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XBopo6a Binnebpanpa (VWD) — Le reHeTU4HWA po3naj 3ropTaHHs KpoBi, L0 NepesaeTbes 3a JONOMOro aBTOCOMHUX FeHEeTUYHUX (DaKkTOopiB i NOB'A3aHUI
K 3 KinbKiCHUM, TaK i 3 AKicHUM aechekTom (hakTopa Binnebpanga. OnucaHo 6arato pisHux Tunie VWD, ofHaK BUHATKOBO Ha NiAcTaBi PeHOTMNOBOI XapakTe-
puctukn npoteiHy. VWD € reTeporeHHUM 3aXBOPIOBAHHAM, BPaX0OBYH4N KNiHi4YHI Ta nabopaTopHi MaHichecTauii, Lo € 0CHOBOK NaTOreHETUYHUX MeXaHi3MiB
110ro po3BuUTKy. MpOBEAEHUI TEHETUYHIIA aHai3 JO3BOSUB ifeHTUMIKYBATW JOAATKOBY reTePOreHHICTb Cepes PisHUX TUNiB XBOPOOK 3 NoJiGHUMK (heHOTUMNO-
BUMW XapakTepuctukamu. Monpu Te, Wo knacudikauis vVWD nocTiiiHO JONOBHIOETLCA Ta NePernsfacTbCs, 3aNNWAOTLCA HE3'ACOBAHI MUTAHHA LLOAO KpuUTe-
piiB ii Knacudikawii, L0 BUMArae NOCTIAHOTO HAYKOBOMO MOLLYKY.

KntovoBi cnosa: xsopo6a Binnebpanaa, knacudikauis.

Von Willebrand disease: uncertainties of classification and standards
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Von Willebrand disease (VWD) is a genetic disorder of blood clotting, which is transmitted autosomal genetic factors and is associated with both quantitative
and qualitative defects of VW factor (VWF). There are many different types of VWD, classified, however, solely according to the phenotypic characteristics of
the protein. VWD is a heterogeneous disease with different clinical and laboratory manifestations that are the basis of pathogenetic mechanisms of its devel-
opment. The conducted genetic analysis made it possible to identify additional heterogeneity among different types of disease with similar phenotypic char-
acteristics. Despite the fact that the VWD classification is constantly amended and augmented, the ambiguity of its classification criteria still remains unsolved
and requires continuing research efforts.
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bonesub Bunnebpanga (VWD) — 3T0 reHeTM4ecKOoe pacCTpoMCTBO CBEPTHIBAHUA KPOBM, KOTOPOE MepefaeTcss C MOMOLLbI0 ayTOCOMHbIX TeHETUYECKMX
(hakTOPOB 1 CBA3AHO KaK C KOMMYECTBEHHBIM, TaK 11 C Ka4eCTBeHHbIM fedekTom thakTopa Bunnebpanaa. OnucaHo MHOro pasnnyHbix Tunos VWD, 04HaKo Ha
OCHOBAHWN WMCKMOYUTENbHO (PEHOTUMMYECKON XapakTepucTuku npoTenHa, VWD sIBNsieTCS reTeporeHHbIM 3a60NieBaHMEM, YYUTbIBAs KIMHUYECKUE W
nabopaTtopHble MaHUeCTaLmmK, KOTOPbIE ABNAKOTCA OCHOBOW NATOreHeTUYECKUX MEXaHU3MOB ero pa3suTus. [poBeAeHHbI FeHETUYECKNA aHann3 No3BoMui
NOEHTUULMPOBATL JONOMHUTENbHYIO FeTePOreHHOCTb CPeAN PasfinyHbIX TUMOB 60ONE3HN ¢ NOJO6GHBIMI (HEHOTUNNYECKUMY XapakTepucTukamu. HecmoTps
Ha TO, 4T0 Knaccudukaums VWD MOCTOSHHO [OMONMHAETCA W MepecMaTpuBaeTCs, OCTAKTCH HESCHOCTU B KpUTEPMAX ee Knaccudukaumm, 4to Tpebyer
MOCTOSHHbIX HAY4HbIX UCCME[0BaHWIA.

Kniouyesble cnosa: 60ne3Hb Bunnebpanaa, knaccuduraums.

Beryn

XBopo6a Binneopanga (VWD) — 1ie reme-
TUYHUM PO3Ja/l 3rTOPTaHHI KPOBI 3 aBTO-
COMHHMM THUIIOM YCHAJKyBaHHS, IOB'S3aHUI K
3 KIJTbKICHUM, TaK i 3 aKicHUM JieheKToM (hpakTopa
Bisteopanga (VWF). Omucano 6arato pisHEX
tunie VWD, 1o rpyHTyIOTbCSd BUHSATKOBO Ha
(beHOTHTIOBUX XapaKkTepucTuKax mpoTeiny. [Ipote
vWD € rereporeHHUM 3aXBOPIOBAHHSIM 3 OTJIS/LY
JK Ha KJIiHIYHi, Tak i Ha JabGopaTtopHi MaHidecTa-
1111, 1110 € OCHOBOIO MAaTOTeHEeTUYHUX MeXaHi3MiB i1
po3BuUTKy. OKpiM TOTO, TPOBE/ICHUN TeHEeTUUHUI
aHami3 faB 3Mory igeHTHdIiKyBaTH I0TATKOBY
reTepPOTEeHHICTh Cepejl PI3HUX THUIB XBOPOOH
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3 moAiOHIME (DEHOTUTTOBUMH XapPaKTEPUCTUKAMU.
HesBakaioun wa Te, 1o kjaacudikaiiga vWD
MTOCTIMHO JIOTTOBHIOETHCS 1 TIEPETTISIAETBCS, AESTKL
NUTAaHHS B KPUTEPisx 11 Kiaacudikallii 3ajauiia-
I0ThCST I0CI He BUPIIIEHUMH 1 TIOTPeOYIOTH MOCTIiii-
HOTO HAYKOBOTO TIOTIYKY.

Crapa Homenkaarypa vWD: okpewmi icropuy-
Hi aCIEeKTH

[Ticist mepiioro omucy XBopoOH, 3poOJIEHOTO
Erik Adolf von Willebrand y 1926 p., Zimmerman
Ta ciBaBT. y 1971 p. BCTaHOBWIHN Iy’Ke BAJKJIUBY
IMYHOJIOTIUHY BIIMIHHICTh MiXX TreModiieio
A ta vWD [18]. Bouu 3acTtocoByBasiu MeTO]
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Laurell 3 BukopuctasHsimM MoliKJIOHAILHUX AHTH-
tin nporu ¢axropa FVIIT (FVIID)/vWE, aki
3B'azyBasu VWE 3a 1anumMu aBTOpIB, NIPU TEMO-
inii BUABMBCA HOpMaJIbHUI piBEHb AHTUTEHY
vWE B T0i1 yac gk y narienTis i3 vWD crioctepi-
raBcs 3HMKeHU piBenb VWE skuil criouarky
nasuBaBcst VIII:RAg (tenep vWF:Ag), ockinbku
Ha TOW Yac 1ie He 0yJI0 3HAHb PO Pi3HY MOJIEKY-
asapuy cytHictb VWF 1 FVIIL Ilepmuii kpok y
kareropusaitii VWD 3po6uiau 1972 p. Holmberg
ta Nilsson, ki IpogeMOHCTPYBaJIH, 10 Y AKX
naifieHTiB i3 VWD Oy/a HopMabHa KOHIIEHTpa-
nig antureny VWFE y masmi KpoBi. 3 BUKOpH-
CTaHHAM IIepexpecHOro iMmyHoesaekTpodopesy
OyJio mokasaHo, mo antured VWF y 11X XBopux
Ma€ 3HAYHY PYXJUBICTb, 1O BIJIMOBIZIa€ CTPYK-
TypHill aHomautii [8].

