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Pesiome

BBepeHue. bonesHb BunnebparHga (bB) — Hanbonee pacnpocTpaHeHHOe HAaCNefCTBEH-
HOe HapylueHVe CBepTbliBaHUA KPOBW, AMArHOCTMKa KOTOPOro HepefKko Bbi3blBaeT 3a-
TpyaHeHuA. OCHOBHble KNUHWYeCKMe MPU3HAKU BKIIOYAKOT JIerkue KpoBOTeYeHUA U3
CNIM3KCTbIX 060M0UEK, pexe — KPOBOTEUEHUA MOCSE XUPYPrMYECKUX BMELATENbCTB, a B
TAKENbIX CNTyYanX — KPOBOM3NUAHMUA B CyCTaBbl. B cemeiHOM aHamHe3e yacTo oTMeyaloTcA
cnyyav 6one3Hun BunnebpaHga nnm nprsHaky KPOBOTOUMBOCTM. [InA ANarHOCTMKK 3ab60-
neBaHuWA TpebyeTcA KOMMEKC TabopaTopHbIX nccneaoBaHmin. OTCyTCTBME €ANHOTO Ana-
FHOCTMYECKOrO TecTa YCIIOXKHAET NMOATBEPKAEHNE NN UCKIIOUEHNE AnarHo3a 60ne3Hu
BunnebpaHga.

Llenb. OueHUTb KNMHNYeCKre 1 nabopaTopHble MoKasaTenu y AeTeil 1 NogpocTKos ¢ 60-
nesHbto BunnebpaHga B Pecny6nvike benapycb 3a 14-netHnin nepuog (2010-2024 rr.).
Marepwmanbl u metoabl. [poBeaeH aHann3 82 ambynaTopHbIX KapT NaLUeHTOB, HaXOAUB-
LIMXCA Ha 06CnefoBaHMU C ANarHo3om «bonesHb BunnebpaHpa» B PecnybnnkaHckom Ha-
YYHO-MPAKTNYECKOM LIEHTPE AETCKON OHKOMOMMK, FeMaTONIorMn U UMMYHONOTU.
PesynbraTbl. YCTaHOBNEHO, UTO Y 73 (89%) NaLMEHTOB UMENMCb CUMNTOMbI KPOBOTOUMBO-
ctn, ay 9 (11%) - otcytcTBOBanu. ¥ 73 naymeHTOB Haubonee YacTblMU OblIv KOXKHO-CIN-
31CTble reMopparuun: HocoBble KpoBoTeueHWA (53,4%), NocTTpaBMaTMYecKne reMaToMbl
MArKUX TKaHew (27,4%), KpoBOTEUEHUSA N3 HE3HAUMTENIbHbIX MOPE30B 1 PaH NPU NOBPEX-
AEeHUN KoXN (20,5%) 1 3kxmumo3bl (19,1%). U3 Bcex o6cnenoBaHHbIX feTEN 1 NOJPOCTKOB
TOMbKO 72 NauueHTa 6binm KnaccnduumpoBaHbl Mo TUNAaM NOC/e aHanr3a 1abopaTopHbIX
TecToB Ha 60ne3Hb BunnebpaHga. BoiasneHo, uto Tvn 1 (VWF:Ag<30 ME/an n He3aBncrmo
OT HaNMuyuA CUMNTOMOB KPOBOTeUeHuA) BcTpedvanca y 27,8%, tun 1 (VWF:Ag<30 ME/gn
M aHOMarnbHOe KpoBoTeyeHue) -y 25%, Tun 2 -y 36,1%, Tun 3 -y 11,1% nauneHToB.
3aknioueHue. NonyyeHHble HaMK KIUHWYECKME JaHHble U pe3ynbTaTbl OLEHKM nabo-
paTopHbiXx $eHoTMMNOB Yy NauueHToB ¢ BB ABnAOTCA HeobGXOAVMMbBbIM MEpPBLIM 3Tarnom
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Abstract

Introduction. Von Willebrand disease (VWD) is the most common inherited bleeding
disorder, the diagnosis of which often presents challenges. The main clinical signs
include mild bleeding from mucous membranes, less commonly bleeding after surgical
procedures, and in severe cases, joint hemorrhages. A family history often reveals cases of
von Willebrand disease or signs of bleeding tendency. Diagnosis of the disease requires a
comprehensive set of laboratory tests. The absence of a single diagnostic test complicates
the confirmation or exclusion of a von Willebrand disease diagnosis.

