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Pesiome

BbonesHb BunnebpaHga (BB) — Hambonee pacnpocTpaHeHHas Cpeau HacnefCTBEHHbIX
remopparmuyeckas remoctasmonaTvsa. Yactota 3abonesaHus B MONynAuUU COCTaBnA-
eT 1-2% [1]. ®opmbl BB ¢ BbipaXeHHbIMU KIIMHUYECKMM MPOABNEHNAMN BCTPEYaloTCA
¢ vactotow 0,1%. MNpununHoii BB ABNAETCA KONNYECTBEHHDIN MW KauyeCTBEHHbIN aedeKkT
¢dakTopa Bunnebparga (OB) [1]. AnarHo3 BB 6a3upyeTcsi Ha OLEHKe KIMHUYECKUX Npo-
ABNEHNI: BOSHVKHOBEHMY MOBbILEHHOW KPOBOTOUMBOCTY M3 CIM3MCTON MONOCTH HOCa U
pTa, KPOBOTOUMBOCTM B MeCTaX HE3HaUUTENbHbIX NMOBPEXAEHUI KOXKHbIX MOKPOBOB, MO-
Cfle onepaTrBHbIX BMELATENbCTB, SKCTPAKLMIA 3y60B, BO3MOXHO pa3BUTUE reMapTpOo30B
N MEXMbILLIEYHBIX FeMaToM, a TaKk»Ke Mo JaHHbIM CEMEHOro aHaMHe3a 1 nabopaTopHOro
obcnenoBaHuA. MpeactaBneHbl fJaHHble O KONMYECTBE MaLUEHTOB MO perroHam Pecny-
6nukn benapycob. MNpriBefeHbl NOKa3zaHUA ANA HanpaBieHWs L C nofo3peHvem Ha BB, a
TaKXKe MyTb MaUueHTa — FAe 1 Kak MOXHO MPOWTY N1abopaTopHOe TeCTUPOBAHWE 1 NONy-
UnTb BpauebHYI0 KOHCYNbTaLMIo Ans YCTaHOBEHUA AnarHo3a bB.

KnioueBble cnoBa: 6one3Hb BunnebpaHga, reMopparnyeckmii CHAPOM, MeHopparuu,
KpOBOTEUYEHUSA, KPOBOTOUMBOCTb
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Abstract

Von Willebrand disease (VWD) is the most common hereditary hemorrhagic hemostatic
disorder. Its prevalence in the general population is approximately 1-2%, while severe
forms of VWD occur in 0.1% of cases. The disease is caused by either a quantitative or
qualitative deficiency of von Willebrand factor (VWF), which leads to a wide range of
clinical and laboratory manifestations [1]. Notably the majority of VWD patients seen by a
hematologist are women. This is because while menorrhagia during the menstrual period
occurs in about 12% of all women, this proportion can rise to 95% among women with
VWD [2]. The sensitivity of menorrhagia as a predictor of VWD ranges from 32 to 100%,
with a specificity of 5-20% [3]. The diagnosis of VWD is based on an assessment of clinical
manifestations, family history, and laboratory examination data. Other characteristic
manifestations include bleeding from the mucous membrane of the nasal cavity and
mouth, bleeding from minor skin injuries, and excessive bleeding following surgical
procedures or dental extractions, in more severe cases, hemarthroses and intramuscular
hematomas may occur. Due to the variety of clinical and laboratory manifestations of the
disease many centers have developed scoring systems to screen patients. These tools help
physicians identify individuals potentially affected by VWD and guide further diagnostic
evaluation to identify potential patients with VWD.

Keywords: von Willebrand disease, scoring scale, hemorrhagic syndrome, menorrhagia,
bleeding

B BBEJAEHWE

bonesHb BunnebpaHga (bB) aBnsetca Hanbonee pacnpocTpaHeHHbIM 3abosieBaHNEM
cUCTEeMbl FeMOKoarynsLmm, Kotopoe B obLein nonynaumum BCTpeyaeTca ¢ Yactoton 1-2%,
dopmbl BB ¢ Bblpa)KeHHbIMU KNUHUYECKUMW MPOABIEHUAMUN BCTPEYAOTCA C YacToTol
0,1%. MpururHa BB nexunT B CHYXeHWM KOoHLeHTpauuy, aedekte GyHKUUM U/ Mnn CTPYKTY-
pbl bakTopa BunnebpaHpa (OB), uto onpepenset pasHoobpasme KNMHUYeCKKX 1 nabopa-
TOPHbIX NposABeHni 3aboneaHus [1]. CnegyeT OTMETUTb, YTO OCHOBHbBIM KOHTUHFE@HTOM
nauueHToB ¢ bB, HabntogatowmMxca y rematonora, ABAATCA XeHLWMHbI. 3To 06ycIoBNeHO
TeM, UTO eC/v Cpem BCeX XeHLUMH B MEHCTPYaNbHOM nepuoge okono 12% cTpagatoT me-
HOopparnAmMm, To cpeamn XeHwWwmH ¢ bB 3Ta gona moxeT Bo3pacth o 95% [2].
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Snuaemuonorus bonesHy Bunnebpanga B Pecrnybnuke benapycb.
lMyTb NaLmeHTa Ana AMarHOCTUKM 1 NedeHns 6onesHun BunnebpaHaa