[Tpu BUKOpHUCTaHHI OiNBII HOBOIO METOMIY
eJ1eKTPO(hOPETUYHOTO PO3/IIJIEHHSI MYJBTUMEPIB
vWE 4gkuii 3aMiHUB [epexpecHuil iMyHO-
esiekTpoopes, OyJI0 MOKa3aHo, 10 Maca BUCOKO-
Mostekyasipaux mynastumepis (HMWMs) vWF
B aHOMAJIbHUX 3pa3Kkax OyJia MEHIIOK MOPIiBHSIHO
3 MAaHWUMW, OTPUMAHUMH METOZOM MepPexXpecHOTO
imyHoesrekTpodopedy [9]. Ile 3ymoBusio 3araib-
HOIIPUITHATE BUKOPUCTAHHS PUMCHKOI HyMepoJIo-
rii g igenTudikainii Ta audepenIiamii TUy
IvWDituny II vWD. Tun I vWD xapakrepusy-
BaBCSI HOPMAJbHUM PO3IOJIJIOM MYJBTUMEPIB,
y Toit uyac gk tum 11 vWD xapaxkrepusyBaBcs BifI-
cytrictio HMW Ms. /17151 0cO0ITMBO BasKKUX pele-
cuBHUX (OPM XBOPOOH, SIKi XapaKTepPU3YIOThCS
BIpTyasilbHOIO BificyTHicTIO Oyab-sikoro VWF
y Ia3mi 4 TPOMOOIMTAX, BBEJU Ha3BY
tun [T vWD [13].

Y 1980 p. Ruggeri Briepiiie 3xiiicHUB g epeH-
miarito Mixk aBoMa Bapiantamu tuny [ vWD,
suginusiy Tui ITA vWD, 3a sikoro crioctepirasa-
cs JIOCUTHh 3HUXKEHA PUCTOIEeTUH-KOhaKTOpHA
aktuBHicTh (VWF:RiCo) i Tun IIB vWD 3 niiziBu-
EHOI0 PUCTOIETUH-IHIYKOBAHOIO arperaiieio
tpomGonuTie (RIPA) npu HU3bKIN KOHIlEHTpAIIii
pucronietuny. [liznine mi Bapiantu vWD mipoje-
MOHCTPYBa/IM PIi3HUIIO Yy KJiHIYHOMY Tepebiry
XBOpPOOW, TpPUHAUMHI  I0JI0 BUHUKHEHHS
crioatantoi Ta DDAVP (71-deamino-8-D-arginine
vasopression (desmopressin)-iHayKoBaHOI TPOMOO-
nuroneHii [12].

Yepes KijbKka POKiB OyB ONMCAHUI HOBHIT aHO-
MasibHUN Myasrumep VWF y cimM'i 3 periecuBHUM
BapianToM ycrajkysanus vWD 3 Buokpemsen-
Ham tuny [1C vWD [4]. 3 Toro yacy akTUBHE CIIO-
CTEPEKEHHS 32 PI3HUMU aHOMaJIisIMU, BUSIBJICHU-
MU TIpU MYJBTUMEPHOMY aHami3i, CIPUYUHUIIO
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Tabruys 1
Knacudikauia vWD, L0 'PYHTYETbCS Ha CTPYKTYPHI Ta
¢dyHKLUioHanbHiI aHomanisx VWF (1987)

Ne 3/n Onuc

1 Kinbkichui gediumt VWF 63 HassiBHOCTI BHYTPILLHbLOI
(yHKujoHansHoi aHomanii VWF

2 VWF i3 H13bKOK pUCTOLETUH-KOGAKTOPHOI0
aKTUBHICTIO
3 MavjieHTn 3 Tvnom Il (Tsxkmum) VWD

BHECEHHS 10 Kuacudikallii 6araTrboX J0AaTKOBUX
cyorunis tuny 11 vWD (11D, 11E, 1IC, IIF) [4].
bymm ommcani takox pisni anomatii VWF cepen
npezacraBaukiB tuny [ vWD (IB, IC, ID). Posb
tpomboruTaproro VWF yckiagHoBasa IiarHos
vWD 3 HOBOIO ii popMOIO, TIPH SAKIN TPOMOOIIUTH
MOIJTM MaTW TOCTIHHO HOPMAJbHUN, 3HUKEHUI
abo qucKopaHTHUN piBeHb. Onncano 6arato cyo6-
tuis VWD 3 orssgay Ha crocib yciaakyBaHHs
XBopoOH, etaii ananizy myasriuMepis VW, 0co0-
JUBOCTI  B3AEMO3B'SI3KY  TPOMOOIUTAPHOTO
i mmasmoBoro VWE, crnenmdiuni BiagXuJIeHHS
y 6i0XiMIYHMX MMOKa3HUKaX. Po3misHaBaHHs TaKMUX
Bapianii npu vWD € gyxke BakJIUBUM [JIs
TTOKPAIIeHHsT PO3yMiHHS MaTO(di3i00rii pO3BUTKY
XBOPOOH, IHANBI/IyaTi3alii JiKyBaHHS Ta METUKO-
TeHeTUYHOTO KOHCYJIbTYyBaHH [11].

Knacudikamis vWD Ha rpyHTi CTPYKTYpPHUX
i pynkuionanpuux anomaniii vVWF (1987)

Jlo 1987 p. He Gyno cucremHoi Kiracuikarrii
vWD. Kinbka He3aJeRHUX TOCTITHUKIB Omy0Jri-
KyBaJu TIOBIJIOMJIEHHS, ONMUCYIOUU TIAI[IEHTIB i3
WMOBIpHO PI3HUMU XapaKTEPUCTHUKAMHU, SIKi
BU3HAYAJIU 32 JIOTIOMOTOIO Pi3HOTO JTaGOPaTOPHOTO
obsanHanus. [le mpusBeso 10 CTBOPEHHS BEJIH-
KOT'0 KOMILIIEKCY HOMeHKaaTypu vW D, 1110 BUsiBu-
JIOCST JIy>Ke HEeMPAaKTUYHUM JIJIsT KTiHInucTiB. Kijb-
Ka OKPEeMUX aHaJIi3iB OyJI0 MPOBEIEHO Y MAIlIEHTIB
tuny I i tuny IT vWD, oxnak y 1i rpymu 06'e-
HYBaJIM XBOPUX, Y SKUX reMopariuni Manidecrartii
OyJu CHPUYMHEH] PI3HUMM IIaTOreHEeTUYHUMU
MexaHizMaMu. TakoK He3aJeKHUMU J[OCJiHU-
KaMu 6yJII/I OIMUCAH] MAIliEHTU 3 MOMIOHUMU OCO-
OJIMBOCTAMM IIiji 1HIIOI Ha3BOI XBOPOOH, IO
JIVIIIE CTBOPIOBAJIO TLIYTAaHUHY cepell OaraThox
BU3HAYEHUX Ha TOM yac cyorumnis vWD.