Purpose. To evaluate clinical and laboratory parameters in children and adolescents with
von Willebrand disease in the Republic of Belarus over a 14-year period (2010-2014).
Materials and methods. An analysis of 82 outpatient cards of patients undergoing
examination with a diagnosis of von Willebrand disease at the Belarusian Research Center
for Pediatric Oncology, Hematology and Immunology was conducted.

Results. It was established that 73 (89%) patients had symptoms of bleeding, while 9
(11%) had none. Among the 73 patients, the most common were cutaneous-mucous
hemorrhages: nosebleeds (53.4%), post-traumatic soft tissue hematomas (27.4%),
bleeding from minor cuts and skin injuries (20.5%), and ecchymosis (19.1%). Of all the
examined children and adolescents, only 72 patients were classified by type after analysis
of laboratory tests for von Willebrand disease. It was found that type 1 (VWF:Ag<30 IU/dL,
regardless of bleeding symptoms) occurred in 27.8%, type 1 (VWF:Ag<30 IU/dL with
abnormal bleeding) in 25%, type 2 in 36.1%, and type 3 in 11.1% of patients.
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Conclusion. The clinical data we obtained and the results of the assessment of laboratory
phenotypes in patients with VWD are a necessary first step for further molecular genetic
analysis in order to establish genotype-phenotype correlations, improve the quality of
diagnostics and individualized treatment.

Keywords: von Willebrand disease, von Willebrand factor, children, adolescents,
hemorrhagic syndrome, laboratory diagnostics

W BBEJEHWE

BonesHb Bunnebpanga (BB) - Hanbonee pacnpocTpaHeHHOe HacnefCcTBEHHOe Hapy-
LIeHre CUCTeMbl CBEPTbIBaHMA KPOBU, BCTpeyatouleeca y 0,6-1,3% HaceneHua [1].

CoBpemeHHan knaccudbukauma BB BkntouyaeT Tvnbl 1 1 3, xapakTepusyiowmecs Ko-
nnyecTBeHHbIM AedunumTom dpakTopa Bunnebpanga, a Takxke nogtunsl 2A, 2B, 2M u 2N,
npepctasnawoLme cobon KaueCcTBeHHble HapyLueHuns [2].

OcHoBHoOe KnnHyeckoe npossneHne bB — remopparmnyeckmin CMHAPOM MUKPOLIMPKY-
NATOPHOro/CMeLIaHHOro TUMOB CMOHTAHHOrO MW NOCTTPaBMaTMYeCKoro xapakTepa [3].
bonbwKnHCTBO NaumeHTOB ¢ BB nmeloT nerkoe KnMHMyeckoe TeueHre, Ho y YacTu naumnen-
TOB HabntoJaloTCA CpefHeTAKeNble UK TAXKENble KNMHNYECKME NPOABNIEHUS reMoppari-
yeckoro cuHgpoma [4]. BB — peHoTUNMYeCKH reTeporeHHasa Koarynonatua ¢ ayTOCOMHO-
AOMUHAHTHBIM MM @y TOCOMHO-PeLIeCCUBHBbIM TUNOM HacnefoBaHuA [5]. Bobicokas Bapua-
6eNbHOCTb HE TOSIbKO KJIMHUYECKNX MPOABNEHUI CO 3HAUUTENBHbBIM KONIMYECTBOM NErKNX
N ManocuMnTOMHbIX $opm, HO 1 nabopaTopHbIX Noka3atenel npu bB obycnosneHa Ha-
pyweHuamu B reHe VWF. MNockonbKy Nprpoaa reHeTuuecknx gedpektos pasHoobpasHa,
3aboneBaHVe XxapaKTepusyeTca LWMPOKUM KINMHMUYECKUM nonnmopdusmom [6].

CoBpeMeHHas nabopaTtopHaa AMarHOCTMKa 3ab0feBaHNA COMPAXKEHa C PALOM Npo-
6nem, Tak Kak cyulectsyeT pag GakTopos, BnuAWNX Ha TeueHne BB, cpean KoTopbix
BbIAENAIOT: FPYNNy KPOBW NauueHTa, cTpecc, Gpuanyeckne Harpysku, BocnanutesibHble
npoueccol K Nprem lekapcTBeHHbIX cpeacTs [7]. B HacToAlee BpeMA NCNONb3yeTca U Mo-
NeKynApHO-reHeTUYeCKnin MeTog AnarHocTrnky BB, nossonatowuin sepudurumposaTb ana-
rHO3, yTOUHUTb TUN 1 NogTWN 3aboneBaHna. OfHaKko KNMHNKO-NabopaTopHan AnarHoCTu-
ka bB no-npexxHemy aBnAeTCA NepBOCTENEHHbIM, BaXKHbIM 1 HEOOXOAMMbIM 3Tarnom npu
nocTaHOBKe AnarHosa [8].

