIM PSIIOM CEPbE3HBIX I10-
004YHBIX 3D (hEKTOB, U3 KOTOPBIX HAKOOIee YACTHIMU SIBJISIIOTCS ajl-
ASPruveCKue peaxiiuy, ChIBOPOTOUHas 00Je3Hb, Ipexoasiias Je-
npeccust KpOBETBOPEHMUS.

Huxaocnopun A (CaHAUMMYH) TaKKe SIBISETCI UIMMYHOCYIIPEC-
CAHTOM M MOKa3aH TpH TaxXenoi amiacTuyeckoi aHemuu. Mc-
[10JIB3YETCSI TIPEUMYLIECTBEHHO B KOMOMHauu ¢ ATT. OnmruMans-
Hasi J03a UMKIOCIOpHHA MPH amjlacTUdecKoi aHEMHHM IO KOHIA
HE ONpeAeseHa W COCTaBAsieT B CpefHeM OT 3—7 MI/KT/CyT mo
12—15 Mr/Kkr/cyT.

5 — neTHsI Oe3pelnANBHAs BBIXXKUBAEMOCTb IPU KOMOUHUPO-
BAHHOM Tepanuv MMMYHOTIOOYIMHAMY 1 CAaHIUMMYHOM 45—50%,
a YacToTa NOJIHBIX PEMMCCUMA B TEYEHUHU IIEPBOTO COCTABIISIET
70—80%. OaHako yallle, 4eM TIOC/I€ TPAHCIUIAHTALIMHM KOCTHOIO
MO3ra, pa3BUBaeTCs pelUINB 3a001eBaHN.

Y GoNbHBIX aTLIACTUYECKOM aHeEMHUEN CPEIHENH CTENEHH TSIKECTH
WMMYHOCYITpEeCCUBHasl Tepanus c ucrnoabzoBanuem AT T u/wmm um-
KJIOCTIOpUHA He ycTymnaeT 1o 3(pQEeKTUBHOCTU aUIOTeHHON Mue-
JoTpaHcIUiaHTaluu. [1pu TSKeroi artacTMYecKol aHeMUM LI~
TeJIbHAsl Oe3pelldAAMBHAsT BBIKMBAEMOCTb IIOCHE a/UIOTEHHOM
MUENOTPaHCIUIaHTALIMU JAOCTOBEPHO BbIlle. YacToTa BTOPUYHBIX
reMaTOJIOTUYECKUX (OCTphIe JAEUKO3bI, HEXOMKKHMHCKHE TUMdO-
Mbl, MUEJIOAUC-TUIACTIYECKUE CUHAPOMBI) U COJUAHBIX OMyXOJei
(paku pa3auyHO# JIOKAJIU3aUM) M10C/IE MUEJIOTPAHCILTAHTALIUH U
WMMYHOCYIIPECCUBHOM Teparuu CYLIEeCTBEHHO HE pa3IUuaeTcs U
cocTabJisieT 5—7%.

Buvicokue oozer memuanpeonusonsona (10—20 Mr/Kr/cyT BHYTPU-
BCHHO B T€YEHHE 5 ITHCH) TakKe MCIOJB3YIOT AN JeueHUA 60Tb-
HBIX aljlaCTUYECKON aHeMHUeN B KoMOHauuu ATT.

CoBpeMmeHHbIe aJrOpUTMbI JICUCHUS alIACTUYECKON aHeMUU
MNPEeaCTaBCHBI Ha pucyHKkax 8.3 u §.4.

[IpoBomuMBIe HccaemOBaHMS UMMYHOCYIIPECCHUBHOW Tepanuu
C MCIIOJ1Ib30BaHMEM BBICOKUX 103 LUKIodochaHa (200 mr/KT) Oe3
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KOJ1. lleBuenko, A.A. Hosuk, B.fl. MenbHUYeHKO

AHEMHKN

[ BosapacTt 6onbHOro ]

l

HLA-coBmeCcTUMbIN
‘ POACTBEHHBI A JOHOP <40 net } t z 40 net ]
[ Her { ATT + LMKNOCNOPUH }

|
~—( OrseT yepes 4 mecua ]—»

[2 Kypc ATI + LlVIKJ’]OCnOpVIHJ

LinknocnopuH B Te4enune 1-2 net [ ]
C MegneHHOW NOCTEneHHON OTMEHOM Otser 4epes 4 mecaua

(ter)

A. 3 kypc ATT + «XopoLLmit» 3
LIMKIIOCNOPVH obujecomaT4ecKumn
craryc

B. Niccneposatenbckuia
npoTokon (HoBble

MMMYHOCYNpeccaHThbl) HepogcTaeHHas
B. AnnoTKM B pamkax Her annoTKM BoamoxHa
1CCneoBaTeNbeKoro

npoTtokona (rannoTKM,

CKK nynoBnHHOA KpoBw) «Tnoxoi» m
- obLiecomaTN4ecKu
cTartyc
1 HepoacreeHHasn
annoTKM
MogaepxwusatoLyan
Tepanua

Puc. 8.3. Aszopumm aevenun maxceaoii anaacmuveckoil anemuu.
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Inasa VIII.

ANMMNACTUYECKAS AHEMMUKUA

( 3aBVICV|MOCTb oT FEMOTpaHCbeSMM

[ Hatmonexue j~—- ;
L

MosiBnexue 3aBVICVIMOCTVI
OT remoTpaHcpy3unii

ATT + yuknocnopuH

m OtBeTt 4epes 4 Mecsaua Her

{ LinknocnopwH 8 TedeHue 1-2 ner ]

C MEANEHHOM NOCTENEHHON OTMEHOM (2 Kypc AT + ””Kﬂocmp”HJ

*—{ Orteert 4epes 4 MecsLa J

[ CwM. anroputm neyvenns Tsxenomn j Her

annacTU4ecKon aHeMmu

Puc. 8.4. Areopumm sewenus anasacmuneckoli anemuu cpeduneii maxcecmu.

MMEJOTPAHCIUIAHTALMM HE BBLISABAJIM MPEUMYIIECTB Mepea CTaH-
naptHoi Tepanveid ATT M caHTUMMYHOM.

B Hacrosiiiee Bpemsi MpOBOASITCS UCCIEAOBAHUS 1O UCITOIB30-
BaHUIO MOHOKIOHAJbHBIX aHTUTEJ (aleMTy3ymal, fakim3ymad) y
OOJILHBIX ¢ pELIMAUBaAMHU pedpakTepHON aruiacTUIeCKON aHEMUEH.
OtnaseHHpie pe3yJabTaThl TOrO JIeYeHUsT HYXK/IAIOTCS B JaTbHE-
1IeM U3YYEHUH.

Tepanusa conpogoxcoenusi Ipy NMPOBEACHUN UMMYHOCYIIPECCUB-
HOU Tepanuy BKIIOYAeT:

— 2eMOKOMNOHEeHMHYIO mepanuro, KOTopasl He SBJAETCS IIa-
TOTEHCTUYECKUM METOAOM JICYCHUS! OOJbHBIX alaacTUYECKOM
aHeMuel, OfHAaKO HeoOXomuMma IS TONAEpXKaHMS ToKa3aTe-
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10.71. Lllesuenko, A.A. Hosux, B.fl. MenbHUueHKO

AHEMMHAH

JIefl KpOBM Ha YPOBHE, [IPH KOTOPOM YMEHbIIIAeTC BEPOSATHOCTD
Pa3BUTHS TSXKEJIBIX HAPYLIEHUN HYHKIIUU BHYTPEHHUX OPraHoOB
M TeMOpparudeckux ocloXHeHui. Tpauc@ysuu apumpoxonyen-
mpama 1oxa3aHbl y NAalMEHTOB, KOTOPHIM He TUIAHUPYETCS MU-
eJOTpaHCIIaHTallMs, [Py CHUXeHHE reMmoriodouna Huxe 70 1/
J v remMatokpura Huxe 30%, a y 1ull OXUJI0ro BO3pacTa U 1pu
Haau4uK 3a00JcBaHUI cepaeuyHO-COCYAUCTON CUCTEMBI — TIPH
ypoBHe TemornobuHa MeHee 90 r/n. [nsd yMeHBLUIEHUS aJIo-
WUMMYHHU3AUMU TIPEAINOUTHTENIbHEE MEpPEeNrnBaTh OTMbIThiE 2PH-
TpouUTh. ECiaM nanueHTy peryiaspHO OCYILUECTBISIOTCS TpaHC-
(dy3un 3IpUTPOLUTOB, HEOOXOAUMO MPUHUMATh BO BHHUMaHUE
BO3MOXHOCTE Pa3BUTHUSA IIEPETPY3KU Xkene3oM. Kpome Toro, yse-
JIMYEHUE KOJUYECTBA TMEPEIUTBHIX 103 IPUTPOLUTOB CIOCOD-
CTBYET BO3pPACTaHMUIO YAaCTOTHl MOCTTPaHCHY3MOHHBIX PEaKIIMIA.
B 1O Xe BpeMs IPOAOIKUTEIbHOCTh XKU3HU OOJbHBIX arljlacTU-
YeCKOW aHeMueil, KOTOPBIM IIPOBOISTCS peryisipHble TpaHC-
(y3UM 3PUTPOLINTOB, SJOCTOBEPHO BHIIIE, YeM IPU OTCYTCTBUHU
WIN HEPETryMsIpHONH TeMOTpaHC(Py3MOHHOH Tepanuu. Tpancey-
3uu MpoMOOKOHUeHmpama MoKa3aHel IIPU YPOBHE TPOMOOLIUTOB
Huxe 50x10°/1 1 HanWIKUU NIPU3HAKOB KPOBOTeUeHUS (MelleHa,
reMaTypusi, KpoOBOXapKaHbe) Wi KPOBOMUIJIMSAHHM B XU3HEH-
HO BaXHbIe OpTaHBl K ceT4aTKy rnasa. Cepbe3Hble KPOBOTEYE-
HMSI pa3BUBAIOTCSI JOCTATOUYHO PEIKO, €CIM YMCITO TPOMOOILIUTOB
B nepudepuueckoil kposu npesbimaer 20x10°/1. CrionTaHHbIe
KPOBOTEUEHUS MOTYT HE BO3HUKATh U IPU 3HAUUTEIbHO OoJce
HU3KOM KOJuuYecTBe TpoMboiuToB. OMHAKO TIPU KOJHUYECTBE
tpomMbonuToB MeHee 10X10°/1 HeoGXxomuMBbI NpodurakTUye-
ckne TpaHcdy3uu TpoMOoKoHIeHTpaTa. COIyTCTBYIOILME WH-
(beKIIUOHHBIE OCIOXHEHMUS, KPOBOTEYEHUSI, a TAKKE HEKOTOPHIE
JleKapCcTBeHHbBIE Tipenaparthl (amdoTepullnH B, aHTUOMOTUKM)
MOTYT B 3HAYUTEJIBbHOM CTETIEHU yMEHBIIATh NPUPOCT TPOMOO-
LIUTOB M HApyIIaTh UX (pyHKIHIO. YacToTa U BLIPAaXEHHOCTH al-
JIONMMYHU3ALUH, COIMPOBOXIAIOIIEIHCS pa3BUTUEM pedpak-
TEPHOCTU K IIOBTOPHBIM IepelvMBaHHUSM TPpOMOOKOHHLEHTpPATA,
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Tnasa Vill.

ANDNACTUYECKAAd AHEMUA

HapacTaloT NpH MHOTOKpaTHBIX TpaHcy3mgx. s CHUXKeHUS
AJUIOUMMYHU3aLUU U pedpakTepHOCTH K JOHOPCKUM TPOMOO-
IUTAM MPUMEHSIOTCS JEHKOLUUTAPHbIE (PUILTPHI, a TAKXKe 1101 -
00p noHOpOB Mo cucteme HLA.

HecmoTtps Ha rpaHynoLUTONEHUIO, NIEPENMBAHUS TPAHYIOLM-
TAapHOM MAacCChI TIPY aILUTACTUUYECKON aHeMIM He IT0Ka3aHbl. DTo 00-
YCIOBJIEHO KaK He3((heKTUBHOCTBIO MaHHOI IpoLedyphl (11ocie
TpaHchy3uM TPaHYJIOUMTHl HAXOMSATCS B IUPKYJISALAU He Bojee 6
9acoB), TaK U BBICOKOW BEPOSITHOCTHIO PA3BUTHUS TAXKEJIbIX ITOCT-
TpaHC(Y3UOHHBIX OCJTIOXHEHMH (B TOM yucie (heGpUabHOR JINXO-
pagKM) M aJNIOCEHCUOWIN3ALINH

— npoghurakmuky u aeveHue UHGEeKYUOHHbIX ocroxcHerull. B Lie-
14X TpOUIaKTHKY MHGPEKITUY MaUUeHThI JOJLKHBI OBITh Pa3Me-
IIEHBI B TOMEIIEHUsIX (0OKCax) UMEIOIINX CUCTEMbl OYUCTKU BO3-
IyXa U BOMABI, OrPAaHAUYUBACTCS UX MOCEHICHUE POACTBEHHUKAMMU;
IUIS1 IMTAHUST UCTIONB3YIOTCS abakTepuanbHbIe U HU3KOOAKTEpH-
ATbHBIE AMETHI, TIUIA TMOJABEPraeTcs JOMOJIHUTEILHON TepMHuUe-
CKO#1 00paboTKe; B LIEISIX YaCTMYHOW NeKOHTAMUHALWU KHUIIEY-
HMKa TIPUMEHSIIOTCSI He abcopbupyeMble aHTHOHOTHUKU. PHCK
Pa3BUTUS UH(MDEKIIMOHHbBIX OCIOXKHEHUI ITPU aruiacTUIeCcKoii aHe-
MHH KOPPEIUPYET C YPOBHEM I'PAHYJIOIUTOB U TTPOIOLKUTEIBHOC-
ThIO HEUTPOTIEHUHU. B CBA3M ¢ 3TUM BBLIE/ISIIOT TPYIIIBI TIAIIMEHTOB
C BBICOKUM (rpanynoluThl MeHee 0,2X10°/11), yMepeHHBIM (TpaHy-
gouuthl ot 0,2%10°/1 10 0,5%10°/1) 1 HU3KUM (TPaHYIOIUTHI 0O-
nee (0,5%10%/1) puckom.