MakTop BunnebpaHaa BbINONHAET iBE OCHOBHblE GYHKLMW: CNY>KUT TPAHCMOPTHOW 1
cTabunusupyiollet monekynoi agna daktopa Vil B KpOBOTOKe, a TakKe NrpaeT KioueByio
posib B reMocTase, BbiCTynas B KayecTBe NraHAa, onocpeayowero aaresno Tpomobo-
UMUTOB K Cyb3HAOTENMaNbHOMY MAaTPUKCY, B YaCTHOCTU K KonnareHy. MNpu cA3biBaHWM C
KonnareHom ¢paktop BunnebpaHaa npetepneBaeT KOHGOPMALNOHHbIE NU3MEHEHUS, KOTO-
pble NO3BONAT eMY B3aMMOLENCTBOBATb C TPOMOOLMTapHbIM rukonpoTenHom Ib (MMb).
B ycnosusax in vitro B3aumogeiictaue OB c ITllb moxeT 6bITb MHAYLIMPOBaHO fJobaBneHU-
€M aHTUOMOTMKa PUCTOLIETUHA, YTO UCMONb3YyeTcA B AnarHocTuke bB.

Knaccudukauma bB ocHoBaHa Ha KpuTepusx, NpeanoxeHHbix MexayHapoaHbiM 06-
LLeCTBOM MO TPOM603y 1 remocTasy B 1994 r. 1 nepecMoTpeHHbIx B 2004 r. CornacHo stum
KpuTepuaMm, BbIgeNAT TPU OCHOBHbIX TMMa BB: YacTUYHbI KonnyecTBeHHbIN gednuymTt OB
(I Tvin, yactota gaHHol dopmbl cocTaBnsAeT 75-80% oT Bcex ciiyyaes bB); dyHKUMOHanb-
HbI gedekt OB (Il TMN, yacToTa gaHHoW popmbl cocTaBnsaeT 5-15% ot Bcex cnyyaes bB);
ToTanbHbI geduuyut OB (lIl TN, yacToTa gaHHOW dopMmbl cocTaBnaeT MeHee 5% OT Bcex
cnyyaes BB). Tun |l BB pa3pgeneH Ha yeTbipe BapvaHTa B 3aBUCMOCTM OT 0CcOBeHHOoCTel
¢deHotuna: 2A — cHuxkeHne OB-3aBMCMMON aare3nmn TPOMOOLIMTOB C CENEKTUBHBIM aedu-
LUTOM BbICOKOMONEKYNAPHbIX MynbTumepos OB; 2B - nosbiweHHaa adpduHHOCTL OB K
IMib TpombounToB; 2M — cHMXeHne OB-3aBUCMON aare3nn TPoMoboLUUTOB 6e3 ceneKkTuB-
Horo fedurumTa BbICOKOMONeKynAapHbIx Mynbtumepos OB; 2N - BbipaKeHHOe HapyLleHne
csA3m daktopa VIl c OB.

OunarHo3 BB 6a3upyeTca Ha oLeHKe KIMHUYECKUX NPOABNEHNIA, CEMeNHOro aHaMHe3a,
JaHHbIX TabopaTopHOro ob6cnefoBaHmnA. Y XKeHLWUH Hanbonee 3HaUNMbIM KITMHUYECKM
npossneHnem 3aboneBaHUA CTaHOBUTCA MeHopparua. YyBCTBUTENbHOCTb MeEHopparmu
Kak npeguktopa bB coctaBnAet 32-100% co cneymduryHocTbio 5-20% [3].