B LIEJIb NCCNEQOBAHUA

OueHnTb KNMHUYeckre 1 nabopaTopHble NoKasaTenu y feTel 1 NOAPOCTKOB C Hones-
Hbto BunnebpaHpa B Pecny6nuke benapych 3a 14-netHuii nepuog (2010-2024 rr.).

B MATEPWAJIbI U METObI

B pamKax peTpocneKTMBHOIo ncciefoBaHna 6bin NpoBefeH aHanm3 apXmBHbIX aMby-
NaTOPHbIX KapT 82 nauMeHTOB, NPOXOAMBLUNX MEANLNHCKUIN OCMOTP U NleYeHne B KOH-
CyNbTaTUBHO-NONUKANHMYECKOM oTaeneHun Y «PecnybnukaHcKuin HayyHo-npakTuye-
CKUIM LEeHTP OeTCKOW OHKONOrM, reMaTonornm u UMMYHONOMMK» C AnarHo3om «6onesHb
BunnebpaHga» B nepuog ¢ 2010 no 2024 r. AHanu3 BKOYAN KIMHMUYECKME, KIUHUKO-
aHaMHecTMYecKue 1 nabopaTopHble 3Tanbl NCCNefoBaHUA.

«lematonorua TpaHcysmnonorua BoctouHas EBpona», 2026, Tom 12, N2 1 51



BbonesHb BunnebpaHga y aetein n nogpocTtkos Pecny6nuvku benapycb:
KNVHWKO-NabopaTopHas XapaKTepucTrka

Mpu npoBefeHNN KNNHUYECKOro GU3MKaNIbHOTO 3Tana yumTbiBaIoCb HaNMumne KoX-
HOro reMopparmyeckoro CMHAPOMa Pa3fINYHON BblPaXXeHHOCTU B BUAE MHOXECTBEHHbIX
3KXVMMO30B 1 reMaToM MATKMX TKaHel, BO3MOXHOEe BbIAB/IEHE NPU3HAKOB NOpaXKkeHUs
CyCTaBoB B Buie gedopmauuy, oTeka M NOKanbHOro MOBbIWEHUA TeMnepaTypbl KOXKu
(oCTpbIft reMapTpo3) U/VNn NPU3HaKOB HAaPYLLIEHWA NOABMXKHOCTIN, 06 bema ABUKEHWI Cy-
CTaBOB, MMNOTPOGMM MbILLIL, KOHEYHOCTM Ha CTOPOHE NOpPaeHHOro CycTaBa, HapylueHue
noxopku (epopmmpytoulas aptponaTtusa).

KnrnHuko-aHaMHecTMYecKuin 3Tan BKoYan B ceba c6op xanob nepcoHanbHOro u
CceMelriHOro aHaMHe3a O HaNMuMy reMopparmyeckoro CMHApPOMa: fierko NosABnALWmnecs
3KXMMO3bl; HOCOBblE KpoBOTeUeHUs, AnAwmeca 6onee 10 MUH HeCMOTPA Ha dU3nYeCKyio
Komnpeccuio nnu Tpebytolime MeaULMHCKOrO BMeLLaTeNnbCTBa; KPOBOTEUEHNA U3 CIN3U-
CTbIXx 060N04YEK POTOBOW MNOMOCTY NPU YAaneHnn 3yba / cMeHe MONOYHbIX 3y60B; KPOBO-
TeUeHVA 13 He3HaUMTENbHbIX MOPE30B U PaH NPU NoBpeXAeHNN KoK, anawmnecs 6onee
15 MWH; CNOHTaHHbIE UM NOCTTPaBMaTMUECKNE reMaTOMbl MATKMX TKaHel, HexapaKkTtep-
Hble AnsA o6bema TpaBMbl; Xeny[OoUYHO-K/LIEeYHble KPOBOTEUEHMS, HEOOYCTOBNEHHbIE A3-
BEHHOW 60ne3Hblo Xenyaka 12-nepCcTHON KULWKK; HannumMe KpoBu B Kane 6e3 BuanmMon
NPUYUHBI; Hannuve 3abPIOLLNHHBIX reMaToOM Y KPOBOU3NMAHWIA B CyCTaBbl B aHaMHe3e;
nobble 06UNbHble MaTOUYHble KpOBOTeueHs, Anawmeca 6onee 7-10 gHel y AeBoYeK-noa-
POCTKOB; A/INTESNIbHbIE KPOBOTEUEHUA NOC/e TPaBM WU XMPYPrMYeckoro BMeLlaTenbCTBa.
BakHbIM acnekToMm ABnAnacb nHdopmauua o Hanuumum 6onesHn BunnebpaHga y poa-
CTBEHHWKOB NepBO NINHNN.

