Aeduunt nporenHa C

BpoxaéHHbin gecmunt npotenHa C obycnoBneH pasnnyHbiMU reHETUYECKUMU AeddeKTaMn U
BCNeACcTBME 3TUX Ae(eKTOB NPOMCXOaUT HeOOCTaTOYHbIN CMHTE3 3TOro Oenka renatounTamu Unm
CUHTE3NPYIOTCA aHOMarbHble (PYHKLMOHANbLHO HENOSTHOLEHHbIE) Monekynbl npoTtenHa C. Jeduunt
npotemHa C co3gaeT HaKkNoOHHOCTb K peunamsupyowmnm dgredotpombosam 1 Tpomb6oambonmsam. 3T1o
3aboneBaHne Hacrnegyetcs ayTOCOMHO. [OMO3uroTbl normbatoT B paHHEM AETCKOM BO3pacte OT
TpoM6030B. NpUHATO AenuUTb 3Ty rEeHHyI aHoManuio Ha Asa Tuna. [Npyu nepBom Tune HapylleH
MOSEKYNAPHbIA CUHTE3 NpoTenHa C, BCNeacTBME YEro CHMKaeTCs ero (pyHKUMOHanbHas akTMBHOCTb U
KOHLeHTpaums, onpegensieMass MMMYHONOrM4eckumMm Metogamu. 310 Hambonee yacTbii BapuaHT
aeduumta npotemHa C. lMpyn BTOpOM TUMNE CUHTE3NPYETCA aHOoMarbHas mornekyna nporteuHa C,
NO3TOMY NPV TaKOM BapuMaHTe HapyLUEeHUs1 YPOBEHb €ro aHTUreHa HopMarsibHbIR, a YHKUMOHaNbHas
aKTMBHOCTb HM3Kas. CrneayeT OTMETUTb, YTO CTEMEHb TSHXKECTU KITMHUYECKUX NPOSIBNEHUI geduumnTa
npotenHa C 3aBucuT, npexae Bcero, He oT Tuna aedmumta npotemHa C, a OT Bblpa)K€HHOCTU

CHWXEHUA ero akTMBHOCTHU B rNj1iasmMe.
B knuHuueckom KapTuHe 3TOoro 3aboneBaHus OOMUHUNPYKOT BEHO3HbIE TpOM603bI n

TpOM603M6OJ'II/II/I nerovYHon apTepun, KOXHble HEKPOS3bI, 3r1o0Ka4eCTBEHHaA nypnypa HOBOPOXOEHHbIX.

Kpome Toro, BCTpeyaeTcs HeBbIHaLLMBaHWE 6epeMeHHOCTM Npu aTon Tpombounuu.

MprnobpeTeHHbIn gednunt npotenHa C MoxeT OblTb 00YCIOBEH He4OCTAaTOUHbIM €r0 CUHTE30M
npn 3aboneBaHnsax Ne4YeHn, NOBbILLEHHBbIM PacXo40M BCEACTBME BHYTPUCOCYQUCTOrO CBEPTbIBAHMS

n npu nevyeHnmn HenpamMmbiMn aHTUKOArynaHTamn.

M3BecTHbl ABa BuAaa MMMYHOIOrm4eCknx MeTooB oripeaeneHna nporenHa C: ¢ nomoubto

MeYeHHbIX paAnOaKTUBHbIMU U30TONAMWUN aHTUTEST KMPOTEUHY Cwnu MMMyHO(bepMeHTHbIVI cnocoo.

PyHKUMOHANbHY aKTUBHOCTb npoTemHa C onpefendlT amMuaonuTUYyecKMMu wnu
KoaryrnomeTtpuieckumm cnocobamm. Oba pyHKLUNOHaNbHbLIX METOAA OnpeaeneHnsa aHTUKoarynsaHTHOM
aKTMBHOCTU NpoTenHa C OCHOBaHbI Ha NPMMEHEHUN akTMBaTopa npotemHa C u3 sga WuToMopaHuka
Agkistrodon contortrix. Becbma BaxxHOM 0COBEHHOCTLIO KoarynsaumoHHoro metoga Martinoli agnsaetca
BMUSIHWE Ha ero nokasaHus K-BMTaMWHHOM HEAOCTaTOMHOCTU (Mpy O6TypauMOHHON XenTyxe U npu
neyeHnn HenpamMbIMU aHTukoarynsHtamm). MNpun HegocTaTtke BuTammHa K HekapOOKCUNMpoBaHHbIE
Mornekynbl npotenHa C TepsAT aHTUKOArynaHTHY0 akTUBHOCTb, ONpeaensemMylo KoarynsumMoHHbIM
metogomMm Martinoli, ogHako COXpaHAKT aMuUOONUTUYECKYD CNOCOBHOCTb M aHTUTEHHYIO
cneundunyHocTb. OTMeYeHo, YTO y 6onbHbIX ¢ AedunumToM NnpoTenHa C HabnogaeTcsa bonee BbicoKkas

aMuaonuTMYecKasi akTUBHOCTb 3TOro 6erka no CpaBHEHUIo C aHTI/IKanyJ'IFlHTHOIZ.
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