[ITo6 HagaTu yrHHOCTI OiIbIIOCTI Kaacupika-
1iit, Ruggerii Zimmerman [11]y 1987 p. 3amporio-
HyBasu crpoOy kracudikysatu vWD y kareropii,
imeHTH(IKOBaHI 32 MPUHIIUIIOM 13 100pe BU3HAUe-
HUMU IIapaMeTpamMy Ta CYMHIBHUMU [TOIIUPEHUMHU
[aTOreHeTHYHNUMK MeXaHisMamu. Boru 06'eqHanm
pisni cyorunu vWD, siki Gyau paniiie onucasi,
B tun I ta tun I1. 1106 3amo6irtu mogaibiii miy-
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Tabnuysa 2

OHoBneHa knacudikauia vWD (Sadler, 2006)

Tun

Onuc

1 | MapuiansHui KinbkicHui gediunt vVWF

2 | Axichun pedbext VWF

2A

3HuxeHa VWF-3anexHa agresia TpOMOOUUTIB | CENEKTUBHMIA AediLmMT BMCOKOMONEKYNAPHMX MynbTmepis VWF

2B

MigsuieHuii adiniteT VWF o TpomboumTapHoro rnikonpoteiny (GP Ib)

2M

3HmxeHa VWF-3anexHa afresis TpoMooUUTIB 6€3 CENEKTUBHOMO AediluTy BUCOKOMONEKYNAPHUX MynsTumepis VWF

2N | BigcyTHsa moxnmsicte VWF 38'a3ysatuca 3 FVIII

3 | BiptyansHo nosHuin gedpiumt VWF

TaHUHI Y TePMiHOJIOTI], yueHi 36eperan HOMEeHKIa-
TYPY, 3alIPOIIOHOBAHY aBTOPAMH, SIKi OPUTiIHAJIBHO
ormcain Koxxuy HoBy (popmy vW D. Tun 11T vWD
BBaXKaBCsl OKPEMOIO TPYIOIO, OCKIJIBKY TP HbOMY
[IPOCTEKYBABCS PEIleCUBHUI CII0CIO TeHeTHYHO]
TpaHcMicii. B okpemux Bumagkax OyJiu HasiBHI CJ1i/im
kimbkocti VWF y tpombonurax i 1asmi Kposi
y TOE/IHAHHI 31 CTPYKTYPHUMH aHOMATISIMU TIPOTEi-
Hy. Ha 1eii ac Bxke Gy oxapakTepus3oBaHi Jesiki
myTariii ipu Trmax I, 111 11T vWD (tabu. 1) [7].

Ieperasuyra knacudikamis vWD (1994)

[l mocsTHeHHST KOHCEHCYCY B IIbOMY CKJIAJI-
Homy tmrtanni y 1994 p. Oyna 3amporonoBaHa
HoBa Kiacudikamiss vWD Ha ocHOBI KpuTepiis,
PO3pobJIeHNX TTiKOMiTeETOM MiZKHApOIHOTO TOBA-
pucTBa TpoMOO3y i remocrtasy 3 BuBueHHst VWF
(ISTH SCC vWF) [11].

BaxnuBo, 1110 momepeiHs HOMEHKIATypa Maja
Kizbka nepesar. [lepmmii posnosmis vWD Ha kare-
ropii (tum I, IT i I1T) maB 4iTkuii B3a€M0O3B'SI30K
3 11aTo(i3i0J0Ti€0, TUTIOM TEHETUYHUX aHOMAJIi
i kmiHiyHMM 11epebiroM. BuaiieHHs 1UX BEJUKUX
Kareropiii Oyjo JierkuMm 3 OrJisifly Ha icTopito
XBOPOOU TAIIEHTA, a TAKOK Ha JJabOPaTOPHi 10CJIi-
jokerHs. [Ipote Bee 5 6yJ10 CKITaHO PO3ITi3HABATH
6inpimicTs cybkareropiit vW D. Hacripasi Bizpis-
HUTH KiJbKicHU# i sxicauii gedextrn vVWF Oyiio
HEJIOCTaTHbO, BUKOPUCTOBYIOUM TIiJbKU OIUH
MYJIBTUMEPHUIl aHasi3 K OCHOBHMU Kputepiit
BistokpemsenHs tuity I Big tumry II vWD. Taxk, 3ay-
BaykeHO, 10 TPU iIeHTUdIKaIil AeTKUX SKICHUX
3MmiH y camomy Tuti [ vWD 114 Besimka kateropist
XBOPOOU He KOpEeJIoE 3 KJIIHIYHUM Tepebirom
i TMIIOM TeHeTHMYHOI aHoMmausil. Hanpukmiazn, npu
turi [ vWD New York i tumi I vWD Malmo crio-
CTEepiraeTbcsd  HOPMAJbHUNA  MYJbTUMEPHUN
CIIEKTP, ajie KJIiHIYHI i 1abopaTtopHi 0coOMMBOCTI
myske moxai6Hi mo Trmy 1IB vWD, ski cipuantsi-
JIUCh missense-MyTalli€lo, ysKe MoAiOHO0 0 Ti€l,
mo Jiekaja B ocHOBI po3Butky I[IB vWD.
[Ile oguH npuKIaA, KOJIU IPU PI3HUX BapiaHTax
vWD 3 nopymennam 38'a3yBanasg vWF 3 FVIII,
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takosx Bizomi sik VWD Normandy, criocrepiraern-
cd HOPMAJbHUN MYJIbTUMEpPHUl crektp VWF
i mposiBasieTbest sk pedinut VWE 1li npukmaan
JIEMOHCTPYIOTh OOMEKEHY TOUYHICTh 1 KJIHIUHY
3HAUYIIICTh MomnepeHbol HoMenkarypu [10].