NabopaTtopHbI 3Tan npoBoannca ansa sepudrkaumm 6onesHn BunnebpaHaa v ncknio-
yeHnA NpuobpeTeHHON Koarynonatuu. MiccnegoBanncb nokasatenu TpomooLMTapHOro 1
Nna3mMeHHOro 3BeHbeB CUCTEMbI CBEPTbIBaHMA KPoBU. CKPUHMHIOBbIE TECTbI BK/OYANU
TeCTbl IePBUYHOIO (MUKPOLIMPKYNATOPHOIO) reMocTasa (06Lwunii aHanms KpoBu C nogcye-
TOM KONMYecTBa TPOMOOLUTOB; UCCNiefoBaHMeE arperaunm TPoMOOoLUTOB C OCHOBHbIMMA
nHgyktopamu — AJO, agpeHannHoM) 1 TeCTbl BTOPUYHOTO (MaKpoLUPKYNATOPHOro) re-
MOCTa3a (aKTMBMPOBaHHOE YacTMUYHO TpombonnactTnHosoe Bpema (AYTB), npoTpombrHo-
BOE BpeMs, TPOMOMHOBOE BpeMms, KOHLeHTpauma ¢pnubprHoreHa) 1 TeCT Ha BONYaHOYHbIN
aHTuKoarynaHt. Cneyuduueckme (noareepxaatoLLme) TeCTbl BKIIOYANN: KOIMYECTBEHHbIN
ypoBeHb aHTuUreHa daktopa BunnebpaHga (VWF:AQ); aHanm3 Ha puctoueTuH-kopakTop-
HYyt0 aKTMBHOCTb pakTopa Bunnebpanga (VWF:RCo), akTBHOCTb dakTopa cBepTbIBaHUA
kposwu VIII (FVIII:C); cooTHoweHune VWF:RCo/VWF:Ag; arperaumio Tpomb0oLMTOB, NHAYLU-
POBaHHY0 PUCTOLETUHOM B 2 KOHLeHTpaumax (0,8 n 1,0 mr/mn).

B PE3YJNIbTATbl U OBCYXOAEHNE

B nccnepoBaHme 6binmn BKoUYeHbl 82 NauneHTa ¢ NpegnosiaraeMbiM ANAarHO30M «6o-
nesHb Bunnebpanpga». Bo3pacT nayMeHTOB Ha MOMEHT NepBNYHOIO 0bpaLLeHns 1 obcne-
JoBaHuAa coctaenan ot 1,5 no 18 net, megmaHa Bo3pacTta — 8+1,2 roga. PacnpegeneHuve
obcnenoBaHHbIX NaUMEHTOB MO nony 6bifo creyoWwmnm: Manbunkn — 46, NeBoYkn — 36
(tabn. 1).

KaKk BUAHO U3 faHHbIX Tabsn. 1, B 06Lel KOropTe BKAOYEHHbIX B CCNefoBaHMe Nauu-
€HTOB KO/INYeCTBO ManbunKoB (56,1%) He3HaunTeNnbHO NPeBanUpPOBano Mo CPAaBHEHMIO C
AeBoukamu (43,9%). OTo COOTBETCTBYET ayTOCOMHOMY TUNY HacneaoBaHuA bB, npu KoTo-
pOM YacToTa nepefayn reHeTMYeCcKoro HapyLleH1a ofMHakoBa y 060X Nosos.