M3 apyrnx xapakTepHbIX NPOABAEHUI MOBbILEHHON KPOBOTOUMBOCTM Y NALMEHTOB C
bB cnegyet Ha3BaTb KpoBOTEUEHMA N3 CIM3NCTON MONOCTM HOCA M PTa, KPOBOTOUMBOCTb
B MeCTax He3HaunTeNIbHbIX MOBPEXAEHMIN KOXKHbIX MOKPOBOB, NOC/e onepaTUBHbIX BMe-
LIATENbCTB, SKCTPAKLMI 3y6OB, BO3MOXKHO Pa3BUTUE reMapTPO30B M MEXMbILLEYHbIX re-
MaToM.

B 2025 r. B HaumoHanbHoM peructpe Pecny6nuku Benapycb 3apernctpupoBaHbl
234 nauwmeHTa c bB, uto coctaBnseT 2,05 yenoseka Ha 100 Tbic. B 06wen nonynaumun. Ans
CpaBHeHMA pacnpocTpaHeHHoCTb BB Ha 100 Tbic. HaceneHuA B ApYrnx CTpaHax COCTaB-
nAet: B ABcTpanuu — 8,5, B Benukobputanum - 16,05, 8 Uitanun - 5,3, 8 CnoBakum — 11,2,
B Yexun — 7,7, B BeHrpun - 14,5, B MNMonbwe - 4,5, 8 Poccun - 1,0, B YkpaunHe - 1,09 [4].
OTW JaHHble ABAAIOTCA AOCTAaTOYHbIM OCHOBaHMEM YTBepXfAaTb, 4To B Pb umeet mecto
HefoCTaToYyHaA AMarHocTkKa gaHHoro 3aboneBaHmA. Heobxoanmbl pa3paboTka 1 BHe-
LApPeHne cpeamn akyLlepoB-TMHEKONOrOB, JIOp-Bpayei, aHeCcTe3oNoroB-peaHMaTosioros,
CTOMATOJIOroB 6aNNbHONM LWKaMbl OLEHKM FeMOpPpParnyeckoro CMHAPOMA, YTo MO3BONUT
CBOEBpeMeHHO BbIABNATb BB cpefm B3pocnoro HaceneHus B Pecnybnuvke benapyco.

B cBA3M ¢ pa3HOObpasmem KNMHMYECKMX 1 abopaTopHbIX NPOSABIeHN 3aboeBaHNA
C LUenblo CKPMHUHTA cneyndrnyecknx xanob 1 aHamHesa pasfinuHbIMU LeHTpaMKn paspa-
60TaHbl HECKONbKO BapuaHTOB GansibHbIX LWKa, KOTOpble MOMOralT Bpayy BbIABUTb MO-
TeHUManbHbIX NaumeHToB ¢ BB. PazHoob6pasne KNMHUYECKNX NPOABIEHUIN 06bACHAETCA
NonynAUNOHHLIMU OCOBEHHOCTAMM MYTALMOHHOrO CTaTyca, 4acToTOW BCTpPeYaeMoCTu
pPa3nnyHbIX TYNOB BB 1 oTAnumMAMM B KNMHMYECKNX MPOABNEHMAX.
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CnoXHocTb agnarHoctnkun bB obycnosneHa mHoroobpasviem ¢popm 3aboneBaHums, ero
KNUHUYECKUX (reMopparnyeckux) NposBieHnin, HEO6XO4MMOCTbIO HAMUKUSA CcneLmanbHo
NOArOTOBJIEHHbIX CMeUnanncToB 1TabopaTopHON AMArHOCTUKM FreMocTa3a WU HeMosHbIM
CNEKTPOM NabopaToOpPHbIX ANArHOCTUUYECKMX UCCIeQoBaHWIA B pernoHax. bonblWNHCTBO
nabopaTopHbIX NCCNe0BaHNIA BbIMOMHAETCA CEroAHA NULLb Ha YPOBHE pecnybnmKaHCKux
HayuYHO-NpaKTNYeCKMX LeHTPOB. ITO 0OBbACHAET HeJOCTaTOUHYIO BbiAiBNAeMOCTb BB B be-
napycu 1 COXpaHeHne BbICOKOIO prCKa »KNU3HeYrpoXaloLWwmnx KpOBOTEUEHNI Y NaLUMeHToB
C HeguarHocTnpoBaHHou BB npu npoBegeHn onepaTnBHbIX BMELLATENIbCTB, pogopaspe-
LWeHUK, TpaBMax n T. 4.