Takum ynHOM, OYJI0 BUPIIIEHO, 110 peKIacupi-
karit vVWD manma 6 3mory moemHatu mpobsiemu,
MOB'SI3aHI 3 TETEPO3UTOTHICTIO MYJBTUMEPHOTO
npoTeiHy, Ta TO0AYUTH YITKY KOPEJSIIiio
3 1matodis3ioJIori€lo, TUIIOM IeHEeTHMYHOI aHoMaJIii,
KJIHIYHOIO BIiMOBi/II0 Ha JIIKyBaHHS 1 TeHe-
TUYHUM KOHCYyJIbTyBaHHsaM. Ile mamo 6 mpocro
1 JIETKO PO3Ii3HABATUCh, HE TIYTATUCh 13 TTOTIepe/I-
HiMu Kiaacudikarismu i gaBaio 6 3Mory 00'eHaTH
HU3KYy (hopMasibHUX KaTeropiil. [HyuKicTh 70110-
Maraja 6 TouHine Kiracu(piKyBaTH OKPEMUX
HAIiE€HTIB, OCKiJIbKU JOCTYIIHUM CTa€ OiIbIINI
obcsar indopmanii, He HOTPeOYIOYN BHAYHUX
nepeiimenyBanb. Ile 3ymoBieHO TOTPE6OIO
KOHIIENTYaJIbHOI HE3aJeKHOCTI BiJl KOHKPETHUX
abopaTOPHUX JOCIIKEHD, X0ua OiIbIIiCTh THITIB
vWD MoXyTb BHU3HAYaTHUCS i3 BUKOPUCTAHHAM
NTUPOKO JOCTynmHUX TecTiB. OTke, iepapxiunHa
cxeMa, 3a Koo Oysa BusHaueHa VWD sk 3axBo-
proBaHHs, BUKJWKaHe MyTaii€io B reni VWE,
€ HAUOIIBIN TPUITHSITHOIO.

3 ypaxysauusim 1mx npunimpnis L.E. Sadler
pazom i3 ISTH SCC vW F y 1994 p. ony6utikyBasm
nepersisi; kiaacudikaitii vWD [12]. bescymuiBHO,
1151 po6oTa OyJia BasKJIMBUM KPOKOM yII€pes Y BUpi-
menHi mpo6JieM 3 yrnopsiikyBartsm vWD. Panitie
orucani tumu i cyotunu vWD Oysm 3rpymnoBani B
HOBY Ta mpocTy kiaacudikaiio. MosekynasapHi
nedexTn, Mo cupuInHsIN po3BuToK VWD), cramm
4acTUHOIO KJacudikailii XBopoou sIK OKpeMa Karte-
ropid Ha J0JaTOK JIO TEepIInX JIBOX KaTeropiid, aKi
MaJIi OCHOBHe 3HadyeHHs Yy kiacudikarii. /[omo-
MIKHI KaTeropil HAZAlOTbCSd TIMIBKUA [IJIS TIEBHUX
KOHKPETHUX yMOB. Y il Kjiacudikaiiii OiibimicTh
BapianTiB VWD o6'eqnani y tun 2A. Ciiy 3a3Ha-
YUTH, TI[0 OKpeMa HOBa Kiacuikariist GyJia cTBope-
Ha /i Tuity 2B (panime 1IB). Hosuit Tun (2M, ne
«M» € mosHaueHHsM sk «multimer») OyB BHOKpe-
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Tabnuys 3

3MiHM B NnepernsHyTii Ta OHOBNEHil knacudikauii vWD

Mepernanyta knacudikauia (1994)

OHoeneHa knacudikauia (2006)

vWD cnpuymHeHa myTauismu B nokycax VWF

VWD He 06mexyeTbes MyTauisamu reHa VWF

Tun 1 vWD Bkntouyae napuianbHui kinbkichHnn gediumt vWF

Poanogin mvnsTumepis i cTpykTypa nnasmosoro VWF mano
BiAPI3HAOTLCA Bif HOPMK

Tun 1 vWD Bkntoyae napuiansHui KinbkicHun gediumt vVWF

MnaamoBuit VWF MOXe MICTUTU MyTaHTHI Cy60auHMLI, NpoTE MaTu
HOpMarbHy OYHKLiOHAmNbHY aKTUBHICTb, HAONMXKEHY O PiBHA aHTW-
reHy VWF

Mponopujis BENVKMX MynbTUMEPIB HE3HAYHO 3MEHLLYETHLCS

MJIEHWIT IS TOTO, 1MI00M BKJIIOYMTH Ti BapiaHTH
vWD, nipu SIK¥X criocTepirajiacst 3HUKeHa TPOMOO-
nut-3aiexHa ¢yskiiga VWFEF (VWE:RiCo) i He-
3Haune 3HwkeHHd HMWM vWF (axi moxyTh
Matu ab0 He MatOTh HIIOI abepaHTHOT CTPYKTYPH ).
Tumr 2N vWD (e «N» € nmosnauennam «Norman-
dy») OyB BCTaHOBJIEHUI [JIsT BKJIIOUYEHHS BUTIA/IKIB
XBOPOOH 13 BTOPHMHHMM 3HWKeHHsM piBHst FVIII
Bi/INOBi/THO /10 fiehekTy 3B'a3yBanHg VW 3 FVIIL

Ilepernsinyra, oHOBJIeHA i cy4acHa KjaacuQi-
kaniss vWD (2006)

[Ticist oTpuMaHHs HOBUX 3HaHb 11010 VWF
repesr komiteTom ISTH mocTano 3aBmanHs OHOB-
nenHs kiaacudikarii vWD 3 Meroro Kpamoro
posyminHst marodisiosorii i€l xBopobu, 110
HOJIEr IO OU IarHOCTHUKY, JIIKYBaHHST i KOHCYJIh-
TyBaHHd naiienTiB 3 VW D. Takum ynnom, y 2006 p.
6yJ10 po3pobJIEHO CydacHY OHOBJIEHY Kiacudika-
ito vWD (Taba. 2).

3BUYaitHO, 1151 Kaacudikallisi He 0OMeKYETHCSI
MyTanisgimMu B reHi vW E, Tomy 1110 He Ma€e 3arajibHO-
JIOCTYIIHUX METO/IB, IKi 6 MOTJIM TiATBEPAUTH YK
Bukountu myTanii VWF y Gisbiocti naiienris,
a oTKe OyIb-aKy motpedy B imeHTH(bIKaIi MyTartii
piZIKO MOKHA 3aJI0BOJTLHUTH Ha TPakTuili. JIokyc

TeTEePOTeHHOCTI He MoKe BUKIOUUTH VWD, i
MyTalii Ha iHIIMX reHax MOXKYTb CHPUYMHATH
nojibHe 3aXBOPIOBaHHS, SKe Majo YUM Biapis-
Hs€eTbes Bix VWD, BuKIMKaHOi iHTpareHHUMM
myTamismu VWF (tabi. 3).

