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B paGOTe MPEACTABJICHBI JAaHHBIC O BJIUAHHUU DHIOTCHHBIX CbaKTOpOB Ha TCYCHHUC HACJICIACTBCH-
HBIX KanyJIOHaTI/Iﬁ. Brigenenst TPYHIIbI pUCKa 110 pa3BUTUIO OCJIOKHEHHH npu FeMO(i)I/IJ'II/II/L

KnroueBble cji0Ba: KoaryJaonaTuy, reMo(uIns, Ipymisl KPOBH.

B mupe HacuuteiBaercst okoso 400 000 GompHBIX TeModrueid, B Poccum mpumep-
Ho 10 000, B Camapckoii o6mactit — okoo 200 manreHToB ¢ BPOXKICHHBIMU KOAryJio-
naTusMu. AKTyaJIbHO M3y4deHre (aKTOPOB, BIMSIONIMX HA YaCTOTY M XapaKTep OCIIOXK-
HEHWI TIpY TeMO(HITHH, IPUBOAIINX K MHBATMAM3AINY TMallueHToB [ 1, 2, 3, 4, 5].

LesbI0 HACTOSIIIIEr0 MCCJIe0BAHUS ObLIIO OOHAPYKEHUE CBA3M MEXKIy KIIMHIYE-
CKUMHU OCOOCHHOCTSIMU HACJICJICTBEHHBIX KOAryJonaTuil U TaKUM T'€HETUYECKH JIeTep-
MUHHPOBAHHBIM (hakTopoM Kak cuctema ABO kpoBwu.

Marepuanbl 1 MeTobl HccaeqoBanusA. OocienoBano 170 GONBHBIX C BPOXK/ICH-
HBIMH KoaryjionatusMu: ¢ remopunueid A — 123 yenoseka, ¢ remoduueit B — 16,
6ose3nbto Bunebpania — 31.

IMonyyennbie pe3yasTaTbl. Cpeay ManyueHToB ¢ remodunnen A, remodunmeii B
u Oone3nbto Bumnebpanna nomunuposanu Hocutenu 0 (1) rpynmnsl kposu (44%, 57%,
47% COOTBETCTBEHHO), a pe3yc-(hakTop BCTpeyalICsl MPAKTUYECKH C OJJMHAKOBOM vac-
ToTtoi (84%, 86%, 87% cootBercTBeHHO). Y 60mbHBIX ¢ O(I) rpymnmoii kpoBH 3HaUeHUE
MeaMaHbl Bo3pacta coctaBuiio 25 ner, ¢ B(IIl) rpynmoit kpoBu naHHBIN MOKa3aTeb
6bu1 octoBepHO Bhime (p < 0,05) u cocraBun 32 rona, ¢ A(Il) rpynmoit kpoBu —
27 net, ¢ AB(IV) rpymnmnoii kpoBu — 28 Jier.

Pacnipesienenre manueHToB ¢ Pa3TUYHBIMU OCJIOKHEHUSIMHA C YYE€TOM TPYIIIOBOM
MIPUHAIEKHOCTH KPOBH MPEACTaBIEHO Ha puc. 1. ['eMapTpo3b! ObUIM NPHUYMHON TOCIIH-
Tanu3auy OOJBHBIX reModunel B 65% cirydaeB, U3 KOTOPBIX 92% ManueHToB UMeNn
reMouuio A. 0 (I) rpynna kpoBu y O0JbHBIX reModuineil ¢ remapTpo3amMu HaOIo-
nanach y 35,1%, A(Il) — y 43,2%, B(Il) —y 16,2%, AB (IV) — y 5,5% GonbHBIX.

