vWF

vWF — von Willebrand factor

I'en vWF nokamm3oBan Ha 6 XpoMocoMe, OJHOHYKJICOTHJIHAs 3aMeHa MPUBOIAUT K
W3MEHEHUIO aMUHOKUCIOTH JIM3uH Ha AcnapruH B koaupyemom Oenke. LleneBbiM reHOM,
CBA3aHHBIM C HOCOBBIMH KpOBOTEUEHHAMHM Jomiazned sBisiercss reH dDakrop Qo
BunneOpanna — IJIMKONPOTEHH IJIa3Mbl KPOBHU, WIPAIOIIMN Ba)XKHYIO pOJIb B reMocCTase, a
MMEHHO 00ecneunBarolIui aire3MOHHOE COEAMHEHNE MEX Iy IUIACTUHKONW M CTEHKOU cocyia
Ha y4acTKaX COCYAMCTOU TPaBMBI.

vWF o6pa3yer B minazme komIuieke ¢ gpaktopom cBéptbiBaeMocT KpoBu FVIII, npunaromimii
MOBBIIEHHYIO CTa0MWJIBHOCTh Ha YydacTKax MpoOKH TPOMOOIIMTOB C MOCIEAYIOUIUM
oOpa3oBanue (GpUOpPHUHOBOrO crycrka. B HacTosiee BpeMsi XOpOILIO H3Y4EHbl HapyIIEHHS
aMUHOKHUCIIOTHOH mnocnenoBarenbHoctTd VWF Ha N-koHne (B TOYKaxX CBSI3bIBaHUS C
mouekynoi FVIII), Bei3biBatomiye pa3inyHble TUIIBI ICEBIOTEMO(IIINT Y YETOBEKa.

CKJIOHHOCTb K HOCOBBIM KPOBOTEUEHHUSAM YCTOWUYMBO Mepenaéres 1Mo HacaeICTBY U MPUCYILA,
B OoJplielt Mepe, OBICTPOAUIIOPHBIM JiomIaasaM. Yamie Ipyrux BCTpPEYaeTcsl y JIOManei
YUCTOKPOBHOM BEPXOBOU MOPOABI U IPOSBIISETCS P BBICOKUX HAarpy3kax. B Hamm auu, npu
BO3HUKHOBEHHHM HOCOBBIX KPOBOTCUEHUW JIOMIAACH, NPUMEHSIOT (PapMaKOIOTrHISCKUe
npemnaparsl, MO3BOJIAIOINE CKPLITH HCTAaTHBHLBIC IPOSBJICHUA 3360J'I€BaHI/I5[, HO H30aBUTLCS
oT H&CJ’IGI[CTBGHHOﬁ IMPHUYUHBI ITOMOXKET TOJIBKO 3HAHUC TI'CHOTHUIIA pOI[HT@J'II:CKOfI napoel 1
HaIpaBJIEHHBIN 0TOOD.