52 "Hematology Transfusiology Eastern Europe", 2026, volume 12, Ne 1



OpuruHanbHble nccnepoBaHus. HayuHble matepuans
Original Research. Scientific Publications “

Ta6bnuua 1

PacnpepeneHune o6cnefoBaHHbIX NaLMEHTOB MO Moy
Table 1

Distribution of patients by sex

O6uee KONNYECTBO NaLNeHToB (Nn=82)
Mon nauymeHTa

a6c. u. %
Manbuunkn 46 56,1
[eBoukun 36 43,9

M3yueHmne cemeliHOro aHamHe3a rnokasarsno, uto y 58 (70,7%) naumeHToB reMopparmye-
CKWI CMHAPOM Y POACTBEHHUKOB NEPBON IMHUM OTCYTCTBOBAN, a'y 24 (29,3%) oTmeuyanacb
OTAroLWeHHan HacNefCTBEHHOCTb — Hannye CMMNTOMOB MOBbILLEHHOW KPOBOTOUMBOCTMU.

AHanu3 npuuymH obpauieHuns B 'Y «PecnybnnKaHCKUA HayYHO-MPaKTUYECKNIA LEHTP
[ETCKON OHKOJIOMK, reMaToNorM U MMMYyHONOTUU» NoKasan, uyto 'y 73 (89%) naumeHToB
OTMeYasicA reMopparmyecknii CMHAPOM Pa3fIMYyHON CTeneHn BbipaxeHHoCTH. Y 9 (11%)
NaLVeHTOB KIMHUYeCKMe CUMMTOMbI HapyLUeHWA CBEPTbiIBaHUA KPOBW HEe OTMEeYanuchb,
a NpuYnHo yrnybneHHoro obcnefgoBaHUs y rematosiora 6bifio yanmHeHue tecta AYTB
(R>1,4) B cTaHAapTHON Koarynorpamme npuv NposefeHnn nabopaTopHoro Koarynormye-
cKoro obcnefoBaHNA nepeq onepaTvBHLIM BMELIATeIbCTBOM, YTO Yallle BCEro obycnos-
neHo Hannuuem nerkon ¢opmol bB c yposHem FVII:C>30%.

C uenblo N3yyeHna ocobeHHOCTeN KIMHNYECKON KapTUHBI 6bln1a M3yyeHa YacToTa npo-
ABMEHNA PA3INYHBIX JIOKANN3aLMiA reMoppParnyeckoro CMHApoma y 73 obcieoBaHHbIX
LETEN, UMEBLUVIX MPU3HAKU KPOBOTOUMBOCTH (Tab. 2).

CornacHo faHHbIM Tabn. 2, Hanbonee YacTbIM KINMHUYECKUM NPOABAEHNEM ObININ HOCO-
Bble KpOBOTeUeHs, Habntogaswmecs y 39 geten (53,4%). [pyroii, CpaBHUTENbHO YacToN
dopmon nposasneHna BB ABNANMCb CMOHTaHHblE UM NOCTTPaBMaTMYECKMe reMaToMbl

Ta6bnuuya 2

YacToTa pasnnyHbIX KNMHUYECKNX NPOABJIEHNIA remopparn4yeckoro CMHApoma y 73 nauneHToB
c 6onesHblo Bunnebpanga

Table 2

Frequency of various clinical manifestations of hemorrhagic syndrome in 73 patients with von
Willebrand disease