OunarHoctuka BB 6a3unpyetca Ha cnegytowmx npyuHuyunax [11, 12]:

1) KNMHWYECKNEe faHHbIe:

B OCMOTpP - BbIIBIEHME NPU OCMOTPE CMHAKOB UM reMopparnyeckoro CMHEpoma no
CMeLLaHHOMY MO0 MUKPOLMPKYNATOPHOMY TUMY;

B onpoc (c6bop aHaMHe3a): Hannuyme B aHaMHe3e 3aboneBaHMA He MeHee 2 remopparu-
YeCKMX 3Nn30A0B, TPeOYOLWMX NleUeHns, NAn 3 remopparnyeckmx ann3onos OgHONM 1
TOW e nokanusauumn);

B OTAroweHHasA Hacle[CTBEHHOCTb — MOBbIWEHHAA KPOBOTOUMBOCTb Y POACTBEHHUKOB
1- cTeneHn poacTBa;

2) nabopaTtopHasa AMarHOCTMKa, BKoUatoLWwan onpeaeneHne B remoctasnorpamme [12].
Kputepuu yctaHoBneHua gnarHo3sa bB:
akTuBHoCTb OB meHee 30% (0,3 ME/mn);

COOTBETCTBYIOLME AaHHbIE KNMHUKO-N1abopaTopHbIX NcCiiedoBaHNIA.

CHuXeHue copepxaHusa (aktmeHoctn) ®B B amanasoHe ot 30 go 50% (ot 0,3 mo
0,5 ME/mn) kKnaccuduumpyeTca Kak HapylleHne nepBnYHoOro (cocyamcro-tpombouuTtap-
HOro0) reMmocTasa CO CHUXXeHUeM cogepXaHus (aktmsHocTn) OB.

B ocHoBe anarHoctuku bB nexunt onpegenerne aktmsHoct OB. BONbLWIMHCTBO MeX-
[yHapoZHbIX MPOTOKONIOB MPVBOAUT HOPMasnbHbIA AMana3oH akTuBHocTM OB B KpoBwu
(VWF:RCo=VWF ristocetin cofactor activity) - 0,5-2,0 ME/mn (50-200%). B cooTBeTcTBMM
C pekomeHpauumamn bputaHCcKoro kommuTeTa MO CTaHZapTaM B remaTonorum (British
Committee for Standards in Haematology) n AmepurkaHckoro obuiectBa remaTonoros
(American Society of Hematology) BB onpegenseTtca npu HanMumMm CHUKEHUA aKTUBHO-
¢t ®B <0,3 ME/mn [11, 12]. Mpwr 3TOM BAUAHME rPynbl KPOBY HE YUnUTbIBaeTcA. BapuaHTbl
C HaNIYNEM KINHNYECKUX FeMOopparnyecknx NPoABAEHUN N CHUXKeHEM akTBHoCT OB
o1 0,5 po 0,3 ME/mn (50-30%) pacueHnBatloTca He Kak BB, a Kak HapyLueHne nepBrYHOro
remocTasa co cHuxeHrem OB (primary haemostatic bleeding with reduced VWF) [11].

3a nepuog ¢ 2023 r. no 30 mapTa 2024 r., cornacHo faHHbIM labopaToOpPHOro »KypHana
MHIL xvpypruu, TpaHcnnaHTonornm n rematonioruu, 6oino nposefeHo 1011 nccneposa-
HUIM cncTeMbl remocTasa. M3 Hux 149 nccnepgoBaHuii — ypoeHa OB, uto coctasuno 14,9%
oT obuero yncna nabopaTopHbIX UCCefoBaHWIA remocTasa. B 27 cnyyaax gnarHos 6bin
NoATBEP>KAEH HA OCHOBE BbIABIEHHOIO CHUXeHuA ypoBHA OB.

B MUHCKOM KNUHNKO-AMAarHOCTMYeCKoMm LieHTpe 3a nepuog ¢ 2023 r. no 29 mapta 2024 .
6b110 NpoBeaeHo 942 nccneposaHus yposHsA OB, 13 KOTOPbIX CHUKEHWE faHHOTO NoKa3a-
Tensa 6b1no BbiABNEHO BCero B 23 cnyyasx (2,4% OoT NoATBepAEHHOro AnarHo3a).