BonbHBIE ¢ HU3KAM PUCKOM BO3HWUKHOBCHWS MHMEKIIUOH-
HBIX OCJOXHEHUI He HYXHAIOTCSA B CIIELMAaTbHOM pEeXUME U Te-
panuu. [1p¥ yMepeHHOM M BBICOKOM pHCKe MHOMEKLMUHN Nalu-
€HTHI JO/KHBI MEPEBOIUTLCA B ACENTHYECKUE TalaThl, Tle UM
MIPOBOAUTCS 00paboTKa KOXH M MOJOCTU pTa Ie3UHPUIHPYIO-
LIUMH pacTBOpaMM, NeKOHTAMUHALIMS KHIIeUYHUKA (HeadcopOu-
pyeMble aHTUOUOTUKHY U IIPOTUBOTrpUOKOBBIE IIpeTIapaThl per 0S).
[TpoayKThl AOJKHBI TOABEPTaThCS TEPMUUECKOM 00paGoTKe, BCe
TIapeHTepalbHbIE IpenapaThl BBOASTCS BHYTpUBEHHO. [1pu BO3-
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101 IlleBuerko, A.A. Hosuk, B.51. MeabHudenko
AHEMMHU

HUKHOBEHHUHN JUXOPAAKU y OOJBHOTO arniacTUUEeCKOi aHeMmueil
U arpa’yjouuTo3oM (rpaHynouutoB MeHee 0,5%10°/1) nokasan
SKCTPEHHBIN MOMCK o4yara MHGEKIUU U BepUdUKALUSI UHPEK-
HHOHHOro areHrta. IlpoBoauTces TuiateabHOE (hPU3UKATBLHOE UC-
cJiemoBaHMe (B TOM YHUC/Ie MCCaeA0BaHUE TPSIMON KUIIKW), peHT-
reHorpadust TPYIHOM KJIETKM U TIPUAATOYHBIX OKOJOHOCOBBIX
ra3yx, noceB OMOJOTUYECKUX Cpell (KPOBU, MOUU, Kajla, MOKPO-
Thl) C onpeneaeHueM MUKPOdIOpb! M1 4YBCTBUTEIILHOCTU K aHTH-
GaxkTepuanbHON Tepanvu.

Heo6xonuMo TTogyepKHyTh, YTO TUITMUHbIE KTUHUYECKUE MTPU-
3HaK¥ [HOWHO-BOCHAIUTEIbHBIX W3MEHEHUI B oOdYare JIOKaJu-
30BaHHON WH(MpEKIUN y OOJBHBIX C arpaHyJOUMTO30M MOTYT OT-
cyrcTBoBaTh. llogBneHue (eOpWILHOW HEUTPONEHUU SBISICTCS
MOKa3aHWeM K IIPOBEAEHUIO SMIIUPUYECKON aHTUOAKTEPHUAIbHON
TEpanuy npenapaTaMu WHAPOKoro crexkrpa. CTaHaapTHOM sIBsIET-
¢sl KOMOMHALIMS aMMHOLJIMKO3UAOB U LedanocnopuHoB [11—IV mo-
KOJIEHUSI WJI MOHOTepanus KapbaneHeMaMu (THEHAM, MEPOHEM),
Ilpu nogeneHuMH rpuOKOBOl MH(PEKIIUM (Yallle BCEro BbI3BAHHOM
rpubamu poaoB Candida u Aspergillus) HasHaualTCs MPOTUBO-
rpuOKoBbIe ITpemnaparsl (amdpoTepuuH B, BOprKoHa304, Kacmo-
(byHTHH).

U3 dpyeux memodoe aewenus GONBHBIX AIUIACTUUECKON aHEMUAEH
cleayeT OTMETUTH TIpUMeHeHue Koronuecmumyaupyouux (KCD)
¢dakTOPOB (rpaHyIOLUTAPHLIA, TPAHYIOLUTAPHO-MaKpodaraib-
HbIi1), KOTOpble MOT'YT Ha3HAyaThCst AJs1 YCKOPEHUs] BOCCTAHOB-
JIEHUSI HERTPOM033a y MalMeHTOB C YPOBHEM HEHTPODUIOB Me-
Hee 0,5%10°/1 ripy mpoBeNeHUN UMMYHOCYTIPECCUBHOMN Tepanuu
WV aJJIOFeHHONW MUEJIOTPAaHCILIAHTAILMU; aHAPOreHHBIX CTEPO-
MI0B (TeCTOCTEPOH, OKCUMETAJIOH, 1aHAa30), OMHAKO BBUIY CBO-
et HU3KoH 3(pPEKTUBHOCTH NTPUMEHSIOTCS PEAKO M KaK MpaBU-
JIO B COYETAHWU ¢ MMMYHOCYIIPECCHUBHOM Tepanueil U B KAUeCTBE
Tepanuu 2-i JMHUHK. [eMaTONOrHUYECKUN OTBET MOXET OBITh I10-
JydeH y 35—60% mauuyeHToOB yepe3 6 Mec. NPUMEHEHUS aHaApOre-
HOB.
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Tnasa VIIL.
ATTNACTUYECKAA AHEMUA

Ouenxa 3¢hghexmuenocmu aevenus u npoznos

— noanaa pemuccusi; remornodoun 6onee 100 r/m, HelTpodrIbI
oonee 1,0x10%/1, rpomGouutsl 6onee 100 10°/1; GosibHbIE HE HYX-
JAI0TCS1 B TEMOTPaHCGhY3USIX.

— yacmu4nas pemuccus. remornoduH 6osee 80 r/m, HeHTPODUIBI
oonee 0,5x10%/n, poMGouuTh 60s1ee 20X 10°/1; GONBHBIE HE HYX-
JIA10TCsl B reMOTpaHChy3USIX.

— KAUHUKO-2eMAaMOA02UMEeCKOe YayYuieHue. YiydllieHue reMaro-
JIOTMYECKUX TTOKa3aTelell U yMEHbIUIEHME TTOTPEOHOCTH B 3aMECTH-
TeJIbHOW TeMOTpaHCPY3NOHHOMN Tepanmuu Gosiee yeM Ha 2 Mecsilia.

— omcymcemeue 3¢hpexma: OTCYTCTBUE YIYULIEHUS] TeMaTOJIOTH-
YECKUX MoKa3zaTeneil U cCoOXpaHeHHE 3aBUCUMOCTH OT T'eMOTpaHC-
¢Gy3UOHHO Tepanuu.

HawnGosiee BaXXHbIM TTPOTHOCTUYECKUM (HAKTOPOM MPH aIUIACTHU-
yeckoil aHeMUM SIBJISICTCSI CTEMNeHb €€ TSKECTU. YCTAHOBJIEHO, YTO
MALUMEHTHI C alIaCTUYECKON AHEMUEH TSXKENOW U OYEHD TSDKEION
CTENeHM UMeloT Oosiee HEOAroNpusATHBIA TTPOTHO3. Takxke Hebna-
TOTIPUSITHBIM MPOTHOCTUYECKMM (haKTOPOM SBISIETCSI OTCYTCTBHE
a¢¢exkTa Ha CTAHAAPTHYIO UMMYHOCYIIPECCUBHYIO TEPAIIUIO B Te-
yeHre 3 MecsaleB. DTHOROTHUS, BO3PACT OOABHOIO U BLIPAXEHHOCTD
AHEMUUECKOTO CUHAPOMA HE BAUSIOT Ha Ucxon 3aboseBanud. Cyle-
CTBEHHOE BJIMSIHME HA YJIyYllIeHUe MPOrHO3a Y O0JIbHBIX aruiacTHde-
CKOH aHeMHEeH 0Ka3ajlo BHEIPEeHHE COBPEMEHHBIX METONOB JIEUeHHUSI
(asToreHHasi MUENOTPaHCIUIAHTALIMS U MMMYHOCYIIPECCHBHAS TEpa-
Hs).

Bposcoennvie popmor anaacmumeckoit anemuu
[Ipyn Hanu4MU reMaToONOrMYECKUX HapylleHWH, XapaKTepHBIX

U aniacTAYSCKOW aHEMUH, BBISIBJSIIOLINXCS C pPoxXiacHuda, B CO-
YeTaHWM C CEMENHbBIM AHAMHE30M, JUAaTrHOCTHUPYCTCA BPOXIACHHAasA

317



FO.J1. LeBueHkKo, A.A. HoBUK, B.A. MenbHNUYEHKO

AHEMMMM

annacTnyeckas aHemusi. BbigenstoTca Tpy BapuaHTa 3a6onesaHuns:
aHeMunsi PaHKOHW, BPOXAEHHbIA ANCKepaTo3, cMHApoM LLiBaxma-
Ha — [aimoHja.

AHemuss PaHKOHW. BnepBble onucaHa LWIBENLAPCKUM Mean-
atpom G. Fanconi, B nepBoii 4yeTBepTn XX BeKa MOf Ha3BaHMEM
«haMnibHaa NepHULMO3HONOA0OHAA aHeMUs». ITO BPOXKAEHHOE
3a60neBaHMe 6bIN0 BbISBMEHO Y Tpex 6paTbeB, XapaKTepr30BasioCh
naHuMTONeHWEN NepupepmnyecKori KpoBu, rmnonnasnein KoCcTHo-
ro Mo3ra, MHOXECTBEHHbIMU BPOXAEHHbIMU aHOMauAMKU (Mo-
POKM pasBUTUA PYK, NOYEK, HapyLUEHUA MUTMEeHTaLUMN) Uy BCeX
nauneHToB 3aBEPLLINNIOCH NIeTa/lbHbIM MCX0LOM. AHemusa PaHKo-
HW 0ObIYHO AMarHoCTUpyeTca Yy AeTein B BospacTe 5—12 neT, ogHa-
KO MOXET MaHU(eCTUPOBaTb MPaKTUYECKM C MOMEHTa POXKAEHUS,
a B pefKmx cnyyasx obHapy>xmsaetcs y nvy, ctape 30 neT. Bbi-
LenstoT ABa OCHOBHbIX TUNa 3a6oseBaHuns. Mepsblid TUN (Knaccu-
YeCKWii TUN PaHKOHW) XapakTepusyeTcs Hamumem rpybbix nopo-
KOB pa3BUTUS CKefieTa U BHYTPEHHUX OpraHoB (aHOMa/IM MOYEK,
MOYETOYHMKOB, MOMOBbLIX OPraHoOB, NMOPOKM cepAua). BTopoit Tun
NPOABNAETCA Ma/IbIMX aHOMAIMAMWN Pa3BUTUSA CKefleTa, y4vacTka-
MU TUMEPNUTMEHTaLUN KOXW, 3a[lePXKKO pocTa 60/bHbIX (pUcy-
HOK 8.5) .

Puc. 8.5. M'MnepnurmeHTaLms KOXXU CTOMN, aHOMa/IUM Pa3BUT WA KOCTHOM CUCTeMbl
(aHeMusa PaHKOHM).
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[masa VIIIL.

ATNMTNACTUYECKASA AHEMMWA

OcHOBHOE 3HayeHWe B TaTOreHe3e MMEIOT MHOXECTBEHHBIE
XpPOMOCOMHBIE abeppaluu, NO3TOMY Y OOJbHBIX 3TUM BUAOM aHe-
MUM PE3KO MOBBINIEH PUCK PA3BUTUSI OHKOreMaTONOIMUECKUX 3a-
00JieBaHUI U CONMUIHBIX OIYXOJeii.

B aHa/1M3€e KpOBHU BBISIBJISIIOTCS] aHEMUS (HOpMOLIUTapHasi, pexe
MakpouuTapHas), JeWKo- U HEHTponeHusi, TpOMOOLMTOIEHHS,
PETUKYJIOLUTONEHNS. Ha MOMEHT TMAarHOCTHUKMU 3a00JieBaHUS KO-
JUYECTBO MUEJIOKAPUOLIMTOB B MHUeEJlorpaMMe OOBIYHO HOpMallb-
HOE (3a CYET YBEJMYEHUs CONEPXKaHWS KIETOK IPUTPOUTHOTO
psana), MOBBILLIEHO YMCIO Ty4HBIX KiaeToK. Ilo mepe mporpeccu-
poBaHHMs HapacTaeT TUNOILIA3Usl KPpOBeTBOpeHUs. TUIIMUHO 3HAa-
YUTEJIbHOE YBEJIMUEHUE reMonToOuHaA F. Y nonoBUHBI 60TBHBIX B
MOUYE OTMEYAETCsl MOBLIIIEHUE YPOBHS aMHUHOKMCIOT, OCOOEHHO
[IPOJINHA.

