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HapylweHnss nokasaTenen remocrasa peru-
CTPUPYIOTCA CO BTOpPOro mecsiua GepemeHHo-
ctn. OnncaHo NoBbILWEHME KOHLEHTpaumm pnbd-
pUHOreHa, akTMBHOCTM BOCbMOro M CeabMOro
dakTopos. [pu natonornyeckom tevyeHum Ge-
PEMEHHOCTU XapaKTepHO HenponopuuoHarb-
Hoe noBbiweHne dakTtopa VIl (PVIII) no oTHo-
weHno Kk komnnekcy PVII: daktop Bunneb-
paHga (PB). MNpu Hanuuun gedekta B cucteme
npoTtenHa C, BbINOMHSAOLEN (PYHKUUIO NPOTEO-
NUTUYECKON derpagauum BOCbLMOro dakropa,
yKa3aHHOe HapyLueHue ycyrybnseTcs.

Bo BTOpOM 1 TpeTbem TpumecTpe npuobpe-
TaeT 3HA4YMMOCTb YyrHeTeHue ¢ubpuHonuaa.
Mpn natonormm GepemMeHHOCTN MOBbILEHNE
KOHLEHTpauMn NnasMuMHOreHa, 3HOOreHHbIX W
9K30reHHbIX aKkTMBaTopoB UOPUHONM3a He-
NPONOpPUNOHANbHO YBENTMYEHUIO MHIIMBUTOPOB
(MHrMOUTOP akTMBaTOpa nra3MuMHOreHa nep-
BOro TMna ocsoboxgaeTcs U3 aHOoTeNManbHbIX
KneToK, BTOPOro Tuna — HapabatbiBaeTcsa nna-
LEHTON).

Mpu natonormm 6epemMeHHOCTN NPOUCXOLANT
NMOCTOSIHHOE «pasapaXkeHne» IHAOTENNS, O YeM
CBUOETENbCTBYET Ype3MepHasa pUCTOLETUH-UH-
AyuMpoBaHHas arperauusi, pasBmMBaeTCs CEHCU-
ovnusauua TpomboumToB  (rMneparperauuns
TPOMOBOLMTOB Ha MeMOpPaHHbIE MHAYKTOPbI), NO-
BblLLAaeTCs CUHTE3 TpombokcaHa A2 (Ypesmep-
Has  TPOMOWH-MHOYLMpOBaHHaA  arperaums
TpomboumToB). JIorMyHO NPeanonoXnTb BKNag
3TOro npouecca B pas3sutve npetpomboTunye-
CKOro COCTOSsIHMS. TpPOMOOreHHbI noTeHuman
@B, Haxoasulerocs B nynax XxpaHeHus aHOoTe-
NMOLMTOB N TPOMOOLIMTOB BbILLE NIIa3MEHHOIO.
BbicokomonekynspHoin @B 13 anbdga-rpaHyn
TpomboumMTOoB OOHapyXuBaeTcd B nna3me no-
crne CUNbHOM CTUMYNAUUN TPOMBOLIMTOB M 3H-
potenvoumnTos. Npu 60NbLLIOM NPOTSHKEHUN NO-
BPEXOEHHOro 3HO0TENUS CUTyauus co3gaHust
TPOMOOreHHOro noTeHumMana MOoXeT npeBpa-
TUTbCA U3 MECTHOMN B CUCTEMHYIO.

Momumo onocpenoBaHusa agresmm Tpombo-
LMTOB K cy6aHaoTennanbHbIM CTPYKTypam ¢ no-
cnefymoulen nx arperauyen, pyHkunen OB aB-
nsaetcsa ceasbiBaHne dhaktopa VI n 3awmrta ero

MOSieKynbl OT npexaeBpeMeHHON WHaKTMBa-
umun. MNepBas pyHKUMA MakCcMMarbHO peannay-
eTcsa npy hopMmnpoBaHumM Tpomba B MeSKMX ap-
Tepusax, apTepuonax u aptepuanbHbIX Kanus-
ngapax (4epes akTmBaLmio NPUCTEHOYHOIO CBEp-
TbIBaHUS, r4e cuna noToka Kposu mMeLuaeT ¢op-
MUPOBaHUIO reMocTaTU4eCcKon NpobKn), BTOPON
MexaHu3M NpmMBoAUT K 3awumte gpaktopa VI oT
NPOTEONUTUYECKON Aerpagaunm CUCTeMOn Npo-
TeuHa. lNMpu Hanuumm noboro aedekra B 3TOM
cucTeMe B3aMMOOTHOLLEHUI 3aBA3bIBaETCS Mo-
POYHbIN KPYT.

M36bITOK akTMBHOrO BOCbLMOro dhakTopa,
ocBoboxpatowierocsa n3 komnnekca VI : B
nocne KoOHTakTa ¢ TpPOMOMHOM Mpu noBpexae-
HUWM cocyda, He noaBepraeTcs NPOTeonuTU4e-
CKOW gerpagaumm yuepbHom cnuctemon npote-
nHa C 1 BHOCUT CBOW BKNag B TPOMOGOreHHbIn
noTeHuman nnasmbl. AHanorMyHas KapTuHa
pas3BMBaeTCs MNpu 4Ype3mMepHOM noTpebneHuun
HPM3MOMNOrNYECKUX aHTUKOarynsiHToB, B TOM
uncne npotenHa C. AktneHoctb ®B BO Bpems
6epeMeHHOCTM 3aBUCUT OT (YHKLMOHArNbLHON
aKTMBHOCTU MeTanrnonpoTtenHasbl ADAMTS-13,
BblAenseMon aHgoTenuem.

KomMnnekc onucaHHbIX HapyLlieHuA nobyx-
AaeT BKMYMTb B NepeyYeHb PYTUHHBIX METOAMK
OLLEHKM COCTOSIHUS CUCTEMbI FemocTasa npu be-
PEMEHHOCTN onpeaeneHne akTuBHoctTn OB,
®VIIl n npotenHa C.