3a 2023-2024 rr. 661510 BbiiBNEHO 38 HOBbIX cyiyyaeB bB, no gaHHbIM Ha 07.08.2025 Ha
yueTe B PecnybnukaHCKoM permcrpe KoarynonaTuid cOCToAT 243 nauymeHTa ¢ 6onesHbio
BunnebpaHpa, n3 HMx 42 naymeHTa B Bo3pacTe Ao 18 net (cm. Tabnuuy).
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Snuaemuonorus bonesHy Bunnebpanga B Pecrnybnuke benapycb.
MyTb NawumeHTa Ansa AUarHOCTVKM 1 nedeHns 6onesHn Bunnebpanaa

Bone3Hb BunnebpaHpa Ha3biBalOT «MeAULIMHCKUM XaMeNIeOHOM», MOCKOMbKY Cyllie-
CTBYeT MHOXEeCTBO pa3finuHbIX GpakTopoB, NoBbiwatLmx yposeHb OB B kposu. Mpr 3ToM
nerkve ¢bopmbl 3aboneBaHNA MOTyT NMeTb CaMble He3HauuTeslbHble KIMHUYeCKne CUM-
NTOMbI (OCOBEHHO Y MYXUMH) 1 NPOABNATLCA KIMHUYECKU 3HAUMMbIMY KPOBOTEYEHUAMM
nocne 60onbLINX TPaBM 1 ONepaTMBHbIX BMeLaTenbcTB. K dakTopam, nosbillaowmm ypo-
BeHb OB B KpOBM, OTHOCATCA:

1) BHewHwue dakTopbl (40%):

®  BO3pacT;

cTpece;

ropmoHbl (6epemMeHHOCTb, OpanbHble KOHTPaLenTuBbl, pasa MeHCTPYanbHOro LUKIa);
dusnyeckue Harpysku;

BOCMaNeHns;

onyxonu;

3ab0neBaHNs NoYeK, NeYeHN 1 WIUTOBUAHOWN Xene3bl;

reHeTnyeckme paktopol (60%):

B rpynna KpoBu: y nuu ¢ rpynnoi Kposu 0 yposeHb OB cHuxeH npumepHo Ha 30%, B

oTnu4Me OT fllofen ¢ rpynnoin Kposu A n B;
®  npoune reHeTUuYeckme GpakTopsbl, He cBsA3aHHble ¢ nokycom OB B reHe (puc. 1).

B cBA3M c 3TUM cnepyeT 6paTb 06pasLbl KPOBW ANA NCCIefOBaHNA NPU Pa3finNyHbIX
006CTOATENBCTBAX, UTOObI MMETb BO3MOXHOCTb ANArHOCTUPOBaTb Nerkne popmol 3abone-
BaHUA.

OunarHoctuka bB B Pecny6nuke benapycbh BKouaeT onpefeneHve cogepxaHna n ak-
TMBHOCTU daKTopa BunnebpaHga, oueHKy arperayMoHHON aKTUBHOCTM TPOMOOLMTOB ©
BbINoNHAETCA Ha 6a3e pecnybnnkKaHCKUx, 06nacTHbIX 1 ropofckux (r. MMHCK) KnuHuKo-
AmnarHoctuyeckmx nabopartopuin. B I'Y «PecnybnukaHcKnii HayuyHO-NpakTUYeCKUn LeHTp
LETCKON OHKOJIOTMK, FeMaToNornm 1 UMMYHONOM» HaNaXeHo NOTHOEe reHOMHOE CeKBe-
HUpoBaHue reHa ¢akTopa BunnebpaHaa. MiccnepoBaHua, Heobxoanmble ANA BbiABAEHMWA
BB, BbINOAHAT BCEM NauuneHTam, 06paTMBLIMMCA de NOVO B CBA3W C FeMopparnyecknmm
NPOABNEHUAMUN U C HapYLLUEHUAMU CBEPTbIBaHWA, 3apErncTpUpPOBaHHbIMU Nepes Bbl-
NONHEeHNEM XUPYPruyeckmx BMmeLlaTenbcTs. PesynbtaThl NabopaTopHbIX MCCnefoBaHUn

N
—

Puc. 1. CooTHOLIEHME FreHeTUYECKUX U BHEWHNX $aKTOPOB, BAUAIOWNX Ha ypoBeHb OB
Fig. 1. The ratio of genetic factors and external factors affecting the level of VWF
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PacnpepeneHne nauueHToB c 6onesHbio Bunnebpanpa no obnacram Pecny6nuku benapycb
Distribution of patients with von Willebrand disease by regions of the Republic of Belarus

3a6boneBaemoctb 6B

O6nactb 2020 2022 2025 Ha 100 Thic. HaceneHns
BbpecTckasn 32 36 38 2,6

Butebckas 5 6 12 0,6

[omenbckasn 25 26 35 1,9

popHeHcKan 20 20 27 1,9

Morunnesckas 31 32 33 0,6

MwuHckan 20 30 33 0,3

lfopoa MuHcK 49 55 71 1,9

NTOTO 182 205 249

aHanNM3MpYyoT CNeLnanucTbl Ans NAaHUPOBaHUA NOTPeBHOCTM B HEO6X0AMMbBIX Npenapa-
Tax KpOBMU.