Ymeopenna vWF

YrBopennst vVWF Britiodae Garato pisHUX Mexa-
Hi3MiB: CHHTE3, 30ipKa, CEKPellist, TPOTEO I3 i KITipeHC.
Myrauii mpy VWD MOXyTb 3yMOBIIOBAaTU BUHH-
KHEHHS ITaTOJIOTII O/[HOTO 13 IIMX MeXaHi3MiB, X04a 3a
OKpPEeMUX MYyTalliil MOIIKO/KEHHS CTOCYEThCS O/Ipa3y
KiJIbKOX MexaHi3miB yTBopenHsi VWF (puc. 1).

oWD 1 muny

vWD 1 tumy € Haitbibin 9acToio (hopMoIo 3ax-
BopioBanHs. lIpuHIumoBa 3Mina B KJacuikaliii
1 tumy vW D 3yMoBJieHa BKJIIOUEHHAM TAIIEHTIB,
y koTpux yactka HMWM y nmmazmoBomy VWF
3HMIKEHa, ajle HeJ0CTaTHbO, 00 IepenKouTH
TMOCATHEHHIO TeMOCTAaTUYHO e(hEeKTUBHOTO PiBHSI
BEJINKUX MYJBTUMEPIB MiCJS 3aCTOCYBaHHS Jlec-
mMonpecuHy. OKpiM TOTO, HasIBHICTb MYTAaHTHUX
cybomuuuith VWF y MyJsruMepax Iaa3MoBOTO
vWF MmoskmBa, ase He 060B'si3koBa. Bukopucran-
HS YyTJIMBUX JTaOOPATOPHUX METO/IB A€ 3MOry Y
Oaratpox marmieHTiB 3 1 tunom vWD BussuTHu

vWD

1 1
Tun 2A

Tun 2B Tun 2M

1 1

IIpoTeoais

1 {

Hopma —

Cunre3 '—) | 36ipka I_) | Cexpeuist |

| CrabiabHuii cTa”

W !

Tun 3

vWD
Tun2 A

l 1

l

!
Tun 1

(Vicenza)

Pue. 1. CunTtes i kataboniam VWF
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Ton1 | |
(IIC) (IIE) (I1A) (1D, IIE)
Tun 2A I | | | I |
Tun 2B I
Tun 2M [ |
Tmn2N [ ]
Tun 3 | |
T T T
5 D1 D2 Al A2 A3 D4 BI-B3 | Cl|C2|C3| 3
- R
ADAMTS13
1-22 763 IIporeonis olIbB3 2813
( GPIb
H FVHI, KoOJIareH,
renaprn SoTponeTi,
CyJb(aTu/]
< s—><— Mponenrg—» < 3piaa cy6oamHmIs >

IIpumimxa. Tepkypcop VWF cranaerbes i3 curaaabHoro nentuy (S), mponenTuzy, a Takox 3pinoi cyboaunuii. Ha pucyHky Bigmiueni
crpykrypti gomenn (A, B, C, CK), micig 38'si3yBanst 3 FVIII, pombonnraprm raikornporeinom GPIb, korarenom i tpombornmurapamnm
inrerpurom olIbB3. 3amrrpuxoBani NPsSIMOKYTHUKM BKa3yIOTh Ha PO3MIILIIEHHsT MyTalliif, 1110 TIPU3BOAATD 10 PO3BUTKY VW D.

Pue. 2. CtpykTtypa nonepegHuka vVWEF i nokanizauis mytauin npu vWD

noMipHi a60 MiHIMaJIbHI 3MIHU Y CTPYKTYPi MYJIBTH-
MepiB a6o X po3MOIiIi.

[Topymennsa cunresy vVWF — 1ie ogun i3 Haii-
Gl 3HAUyIUX MexaHismiB mpu 1 tum vWD.
Xo4a oKpeMi MyTallil TaKOK MOXKYTb CIIPUYUHATH
3HMIKEHHS cekpelii VW BHac/iZIoK TOpyIIEeHHS
IHTpaleN0ISPHOTO TPAaHCHOPTY Horo cybomm-
HUIIb. 32 TaKUX YMOB PO3BUBAETHCST BA)KKA, JOMi-
HaHTHa, pupomkera Gopma vWD 1 tumy, xouya
(hEHOTHIT YaCTO € 3MIIIaHUM i MOKe MaTh 0COOJIH-
Bocti sk 1 tumy vWD, Tak i 2A tuny vWD [5].
3mentenns cexperiii VWF moske OyTu cripuanHe-
He MYTallisIMH, 1110 BILIMBAIOTh HA €KCIIPECiO T'eHiB.

[TigBumennit kiaipenc vWF Moske Takox cripu-
YUHUTU PO3BUTOK MoMiHaHTHOro 1 tumy vWD,
takoro ik vWD Vicenza.

Baxkwmit 1 Tumt vW D mMoske BUHUKATH | BHACTIZIOK
mizBuIieHoi cxusnbHocTi VWF fo ipoteosnisy [16].

Otxe, 3po3ymisio, mo 1 tun vWD pisnopiz-
HUM, a OKPeMi fOTO MATUTIN MOKYTh Oy TH iIeHTH-
(ikoBani BiamoBigHMMHM Tectamu. Hampuxmian,
BapianT VWD 1 tuny, nos'd3anuii 3i MBUIKUM
KJTIIPEHCOM, I/IeHTU(IKYETBCI XapaKTEPHOIO BiJIIO-
Bi/I/II0 Ha JI0303aJI€3KHUI TECT 13 IeCMOIIPECUHOM.
KriniuyHa 3HAUyMIICTh TAKOI T€TEPOTEHHOCTI € 1032
JOCTIKEHHSAMU, 1 1€ Y CBOIO Uepry CIPUUUHSIE
noastbii 3minu y kaacudikarmii vWD.

vWD 2 tuny

CumnTomu kpoBoTeui mpu 2 Tumi vWD
€ YacTMMHU i MOXKYTb OYTH CEepHO3HINIMMMU, HikK
npu 1 Tumi vWD, xoua 1s aymka norpebye
PETENBHOTO KJIIHIYHOTO MiATBEPKEHHS [5,14,16].
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oWD 2A muny

vWD 2A Tumy XapaKTepU3Y€EThCS SKiCHUM
nedeKToM, 3a SIKOTO ajresist TPOMOOIUTIB, 3a/IeXK-
Ha Bil VWE € 3HMKeHOI 32 paXyHOK 3HUIKEHOI
YacTKHU BeJIMKUX MyasTuMepiB vW E Baskinso, 1110
npu 1npomy cyoruni xBopobu pisenb VWF:Ag
i FVIII mosxe Oyt B Meskax HOpMHU ab0 MOMIpHO
3HIKEHUM, OMHaK akKTuBHiCTH VWE, T0OTO
vWF:RiCo, € cyrreBo 3amxkenoo. Came nedimur
BeJIMKUX MyJibTuMepiB VW F cripusie BHHUKHEHHIO
KpOBOTeY y marienTis [5,16,17].