KiluHHMYeCKUEe TMPOSIBASHMST XapaKTepPHU3YIOTCSl TeMopparuye-
CKMM CHHAPOMOM W pPEUUIUBUPYIOLIMMH WHMEKIMIMU, TPHU-
4eM BBIPAXEHHOCTb 3TUX OCJIOXKHEHUN KOPPEIUPYET CO CTENMEHbIO
TPOMOOLIMTONIEHNN U HEUTPOTIEHUU. TTpOTHO3 3aBMCHUT OT THIIA 3a-
OosieBaHMA (3HAUUTEJIBHO XYK€ ITPU KJIACCUIECKOM TUIIE).

s neyeHus: UCMOAb3YIOTCSI aH/IPOTeHbl U TMIOKOKOPTHKOCTE-
POUbL, TIPU TSKENOU allJIACTUYECKON aHEMHUW — TPAaHCIUIAHTALINAS
AJIOTEHHBIX TeMOMOITUUECKUX KJIETOK M MMMYHOCYIIPECCHUBHAs
Tepanusi. PesynbraThl JeueHUs aHATOrMYHBI TAKOBBIM IIPU TPHOO-
PETEHHOM anaacTUYeCKOU aHEMUH.

Bpoxnaennsiii auckeparo3. CUHADPOM yvallie BBIABISCTCS Y JIMIL
MYXCKOTO T10J1a, XapaKTepU3yeTCsl PEeTUKYJIMHOBOW T'UITEPITUT-
MeHTaluel, TUCTpodHreil HOTTEBHIX IIACTUHOK U JEUKOIJIAKH-
el (pucyHoK 8.6). XapakTepHbl BPOXICHHBIE aHOMAIMU CKeJieTa
Y APYTUX OPraHOB U CHCTEM, KaK Nipy aHeMuu PaHKoHU. Y T10J10-
BUHBI MALMEHTOB pa3BUBAETCd arjiacThuyeckast aHemusi. OCHOB-
Hble KJIMHUYECKHE TPOSIBJIeHUSI OOBIYHO XapaKTEepU3YIOTCS Te-
MOpparu4ecKuM CHHAPOMOM IO METEXUATbHO-IATHUCTOMY THITY,
KOTOPBIM pa3BUBaeTcsl yXe B paHHEM HEOHATaJbHOM Iepuoe U
00ycioBJIeH Ty6oKOH TPOMOOUUTONEHUEH, BCIEACTBUE PE3KOTO
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HO.J1. LLeBueHko, A.A. HoBuk, B.A. MenbHNYeHKO

AHEMMUM

Puc. 8.6. AncTpoursa HOrresbixX NIacTMHOK (BPOXKAEHHbIN AMCKepaTOo3).

CHVDKEHUA WX NOMHOTO OTCYTCTBUS MerakapuoumToB B KOCTHOM
mo3re.

JleyeHne paspaboTaHo Nnoxo. O6bIYHO UCMOMb3YHOTCA [HOKO-
KOPTUKOCTEPOULbl B BUAE MOHOTEPaNUM UAN B KOMOMHALMK C aH-
[poreHamu, OfHaKo MOJy4YnTb PEMUCCUIO YAeTcsa pefKko. 3Haue-
HVe anIoreHHOM M1enoTpaHcniaH raHun He YCTaHOB/IEHO.

CuHgpom LliBaxmaHa — [favimoHga. KpaliHe pefkoe 3aboneBa-
HWe, 419 KOTOPOr0 XapaKTepHbl NaHLUMTONEHWS B NepudepryecKoi
KPOBW W TMMNOMasna KOCTHOro MO3ra B COMETaHUM C Pe3KMMU Ha-
PYLUEHUAMU 3K30KPUHHOW (PYHKLMN NOLXKENYLOUYHOW Kenesbl. Y
50% 60/1bHbIX pa3BMBalOTCA 3a60N1eBaHNA CUCTEMbI KpoBY (y 25%
— annacTtuyeckas aHemus, y 25% — OHKOremaTosiormyeckue 3abo-
neBaHus). Mcnonb3yroTca cTaHAapTHble METOAbl fledeHUs anna-
CTUYECKOM aHeEMUN 1 reMo6/1acTO30B.

MapuuanbHas KpacHOK/eTouHas annasus. lMapumanbHas Kpac-
HOK/IETOYHAsA anfasvs XapakTepusyeTcs M30/IMPOBaHHOM 3puUTpO-
WOHOW Trunonnasven npu KavyeCTBEHHOW M KOMNYECTBEHHOW CO-
XPaHHOCTW ApYrnx pOCTKOB KPOBETBOPEHUS. 3a60sieBaHNE MOXET
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Inasa VIII.

AMMTACTUYECKASA AHEMMUWA

OBITh BPOXKAESHHBIM U TPUOOPETEHHBIM, TIPOTEKATh B OCTPOIT U XpO-
HUUeCKOH bopme.

IIpnobperennas spurpomanas runomaasus. IIpy HaciencTBeH-
HOM MUKPOCOHEPOLMTO3E, CEPIIOBUIHO-KIETOYHOM aHEMUHN U APY-
I'MX XPOHUYECKUX F€MOJIUTUYECKUX aHEMUSIX BOZMOXHO Pa3BUTHE
TaK Has3bIBAEMOTO arjlaCTAYeCKOro Kpu3a, KOTOPBIN XapaKTepH-
3yEeTCsl PE3KMM CHUXEHWEM YPOBHS IeMOTN100MHA, MCYE3HOBEHH -
€M PETUKYJIOUMUTOB U3 NEpUGEePUIECKON KPOBU U KIIETOK-ITpEALIe-
CTBEHHUII 3PUTPOUIHOTO psijia U3 KOCTHOIO MO3ra.

ATUTaCTHUECKMII KpW3 yaiile BOSHUKAET y AeTell 1 —4 jieT 1 9acTo
acCoLMUpyeTcst ¢ MHGEKITUSAMHU, OCOOCHHO YacTo — C MapBOBUPY-
coM B19. Kpu3, kak npaBWIO, IMOJTHOCTBIO KYITUPYETCS CAMOCTOS -
TENBHO B TeYeHue 3—4 Hemelb ¢ MOJHBIM BOCCTAHOBJIEHHEM TEMO-
11033a.

Y B3pocCiBIX HapyuleHUs] 3pUTPOIO33a MOrYT HaAOGII0NaTh-
C4 TIPYM BUPYCHOM remnaTuTe, psiie Apyrux MH(pEKIIMOHHBIX 3a00-
JIEBaHUH, T10CJI€ TIPUMEHEHUSI HEKOTOPHIX JIEKAPCTBEHHBIX TIpe-
1aparoB (HECTEPOMUIIHbIC MPOTUBOBOCTIAIMTENBHLIE TIPETIAPaThi,
peHobapOuTANT, KOIXULIMH, TFeMapviH, a3aTUOIPHH, M30HMA3MIA,
cynbanunaMuae! M 1p.). B nopasnsitowieM OONBIIMHCTBE Clyda-
€B IIpeKpalleHUe TIPUeEMa MiperapaTa IPUBOJIUT K IIOJTHOMY BOCCTA-
HOBJICHUIO SPUTPONO33a.

XpoHuueckas rnapuyaibHasg KpacCHOKJIETOYHAS aIlla3us pa3sBU-
BAETCA MPEUMYILECTBCHHO Y B3pOCHbIX. DTa hopMa 3adoIeBaHMSA
BCTpeyaeTcs KpaliHe peAxo. XpoHuveckasi mapiyaibHas KpacHo-
KJIeTOYHas arnasusi B 3—4 pa3sa uyallie pa3BHUBACTCS Y XEHIIHUH B
Boapacte 50—70 neT, accouMupyercs ¢ MHOXKECTBEHHBIMU MMMYH-
HBIMHU HapyIleHUSIMU, InMbonponndepaTuBHLIMU 1 IPYTHMHA OH-
KOJIOTUYECKUMH 3a0071€BaHUSIMU.

AHeMust 00bIMHO HOPMOIIUTAPHAS WM YMEPEHHO MaKpPOLIUTap-
Hasl, KOTUYECTBO PETUKYIOUUTOB CHIDKEHO. B pemkux ciyyasix ot-
MeYaeTcsl yMepeHHast JeHKOorieHus1 U TpoMbouuToneHus. KocTHEIM
MO3T KJIETOYHBIN, 0€3 NPpU3HAKOB HAPYIIEHHS TPAaHYJI0- U TPOMOO-
MATOI0334.
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KO.J1. lllepuenko, A.A. Hosuk, B.3l. Meabhpnuetko
AHEMURN

Jleuenye Jo/KHO OBITH HANPABJIEHO HAa TOUCK M YCTpaHeHHe
BO3MOXKHOTO 3THONIOTHYECKOTO (hakTOpa, BKIIOYas IEKAPCTBEHHBIC
rpernapaTsl M COMYTCTBYIOINIKEe HOBOOOpa3oBaHusi. B cBsi3u ¢ nipu-
3HaKaMU UMMYHHOK TUCHYHKUMH, CTAaHAAPTHBIMU METOIAMU Jie-
YEHUSI SBIISIIOTCS TIIIOKOKOPTUKOCTEPON bl 1 UMMYHOCYIIPECCAHTh
(mmrocratuxu, ATT), pexe MCToNb3yeTcs CTNIEHIKTOMUS.

B cpexHeM 1nojioBMHA MalMEHTOB OTBEYAET HAa MOHOTEpa-
[MHI0 TIPEIHU3O0IOHOM, elte y 25% addeKTnBHa ero KOMOMHAIIUS
¢ LIUTOCTATUKAMH. MOIYT MCHOJb30BaThCs TAKXE LIMKIOCIIOPUH
1 BHYTPMBEHHOE BBENCHUE MMMYHOINIOOYIMHA. Y 25—30% Gosb-
HbIX OTMEUAIOTCS PELMANBEL, pEXe — NepBUYHas pedpaKkTepHOCTD
K JieyeHu)o. JleTaqbHbIle MCXOMbl BCTPEYalOTCs HEYacTo U CBs3a-
HBI O0BIYHO JIK0O0 ¢ TSXKeJIBIMY CONYTCTRYIOUIMMU 3a00JI€BAHUSIMU,
1160 ¢ UHGOECKIIMOHHBIMU OCIOKHEHUSIMU, KOTOPbIE PA3BUBAIOTCS
Ha (oHe LIUTOCTATUYECKOUN Tepanuu.

BpoxaeHHasi 3puTpouaHas runomnazusa (cuuapom /laiimonna —
Baskdgana). Briepsbie onucana Jaiimonnom u biakdanom B 1938
rogy. 3aboJieBaHUE XapaKTepU3yeTCs MEIEHHO TPOTPEecCUpYIo-
1ieil aHeMuei cpenHen U TSKeNIoM cTeneHn, KoTopast MaHUpecTH -
PYET yXe B paHHEM JETCKOM BO3pacTe, XapakKTepu3yeTcs abcooT-
HOM PeTUKYIOIUTONCHUEH 1 MTPAKTUYECKU TIOJIHBIM OTCYTCTBMEM
KJIETOK 3PUTPOUIHOIO Psiia B KOCTHOM MO3[€ TIPU COXPaHHOCTH
TPaHyAOUMTAPHOIO U MEraKapMoOLIMTAPHOTO POCTKOB.

IlaToreHes 3abojeBaHMs U3y4YeH HeaocTaTouHo. Haubonee Be-
POSITHO, YTO BCIEACTBHE I€HETUYECKH JAETEPMHUHUPOBAHHON MM-
MYHHOI 1UCGhYHKIIMH MPOUCXOIUT TOPMOXeHHE TTposinudepanmu u
I depeHIIPOBKH IPUTPOUAHBIX NTPEANIeCTRCHHHKOB ayTopeaK-
TUBHBIMU JUMQOLMTAMH; HEeJb3s UCKIIOUUTh U BPOXICHHBIA He-
(heKT CTBOIOBBIX KPOBETBOPHBIX KIIETOK.

BenyimM cHMIOTOMOM SIBJISICTCS aHEMMS, KOTOpAsi BBISIBJISIET-
cs yXKe B TeueHMe 1epBoro romaa Xu3Hu. Y 40% OoIBHBIX MMeeT-
Cs renaTo- WM CIUIEHOMETaNusl. XapaKTepHa 3alepXKa pocTa U
ITOJIOBOTO CO3peBaHMsi, MOTYT HaOMIOOAThCH OCTEONMOPO3 U MOP-
TajlbHas runepredsus. [Ipu 1aboparopHoOM McCAenOBAHHU OObIY-
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HO HabMI0IaeTCsl HOPMOLIMTapHasl, HOPMOXPOMHasl aHeMUST TSLKe-
JIOW cTeneHu, petukyiaouuToneHust. KonnuecTBo JeHKOLMTOB U
TPOMOOIIMTOB, KaK IMPaBUIO, B Mpeae/iaXx HOpMbl. B KOCTHOM Mo3re
BBISIBJISIETCS] PE3KOe CY:KeHHE IPHUTPOUIHOrO pocta. 3aboeBaHue
OOBIYHO XapaKTepH3yeTcs MPOrpecCUpyIONIUM TeYECHUEM, OJHAKO
y 25% 60oabHBIX HaOMONAOTCS CTIOHTAHHBIE PEMUCCUU IPOIOIKH -
TeJBHOCTBIO oT 1 710 10—15 ner.