. Yacrota nposaBneHuna
Femopparunyeckuin cuHgpom

ab6c¢. u. %
DKXMMO3bI 14 19,1
HocoBble KpoBoTeUeHuA 39 53,4
KpoBoTeueHus 13 ciM3ncTbix 0607104eK POTOBON NONOCTM NpY YAaneHum 5 6.8
3y6a / cMeHe MONoYHbIX 3y60B !
KpoBoTeueHuna nocne TpaBMbl y3aeuKkn 3 4,1
KpoBoTeueHna 13 He3HaunTesIbHbIX MOPE30B 1 PaH Npu NOBPEXAeHUN KoXun | 15 20,5
CrnOHTaHHble UM NOCTTPaBMaTUYECKME reMAaTOMbl MATKUX TKaHen 20 274
»KenyaouHo-KuLeyHble KpoBOTEYEHNA 1 1,36
KpoBoun3snuaHua B CycTasbl 3 4,1
MaTouHble KpoBOTEUEHNUA 9 12,3
Kedanorematoma 1 1,36
lematypusa 1 1,36
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MATKUX TKaHen — y 20 (27,4%) naumeHToB. MeHee yacTo Habnoganmcb KpoBoTEYEHUA U3
He3HaunTeNbHbIX MOPE30B U PaH NP NOBPEXAeHUN KOXN —Y 15 (20,5%), 3Kkxmo3bl —y 14
(19,1%), maTouHble KpoBoTeueHUus —y 9 (12,3%). KpoBoTeueHms U3 cn3ucTbix obonoyek
POTOBOW NONOCTK, CBA3AHHbIE C yAaneHnem 3y60B UM CMEHOWN MOSTIOYHbIX 3y60B, Habsto-
panucby 5 (6,8%) naumeHtoB. C OAUHAKOBOW YaCcTOTON OTMeYanucb KPOBOTEUEHNA Noce
TPaBMbl y34eUKN 1 KPOBOU3NNAHMA B CyCTaBbl — No 3 (4,1%) naumeHTa COOTBETCTBEHHO.
Penko BCcTpeuanucb N ¢ OANHAKOBOW YacTOTOWN XeNyAoUYHO-KULLEYHbIE KPOBOTEYEHMWA —
y 1(1,36%), kebanorematoma -y 1 (1,36%) n rematypus —y 1 (1,36%) nauneHTa.

CnepyeT oTMeTUTb, uto y 15 (20,5%) 06CnefoBaHHbIX NAaLMEHTOB KIMHUYECKan KapTu-
Ha 3aboneBaHUs NpoTeKana C HECKONbKMMM FreMopparnyecknmm npoaBieHnAMI, Hanbo-
fiee YyacTbiMU ABUANCH: HOCOBblE KPOBOTEUEHMA, SKXMMO3bl, CMMOHTaHHbIE MW NOCTTPaB-
MaTnyecKkne reMaTtombl MATKNX TKaHEN, KPOBOTEYEHUA 13 He3HauMTesIbHbIX NOPe30B ”
paH npu noBpexaeHnn Koxun. Y 58 (79,5%) nauneHToB 3aboneBaHue NpoTeKano B BUAe
OAHOTO KNNHNYECKOro cumnToma. [onyyeHHble JaHHble NOATBEPXAAIOT, YTO CMMNTOMA-
TUKa remopparnyeckux npossneHun npu bB y geteit MHoroobpasHa 1 KPOBOTOUUBOCTb
MO>KET BO3HMKHYTb B /1000 aHaTOMMYecKol 06acTu Tena, B opraHax 1 TKaHAX.

[na panbHelwero nlyyeHuns xapaktepa 3abonesaHna 6bIIM NPOaHaNM3NPOBaHbI Na-
6opaTopHble NokasaTenu y 82 naLMeHTOB, BKNIOYEHHbIX B UcCeoBaHue (Tabn. 3).

Ha ocHoBaHMM AaHHbIX Tabn. 3 y 1 naumeHTa C KIMHUYECKAMU remopparnyeckumm
NPOABNEHUAMN OTMeYanca BbICOKUA ypoBeHb dakTopa BunnebpaHga, Haxopawminca B
npepgenax pepepeHTHOro MHTepBana, npesbiwatowwero 70 ME/an. Kpome Toro, y 9 nauu-
eHToB yposeHb VWF B nna3me 6bin B Npeaenax HUXHen rpaHuLbl Hopmbl (50-70 ME/gn).

