Short Report

KpaTtkue coobwieHus

CemeMNHbIM cayyan 6one3Hn BuanebpaHpa
Family case of Von Willebrand disease

BonoTuHa EAnsaBeta AHaToAbeBHa, Ao6poTOK AAb6UHA BUTanbeBHa
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AKTyanbHOCTb. Bone3Hb Buanebpanpa (BB) — natonorus
CUCTEMbl reMocTas3a, xapakKTepuayowasca CHUXEHHbIM YPOB-
Hem VWF uAn Haamumem aHomanbHow dopmbl VWF B KpoBOTO-
ke. OCHOBHOM Npu3Hak Bcex ¢opm BB — 310 remopparmyeckui
CUHAPOM (NpeobrapaeT KPOBOTOUMBOCTb CAU3UCTLIX 0OONOUEK).
3aboAreBaHME MOXET MNPOoTeKaTb CO CTEPTOM KAMHWUYECKOW
CUMMNTOMATUKOM W, Kak CAEACTBME, HECBOEBPEMEHHO AMArHo-
CTUpOBATLCA.

Lleab. OnncaHue cemenHoro cayyan bB.

KAnHMueckui cayyai. AeBouka, 9 AeT 7 mec, obpatuaach
¢ xanobamu Ha uactble (A0 5 pa3 B Mecsill) HOCOBbIE KpO-
BOTeueHusl. M3 aHamMHe3a M3BECTHO, UTo AeBIOT anucTakcuca
B 3 ropa, CNOHTaHHO. MHOrOKpaTHO KOHCYALTMPOBAaHa OTOPMU-
HOAAPWHIOAOrOM, MATOAOTMK HE BbIIBAEHO. B aHBape 2023 r.
B YCAOBWSIX CTauMOHapa NPOBOAMAACHb aAE€HOTOMMST M TOH3UA-
AOTOMMUSA MOA MECTHOW aHecTe3nen 6e3 ocAoXHeHMK. Yepes
CYTKM BO3HMKAO BbIPaXEHHOE HEKYNUPyeMOe KpoBOTEYEHWE
13 NOCAeOoNepaLmMoOHHON paHbl. B oTAeAeHWMM peaHumaumm no
XW3HEHHbIM MNOKa3aHMAM MPOBEAEHO MEepeAMBaHWe CBeXe-
3aMOpPOXEHHOW NAA3Mbl KPOBWM W 3PUTPOLMTAPHOM Macchl.
N3 ceMerHOro aHamHesa: y MaTtepu AAMTEAbHbIE MeHopparuu
(0buAbHbIE, BOAee 7 AHEN), 3NU30A BbIPaXEHHOIO KpoBoTEUE-
HUA B 18 AEeT (TOH3UAAOTOMMWSI) U BO BPEMS POAOB (KecapeBo
ceueHue), NepuoArYEeckre 3KXMMO3bl. Y 6abyliki no marte-
PUHCKOW AMHWM 3MU30A OBUABHOTO KPOBOTEUEHUSI YUEPES CYTKU
NMOCAE 3KCTPaKLMKM 3y6OoB. Y cTapluei cecTpbl M OTL@ Xanobbl
Ha remopparMyeckui CUHAPOM OTCYTCTBYtOT. lpu ocmoTtpe
dun3nyeckoe pas3BUTUE MALMEHTKM COOTBETCTBYET BO3pacTy.

PaHee oTMevancsi KOXHbIN reMopparMieckmnii CMHAPOM B BUAE
9KXMMO30B Ha KOHEYHOCTSIX.

MpoBeAeHO UcCcAeAOBaHME NapamMeTpoB CUCTEMbI remMocTa-
3a: BbiiBAeHO AYTB — 48 ¢ (Hopma 26-40 ¢), CHUXEHUE ypoB-
HA pakTopa VIl po 25% (Hopma 60-150%) 1 aHTUreHa ®B a0
19% (Hopma 74-111%), arperaunsi TPOMOOLMTOB C PUCTOMMU-
UMHOM (B HMU3KOW KOHUEHTpauMu) B npepenax pedepeHCHbIX
3HauYeHu. Y matepu BbISIBAEHO CHWxeHue daktopa VIl po 21%
(Hopma 60-150%), aHtureHa ®B a0 13% (Hopma 52-152%),
AYTB — 43,8 ¢ (HopMa26-40 c). Y cecTpbl ypOBEHb aHTUIEHA
®B — 100% (Hopma 58-136%), dakrop VIII — 70% (Hopma
60-150%). Y otua aHtMreH ®B — 156% (Hopma 52-152%),
daktop VIII — 100% (Hopma 60-150%). Takum obpasom,
y AEBOYKM AMarHocTMpoBaHa «D68.0 Bone3dHb BuanebpaHaa,
™n |, Aerkaa ¢opmar. Y MaMmbl TakkKe AMarHocTMpoBaHa
«D68.0 bone3Hb BuanebpaHaa, TMn |, Aerkan popman.

06cyxpeHue. MNpUBEAEHHbIN KAMHUUYECKWMIA CAYyYaid MoKa-
3blBa€T BaXHOCTb aAEKBATHOW TAKTMKWM AMArHOCTUKW PasAny-
HbIX HapyLlEeHWI, YTO BKAtOUaeT B cebsi AaHHble aHaMHesa
XWU3HW, CEMENHOr0 aHaMHe3a, Xanob nauneHTa. Takov NOAXOA
NO3BOAWUT Ha3HAYUTb NPULEABHOE 0BCAEAOBAHUE AASI BbISIBAE-
HUWS1 NATOAOT UK.

3akAaoueHue. AN CBOEBPEMEHHOM AMArHocTMku BB
HEOOXOAMMO C BHMMaHWMEM OTHOCUTLCS K aHaMHe3y O6WAb-
HbIX KOXHO-CAM3WUCTbIX KPOBOTEUEHWI Y NaUMEHTa U 0BUAbHbIX
KPOBOTEYEHWI B CEMEMHOM aHaMHe3e, TakK Kak 3nucTakcuc
MOXET ObITb EAUHCTBEHHBIM CUMMTOMOM MPOSIBAEHUA AGHHOM
naToAOTUMU.