MauneHTbl, Kak NpaBKno, 06pPaLLaOTCA 38 MeQULMHCKON MOMOLLbIO Af1A BbIACHEHUA
NPUYUHBI KPOBOTOUMBOCTY Y>Ke MPU HaNMUUU BblPaXKeHHbIX NPOABNEHNI 3aboneBaHus.
Hepepnko gnarHo3 yctaHaBnmBaeTcs Nocse pa3BuTUA KPOBOTEUEHMS, CMPOBOLMPOBAHHO-
ro TPaBMOW MM OCNOXHUBLLErO XMPYPryeckoe BMeLaTeibCTBO. bonblUMHCTBO NauneH-
TOB, MeA NErkyl Win KINMHUJYeckn cteptyto popmy BB, He obpallatotcsa 3a nomoLbio.
Mo3ToMy CylecTByeT HECOOTBETCTBUE MEXIY TEOPETUYECKN OKUAAEMbIM 1 peanbHbIM
UYMCIIOM NaumneHToB ¢ bB, cocToALKMX Ha ANCNaHCePHOM yyeTe.

Mpenapatbl OB 1 kKoarynsaumoHHoro daktopa VI (FVIII) B KombuHaumm obecneunsaiot
BOCCTaHOBJIEHVE remMoCTa3a Mo [ABYM Harpas/ieHUAM: ynyJdLleHre arperauum Tpomoouu-
TOB (4epe3 ®B) n obecneueHmne Kackaga ceepTbiBaHus (Yepe3 dakrtop V). ¥ naymeHToB ¢
BB ypoBeHb OB cHuXeH 1nn ero ¢yHKUMA HapylueHa, B pesyrbTate yero dakTtop VI 6b1-
CTpo pa3spywaetcs. Mpy NCnonb3oBaHM MOHOTEPANMU KOHLEHTPaTOM daKTopa CBepTbI-
BaHus VIII (KOCK VIII) ero neprog nonyebiBefieHNA 3HaUUTENbHO COKpaLlaeTcs. 3To oby-
cnosneHo otcyTcTBrem OB, KOTOPBLIN B PU3NOIOTMUECKNX YCIIOBUAX BbINOMHAET GYHKLMIO
HocuTena paktopa VI, ctabununsmpys ero n npefoTepaLlas MHaKTUBaLMio NnpotenHom C,
Tem cambIM 3aMef1As ero gerpagaumio. IddekTrBHocTb MoHOTepanuu KOCK VIl ocober-
HO HU3Kas npu Tsxkenbix dopmax bB. 3To MOXeT NpmMBeCTY K HE[OCTaTOYHOMY KOHTPOJIO
KpoBoTeueHul 1 ux peuyuansam. Kpome Toro, BBegeHue tonbko KOCK VIII He ycTpaHAaeT
npossneHus bB, cBA3aHHblE C NEPBUYHBIM FEMOCTa30M, 1 COXPaHAETCA OMACHOCTb KPO-
BOTEUEHUIN MO MUKPOLIMPKYIATOPHOMY TUMY — U3 CAN3UCTBIX, KOXW U NPU MEHOPParusx.

Mpenapatbl ¢ cootHoweHrem OB K FVIII 1:1 cunTaloTca onTUManbHbIMY, Tak Kak obe-
CneyrBaloT COANAHCMPOBAHHYIO KOPPEKLIMIO Y CHXKAIOT PUCK aKKyMynALMK U36bITOYHO-
ro konuuyectsa ¢aktopa Vlll, ocobeHHO npu annTensHOM Tepanuin.

MoHoTepanua koarynsunoHHbIM paktopom VIl He ycTpaHAeT OCHOBHOW naToreHeTu-
yecknii pedekt bB, nostomy Kak MexgyHapogHoe coobLiecTBo no Tpomb03y 1 remocTasy
(ISTH), TaK 1 HauroHasbHble NMPOTOKOJbl PEKOMEHYIOT UCMOSIb30BaTb KOHLIEHTPaThI, CO-
nepxatme oba daktopa — OB u FVIII, ocobeHHO nNpu cepbe3HbIX KPOBOTEUEHUAX, pofax
WNN XUPYPryecKnx BMeLLaTeNnbCcTBax.