Ta6bnuuya 3

O6wwan nabopaTopHas XapaKTepucTMKa BKIOUYEHHbIX B UcCneaoBaHue NaLeHToB
Table 3

General laboratory characteristics of patients included in the study

Tan 1 Tun 1
BB ‘5,3\":, nq VWFAgor VWFAg>70 o Tun3 g::::zcmo
VWEF:Ag <30 ‘A9 '50-70ME/mn  ME/pn BB
ME/an ot 30-50 nayneHToB
A ME/gn
20 18 9 1 26 8 82
Ta6bnuua 4
Jla6opaTopHble peHoTUMNbI 06CNefoBaHHbIX NauneHToB ¢ BB (n=72)
Table 4
Laboratory phenotypes of examined patients with von Willebrand disease (n=72)
Mokasatenb YpoBeHb
Konunuectso MokasaTtennb WF:RCo CooTHoLWeHNA FVIII:C
Tun BB nayueHToB VWF:Ag ME/ p VWF:RCo/ :
(ac6.u.n%)  an(%) ME/an (%) yywrag e
o Min/Max - Min/Max
Tun 1
(VWF:Ag 20 (27,8%) <30 1,1-40,2 >0,7 9,3-133
<30 ME/nn)
Tvn 1
(VWF:Ag 18 (25%) 30-50 24,5-49,6 >0,7 25,3-112
ot 30-50 ME/gn)
Tun 3 8(11,1%) <5 <10 He onpepensetca 2,3-8,3
Tun 2 26 (36,1%) <30-50 0,1-38,0 <0,7 12,5-98
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COOTBETCTBEHHO, 72 NaUMeHTa C NOATBEPXKAEHHBIM KONTMYECTBEHHbIM UM KaueCTBEH-
HbiM geduumtom VWF 6binmn BKOUYEHBI ANA AasbHelwero aHanusa (tabn. 4). 3tm nauyu-
€HTbl 6bINN KNaccudrLyMpoBaHbl MO TUMAaM B COOTBETCTBMM C OOHOBIEHHbIMU PEKOMEH-
paumammn AmepukaHckoro obuectsa rematonoros (ASH), MexayHapogHoro obuiectsa
Tpombo3a 1 remoctasa (ISTH), HaumnoHanbHoro ¢oHga remopunum (NHF) n BcemmnpHoin
denepaumm remopunun (WFH) no 6onesHun Bunnebpanga [9].

B cooTBeTCTBUY C MeXAYyHapOAHbIMU pekomeHdaumamu no BB [9] deHoTvn NnaumneHToB
pacnpegenunca cnegyowmnm obpasom:

— 20 (27,8%) naumeHTOB ObINM OXapakTepU3oBaHbl Kak umetowme BB 1-ro Tmna
(VWF:Ag<30 ME/gn n He3aBMCMMO OT HalMuuA CUMNTOMOB KPOBOTEYEHMA); COOTHO-
weHne VWF:RCo/VWF:Ag>0,7; MUHMManbHbIN 1 MakcumanbHbln yposeHb FVIII:C co-
ctaBnan 9,3-133%;

— 18 (25%) nauneHTOB — Kak umetowme BB 1-ro Tnna (VWF:Ag, 30-50 ME/gn) npu Hanu-
UM aHOMasIbHOro KpoBoTeyeHus; cooTHoweHne VWF:RCo/VWF:Ag>0,7; MMH1Manb-
HbIN 1 MakcumanbHbi yposeHb FVIII:C coctasnan 25,3-112%;

— 26 (36,1%) naumeHToB - Kak umewwme BB 2-ro Tuna; cooTtHoweHne VWEF:
RCo/VWF:Ag<0,7; MMHUManbHbIN 1 MakcuManbHbin yposeHb FVIIIEC coctasnan 12,5-98%;

— 8(11,1%) naumeHTOB — Kak nmelowne bB 3-ro Tvna, xapakTepusyowmeca npaxkTnye-
CKn nonHbiM otcyTcTBrem VWF B KpOBOTOKE; MUHMMANbHbIA 1 MaKCUMasibHbINA ypo-
BeHb FVIII:C B 31O rpynne coctasnan 2,3-8,3%.

Takum obpa3om, NpeacTaBneHHble KNMHUYeCKne 1 nabopaTopHble AaHHbIe Y NauneH-
TOB C 60one3Hblo BunnebpaHaa ciyat HeoOxoAMbIM NepBbIM 3TaNoMm Ana yriy6neHHo-
ro usyyeHus 3aboneaHus. OHM CO34al0T OCHOBY AN NpoBeAeHNA cneunduueckmx na-
60paTOPHbIX TECTOB, BK/IIOUAA MOJIEKYNIAPHO-TEHETUYECKNIA aHann3, Hanpas/eHHbIN Ha
[eTanbHylo kKnaccudurkaumio Tunos 1 nogtnnos bB. Takon nogxon nMo3BoOAWUT YTOUHUTH
MOJIEKYNAPHbIe MeXaHU3Mbl 3a60N1eBaHNA, YCTaHOBUTb KOPPENALMM MeXay reHOTUMOM 1
¢$beHOTUNOM, NOBBLICUTL TOYHOCTb M 3DEKTUBHOCTb ANArHOCTUKY, a TakXKe pa3paboTaTb
NnepcoHann3npPoBaHHbIe MOAXOAbI K eYeHNI0 NaLneHToB ¢ bB.