['emarombl HaOmOMATHCh B 29% CilyyaeB ¢ OIMHAKOBOW YacTOTOM MU BCEX IPYII-
nax kposu. B 26% ciydaeB manmeHThl TOCIUTAIM3UPOBATUCH C KPOBOTCUEHUSAMHU MHBIX
Jokanu3anui. JKenyao4HO-KUIIIeYHbIe KPOBOTEUEHHUSI BCTPEUAINUCH TOJIBKO TPU TeMO-
¢wmun A u Bcerga Ha (hOHE XPOHUYECKOTO racTpUTa WM S3BEHHOM OOJIe3HH JBEHA/I-
naTunepcTHor kumky, y 50% takux nauueHtoB Berpedaiack 0 (I) rpynma kposu. [pu
MOYEYHBIX KPOBOTEUCHUsAX reModuans A npeobnanana, coctaBuB 67% oOcienoBaH-
HBIX U Takke B 50% ciaydaeB Berpevanacs 0 (I) rpynma kpoBu.
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Puc. 1. PacnpeaeneHue pasnmyHbiX OCNOXHEHNN
Yy NAUMEHTOB C BPOXOEHHbIMU KOAryaonatmamMmm
C y4eTOM rpynnoBO NPUHAONEXHOCTM KPOBU

[TocTremopparnyeckue aHeMru 3aperucTpupoBansl B 28% ciryyaeB, B OCHOBHOM —
npu Tspkenon popme remodunuu (77%). 0(I) rpynma kpoBu Berpeuanach y 22%,
A(I) —y 35%, B(III) — y 34%, npu AB (IV) rpynme KpoBu CHIKEHUS YPOBHS T'eéMO-
roOMHa He 3aperucTpupoBaHo. OYEBHIIHO, YTO aHEMUYECKUH CHHIPOM XapaKTepeH
B OoubInieit crerenu i 60mbHBIX remodummeit ¢ A(II) u B(II) rpymmamu kpoBw.

3akarouenue. [lonyyeHHble pe3ynbTaThl COTIACyIOTCS C TAaHHBIMU JIUTEPATYPbI
o mpeobnaganum cpean 0ompHBIX remodwmmeit s ¢ 0(I) rpymmoit kposu [6]. Hamu
BIICPBBIC TPENICTABICHBI JaHHBIC O TPYMIIOCTICIU(UIECKIX OCOOCHHOCTAX KIIMHHYE-
CKHUX U JJaDOpaTOPHBIX MPH3HAKOB MPU JAHHOW MATOJIOTH, YTO TO3BOIMIO c(HhOpMUPO-
BaTh IPYIIIBI PUCKA MO PA3BUTHIO OCTIOXHEHHN Nipu remodunu. Tak, mpu A (I1I) rpym-
e KpOBH OTMEUEHa OO0JIbIIasi BEPOATHOCTD Pa3BUTHUS T€eMapTPO30B U aHEMHH, A TAKKe
UHTUOUTOPOB K (pakTOpaM CBEpThIBaHUs KpoBU. bosee OnaronpusteH MporHo3 y naru-
eHtoB ¢ AB (IV) rpymmoit kpoBH, y KOTOPBIX aHEMUSI, TT0 HAIIIMM JAHHBIM, HE pa3BUBa-
nack. YKemy104YHO-KUIIIEYHbIE U TOYEYHbIE KPOBOTEUEHHS Ha (POHE YKE CYLIECTBYIOLIECH
XPOHMYECKOH MaTOJIOTUH COOTBETCTBYIOIIMX OpraHoB vaiile pa3uBarorcs npu 0(I) rpym-
e KpPOBH y OOJNBHBIX TeMO(GWINEH, YTO TOBOPUT O HEOOXOTUMOCTH CBOCBPEMEHHBIX
NPOPHIAKTHYECKUX MEPONPUSATHN y ATUX ManueHToB. [lomydeHHbIe TaHHbIE YKa3bIBa-
10T, uTo npuHaiexkHocTh K B (III) rpynme kpoBu G1aronpusTcTBYET OONBINEH MPOI0T-
KHUTEIFHOCTHU JKU3HH TIPU FeMO(PUITHH.
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In work the data on influence of internal factors on current congenital coagulopathies. Groups of
risk on development of complications are allocated at a hemophilia.
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