MNpukazom MuH3gpasa o1 27.07.2022 N2 80 yTBepkaeH KNMHn4Yeckun npotokon «OKa-
3aHMe MeAMLMHCKON MoMOoLWM NauneHTam (B3pocsioe 1 AeTckoe HaceneHue) ¢ bones-
Hbto BunnebpaHpar. MpoTokonom npegycMoTpeH NPOPuNakTUUeCKMn pexnm BBegeHns
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KOCK, copepxatiero ®B B kombrHaLmm ¢ KoarynaunoHHbim daktopom VI, naumeHTam ¢
BB Tvn 3, nayneHTam c KauectBeHHbIMU fedekTamu OB (BB Tvn 2N, ocobeHHO B Tex cny-
yasx, koraa FVIII:C coctaBnsiet meHee 10%), nauneHTam C TsXKenbiM TeyeHnem BB tun 1,
y koTopbix KonuuecTBo ®B ymeHblieHo u aktuBHocTb FVIII:C cHMXeHa, naumeHTam c pe-
LUNOVBUPYIOWUMI KPOBOTEYEHUAMU U3 CIIN3UCTbIX 0605I0UEK NN C KPOBOU3NUAHUAMU B
cycTaBbl U GOpMMpPOBaHMEM apTponaTum.

B cooTBeTCTBMM C AaHHbIM NpoToKonoMm, «10. [InAa okasaHuAa MeanUMHCKOM NOMOLLM
npumeHaloT KOCK 1 (Mnn) KOMNOHEHTbI KPOBM FreMOCTaTUYeCKOro AeiCTBMA B COOTBET-
CTBUW C UHCTPYKLMEN NO MeANLIMHCKOMY NMPUMEHEHNIO.

10.1. MpumeneHne JIC KOCK VIl nnn KOCK VIII, cogepxawmx vVWF (FVIII+vWF) B Kombu-
HaLMn, BOSMOXHO B ClieflyloLLnX pexrnmax:

B jleyeHue no TpeboBaHMIO (B18 OCTAaHOBKM KPOBOTEUEHUA);
B npodunakTnyeckoe nevyeHve (ana npefaoTBpalleHA BO3HMKHOBEHMA reMmopparmye-

CKOro CMHAPOMA).

Konuuectso KOCK, npegHa3HaueHHoOro ans BBeAeHUs naumeHTty ¢ BB, Heobxopu-
MO paccuUmnTbiBaTb MO akTMBHOCTM VWF 1nm no akTMBHOCTU paKTopa, CoaepKalleroca B
6onblueli KOHUeHTpauun Bo ¢pnakoHe ¢ gaHHbim JIC (FVIIC nnn vWF:RCo). N36biTouHanA

Hannuyne B aHamHe3e Npr3HAKOB NOBbILIEHHOW KPOBOTOUMBOCTH,
xenesonepuLMTHON aHEMUN

v

3anonHeHne npeanoXeHHoro onpocHuKa —
LKanbl remopparnyeckmnx I'IpOHBﬂeHI/IVI
Mopcuet CyMMapHoOro 6anna

v '

MeHee 4 6annos Bonee 4 6annos

' '

Jla6opaTopHbI CKPUHUHT

JlabopaTopHblii CKPUHMHT He TpebyeTca e e P e

JlabopatopHble JNabopaTtopHble
roKasaTenu BblABEHbI NoKasaTesnu He BbIsIB/IEHbI

UcknioueHne NHbIX remopparn4eckumx

BonesHb Bunnebpanga .
remocrasuonaruin

Puc. 2. AiroputTm nepBUYHOro CKpMHUHra 6onesiu Bunne6parHaa Ha ocHoBe 6ansibHOI OLLEHKN
BbIPaXKeHHOCTU reMopparnyeckux NposBneHui

Fig. 2. Algorithm for primary screening of von Willebrand disease based on a scoring of the severity
of hemorrhagic manifestations
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akTnBHocTb FVIIl no cpaBHeHuio ¢ aktnBHOCTbo VWF B KpoBuM naumneHToB ¢ BB moxeT no-
BbILWATb PUCK pa3BUTUA Tpombo3a. MNpeunmyuiectso Bbibopa umetoT JIC ¢ cCOOTHOLEHNEM
VWF:RCo/FVIII:C He meHee 1:1, MaKCUMaNbHO NPUOKEHHBIM K GU3NONOrMYHOMY.