vWD 2A tumy B OCHOBHOMY Ma€ JIOMiHAHTHU
TUTl yCHaJAKyBaHHS, XO4a B OKPEMUX BHUIIQJIKaX
BUSIBJISAETHCA U pertecuBHUN. [OMO3UTOTHI MyTaItil
nponentuay VWF yckmasHoOTh 30ipKy MyJIbT-
nMepa B amapari lonbiki, a BifCyTHICTH care-
JITHUX 3B'43KiB 3a3BUYAll IOB'A3Y€ETHhCS 3 MPO-
teosizoM. IlepBurHo 1 6ys0 KiaacudikoBaHo
ak IIC tun vWD i3 peliecuBHUM XapaKTepom
yernagakyBannusg [11]. Tereposurotni myTtaiii B
JIOMeHi, GaraToMy IHUCTETHOM, MOKYTb IOIITKO-
JUKyBaTu aumepusaiiito pro-vWF B eHjoriazma-
TUYHOMY PETHUKYJIYMi, TUM CaMUM CIIPUYNUHAIOYU
Tak 3BaHWl panime kinacudikoanuii [ID Tun
vWD [1]. TereposuroTHi myTaiii y HnHuCTeiHi
3MEHIYI0Th JoMeH D3 1 Takok MOXYThb
MOMITKO/KYBATH 30ipKy MYJIBTHUMEPIB, OJHAK IIi
MyTallii 9acTo TaKOX TPOAYKYIOTh HediTKi abo
«OpyiHi» MyJIBTUMEDPH, 110 PaHillie PO3TJISIaIICh
gk ITE tun vWD [10] (puc. 1, 2).

3 inmoro 60Ky, MyTaIlii B camomy gomeHi A2 un
6iJIT HBOTO ACOMIIOIOTHCST 3 BUPA3HUM IIPOTEOJTi-
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3om cyboxunuib VWF [5,14]. Pospisusiiors 1Ba
BapiaHTH TAKOTro MpOTeoJiizy: | rpyma myrtariit —
3 Mi/IBUIIIEHHSM [IPOTE0JIi3y 32 PaXyHOK IIPOTeasu
ADAMTS13 i nopyuieHHsIM 36ipK¥ MyJIBTUMEPIB,
IT rpyra MyTattiii — 3 miIBUIIEHHSIM TIPOTEOTi3Y 6e3
HopyIeHHs 30ipKu BeJIMKUX MyJisriuMepis vWE

Xoua tun 2A vWD € reTepo3uroTHUM 110 CBOIN
CyTi, 11l MOJIEKYJIIPHI BIZIMIHHOCTI B JIaHWI 4ac
He BUKOPHCTOBYIOTBCS JIJIS TIOJLTY Ha CYyOTUTIN THITY
2A vWD, ocKkiibKy BOHU He € KJITHIYHO 3HATY M.

oWD 2B muny

vWD 2B tumny cupuymHSETHCS MyTallisIMu
BcepenuHi un y npusersaomy 10 vWF nomeni Al,
SKi NPU3BOJATH 10 MiJIBUIEHOIO 3B'd3yBaHHS
vWF 3 MeMOpaHHUM TPOMOOIUTAPHUM TJIIKOIIPO-
teinom GPIb. 3a takux yMOB BUHUKAE TIi/[BUIIE-
Huit poreoniz VWF mporeazoro ADAMTS13 i,
SIK HACJIIOK, 3HWKYETHCA KIAbKICTh BEJUKUX,
MOTEHIHO (hyHKIIOHATbHUX MYyIbTUMEPiB VW F
(puc. 1) [11]. diarno3 vWD 2B Tury BcTaHOBIIIO-
I0Tb Ha Ii/ICTaBl BU3HAYCHHS NIaTOJIOTIYHO I1i/[BU-
1I[eHOI PUCTOIETUH-IHAYKOBAHOI arperaifii Tpom-
6ouutie (RIPA) 3a HU3bKUX KOHIEHTpaIiil
pucroreTrHy. Xoua pe3ysbraTé J1abopaTOPHUX
pocaikens s VWD 2B tuny moxyth OyTH
noxioaumu st vVW D 2A tuny un vWD 2M Twiry,
npote y maiieHTiB 3 VWD 2B tunom 3azBuuaii
BUSIBJISIIOTH TPOMOOIIUTOIIEHIIO, SIKA MOCUITIOETHCS
Npu XipypriyHuX BTPyYaHHIX, BariTHOCTI 4u
IHIIIUX CTPECOBUX CUTYAIlisIX.

vWD 2B tuny Malmo un New York crpuun-
HdeTbes MyTariieio Pro1266Leu it acoritoeTbes 3
mizBuiieHoo RIPA 3a HU3bKKMX KOHIEHTpAIliil
pucroneruny, xoda RIPA Mosxke OyTu il y Mexax
HOPMHU Y JIeIKUX TAI[iEHTIB 3 1HIMTUMU MYyTaIlisIMU
[16]. Caix 3a3naumTH, MO TPU IHOMY THUIT 3a-
XBOPIOBAHHS PO3NOALT MYJIbTUMEPIB y IJIa3Mi
€ HOpMaJIbHUM, TipoTeoti3 cyboanuauis VWF He €
I IBUIIIEHVM i IECMOITPECUH He BUKJIUKAE TPOMOO-
IUTOIEHil. Y YaCcTUHU MaI[iEHTIB MOXKYThb CIIOCTe-
pirarucst noMipHi KpoBOTeui, a B iIHIIMX iX HEMaE.

Otixe, 3HMKEHHS Y TIITIa3Mi BEJIMKUX MYJIBTUMe-
pie vWF i migBumenwii mpoTeoJiiz itoro cyboau-
HUIIb MOKYTbh KOPEJIOBATU 3 HASIBHICTIO PSICHUX
KPOBOTeY Yy TAI[I€EHTIB i3 BUCOKMM 3HAYEHHSIM
RIPA tipu 2B tumi vWD [17].

Jlndepenttianbunii JliarHO3 CJIi/I TTPOBOJAUTH
Mizk 2B tumom vWD i TpoMbonUTapHUM THIIOM
niceBn0-vW D, Koy HastBHI Tak 3BaHi gain-of-fun-
ction MyTaliii, 10 MOCUJIIOITH (PYHKIO TPOMOO-
ruraproro GPIb [17].

oWD 2M muny

vWD 2M tumy HajieXXuThb 10 BapiaHTiB XBOPO-
6u 3i 3HMKEHOI0 VW F-3a/1€/KHOIO aJIre3i€io TpoM-
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OOINTIB, 3a SIKOI HE CIIOCTEPITAEThCS 3MEHIIECHHS
YacTKU BeJUKuX MyJasruMmepis vWE Mytanii npu
2M tuni vWD 3Hmkyots B3aemopiio VWF
3 Tpomborutapaum GPIb ab6o 3i croayunoro
TKaHUHOIO i, 110 CYTi, He TOPYIIYIOTh MYJbTUMEP-
Hy 30ipKy. PesynbraTu 1ab0paTOPHIUX MOCTIZKEHD
mpu 2M tumi vWD mozibui 1o 2A tumy vWD.
PizHutis mosisirae Jiviiie B OCOOJTMBOCTSIX MYJIBT-
MMEpPHOTO PO3IOJAILYy B arapo3HoMmy rei
[5,10,14,16,19].