B neuennu Hanbosee YacTO MCMOJb3YETCS MOHOTEPAITUS TIPe-
HU30JIOHOM, KOTOpasi oka3biBaeT 3dekT 60jee YeM Y IMOJIOBUHEI
NalMeHToB, a B 25% ciiydaeB NPUBOAUT K JJIMTEJIbHBIM PEMHUCCH -
siM. [Ipu oTcyreTBuM 2 deKra 1 pu pasBUTUH CUMIITTOMOB TUIIep-
CIUIEHU3Ma MOXeT ObITh 3¢ deKTUBHA CIUIeHIKTOMUs. [lpu mpo-
rpeccupylolleM TedeHun 1 Hanuauu HLA-coBMecTuMoOro goHopa
MOKAa3aHa A/NIOTeHHAsA MUENOTPaHCILIAHTALINS.

Peszrome

l. ArutactTuyeckue aHEMHWHM — TPYIIAa reMaTOJOTHUeCKUX 3a0071e-
BaHUM, O0LIUM MOPQOJOTHYCCKUAM NTPHU3HAKOM KOTOPLIX SIBJIsi-
€TCSl NAHUUTONEHUS B nepudepruyeckor KpOBU U ariazus Wid
Ty0oKas TUTIOTUIA3US MUSIOUIHONM TKaHU.

2. JlnarHocTHKa:

— aHeMUWYECKUH, reMopparndeckuii CUHAPOM, HH(PEKUINOHHBIC
OCJIOXHEHUSI TIPU OTCYTCTBUM YBEJTMYECHUS TMMGATYECKUX Y3JI0B
W CENE3CHKU,;

— aHaJIU3 nepudepuuecKoi KpOBM — MAHLUTONEHUS U PETUKY-
JIOUMUTOIIEHUS;

— MHUENIOTpAMMa — CHMXEHHE KOJIMYEeCTBa MHUETOKapUOLIUTOB,
CYXEHUE BCEX POCTKOB IeMOII033a;

— TpenaHOOUOIICUS — CHIDKEHHE KICTOYHOCTH ITPU HATUYHA
MeHee 30% KpOBETBOPHBIX KJIETOK.
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10.11. LleBuenko, A.A. Hosyik, B.Sl. MenbHU4eHKO

AHEMMHA

3. TIpUHLIUIEI JICYCHUS:

— TpPAHCIUIAHTALMS aJUIOTEeHHBIX CTBOJIOBBIX KPOBETBOPHBIX
KJIETOK;

— UMMYHOCYIIpEeCCHBHas Tepalus (AHTUTUMOLIMTAPHBIH [J100Y-
JIUH, IIUKJIOCTIOPHH A);

— BCIIOMOTaTejbHble MeTOAbl (T€MOKOMIIOHEHTHAs Teparusi,
rnpodUIaKTUKA U JiedeHUEe UHPEKIWOHHBIX OCTIOXHEHUIA ).
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Inasa IX.

OCTPAA NMOCTTEMOPPATUYECKAS AHEMHUA

I'masa 1X.

Ocmpas
nocmeemoppazuyeckKas
AHeMUS

Octpas nocrreMoppardyeckasl aHeMMsl pa3BUBaeTCs IPH ObI-
CTpOH MOTEPE 3HAYUTEBHOIO KOJIMYECTBA KPOBHU B pe3yIbrare Ha-
PYXHOTO WIH BHYTPEHHEro KPOBOTEUEHUS M MOXET BO3HHMKHYTH
npyu OONbLIIOM KoJu4yecTBe 3aboneBaHUU. [lpu TIOBTOPHEIX He-
3HAYUTENBHBIX KPOBOTEYCHUSIX AHEMMUSI TTOSIBJISIETCA TOJBKO I1O-
CJie UCTOIIIEHUS 3a1acoB DHIOTEHHOTOo Xefe3a (cM. pasmen «XKeme-
300eDUIIMTHBIE aHEMUM»). BRIpaxeHHass KpoOBOMOTEPs B TeUEHUE
KOPOTKOT'0 MMPOMEXYTKA BPEMEHU NMPHUBOAUT K PA3BUTHUIO aHEMHH,
HECMOTPS Ha JOCTATOYHOE KOJIMYESCTBO XKeJIe3a B OpraHusme.

Ilamocenes

KpoBornoTrepsi NpUBOAMUT K BKJIIOYEHUIO (DU3NONIOTUYECKUX Me-
XaHW3MOB, KOTOpBIE HAIlpaBJieHbl Ha BOCCTAHOBJEHUE OObeMa
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}O.J1. Lliesuenko, A.A. Hosuk, B.fl. MenbHuuenko

AHEMMNMHA

LHUPKYIUPYIOLIEH KPOBY U BKITIOUAIOT CTIa3M MepudepuyecKux co-
CYIOB U ayTOTEMOIMIOLNIO, 00YCIOBIEHHYIO MTOCTYIIJIEHUEM BHY-
TPUKJIETOYHOU XKMAKOCTH B MHTEPCTULIMM, a 3aTEM B COCYIWCTOE
pycio. B pesynbrate 00beM LIMPKYIMPYIOIIEH TUIa3Mbl TTOCTIE He-
3HAYUTEIIBHON KPOBOIIOTEPM BOCCTAHABANBAETCS 4epe3 1—2 CyToK.
IIpu norepe 601ce 30% o6beMa KPOBU MOCTYILICHUE UHTEPCTULIU -
AJTBHOM XMAKOCTH HE MOXET ITOJTHOCTBIO KOMIIEHCHPOBAaTh 00bEM
LHUPKYIUPYIOIIEH TITa3MBbl,

Ilocie BoccTaHOBIEHUS 0ObeMa IIa3MBl B pe3YyNbTaTe CBSI-
3aHHOTO C KPOBOIIOTEPEil YMEHBIIEHUS YPOBHS 2PUTPOLIMTOBR U
TeMOTI00MHa pa3BUBACTCSI aHEMUSI. DTO IPHUBOIMT K IIOBBIIIIE-
HUIO CEKpPElNN 3PUTPOIIOITHHA, CTUMYJIHPYIONIEro mpoaudepa-
LIMI0 3PUTPOUIHEIX KIETOK-TIPEAIIeCTBEHHUH B KOCTHOM MO3re.
Ivnepruasug spuTPOUIHOrO POCTKA MO JAHHBIM MUEIOrPAMMBI
oTMevaeTcs yepe3 3—5 mHel rocjae KpoBoTedeHus. I1poayKius
3PUTPOLMTOB IPHU OCTPOIN MOCTTEMOPPAruvecKol aHEMUU MO-
KET YBEIUYMBATHCs He Oosiee yeM B 3 pasa (MpyU XPpOHUUYECKOH
reMOJIMTHYECKON aHeMUU — B 5—6 pa3). DTo 00YCIOBIEHO TeM,
YTO TIPU MOOMJIM3ALHS XKeae3a, HEOOXOMMMOro I 3PUTPOII03-
3a, IIpU TeMOJIMTUYECKUX AaHEMUSIX TIPOUCXOIUT U3 PA3PYIICHHBIX
IPUTPOIIMTOB, A IIPU MOCTTeMOPPAruuyeCKoil aHEMUU - U3 MEHEe
IOCTYIIHOTO Iyja XKeJjie3a 3anacoB ((eppUTHHA U TeMOCUIEpU-
Ha).

Kaunuueckan xkapmuna

BeipakeHHOCTb KITMHUYECKOM CUMNTOMATUKU TIPU OCTPOH Te-
MOpparu4ecKoil aHeMHUM 3aBUCHT IPEXIE BCEro OT CKOPOCTH U
00beMa KPOBOTeUeHUsA. MeHblliee 3HaUeHUE UMEIOT Apyrue hax-
TOpHI (HaIMYMeE U XapaKTep COIMYTCTBYIOLIMX 3a00JIeBaHHM, COCTO-
SIHAE CepIEYHO-COCYIMCTOM CUCTEMBI, BO3PACT, COCTOSIHUE TTHUTA-
HUST U SMOLIMOHATBHBIN CTATyC MALiMeHTa).
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I'nasa 1X.
OCTPAA NOCTIFTEMOPPATHYECKAS AHEMUA

KinHuyeckue nposipjieHUs:, pa3BUBaIoIINECs Y O0JIBHOTO I10CIIE
OIHOKPATHOI'0 HENPOMOIKUTETbHOTO KPOBOTECUEHHS, MOTYT OBITh
pasieneHbl Ha aABe da3bl. Bo Bpems mmepBoil dasbl, MpomosKaw-
nieics 2—3 aHst, npeobaanaloT NpU3HAKYA TMIIOBOJIEMUH; aHEMMUS
OTCYTCTBYET U/JIY BbIpaxeHa He3HAYNTEIbHO. [lociie BOCCTaHOBIIE-
HHE 00beMa KpOBU pa3BUBaeTcsl Bropas (a3a, KOTopasi Xxapakre-
pu3yeTcst aHeMuel M aKTUBHOM pereHeparnvei spurpounTos. [pu
JUTMTENIbHBIX WU PEUMIABUPYIOLIUX KPOBOTEYCHMSIX 3TU (hasbl
BLISIBUTH HE YAAETCS, IMOCKOJBKY MPU3HAKW THIIOBOJEMUN H aHe-
MUK MOI'YT CYIIECTBOBAaTb OMHOBPEMEHHO WJIM YepeIoBaThCs B 3a-
BUCHUMOCTHU OT PUTMAa KPOBOIIOTEPH.

Y GOJBITMHCTBA MOJIOABIX 3MOPOBBIX JIIOACH OBICTpast MoTeps
500—1000 mn xkposu (10—20% oObeMa KpOBU) HE COIIPOBOXKIAET-
€SI BBIpAXXCHHOW CMMIITOMATUKOI. B To ke BpeMs y 5% NallueHToB
(yauie y MIMoXOHAPUKOB, IPU CKJIOHHOCTU K JIEITPECCUN), pa3BUBa-
10TCSl KTMHWUECKUE NPOSBICHUS, BKTIOUaolye o011yio ¢1abocTs,
MOTJIUBOCTh, TOIUIHOTY, TAXWKAPIUIO, CHIXCHHUE apTepUaslbHOTO
NABIEHUSA, CUHKOMAbHBIE COCTOSHUA.

IToreps 1000—1500 mMn kpoBu (20—30% oGbema) y 3MOPOBEIX
MOJIOIBIX JIMII, HAXOASIIUXCS B IMOJOXEHUU JIEXA, TAKKE MOXET
MPOTEKaTh IOYTH OECCUMIITOMHO, OJHAKO HEPEAKO BO3HMKAKT
TOJTOBOKPYXEHUS, CHUKEHUE apTepHaabHOro maBieHus. [lpu He-
3HAYMTENbHOM (DU3UYECKOM Harpy3Ke BO3HUKAET BhIpAKEHHAs Ta-
XHKapaus.

[Ipu kpoBonotepe B KoiauuecTse 1500—2000 Ma (30—-40% o65-
€Ma) y Bcex TMalMeHTOB IOSIBJISIOTCS OIBIIIKA, TOJOBOPYXeHUE,
MOTJMBOCTb, CHWUXEHHE apTepUallbHOTO NaBJIEHMS, CEPACYHOIO
BBIOpOCA Y 1IEHTPaJbHOI0 BEHO3HOIO HaBieHus. [lyabc 4acThli,
Ma&JIOTO HAIOJHEHUsI, 3HAYUTEIBbHO PeXe BO3HUKaeT Gpamukap-
IS,

B pesynerate LieHTpanM3amuMu KpoBOOOpAIIgHUS YMEHBIAeT-
Cs1 KPOBOTOK B TIOYKaX, KOXE, MBINITIAX, XEIyI0YHO-KUIIEYHOM
TpaKkTe, YTO COMPOBOXIAETCS OJIEAHOCTHIO, MOSBACHUEM XOJOMHO-
o JIUIIKOTO MO0Ta, yMEHBLICHUEM IUype3a.
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Brictpas notepst 6onee 2000—2500 M kposu (40—50% obbeMa)
NMPUBOJUT K ITIOKY, KOTOPBIH MOXET CTaTh HEOOpaTHUMBIM U IIPUBE-
CTHU K JieTalbHOMY Ucxony. Ilocne BoccTaHOBAEHUSI HOPMATBHOTO
o0ObeMa LIUPKYIUPYIOIIEH KPOBU B KIIMHUYECKON KapTUHe eabiio-
JaroTCs TIPOSIBJIEHUST aHEMHUECKOTO CMHIPOMA.

Jlabopamopnoie dannsie

HenocpencTBeHHO MOCie KPOBOTEUEHHST TIPOUCXOIUT MPOTIOpP-
LIMOHAJIBHOE YMEHbIlIeHWE 00beMa TIadMbl U 3PUTPOLIMTOB. CHU-
XKEHHE YPOBHS reMOIJIO0WHA M PUTPOLIUTOB PETUCTPUPYETCS TOb-
KO 4yepes 2—3 OHs, Noc/ie HOPMaIU3aluyi WIN YBETUUeHUs o0beMa
LIMPKYJIUPYIOLIeil Ia3Mbl. B cBA3M ¢ nmocTtynieHueM B KpOBb UH-
TEPCTULIMATIBHON XUAKOCTH aHEMUS HOCUT HOPMOXPOMHbBIA HOP-
MOLIMTAPHBII XapaKTep.