10.2. ®opmyna pacueTa pa3sosoin fo3bl JIC, cogepxawiero VWF, ana octaHOBK/ unu
npepynpexXaeHusa KpoBoTeueHns y naumeHTos ¢ bB:

X=Mx(L-P) x 0,5,

roe X - po3a JIC gna ogHokpaTtHoro BeegeHusA (ME);

M - macca Tena naumeHTa (Kr);

L - »enaembin ypoBeHb akTuBHoCTM VWF B nna3sme naymeHTa (%);

P — ncxogHbin yposeHb aktnsHocT VWF y naumeHTa go seegeHus JIC (%);

0,5 — nonpaBoYHbIN KO3OOULINEHT.

Mpn sTOM Heobxogumo yunTbiBaTb, Uto 1 ME VWF, BBeieHHOro Ha 1 Kr macchl Tena
naumeHTa, nosblwaet cogepxaHne VWF B nnasme naumeHTta Ha 1,5-2%».

C yuetom TOro, uto bB MmoxeT NpoAaBnATLCA NO-pa3HOMY Y pa3HbIX NaLMEeHTOB, Bpayam
HY>KeH NPOCTOMN N NOHATHbIN UHCTPYMEHT, KOTOPbI NOMOXeT onpefennTb, KOro U3 nauu-
€HTOB CTOUT HanpaBWTb Ha JOMNONHUTeIbHOe obcnepgoBaHue K rematonory. PaspaboTaH
anropuTM paHHeln anarHocTnkn bB Ha ocHoBe 6annbHOWM LWKasbl BblpaXkeHHOCTU reMop-
parnyecknx npoasneHun (puc. 2).

B 3AK/TKOYEHNE

TakM 06pa3om, BaXKHbIM 3TanoM B peLleHnn Npobaembl NaToAOrMN CUCTEMbI FeMo-
CTa3a, B YaCTHOCTM BB, ABNAETCA paHHAS U NONHAA ANArHOCTUKA, @ TAKXKE CBOEBPEMEHHOE
N afeKBaTHOE fleyeHre JaHHOro 3aboneBaHus. Kak npaBusio, Npu ycTaHOBNEHHOM A0 PO-
AOB WA onepaumnn gruarHose bB ygaetca nsbexaTb MHOMVX OCAIOXHEHWI 1 UMETb biaro-
NPUATHBIN UCXoA. B cBA3M ¢ pasHoo6pasmem KNMHUYECKMX U 1abopaTopHbIX MPOABAEHNI
3a60neBaHusA C LieSiblo CKPUHMHIA CnelndruecKnx )anob v aHamHesa pasfiMuHbIMU LieH-
Tpamu pa3paboTaHbl HECKOMIbKO BapUaHTOB GaibHbIX LKA, KOTOpble MOMOraloT Bpavy
YCTaHOBUTb MOTEHUMASbHbIX NaUyeHToB ¢ bB.

BaXXHbIM acMekToM ABNSETCA UHGOPMUPOBaHME U 0byUYeHre Bpayell, OKa3blBaOLWMNX
TpaHchy3noNorMyeckyo NoMoLLb, Ans obecneyeHns CBOEBPEMEHHOIO BbiABNEHNA 60O-
nesHn BunnebpaHpaa M Ha3HauyeHUA MATOreHETUYECKOro JIeYeHUs remopparnyeckoro
CrHApOMA.

Y naumeHToB ¢ 6one3Hbio BunnebpaHaa tina 3 un 2N, ocobeHHO Npy MaHudecTaumm
3aboneBaHVs B paHHEM BO3pacTe, KpaliHe BaXXHO CBOEBPEMEHHOE Ha3HayeHue nartore-
HeTNYeCcKn OOGOCHOBAHHOW NPOGUNAKTAYECKON Tepanumu KoarynsauvoHHbIM GpakTopoM
BunnebpaHga. 1o No3sonAeT obecneunTb agekBaTHble YC0BUA Ans GU3noNornieckoro
pOCTa U rAPMOHWYHOTO PAa3BUTUA OPraHM3Ma, a TaKXKe CyLECTBEHHO CHU3UTb PUCK BO3-
HUKHOBEHUA TSXKeSTbIX FeMOPParnyeckx OClIoKHEHWA, BKOYasA CMOHTaHHble KPOBOU3-
NNAHUA 1 NOBPEXAEHWSA OMOPHO-ABUIaTeNbHON CUCTEMbI, KOTOpPble MOTYT NPUBECTU K
VHBaNVAN3aLUM 1 YXYALWEHNIO KauecTBa XXU3HW.
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