3a 2M tuny vWD inentudikoBano myrartii
B 1oMeHax D, D3 ta A1, BHACTIIOK AKUX TTOPYTITY-
etbest 38 si3yBanist vWF 3 tpomGotiurapaum GPIb
(puc. 1). B ogromMy mnoBigomiienHi Oy mpezacTa-
BJIEHI  pe3yJbraTh  JIOCJI/KeHHS  POJIMHH,
B gKili BustBjeHo myTaitito VW F y momeni A3, BHac-
JIIJTOK 4Oro 3HMKyBasiach aaresdigs vWF 1o kosare-
HY i MOKJIUBiCTh po3BUTKY 2M tumy vWD [15].

Bcranosnernss vWD  2M  Ttuny 3amexuTh
BiI TOTO, $IKi METOJM OIIHKM BUKOPUCTOBYIOTHCS.
Harpuxnaz, rect vVW F:CB € 1oka30BUM y TUX BUTIA]I-
Kax, Ko MyTaiii VWF 06yMOBJIIOIOTh TTOPYIIIEHHS
3B'sI3yBaHHsI TPOMOOIIUTIB 1 TIPK 1IbOMY 3HUIKYETHCST
vWF:RiCo. HaBmaku, HEMOXJIUBO JHIIE OJIHUM
tectoM VWF:RiCo BusiBuTH JlecheKTH 3B'SI3yBaHHS
KOJIareHy, BHACJIIOK SIKUX TIOPYIIYEThCS afre3ist
TpoMOOIUTIB in vivo. Bimbmticts Bumagkis vWD 2M
Tuty ifeaTndikyerbes Ha ocHoBi ottinku VW F:RiCo,
SKa € JIMCTIPOTIOPITINHO HIZKYOK0, Hixk VW F:Ag, Taki
MAIIEHTH 3a3BWYail MaioTh MyTallii Bcepeanni Al
noMeny VW E BHACTIIOK SIKUX TTOPYTITYETHCS 3B'SI3Y-
BanHst VWF 3 tpomGormrapaim GPIb.

oWD 2N muny

vWD 2N Tumny € npupojpKeHuM SKiCHUM
nedeKToM, 3 pelleCUBHUM THUIIOM YCIIa/KyBaHHSI.
Y rereposuroTHMX POJAMYIB 3a3BMYaAll remMoparii
BijicyTHi a6o nomipsi. IIpu oMy THI XBOpoOU
HNPUHIMIIOBO MOPYIIYEThCA 3B si3yBaHHd VWF
3 FVIII, sixe MakcuMasibHO 3HUKYETHCS, MACKYIO-
Y1 [IUM aBTOCOMHO-periecuBHY hopmy reModiii A.
3 oryiany Ha 11e, AugepeHIliiHni /[iarHo3 IPYHTY-
€Tbcs Ha BU3HavenHi adinitery vWF marmienra g0
FVIII (vWE:FVIIIB).

Bisbiricts MyTaitii, 110 CHPpUYMHSIOTh PO3BU-
tok 2N Tt vWD, mepebyBaroTh MiXK 3aJIUITKAMK
aminokucsior Ser764 i Arg1035, Ha mexi fomeny D
i vactuam gomeny D3, ToOTO came B THX MiCIISIX,
dKi  BiAmoBizaloTh 3a 3B'a3dyBanus FVIII
3 VWF (puc. 2) [5,14,16]. Baxkauso, 1o obuzasi
asesi MoKy Tb MaTu MyTaitito vVWF 3 mopyineHHam
3B'a3yBanHg FVIII 3 vWE oxnnak uacriiie ojiHa
asesib Ma€ JiedeKT, y TOH yac SK iHIIa ajuesb Majio
ab6o 3oBciM He ekcmpecye wmyTtaimiio VWF
(T.3B. <HYJIb-QJIETIB» ).
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vWD 3 tuny

vWD 3 tuny € npupo/pKeHuM KiJTbKiCHUM
nedeKToM, i3 perleCuBHUM TUIIOM yCIIa/[KyBaHHSI.
Y rereposUroTHUX POAMYIB 3a3BUYAil crocTepi-
raloThCsl TOMIPHI CUMIITOMEM KpOBOTedi abo
K reMoparigroro cunapomy Hemae [6]. [le 3axBo-
PIOBaHHS XapakTepuayeTbcst BijcyTHicTIo VWF
i ioro akTuBHOCTI, piBeHb FVIII 3a3Buyaii € maysxe
Hu3bkuM (1-10%) i narienTn pizKo BiAIIOBIAAI0TH
Ha Jecmotpecut. Tpetiit Tun vWD cipuunHsI0TH
pisHi Tunu myrtariit (nonsense, frameshift, splice
site, missense). Myrailii BAHUKAIOTb y OY/ib-IKOMY
micti rera VWE, i Gibiricts i3 HUX € yHIKasIb-
HUMU JJI TUX CiIMEH, Jie BOHU 1IeHTU(DIKYIOThCS
Briepiie (puc. 1). Y He3HAYHOI YaCTUHM TAI[IEHTIB
i3 3 Tunom vWD MOXyTh BUHMKATH aJlOaHTUTIIA
no VWF y Bianosigp Ha TpaHcdysiio MPOIYKTIB
mwiasmu. Bemuki gesenii B reri VWFE MoxyTh
CIIPUSTH caMe PO3BUTKY TaKUX YCKJIAIHEHD.
Bipryanbro abcosorauii nedimur vW F Busnavae
3 tun vWD HesasexxHo Bij heHOTUTTY TeTepo3u-
TOTHUX POJIAYIB.

Tepmin «Baxkka dopma vWD» iHOmI BUKOpH-
CTOBYIOTH, 1106 omucatu 3 T vWD i cumiro-
marnuauii 1 tun vWD, gki XxapakTepusyoTbCs
KIJIbKICHO Jy;ke HU3bKMM piBHeM VWL xoua 11i
o0uIBa CTAaHW MaiiKe 3aBKIN KJIIHIYHO € PI3HUMU
[6]. 3aznaunmo, mo 1 Tun vWD cnpuunnsierses
NOMIHAHTHUMHU TETEPO3UTOTHUMU MYTalliIMU
Ta PiIKO acoIifoeTbest 3 Hu3bkuM (10% i HUXKYe)
piBaem VWE i y naifieHTiB 3 1OMiHAHTHUM TUIIOM
1 vWD moske 6yTH Xopolia TepalneBTHYHa Bi/Io-
Bi/ib Ha fiecmoripecu [6,14,16].