Yepes 3—5 mHeit mocjic KpOBOTEYECHUSI PAa3BUBACTCS PETUKYIO-
LIMTO3, KOTOPHI OOYCIOBIEH pereHepalueid 3puTpOLUTOB U 10~
CTUTacT MAKCUMAJIbHOM BBIPAXXEHHOCTH Ha 6-ii—10-ii neHb. Ypo-
BEHb PETUKYJIOLIMTOB KOPPEIHUPYET ¢ 0ObEeMOM KPOBOIIOTEPH, HO
penko mpeBbiaer 100—-150%o0. ApyruMuy Nnpu3HaKaMu pereHepa-
LIH 3PUTPOLIMTOB SIBJISIIOTCS MOJMXPOMA3Usi U MAaKPOLIUTO3 C YBE-
JqmyeHreM MCV. CouetaHue yBennueHHoro MCV U peTUKYIOLM-
TO3a MOXET [IPUBOINTH K OHIMOOUHOMY AUATHO3Y TeMOTUTHUYECKOU
aHEMMHU.

HermocpencTBeHHO NIOCIe KPOBOTEUEHMSI BO3MOXHO YMEPEHHOE
CHUXEHHE KOJIUYeCTBA TPOMOOLIMTOB B CBSI3U C UX TIOTpebIeHU-
€M B IIpoliecce TpoMOOOoOpa3oBaHUs, OMHAKO YXKe Yepe3 HECKOJIb-
KO 4YacOB pa3BHUBAETCS TPOMOOLIMTO3, MHOIIA 3HAUMTEIbHBINA (IO
600—-700x10°/n u Bbilie). MakCUMAaNbHBIN YPOBEHD JIEAKOLIUTOB
perucTpupyercsi uepes 3—5 4acoB nocie KpoBoTedeHust. OGbIYHO
KOJIMYECTBO JIEMKOLMTOB Konebaercs B mpenenax 10—20x10%/n, Ho
MOXeET JTocTUraTh 30—35x%10°%/1.
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Juaenos

KpoBoreuenne nnarHoctupyercs rpexje Ha OCHOBAHUM aHaM-
HE3a U KIIMHUYeCKUX TaHHbIX. CTerneHb aHEMHUU HE SIBJISIETCST [10-
Ka3aTesieM KONMMYECTBA MOTEPSAHHON KPOBU, TaK KakK CHMXKEHUE
YPOBHS TeMOTI00UHA, 3pUTPOLHUTOB U reMaTOKpUTa pa3BUBaIOT-
cs noszgHee. U3 iHCTpyMeHTabHBIX JAHHBIX ITOMOILL MOXET OKa-
3aTh JMIIb OTNpeneieHHe 00beMa HMUPKYJIUPYIOIIMX SPUTPOLIM-
TOB PagUOJOTHYECKUMU MeToAaMu. B 3Tol ¢BA3M mHMarHocTuka
BHYTPEHHEr0 KPOBOTEUEHHUS YACTO CIOXHA M OCHOBBIBAETCS Ha
KOCBEHHBIX MPU3HAKaX (TaXuKapausi, CHUXKEeHHE apTepUabHOTO
JABJIEHHUS U 1p.), KOTOPBbIE MO BO3ZMOXHOCTH [OITOJHSIOTCA HH-
CTPYMEHTAJIBbHBIMU JaHHBIMU ((pUOPOTracTpoCKONUS MpHA KPOBO-
TCYEHUU U3 BEPXHUX OTHENOB XKEAYAOUHO-KUIIEYHOTO TpakTa
T.0.).

Jeuenue

HavajibHBIM 3TarnoM Jie4eHUs] OCTPOi IMOCTIeMOpparudecKoi
AHEMHU SBJISIETCSI OCTAHOBKA KPOBOTCYEHMSI M BOCCTAHOBJICHUE
o0bema 1IMPKYIMpYIoNIeil KpoBU (TIPOTHBOILOKOBbIE MEPOIPUSI-
THS). B COOTBETCTBUM C COBpEMEHHBIMUY BO33PEHUSIMM TMTOKA3AHUS
K TPaHC(Y3UU LIEIbHOI KPOBH IIPU OCTPOM KPOBOTEYEHUHM ITPaK-
TAYECKN OTCYTCTBYIOT (OHA HCTIONB3YETCSl TONBKO IIPU IIPOJON-
KakoUIeMcsl KPOBOTEUEHUHN CO 3HAYMTENIBHOI KpPOBOITOTEpPEH MpH
OTCYTCTBUM 3PUTPOIIUTCOACPKAIIUX KOMIIOHEHTOB KpPOBH). ITO
00YCJIOBJICHO MOBBIIIEHHLIM PUCKOM TNIOCTTPaHCHY3UOHHBIX peak-
UM 1 AJJTOMMMYHU3ALIUMH,

OcnoBa UHQY3MOHHO-TPAHCPY3UOHHOM Tepanuy Npu OCTPOi
KPOBOIIOTEPE —KpPOBE3aMeHUTENH (KPUCTAJUIONIHbBIE U KOJIJIOWI-
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AHEMMHAN

HbIE PacTBOPHI), KOTOPBIE MOKA3aHBI MPU YMEHBUIEHUHA 0ObeMa
LUPKYIUPYIOUIEH KpoBH Oosee ueM Ha 20—25%.

TpaHchy3umn 3pUTPOLUTAPHOM MacChl HEOOXOIUMMbBI OOJBHBIM,
y KOTOPBIX HMEIOTCSI KTMHAYECKHUE TPU3HAKY MMITOKCHUM (OOBIIIIKA,
TaxuKapaus, HEYCTOMYHUBOCTh T€MOAUHAMHUKH, Y TTOXKWIBIX MalM-
€HTOB — IIpU IIPUCTYIIaX CTEHOKAPAMH, TPAH3UTOPHBIX MIIEMUYE-
CKMX aTaKax) U ypOBeHb reMorioouHa Huxe 70 r/i.

[1pu IIaHNPOBAHUU XUPYPTTYECKUX BMEIIATETECTB HEOOXOIMMO
VUUTBIBATh, YTO MOC/EONEPAllMOHHAS JETATBbHOCTh HE OTIMYAETCS
OT CpeIHECTaTUCTUUECKOM MPpHU YPOBHE reMorioouHa soire 80—100
/71, a mpu 0oJiee [TyOOKOH aHeMNH 3HAYUTENBHO Bo3pacTaeT. B atoit
CBSI3H B HACTOSIIIIEe BpeMsI peKOMEHIOBAHO ITPOBEIeHHE Ipeaorepa-
IIMOHHO MOATOTOBKY IIPU YPOBHE TeMOITI00MHA He Hitke 80 r/11.

BonbHbBIE OCTPO¥ MTOCTreMOpParnYeCcKOr aHeMUENH B OOJTBIIIMH-
CTBE CJIy4aeB He HYKIAI0TCS B CIICHUATBHOM JIeYeHHU Y TeMaToJO-
ra. [Ipn agekBaTHBIX 3amacax Xejie3a B OpraHmM3Me KOCTHBIA MO3T
CMOCOOEH KOMIIEHCUPOBATH CaMOCTOSATEIbHO KOMITEHCHPOBATh
[IOTEPIO 3PUTPOLIUTOB, MPUYEM ITPETIApATHI Xejle3a, BATaMUH B ) 1
(honmeBas KMCIOTAa HE YCKOPSIOT TEMIIBI pEr€HEPAIlUH.

YpoBeHb SPUTPOLIMTOB HOPMAJIU3YETCS B CpeaHeM depe3 4—6
Helenb, TEMOTIIO0MHA — Yepe3 8 Helesb [M0C/Ie OCTAHOBKU KPOBOTE-
yeHusA. CoXpaHSIOIUICA Ha MPOTSKEHUU JUIMTEILHOTO BPEMEHH
PETUKYIOIIATO3 CBUAETENBCTBYET O TIPOAOJIKAIONIEMCS] KPOBOTEUE-
HuH. KonmmyecTBo JTEUKOIIMTOB IPUXOIUT K HOpME depe3 3—4 mHsl.
IMepcucTupyommii 1eHKOUUTO3 HAOTIOAAETCS TIPU COXPaHSIOIIEM -
cs KPOBOTEUEHUU UJIH PA3BUTUU UH(EKIITMOHHBIX OCI0XHEHM.

Pe3tome

1. OcTpas mocTreMopparnyeckasi aHeMysi pa3BUBaETCS TIPU Obl-
CTPOI MoTepe 3HAUUTETBHOTO KOJTMYECTBA KPOBH.
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2. MaToreHe3 cBsi3aH ¢ peaklUMeil neprudpepuIecKux COCYIOB,
MOCTEAYIONISH ayTOTeMOIUTIONIEN BCIEICTBUE ITOCTYILUIEHHS BHY-
TPUKJIETOYHOM XUAKOCTU B UHTEPCTUIIMI, a 3aTEM B COCYIUCTOM
pycIo.

3. InarHos ocTpoii MOCTreMOpParu4ecKoil aHeMUH yCTaHABIIN-
BaeTCs HA OCHOBAHMM aHaMHe3a, KIMHUYECKUX U MHCTPYMEHTAJb-
HBIX JaHHBIX [103BOJISIIOLIMX BhISIBUTh UCTOYHHUK KPOBOTEUEHHS.

4. JleueHnue HanpaB/eHO Ha OCTAHOBKY KPOBOTEYEHHUSI, BOCCTA-
HOBJIEHHEe OObeMa LMPKYIMpYIOLIeH KpPOBM (KpOBE3aMeHHTENH,
KOMITOHEHTHI KPOBM), a IIPY HEOOXOAMMOCTH Ha3HAUYEHHUE IIpera-
paToB Xele3a U CTUMYJISITOPOB IeMOITI023a.
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I'naBsa X.

Anemuu

npu 3a601e6aHUAX
noyeKk, neuyeHu,
SHOOKPUHHOU CUCMEMbl
U npu bepemeHHocmu

AHEMUH, pa3BUBAIOLINECS TTPU OOJIE3HAX BHYTPEHHUX OPTaHOB,
He Bcerda MOJHOCTBIO YKIAAbIBAIOTCS B pAMKU aHEMUU XPOHUYE-
cKux 3ab6omeBaHuit. OCoGeHHO YACTO MOJIMITATOreHETUYECKUE aHe-
MUU, KOTOPBIE HYKJAI0TCSI B CBOEBPEMEHHOM NTMarHOCTUKE U afeK-
BaTHOM JIEUeHHM, BOZHUKAIOT NMpPH 3a001€BaHUsIX [10YEK, [IEYEHU U
3HAOKPHUHHOM CUCTEMBIL.

Anemuu npu 3a604e6anusx nouex

AHEMUSI MOXET BBISIBJSITCS Y OOJIBHBIX OCTPHIM IJIOMEPYIIO-
HEe(PUTOM M HHTEPCTULIMATILHBIM He(MPUTOM, HO 4Yallle BCETO pas-
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AHEM
SHIAOKP

MW 3ABONNEBAHUAX MOYEK, MEYEHU,

UK np 3
MWHHOW CUCTEMbBl U NPU BEPEMEHHOCTH

BUBACTCA TPU XPOHMUECKUX 3aDO0NEBAHMAX IOYEK, OCOOEHHO B
TepMHUHAIBHOM (ra3e u 00bIuHO Npu notepe 20—50% HopmansHoi
(byHKUMU royek (KiyboukoBas dunbrpauust <60 ma/mun). Tak, y
OONIBHBIX, HAXOMSUIUXCS HAa IIPOTPAMMHOM TeMOAHATN3E, YacTOTA
aHeMu nipeBbimaeT 95%. Pa3sutue aHeMHUH Y OOJBHBIX ¢ XpOHU-
YECKMMU 3200J€BAHUSIMU TTOUEK TIPUBOIUT K CHMXKEHHIO KAa4YECTBA
KU3HU NAUUEHTOB, PA3BUTHIO KOTHUTUBHBIX U CEKCYANbHBIX pac-
CTPOMCTB.

INaroreHez aHeMuUM NpU XPOHHMYECKUX 3a00JEBAHUSIX IIOYEK
BKJIIOYAET TPHU OCHOBHBIX (haKTOpAa:

— CHVXEHME CEKPELIMU 3PUTPONIOITHHA;

— HEMPECCUI0 KPOBETRBOPEHMSI B pe3ysibTaTe BO3ACHCTBHMS ype-
MUYECKUX TOKCUHOB;

— YMEHbIIEHUE MMPOIOIKUTEIBHOCTU KU3HU SPUTPOLIUTOB (Te-
MOJH3).

Xponuueckasi noyeyHast HenoctaTodHocTh (XITH) siBisieTcs Ko-
HEYHOU cTagueit MHOTUX 3a00eBaHUit MOYeK, Npexie BCeTo Xpo-
HUYECKOrO TJIOMEPYJIOHE(MPUTA, aMUIOUI03a, TMe/IoHedhpHUTa.
Anemus npu XITH npotekaeT co CHUXEHUEM MAcChl KPOBH 3a CUeT
YMEHBILIEHUST a0COMIOTHOTO KoaudecTBa apurpouutos. [locien-
Hee O0YCIOBIEHO CHUXEHUEM MPOAYKUNN KJIETKOK 3PUATPOUIHO-
ro psila B CBSI3U ¢ YMEHBIIEHHEM CEKPEIIMH TOUYKaMK SPUTPOIIOI-
THHA.