B BbIBO/bl

1. Cpegawn 82 BK/OYEHHbIX B UCCIef0BaHMeE NaUMEHTOB KIMHNYeCKne nposasneHnsa bB oT-
mMeyvanucb y 73 (89%) obcnefoBaHHbIX NauneHToB 1y 9 (11%) npuunHoi obpalleHuns K
rematonory Obinu BbiABIIEHHbIE M3MEHeHNA B CTaHAAPTHOW Koarynorpamme.

2. Y 73 naymeHTOB Hanbosee YacTbiMM BbIIN KOXHO-C/IM3UCTbIE FeMOopparnn: HOCoBble
KpoBoTeueHus (53,4%), nocTTpaBMaTUYeCKe reMaToMbl MArKUX TKaHewn (27,4%), Kpo-
BOTEYEHUA M3 HE3HAUYNTENbHbIX NOPE30B M paH Npu nospexgeHnn kKoxun (20,5%) n
3Kx1MMo3bl (19,1%). Mpwu aTom y 58 (79,5%) naumeHTOB 3abonesaHme NpoTeKasno B Buae
1 KnnHnyeckoro cumntoma u y 15 (20,5%) nmeno mecTo coueTaHne HeCKOMNbKKX re-
MOpparnyeckmnx NPOABAEHNIN Pa3HbIX JIOKanu3sayum.

3. AHanus KnuHuyeckux ¢peHoTMnoB 72 naumeHToB ¢ 6onesHbto Bunnebpanpa (BB) no-
Kasan cnepgytowee pacnpegeneHue: 27,8% nauyueHtoB umenun BB 1-ro tuna ¢ VWF:
Ag<30 ME/gn; 25% - BB 1-ro Tuna c VWF:Ag 30-50 ME/gn n aHomanbHbIM KpoBOTeYe-
Huewm; 36,1% - BB 2-ro tuna ¢ VWF:RCo/VWF:Ag<0,7 n 11,1% — BB 3-ro Tuna c npaktu-
yecku nonHbim otcyTcTBnem VWF.
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BonesHb BunnebpaHpa y aetein n nogpoctkos Pecny6bnvku benapycb:
KNVHWKO-NabopaTopHas XapaKTepucTrka

l JINTEPATYPA/REFERENCES

Seidizadeh O., et al. Population-based prevalence and mutational landscape of von Willebrand disease using large-scale genetic databases. NP/
Genom Med. 2023;8(1):31. doi: 10.1038/541525-023-00375-8

2. Stonebraker J.S, etal. Reported prevalence of von Willebrand disease worldwide in relation to income classification. Haemophilia. 2023;29(4):975-
986. doi: 10.1111/hae.14810

3. Vangenechten |, et al. Analysis of von Willebrand Disease in the "Heart of Europe". TH Open. 2022;6(4):e335-e346. doi: 10.1055/5-0042-1757635

4. Smock K.J. Von Willebrand factor testing ratios in the diagnosis and subtyping of von Willebrand disease. Int J Lab Hematol. 2023;45(Suppl.
2):23-29.doi: 10.1111/ijlh.14074

5. O'Donnell J.S, Baker R.l. Low von Willebrand disease: a bleeding disorder of unknown cause? Hamostaseologie. 2023;43(1):44-51. doi: 10.1055/
a-1980-8198

6.  Yadegari H., Oldenburg J. The Current Understanding of Molecular Pathogenesis of Quantitative von Willebrand Disease, Types 1 and 3.
Hdmostaseologie. 2020;40(1):105-118. doi: 10.1055/5-0039-3400260

7. YadegariH., etal. Mutation distribution in the von Willebrand factor gene related to the different von Willebrand disease (VWD) types in a cohort
of VWD patients. Thromb Haemost. 2012;108(4):662-671. doi: 10.1160/TH12-02-0089

8. James P, et al. Diagnosis and treatment of von Willebrand disease in 2024 and beyond. Haemophilia. 2024;30(Suppl. 3):103-111. doi: 10.1111/
hae.14970

9. James PD, et al. ASH ISTH NHF WFH 2021 guidelines on the diagnosis of von Willebrand disease. Blood Adv. 2021;5(1):280-300. doi: 10.1182/
bloodadvances.2020003265

56 "Hematology Transfusiology Eastern Europe", 2026, volume 12, Ne 1



	_Hlk203758291