Cexpeyus s3pumponosmuna 06bI9YHO YMEHBILAETCS Napajlieib-
HO CO CHMXXEHHMEM 3KCKDPETOpHOU (DYHKLIMM TIOYEK W HTpaeT
[JIJaBHYIO POJIb B pa3BUTUU aHeMUU. OO 3TOM CBUIETEILCTBYIOT
W [MOJIOKHUTENbHBIE PE3yAbTATHI JISUCHUS aHEMUMU TIpH XPOHMYE-
CKOVl MOYEeYHOU HEOZOCTATOUYHOCTU IpernapaTaMyd 3pUTPOTIO3TH-
Ha. YCTAHOBJIEHO TaKXe, YTO HEKOTOPBIE YPEMHUYECCKHE TOKCU-
HBI (CIIEpMHWH, MApaTUPUH, pUOOHYKIEa3a, psl ChIBOPOTOYHBIX
JUIIONIPOTEMHORB) HAPYIIAKOT MPONUGEPALNIO KJIETOK 3PUTPOHI-
HOTO psifa U CUHTE3 TeMa. 3HAaUMTeNbHOE YMEHbBIIeHHE TPOLOJI-
KUTENLHOCTH XMU3HU 3PUTPOLIUTOR Halonaercs y 20% natuer-
TOB.
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B pa3ButuM aHeMUM INpPU XPOHHUYSCKUX 3a00JIEBAHUSIX TTOYEK,
KpPOME€ TOr0, IMEIOT 3HaUeHHE!

— nedUIuT Xesesa, CBA3aHHbIH C KPOBOMOTEPEil (TeMOAMaIN3,
dneboromMust, MOTEPSI U3 XKENYIOUHO-KULICYHOTO TPaKTa Ha (DOHE
TPOMOOILIUTOTIEHU U );

— neduiuT ¢pOIaTOB, KOTOPHIN 00YCIIOBIEH NULIECBHIM Je UL -
TOM, HapylleHUueM abcopOoLN U METab0IM3Ma.

KnvHuyeckne CHMIITOMBI aHEMUH ITPU 3a00JIeBAHUSIX [TOYEK HE
AMEIOT cnelu@pUUECKUX OCOOEHHOCTE: OOJBHBIE ITPEbIBIISIOT
Kano00Bl Ha O01LYIO C1abOCTb, OABILIKY TIPU HE3HAYUTETbHON (-
3WYECKON Harpy3ke, TaXUKapauio.

Ha pa3BuTne aHeMUU 1 ee TSXKECTh, BAUSCT MPEUMYLIECTBEHHO
He xapaxkTep 3a00JIcBaHUsl, a CTENEHb HapylLlIeHUS (HYHKIINH ITOYEK:
[IPU KJIMpeHCce KpeaTUHKHA Goree 40 Mi1/MUH aHeMKsA OOBIYHO OT-
CYTCTBYeT, IIPU MIPOTPECCUPYIONIEM YMEHBIIEHUH KIupeHca ot 40
110 2 MJI/MUH HabTonaeTcs mapajule/lbHOe CHUXKEHHE YPOBHS TeMO-
IJI06MHA U 3PUTPOLUUTOR. AHEMHS PA3BUBAETCS MEMJIEHHO, ITO3TO-
My TAIIUEHTEI OGbIYHO aJaNTUPYIOTCA K TUITIOKCUHW M XOPOLIIO Nepe-
HOCHT JaXe TSKETYI0 aHEMUIO.

Tlpn nccnenoBanuu nepughepuueckoil kposu y GONMBIIMHCTBA T1a-
LIMEHTOB BBLIABJISETCS HOPMOXpPOMHAs HOPMOLIMTApHAs aHEeMus C
HOPMAaJbHBIM KOJIMYECTBOM PETUKYJIOLMUTOB (ITPYU I'€MOJIU3€ OTME-
YaeTCsd PeTHKYIOUNUTO3, e(MUITHTE (DOJATOB —TUIIEPXPOMUS] U Ma-
KpOLMTO3, TePULIUTE Xeje3a — TUIIOXPOMHUSI 1 MUKPOLIHTO3). Ko-
JIMYECTBO JIEWKOLUTOB B MpeEAesiax HOPMbI JIMOO HE3HAYUTEILHO
TMOBBIIICHO 34 CYET HEUTPODUIIOB. YPOBEHB TPOMOOIIUTOB B HOPME
WJIY HECKOJILKO IMOBBIIICH, OMHAKO YaCTO OTMEYAIOTCS HapylIeHUS
UX (YHKIMH, YTO OOYCIOBAMBAET XapaKTEPHBIE MJIsi TCPMHUHAJIb-
HOM MOYEYHON HEAOCTATOYHOCTH HAPYIIIEHUS TeMOCTAa3a.

[Ipu mpocMmoTpe Ma3Ka nepudepruIecKoil KpOBH O0HApYKMBA-
I0TCSI HapyllleH!usl MOpGhOJIOTUN SPUTPOLUTOB (AKAHTOLUUTHI, IIH-
30LIMTHI, 9XUHOLIMTHI). YPOBEHb CLIBOPOTOYHOTIO XKeJjle3a 4allle Bee-
ro B Npeaeiiax HOPMbI, OMHAKO MOXET OBITh CHWXKEH (CHUXEHHE
abcopObuMy M3 XKeNIyIOYHO-KHUILEUHOTO TpakKTa, KPOBOIIOTEps).
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AHEMH

u PU 3ABONEBAHWUAX NOYEK, NEYEHMU,
SHAOKPUHHOW CUCTEMBI

E
M U NPU BEPEMEHHOCTH

Muenorpamma 0ObIUHO HE U3MEHEHA; a [IPU FeMOJIN3€ BHIABIIAET-
Cs1 pas3/ApaxeHMe IPUTPOUIHOTO POCTKA, MpH Aeduliute GpojaaToB —
Merajao0aacTOUAHOCTD.

JleyeHne aHeMUM JOMXKHO OBITh, NIPEXKAE BCErO, HAMPaBJICHO Ha
paspeleHye uiu komneHcauuio XI1H nmyrem remMonnannsa.

HecMmoTpst Ha criocobHoCTh 3¢(hheKTUBHO KOHTPOIUPOBATh OOJb-
LIMHCTBO CUMIITOMOB Y NposiBneHuid XITH, reMmoanamus He yBeiMuM-
BaeT CeKpeumio 3putponostrna. [ocne 1—-10 Mecsuies niposeneHus
reMOAMaIN3a HaOIONAeTCsI YMEHBIIEHHE CTEIIEHM BbIPaXXKeHHOCTH
aHEeMMU, YTO 0OYCAOBNCHO YBEIMUEHUEM TIPONYKIIMU SPUTPOLIMTOB,
HECMOTPS HA COXpaHEHME NPEXHEro YPOBHA 3puTpono3tuHa. Hau-
JIYYUIUX pe3yIbTaTOB MO3BOSIET A0OOUTHCS COBMECTHOE IIPUMEHEHUE
reMonain3a U 4€I0BeYEeCKOT0 PEKOMOMHAHTHOIO 3PUTPIONIOITU-
Ha. [TokazaHueM 111 SpUTPONOITHHA ABJIAETCA YPOBEHB [FeMOITIOOH -
Ha <110 r/a. [1py 3TOM HEOOXONMMO [0 ero Ha3HauYeHUs OIPEIEIUTh
¥ OTKOPPEKTUPOBATh YPOBEHBb CHIBOPOTOUHOTO XKesie3a. OnTHManh-
HBIM CITIOCODOM BBEAEHWS IPEMAapaToB XKejie3a SIBISCTCH Iap3HTe-
PaIbHBINA MyTh. TpaHCILIAHTALSL TOYKH ITO3BOJISIET KYTIMPOBATh IIPO-
SIBJIICHUS aHEMMU, MOCKOJIbKY NPUCXOOUT IMOJHOE BOCCTAHOBJICHUE
KaK 3HIOKPMHHOM, TaK U 3KCKPETOPHOMH (DYHKIIMM TIOYKH.

ITocne TpaHCTIAHTALMY TOYKU KOPPEKIINS aHEMHYECKOTO CUH-
IpomMa OObIYHO MPOUCXOAUT B TeueHUue 8—10 Hegenb, Korna rnepeca-
JKEHHAS [10YKa HAYMHACT CEKPETUPOBATh 3PUTPOIIOITHH, TPU 3TOM
OTMEYAETCs ABA NTNKA CEKPELNM:

— PaHHMUU, MPU KOTOPOM IPOMCXOTUT YBEINYEHNE YPOBHS ChIBO-
POTOYHOTIO 3pUTPONO3TUHA B 7—9 pa3 ¢ HopManu3aluei B Teue-
HUE 7 JHEH;

— TNO3IHWHA, IIpYM KOTOPOM HauMHas ¢ 8-T0 OHS, MPOUCXOIHUT 00~
Jiee yMEPEHHOE TIOBBIIIEHHE €T0 CEKPEILIMH, COMTPOBOXAAIOIIEE-
¢S PETUKYJIOLUTO30M H ITOCTEIIEHHBIM YBEINYEHUEM YPOBHSI re-
MOTJIO0MHa.

Tlpn neyeHuwm 3pUTPONOITUHOM Y IMALIUEHTOB MOXET Pa3BU-
BaTbCsl PE3UCTEHTHOCTh, KOTOpast BhlABsieTCs1 ¥ 2—3% OGOIbHBIX U
MOXET OBITH OOYC/IOB/IEHA:
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— Je(ULIUTOM XKeJe3a;

— HapyleHUSIMU MIPU TPOBEICHUM FEMOANAIM3A;

— JeduuutoM posaTos;

— KPOBOIIOTEPEIA;

— TUIIePIIapaTUPEO3OM;

— TMOSIBJIEHHEM HHTMOUTOPOB LMTOKMHOB (NpH MHPEKIMH, BOC-

IaJeHuH, OIyXOJIsIX;

— TeMOIrIoOuMHONAaTUSIMU
— TIpUMEHEHHUEM IpeIaparoB IpyIinsl UHrHoutTopos AITD.

KpoMe Toro, mrs nedeHUs aHEMHU UCIIONb3YIOTCS aHIPOTeHbI,
(onueBas Kuciora.

B HeoOxoauMBIX clyyasix MPOBOASITCS TPAaHCHY3UU 3PUTPOLIKA-
TapHbIX KOMIIOHEHTOB KpPOBH, ITOKA3aHUS K KOTOPBIM OIIPENEIIAIOT-
¢Sl BRIPAXXEHHOCTBIO KITMHUYECKUX CUMIITOMOB aHEMUM (TaxuKap-
IS, TAXUITHOD U 1IP.). .

Anemuu npu 3a004e6anusx neveHu

AHEMHH 4acTO BO3HUKAIOT MpU IM(pGY3HBIX 3a00IeBaAHUSIX Tie-
YyeHU (LIMppOo3e, AKOTOJBHOM 60JIe3HH TTeYeHH, XPOHUIECKOM Te-
TIATUTE, peXe — OCTPOM TEeaTUTE).

OCHOBHOM HPUYMHON Pa3BUTHS AaHEMHU SIBJISETCS CHIDKCHME
MPOTOJKUTEIBHOCTH XW3HU 3PUTPOLIMTOB, MEHbIlEE 3HAYECHHUE
nMeloT deUuluT (oareBoil KMCIOTHl (IIpH aJKOTONU3ME) M IO-
BTOPHBIE KPOBOTEUEHUS 3 BAPUKO3HO PACIIUPEHHBIX BEH (B AaJie-
KO 3alleIIINX CTaAusX HUPPo3a IIeYeHH).

VYMeHbIlIeHHE TIPOIOLKMTEIBHOCTH XKH3HHM 3PUTPOLIMTOB 00Y-
CJIOBJIEHO HPEUMYIITECTBEHHO BHYTPUKIETOYHBIM FTEMOJIM30M, OTHAKO
WUTPArOT POJIb ¥ Apyrye (paKTOphI, B YaCTHOCTH, ITIOBBIIIEHHAS IECTPYK-
LM KJIETOK B CeJIe3eHKEe Y HapyIeHHSI METa00IM3MAa SPUTPOLIATOB.

3HayeHHe MOBBILICHHOIO Pa3pyIeHUSI SPUTPOLIUTOB B Cefie-
3¢HKE IIPU XPOHMYECKHUX 3a00jieBaHUSX HeYeHU MNOATBEepXKIaeT-
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¢S KIIMHUYECKKMMU U J1aDOPaTOPHBIMU JAHHLIMU: YaCTOTA U BhIpa-
KEHHOCTb aHEMHWH HapacTaeT 110 Mepe YBEJIUUEHUS BbIpAXEHHOCTH
CTUICHOMETaJuH.

Y G0ABHBIX XPOHUYECKUMU renaTUTaMu U LIMPPO3aMU Tede-
HM BBISIBJISIIOTCS HapYIIEHUS] METAbONM3Ma IPUTPOLIUTOB (CHUXE-
HUE aKTUBHOCTH NMEHTO30(hoCc(aTHOrO 1IYHTA B CBSI3U ¢ TeULIU-
ToM HAJI®), koTOpble MPUBOAST K YMEHBIIEHUIO YCTOMIUBOCTH
KJIETOK K OKCHJAHTHBIM BO3JEHCTBUSIM M CHIDKEHHUIO MPOIOJIKMI-
TEAbHOCTHU UX XN3HU. Y 30—50% GonbHbIX 0GHAPYXUBAIOTCS ACCO-
UMM POBAHHBIE C XPOHUYECKHMH 3a00IeBaHUAMH NedeH HapylIile-
HUS COOTHOLUEHUS (pochOoNUnuA0B B MEMOpPaHe S3pUTPOLIUTOB, YTO
TaKXXe COCOOCTBYET YMEHBLICHUIO INUTEIbHOCTH XU3HU KIETOK.

[Ipu pasBepHyTOHl KapTWUHE MHOpPaXxeHUsA TE€UYECHU CHIDKECHHE
VPOBHS reMOTIO0UHA U 3PUTPOLIUTOB BBIABISACTCS B cpendeM y 75%
naiueHToB. HeoO6XonMMo yYUTHIBATh, UTO Y 20% GOJBHBIX UMEETCS
rEMOAWTIONUSI, OOYCTOBJIeHHAs yBEJIMYeHeM 00beMa LMPKYJIUpy-
IOLIEH KPOBU, MMO3TOMY CHIKEHHE 00beMa UUPKYJIHPYIOIINX 3PU-
TPOLUTOB BbIABJISAETCA CYIIECTBEHHO pexe, y 40—50% mauneHTos.

B GonbnivHCcTBe ciydaeB NpH XpOHUYECKUX 3a00JIeBAHUSIX TIe-
YeHM aHeMMs BblpaxkeHa yMepeHHO. CHUXEeHHUE YPOBHS TeMOIIO-
ouna Huxe 100 r/n1 HaGmogaeTcss OOBIYHO MPU HAIMYUU OCIIOXKHE-
HMI (HapacTaHWe reMOoan3a MPY OCTPOM aKOroJbHOM rernaTuTe Ha
(hoHe MMeIoLLIerocss XpPOHHYECKOTO MOPAXEHUS NEYEHU, KPOBOTE-
YeHHE).

OOBIYHO aHEMUSI HOCUT HOPMOXPOMHBIM HOPMOLIUTAPHBIA Xa-
pakTep. MakpouuTo3 pasBuBaercs rpu geduunte GosinueBoii Kuc-
JIOTHI WIM NpHU [OBLILIEHHON pereHepauuu sputpouunTos. [lpu
MPOCMOTPe Ma3Ka nepudepruiecKoii KpOBH BbISIBJISIIOTCS] aHU301IH -
TO3, aKaHTOLUTO3, HEPEAKO — MHINEHEBUIHbIC 3PUTPOLIUTHI.

TIpu xpoHHUYECKHX 3a00JIeBAHUAX TI€YEHH YacTO OTMEYaeTCsI
yMEPEHHOE YBelUYeHUEe KOJUYECTBA PETUKYJIOLIMTOB. 3HAUYHUTE)Ib-
HBII peTukyiaouuro3 (6onee 100—150%0) cBUIETEIBLCTBYET O BO3-
MOXHbIX OCJIOXHEHUAX (KPOBOTEYCHHUE, BHIPAXCHHBII T€MOJIN3).
ITpuemM anKorosi COIpOBOXAACTCI CHUXEHUEM YPOBHS PETUKYJIO-
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LIATOB, Ha (poHE aOCTMHEHIIMK HAOII01aeTCsl PETUKYIOLUTO3, MaK-
CUMAaJIbHO BBIPaXeHHBIN yepes 6—7 nHei.

¥V 50% 60J1bHBIX LIIPPO30M MeYeHU UMEETCS] TPOMOOLIMTOIIEH U,
OOHAKO CHIUXEHHE YPOBHS TpoMOoLMTOB Huxe 50X10°/n Bcrpe-
yaeTcs peako. B psime ciiyyaeB oTMedaeTcst HapyilieHUe QYHKUUN
TpoMmOoLMTOB. KommuecTBo nelikouuToB BapuabenabHo. I1pu Beipa-
XEHHOM CIUICHOMETaJIM1, aCCOIIMUPOBAHHOM C LIMPPO3OM IIEUEHHU,
MOXKeT BBISBJISITBCS! MAHIIUTOIICHUS.

I1py MccirenoBaHWM KOCTHOIO MO3Ta OTMEYAETCs HOPMAalbHOE,
pexe yMEpEeHHO CHUXEHHOE KOJIMYECTBO MMEIOKApUOUUTOB, Ya-
CTO BBIABISIETCS THIIEPILIA3UST 3PUTPOUIHOTO POCTKA, KOPPEIUpPY-
I01Iad C BRIPaXEHHOCTBIO reMOJTH3a.

Kinnnndeckas KapTUHa W MPUHIUIIBEL ICUSHUSI aHEMHUU Y OOJTb-
HBIX C XPOHUYECKUMH 3a00JIEBAHMSIMU TIEUEHU HE MMEIOT Xapak-
TepHBIX ocobeHHOCTel. ClenyeT MOMHUThL, YTO TIPH OCTPOM BH-
PYCHOM TrernaTuTe, 4allle ¥ MOJIOOBIX MYXXUYMH, MOXET pPa3BUTHCS
arulacTU4YecKasi aHEMHSI.

Anemuu npu 3HOOKPUHHBIX 3A00.1€6AHUAX

AneMust yacTo HabGoaeTcsl TIpU HapylueHUsIX (GyHKUUM LIN-
TOBUIHOM KeJie3bl, HAMIMOYEUHUKOB, MOJOBBIX XeJe3, NapauiuTo-
BUIHON XeJe3bl W THMIONMUTYUTapu3Me. B OOABLIIMHCTBE ClyyaeB
aHeMUsl BbIpaXeHa HE3HAUMTEIbHO WM YMEPEHHO U HE UMEET Xa-
pakTepHOU KIMHHUYECKOW KapTUHBI. B TO Xe BpemMs B CBS3H C 110-
CTEeIIEHHbIM HadaJIoM GOJBIIMHCTBA SHAOKPHUHHBIX 3a0ojeBaHui
MMEHHO aHEMUSI MOXET OBbITh MEPBbIM CUMIITOMOM, KOTOPBIX TIpU-
BIIEKaeT BHUMAaHME Bpayey 1 SBISETCS OCHOBaHWEM J1JIsl TPOBeIe-
HUS 00CICAOBAHUSI.

Tunormpeos compoBoxiaetcst aHemuer y 30—60% mnaiueHTOB.
HMHuTepecHo, 4TO aHeMMs OoJiee XapaKTepHa IJIsi MY>KUWH, XOTSI TH-
MOTHPEO3 3HAYUTENBHO Yallle BCTpeuaeTcs y KeHIIUH. [1pu rumo-
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TUPEO3€ BO3MOXHO Pa3BUTHE BCeX MOP(ONOTHUECKUX BAPHUAHTOB
AHEMUU: HOPMOLIMTAPHON, MUKPOLIMTAPHON U MaKPOLIUTAPHOM.

OG6bIUHO OTMEYaeTCs HOPMOLIUTApHAS aHEeMUsT, OOYCIIOBIIEHHAI
CHUXXEHUEM CUHTE3a IPUTPOIOITHHA. MuUKpouMTapHas aHeMUS
CBSI3aHA C YMEHBIIIEHUEM YPOBHSI XKeJe3a, YTO MOXKET ObITh CBSI3aHO
KaK ¢ MUKCEIEMOM, TaK U ¢ MEHOpparusMu. MakpoiurapHas aHe-
MHMsl pa3BUBaeTCs Npu Aeduunre ButamuHa B ) (xapakTepHo st
ayTOMMMYHHOTO TUPEOUAUTA C HCXOAOM B THIIOTUPEO3) Wik doa-
TOB (HEAOCTATOK B IMULIE). ‘

Bo Bcex cnyuasix npy ruroTUpeo3e aHeMUs BblpaXKeHa yMepPeH-
HO W KOPPEJUPYET C JUIUTEJIbHOCTbIO 3200/IeBaHUSI.

Koppekiius HapylueHU I BKAIOYAET JICUCHUE THTTOTHPEO03a; B He-
00XOAMMBIX ClyyassX Ha3HAvalTCsd IIpenaparhl Xeje3a, BUTAMUH
B , u donuesas kuciora.

Tuneprupeo3 accounuupyercs ¢ aHemueii y 10—20% nauumeHTOB.
Yaine aneMusi pa3BUBACTCA NIPU TAXKEIOM U IJIMTENIbHOM TeYeHUH
3a00ieBaHUsS U HOCUT HOPMOLMUTAPHBINA, peXe MUKpPOLUTAPHBIN
xapakrep. Bo3aMoXHO He3HaYUTeIbHOE [MOBBIIIIEHHE YPOBHSI TEeMO-
r1061Ha A, (BbIPAXEHHOE 3HAYUTENLHO MEHbLIE, YeM Ipu f-Ta-
JlacceMuu). AHeMusl y BOJIBHbBIX ¢ THIIEPTHPEO30M KyTTUPYeTCs TIpU
YCIEUIHOM JIEYEHUHU OCHOBHOIO 3a00J1eBaHUS U HE TPEOYeT caMo-
CTOSITEILHOM Tepanuu.

XpoHnuecKasi HAAMOYEYHUKOBASA HEAOCTATOYHOCTH COTPOBOXK-
JIA€TC HOPMOLUTAPHOM, pexe MakpouuTapHoi aHemuein y 20%
001bHbIX. HeoOxoaMMo yuyuThIBaTh, YTO NMPH XPOHUYECKOH Hemo-
CTATOUHOCTH KOPbI HAIMOYEUHHKOB JI000T0 reHe3a MOXET pa3Bi-
BaThCs JeruapaTaliusi, KOTopasi BAUSIET Ha MOKa3aTeIM reMorpaM-
Mbl. OCHOBOV JIEUeHUS SIBISAETCS] pErMIpaTalyst C BOCIIOTHEHUEM
HOPMaJIbHOTO 00BEMa T11a3Mbl.

Tunoronaam3m. YpoBeHb 3PUTPOMOITUHA B MOYE Y MYXKYMH B
TpU pa3a BbIIIE, YEM Y KEHIUMH. ¥ MYKUYUH CO CHUXEHHON PyHK-
1IMEN MTOJIOBBIX XeNe3 UK ITOC/Ie KACTpalU KOHIIEHTPAIIHs FeMO-
OOMHA U 3PUTPOLUTOB CHUXKACTCS A0 HOPMATbHBIX IS JKeHIIUH
3HaueHU#. CTUMyaMpyoIni 3¢ deKT aHIPOTeHOB Ha 3PUTPOII033
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peau3yeTcs MyTEM IMOBBIIIEHUS CUHTE3a SPUTPOINO3TUHA B MOY-
Kax ¥ MOATBEPXKIACTCS: a) HOpMalU3aleld YpOBHS reMoraoouHa
M IPUTPOIUTOB MOCJe Ha3HAYeHUS aHIPOTreHOB Yy KAaCTPUPOBAaH-
HBIX MYXUYUH; 0) MOBBIEHUEM KOHUCHTPAUUU reMormioouHa u
SPUTPOLUTOB Y HOPMAJIbHBIX MYXXYHH IMOC/e Ha3HAYEeHUsT aHIpO-
T€HOB.

TunepnapaTupeos NpyUBOAMT K PA3BUTHIO aHEMUM He Oosiee uem
y 5% 60JibHBIX. AHEMMSsI BbIpaXeHa HEe3HAYUTEbHO, HOCUT HOp-
MOXPOMHBIII HOPMOLIMTApHBIN XapaKTep M HE COIPOBOXIAET-
CSl PETUKYJIOLIUTO30M, JIEHKOTIEHMEN U TpoMboLuTOoTieHUel. Bos-
MOXHBIMH TTPUYMHAMU aHEMHUH SIBJISIIOTCSl YTHETalollee JeiicTBUe
[apaTropMoOHa Ha 3PUTPOUIHBIE KIETKU-TIPEAIECTBEHHULIBl B
KOCTHOM Mo3re U Muesoduodpo3s. Ilpu xpoHudeckux 3adboneBanu-
AX MOYEK, COMPOBOXAAIIINXCS BTOPUUHBIM TUIIEPTIapaTHPEO30M,
[PUYUHY AaHEMUUYECKOTO CHHAPOMA YCTAHOBUTB CIOXHO. 3HAYeHHE
rureprapaTupeo3a B reHe3e aHeMHUM Y 3TUX NallMeHTOB JOKA3hIBa-
€TCS1 IOBLIICHUEM YPOBHS FeMOTI00MHA 1 SPUTPOLINTOB MOCJIE Jie-
yeHue BUTaMuHoM D3.

TunonuTyuTapu3M CONpoBOXAAETCS PA3BUTHEM YMEPEHHO Bbipa-
>KEHHOH 1 Hemporpeccupylolieif HOpMOXPOMHOM HOPMOLIMTAPHOM
aHeMuHU 00JIee Y€M Y NOJTOBUHbI 00NbHBIX. [1pHYMHOI aHeMHYECKO-
TO CUHApPOMaA ABJISAETCH Ae(PULIUT TOPMOHOB IUMTOBHUIHOM XKeNe3bl,
HaJIMOYE€YHUKOB, a TakXe aHAporeHoB. [Ipu HeoOXo0AUMOCTH Jieue-
HUS CJIEAYET YUUTHIBATD, YTO B CBSI3U C HEOOCTATOUHOCTBIO MHOTMX
FOPMOHOB 6oJiee 3 (HEKTUBHO Ha3HAYEHUE HECKOJIBKHUX Mperapa-
TOB (TUPOKCHH, TIpeNapaThl HAANOYEYHHUKOB, aHIPOTEeHbI).

Anemus npu 6epemennocmu

AHeMus1 y 6EpEMEHHBIX HAM0O0/1€€ YaCThlii BU/J aHEMHUH Y XKEH-
LIWH AETOPOIHOTO BO3pacTa. DTo 00YCIOBJIEHO MPEXIE BCETO TEM,
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4TO BO BpeMs OEpEMEHHOCTH OPraHu3M MaTeEPU pacXomyeT Ha pas-
BUTME 1012 OKOIO | T Kene3a (IIpy 3TOM HYKHO Y4eCTh, YTO BECh
3al1ac xefe3a B opraHu3Me B3pocC/Ioi KeHIIMHBI He 6onee 3 1). Cre-
AYET TAKXKE YYUTBIBASITD U TO, YTO PA3BUTHE AHEMUHM MOXET IMPHUBO-
JUTh K HEOMATOTIPUSITHBIM T10CIENCTBUSAM HE TOJILKO Y MaTepyd HO
Y TUI01A:

— BBIKMBILIM;

— MaIBI BEC MNOAA;

— CHUXeHHUe reMornobuHa >60 r/n NpUBOAUT K HAPYILIEHUIO
OKCHMI'€HallMU reMOrIo0MHa 1044, YMEHbIIEHUIO aMHHOTHYECKOI
KUIKOCTU, LIepeOpIbHON Ba30AUISATALIMU TUIOAA U BHYTPUYTPOO-
HOU rubenu niona.

Haubonee xapakTepHBIMH W3MEHEHMSIMU (PH3HMOIOTMYECKOTO
craryca rnpu 6epeMeHHOCTM C TOUKHM 3pEHUS TeMaToJIora sIBJIsIoT-
et

— yBeAAUCHUE 0ObeMa TIa3Mbl M YMEHBIlIEHNWE YPOBHS TEMO-
IOOWHA Y SPUTPOLIMTOB;

— BBICOKMI PHCK Pa3BUTHUSA aHEMUI, OOYCJIOBIEHHbIX NTALIEBbIM
neduuuToM (ripexae BCero xenesa 1 gonaros).

C 6-11 HemesiM GepeMEeHHOCTH HAYMHAETCS HENPOMOPLMOHATb-
HOE 00BEMY JPHUTPOLMTOB YBEIMUeHHE OObeMa ILIa3Mbl, KOTO-
poe 00bIYHO JOCTUraeT MakCMMyMa K 24-if, HO MOXET HapacTaThb
U no3aHee. MakcuMabHbIN 00beM I11a3Mbl IPYU HOPMAJIBHO IPO-
Tekatoiien 6epeMeHHocTH Ha 40% Bbllle, YeM y He BepeMeHHbIX.
KoHueHTpaluus reMaTrokpura M reMorio0HHa HayuHaeT yMeHb-
1IaThCs yepes 6—8 Henenb 6epeMEHHOCTH U JOCTUTAET MUHUMAITh-
HbIX 3HAYeHUW (B cpeAHeM reMomioOuH cocramisier 110 r/n, re-
MaTOKpHUT — 33%) Kk 16-ii—22-i1 Henene. Bo Bpemst GepeMeHHOCTH
Macca UUPKYJIUPYIOIIUX 3PUTPOLUTOB TAKXKE YBEIUUMBAETCS (B
cpeaHeM Ha 20%), oaHaKoO 3TO «MaCKUPYETCs» reMopuiiolineii. B
MOCAEPOAOBOM NepUoae 00beM KPOBU HOpMaau3yercs uyepes 1—3
Heneau.

JeduuuT xene3a apiasercsa Hauboee pacrpocTpaHeHHO’ TTpH-~
YUHON pa3BUTUS aHEMHUM y OepeMEHHBIX, MPEXIE BCETO B pErHOHAaX
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AHEMMKH

€ HU3KAM YPOBHEM 3KOHOMMYECKOTO pa3BUTuUsL. st npodunakTu-
KU Xene3onepUIUTHON aHEMUU MUILA MpYU OEpeMEeHHOCTH AOJIK-~
Ha colepXaTh JOCTAaTOUHOE KOJIMUECTBO XeJie30, 0COOEHHO B BUIE
rema. B CBSI3M ¢ BEICOKMM PHUCKOM Pa3BUTHs aHEMUU MHOTUMU aB-
TOpaMU PEKOMEHIYeTCsl NPoGUIaKTHIECKOE Ha3HAYeHUe Mperna-
paToB Xeje3a ¢ 18-11—20-i1 Henenu OepEMEHHOCTH B CYTOUHOM [103€
oT 30 1o 60 Mr slieMeHTapHOro XeJe3a. JledeHue xenezoneuuut-
HOM aHEMHUH IIPOBOIUTCS MO OOIIUM IMpUHIOMHIaM pucyHoK 10.1.

Heduur onreBoit KMCAOTHI SBISIETCSI OCHOBHON MPUYMHOMN
MaKpOILHNTAPHBIX aHEMHUI1 Y OEpEMEHHBIX U, KaK U IeUIINT XKeme3a,
00YCIIOBJICH TIUIIEBEIM HENOCTAaTKOM (OJIaTOB U [TOTOMY PacIlpo-
CTPaHEeH CPpeaV XEHIIWH ¢ HU3KUM COLMalbHBIM cTaTycoM. Ilpu
Jepuunte GonameBoil KUCIOTH Y HOBOPOXICHHBIX 3HAYHUTEIBLHO
MOBBILLIAETCS PUCK PA3BUTHUSI HAPYLIEHUHA LIEHTPAIBHOM HEPBHOM
CUCTEMBI ¥ BPOXAEHHBIX Ae()EKTOB, I03TOMY NUILA GepeMEHHbBIX
JOJKHA COIepXkaThb IOCTAaTOYHOE KOJIMYECTBO (onaToB (3eIeHbIC
OBOILM, I'PUOLI, MeYeHb, MOUYKH).

TakuM obOpa3oM, Bce BepeMeHHbIE JKEHIIMUHBI JOJXHBI TIPOXO0-
JIUTh CKPMHHHT Ha AEPUIUT Xeae3a, a MpH HEOOXOAMMOCTH U Je-
duunr Butammuba B, ¥ donueBoil kuciaorel. [lpu BbissBIEHUM
JIATEHTHOTO AeUIINTA XKejle3a, MoKa3aHo NPodHIaKTHIECKOe Ha-
3HaYEHH MPenapaToB.

OrcyTcTBHE OTBETA Ha Tepaluio IIperaparaMiy Xeje3a CBUAeE-
TEJIbCTBYET O HEKOPPEKTHON IMAarHOCTUKE aHEMMH, BO3MOXHOM
HapylIeHWH BCaChIBaHUsI, MPHUEME aHTALMIOB CIIOCOOCTBYIOLINX
CHMXXEHHUIO aacopOLMM 3Kejae3a WJIM HEBLISIBICHHOM HCTOYHUKE
KPOBOTEUYEHHS.

B rpymmax pucka nokazaHo NMpodMJIaKTHUYECKOE Ha3HaueHue
(hboMeBoit KUCIIOTHI B 103€ 5 MI' B CYTKH.
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[ﬂpenapaTbl xenesa BHYprJ MapaHTeparsHbie
T npenapars! xenesaa

Mpenapartel xenesa
napsHTepanbHo

(npu HenepeHOCUMOCTH
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Puc. 10.1. Jleuenue sxcerezodedpunumnoii anemuu y bepemennuix.
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SaKaAl4YeHue

H3zyueHne aHeMHUiA UMeeT AUTeNnbHYI0 uctopuio. [outu 450 net
ToMy Ha3aj Johannes Lange onuvcai xJiopo3, Kilaccuueckyto opMy
xkenesoneunTHOM aHemuu, B Hauane XVII Beka Sydengam npen-
JIOXKHUJ MCTIONIB30BATh Ipernaparhl Xejae3a s JeUeHUsT XJopo3a.
PaspaGorka ¥ BHenpeHue B nepoii Tpetu XIX Beka METONOB UC-
clegoBaHUA Nepudepruyeckoil KpOBU TIPUBEIN K «PEHECCaHCy» B
M3yYeHUU aHEMHUYECKOTO cuHApoMa: Bcero 3a 70 neT OpUin onuca-
Hbi nepHuumosHasn (T. Addison), annacruueckas (P.Ehrlich) u Ha-
ciencTBeHHbie remonuTuueckue anemuu (O. Minkowski, M.A. C-
hauffard). Ymenmuii XX BeK npuHec 60bLIKE YCIEXU B H3YYEHUU
U JIEYEHUN OONBIUMHCTBA BUIOB aHeMU . [lepHuLIMo3Has aHEMUS,
rposHoe 3ab0JieBaHKe, KOTOPOE YHOCWUJIO XXM3HM BceX 6e3 UCKITIO-
YeH U TTalMEeHTOB, IPEBPAaTUIIACE B OOIHY U3 Hauboiee Oaronpusr-
HbIX (GOpPM aHEMU. AJLTOTEHHAsI TPAHCTUIAHTALMs1 KOCTHOTO MO3Ta
[IPUBEJIA C 3HAYUTEILHOMY YJIYUIIEHHWIO IPOTHO3a ITPU paHee HeKY-
paGeNbHBIX 3a60/IEBAHUSX: TSKEIOM ariacTUUecKo aHEMUU U To-
MO3WTOTHBIX TEMOIIOOMHONIATHSIX.

AHEMHUYECKHI CUHIPOM OCTAETCsl OAHOUW M3 HauboJIee aKTyallb-
HBIX TIpOGIeEM MEANIUHBL Pa3INYHbIMU BUTAMU aHEMKI CTpagaeT
foslee MUJLIMApAa YenoBeK. ANeKBaTHasi 1UAarHOCTUKA U JIEYEHUE
AHEMUI TMpPEACTaBJISIET HE TOJBKO MEAUIIMHCKYIO, HO U COLMaIb-
Hy10 Ipobiemy. JlocTaTOYHO HATIOMHMTB, UYTO Xese3onedruliuTHas
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JAKITIOYEHWE

aHeMMusl repectaHeT ObiTh Haubosee pacnpocTpaHeHHON HopMoii
aHEMHUU TIPA OIHOM YCIOBUU: 00ecrneyeHUN NJOCTAaTOUHOTO KOIM-
YeCTBa XKUBOTHOTO Henka B nuuie. K nanbosnee akTyanbHbIM MeH -
UMHCKHAM acleKTaM OTHOCSTCS pa3padoTKa U BHEIPEHUE METOAOB
AHTEHATabHOW 1MarHOCTUKHM HAC/IENCTBEHHBIX (hOPM aHEM U U UX
JIeYeHUE METONAMU FEHHON UHXEHEPHH.

AHEMUYECKHI CUHIPOM — CJIOXHAsi U MHOTOTpaHHas rnpobiie-
Ma, YCTNEIHOE pellieHUE KOTOPO BO3ZMOXHO NP 3HAHUM KIIUHU-
LMCTAMU BCEX CMELUANbHOCTEN ANTOPUTMa TUATHOCTUKMU U Jieue-
HUS aHEMMI U NIPUBJIEUYEHUU TEMATOJIOTOB B HEOOXOAUMBIX (HE BO
Bcex!) cityyasix.
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pETUKYNOUUTO3

NO3UTUBHBIV

[_q)eppMTMH

AyTOMMMYHHAsA
<12 Hr/mMn _ | remonutideckas
NO3WUTHBHBIA AUTA)
TecT Coombs'a anemms (
i ranTorno6uH (numcoma,
HeraTuBHbIN KOMnareHos,
TpaHcheppuH T NAr usosHanm npoyee)
16% 9K30rEHHbIN
o HeT (Hopma) FEMONUTUHECKMI
axTop oXoru,
hAa huanyeckan
>105 Harpyska
Xeneso- - LMCV Aedomumt B12, (Mapwiesas
netuumTHan Aecnumt reMornoGuHypus),
aHemusi 80-105 <80 onaTos MUKPOAHIONaTHS,
cencwc,
nekapcTea, npoyne
aa ner anexTpogopes Aa
remornoouHa MasoK Kpoau
y6epuTenbHasn KInHu4eckan MULLIEHEBMAHbIE,
cumnToMaTUKa CEepNOBUAHOKIETOUHbIE
HEraTMBHO |MO3UTUBHO SPUTPOLTLI
chparMeHTUpoOBaHHbIE HeraTwsHas
XPOHMUECKKe 3a60neBaHus, B-ranaccemust 3PUTPOLUTLI L
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gOﬂeBHM ne4eHu, remorno6uHonatva C
ONE3HK NOYeK, apyrve i
Tensua Heinz'a
3HAOKPWHHbIE 3a6onesaHna remornobrMHonaTum
(rAnoTMpeoa), 6a30thunbHan NyHKTauna
anKoronMam l JneratnewHo ;
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HeraTMBHO NO3UTUBHO
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Puc. 3.6. A1eopumm duaznocmuru anemuii.
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