1 Tum vWD vs 3auzkenuii piBeab VWF

OCKiIbKM OCHOBHUM JTaGOPATOPHUM KPHUTEPI-
eM VWD e nuspkuii pisenb vVWF y m1asmi Kposi,
BCTaHOBJIEHHsT 1 THITy 1i€i XBopoOu Moxke OyTH
ckiaagauM. Coig 3asHaumTtH, 1m0 piBenb VWF
MOCTITHO 3MIHIOETbCS 1 Ge3nepepBHO PO3IO-
NJISIETBCS Y 1J1a3Mi KPOBI JIIOJUHU. PU3UK KPOBO-
Teyl TaKOXK IMOCTIHHO 3MIHIOETHCSA 3AJIEKHO
Bizt piBHga VWE i ToMy Hemae Tiel Mexi, Ipu sKii
MU 3MOrJIM O BHOKPEMWUTH MAIEHTIB y TPYIH 3
abCOTIOTHO PI3HUMU KIIHIYHUME OCOOJUBOCTSIMHI
[15]. Bimpmrictes mnamientiB 3 vWD 1 tumy ne
MaIOTh Crenn(diIYHUX TeMOpariyHuX O3HaK.

IIpo6emu 1abOPaTOPHOIO TECTYBAHHS

Hesnaunnii gedext Moke yCKIAIHUTH JIIarHOC-
TUKY 1, BIJIMIOBIJIHO, JIETKUX TAI[IEHTIB HE MTPOCTO
3aJyYUTH 10 TOro uu iHmoro Tumy vWD, To6To
npaBuiIbHO KiaacudikyBatu xBopoOy. CraHmapTu-
30BaHa IHTepIpeTallis MYyJbTUMEPHUX CKaHiB
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Moria 6 IOMOMOTTH 3aB/SKH I BUIIEHII MOKJIH-
BOCTI OI[IHIOBAHHS IJIa3MU KPOBI, MIUPOKOMY
BIIPOBA/IKEHHIO  3aTBEP/KEHUX aHAJIITUYHUX
METO/[iB 1 MIarHOCTUYHUX KPUTEPiiB, a TaKOXK
JIOJIATKOBUX JIAHUX TIOJI0 MYJBTUMEPHUX 3Pa3KiB
vWE mnoB's3anux 3i crenu@ivHIMU MyTaIissMu
npu vWD. Heobxinna nogasbia indopmartis ais
TOTO, MOOW BCTAHOBUTU 3HAYEHHS KOHKPETHOI
KOMOiHaIii TecTiB i IX CIBBiZAHONIEHHST IS KJIac-
udikarii 2 Ty vWD [15,16].

HaraibHi nutanHs moao kiacudikaiii viD

HIxana oyinxu xposomeui npu o WD

Y manuii yac po3pobIISTIOTHCST CTaHAaPTU30BaHI
MEeTO/IU MPaBUIbHOI OI[IHKM CUMIITOMIB KPOBOTEUY,
cripuunHeHnX pisHuMu gedexramun vVWE [2].
Icnye cuibHa 3BOPOTHA KOPEJAIliS MiXK IKAJIO0
ominku kpoBoted 1ipu vWD i piBuem vVWE Onnak
B3a€EMO3B'sa30K MixK piBHeM VWF i 1mkasoro
orinku KpoBoTedi pu vW D Mae ob6meskeHe Tpor-
HOCTHUYHE 3HAYEHHS JIUIST IHAUBIAYYMIB i y MaitOyT-
HBOMY HEOOXiHI [aHi, m06 yTOUYHUTH, SIK Came
PU3UK BUHUKHEHHS KJITHIYHO 3HAYYIITUX KPOBOTEY
3ase;kuth Bin piBHg VWF y miasmi kposi [17].

Bionosiov» na mepaniio

Oxpemi T vW D 3araziom 106pe KOpeTiooTh 3
TepareBTUYHOIO BiIMTOBIUTIO HA JIECMOIIPECHH, O/THAK
1151 KOPEJISALIs € CIabIIoi0 MOPIBHSHO 3 IPOMIKHUMMU
turiaMu VWD, 1110, BiZITIOBIJTHO, YCKJIQTHIOE BU3HA-
yenus 1 yn 2 tunmy vWD. [leski crniocrepeskeHHs
JIEMOHCTPYIOTb, IO YiM OLjIbIlle MaIlie€HT HaOJIVKe-
HUI 10 HOpMU, 4y 7o 1 iy vW D, TiM kparoio
Oy/le BIMOBIZb Ha JECMONPECHH. TaKuM YMHOM,
JI0303JIEKHUI  JIECMOIIPECUHOBUN TeCT € OiIbIi
KOPUCHUM JIJII OIIHKW TOTEHIIHOI BiATOBII Ha
tepariio [5,16,17]. Ta He3HauHa YacTHUHA TAIIEHTIB 3
2 tutiom VWD, sika TakosK BifIMOBiIa€ Ha JiecMolIpe-
cuH, MO)Ke OyTH ifeHTr(hiKOBaHA MM [0303aJEK-
HUM JIeCMOTIpECMHOBUM TecToM [3]. BusnauenHs
piBast vVWF y 11a3mi KpoBi i1 9ac IeCMOITPECUHOBO-
ro TecTy MO)Ke JIOTIOMOITU y BUPIIIEHHI CIIPHUX
[UTAHb 010 6a30BUX TECTIB i, TAKUM YMHOM, CIIPHSI-
TH 3aJIy4€HHIO XBOPOTO /10 TIeBHOTO THity VW D.

Hoesimni mecmu dns diaznocmuxu oWD

HenasHo Oysiu po3po0JieHi BUCOKOUYTIIMBI Ta BijI-
TBOPIOBAHI TeCTW Ha BU3HAYeHHs 3maTHOCTI VWF
3B'SI3yBaTUCSI 3 TPOMOOIMTAMU 3 BUKOPUCTAHHSIM
ouwntieroro TpombormrapHoro GPIb 3amicts Tpom-
6oruri. [IpesenTartist X TeCTiB IEMOHCTPYE iCTOT-
He MOKpaIeHHs B /liarHocThili Ta Kiacudikarii vW D
[19]. Takox HemoOAaBHO CTBOPEHO HOBUM TECT I
BusHadeHHd nponentugay VWFEF (VWFEpp) i cniBBiz-
nHomennd VWFpp 1o vVWF:Ag (vWFpp/vWE:Ag),
1110 MOKe JIOTIOMOTTH B ifieHTHdiKartii myTartiii vVWF
3 KOPOTKHM TepioIoM TiBKHUTT [15].

ISSN 1992-5913 Cospemennas neauatpus 2(82)/2017



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

Ponv mymauiti oWF

3azBuuaii jokamizaiig myraiiit vW F kopemoe
3 tunom VWD [3,5,16,17]. Ha chorozni B merassix
3aJIOKyMEHTOBAHO B3a€EMO3B 130K MiK T€HOTUTIOM
i ¢penoruniom g 2A, 2B, 2M i 2N tuniB vWD,
a tTakox aeskux ¢hopm 1 tumy vWD. Corip 3a3Ha-
yutH, o npu 2A tumi vW D stokasizaiiro gesskux
MyTalliil MO)KHa IIPOrHO3yBaTH 3 YypaxyBaHHSM
ocobMBOCTEN aHali3y MYyJBTUMEPHUX 3Pa3KiB
VvWE Ockifbku cTpareris TeHeTUYHOTO TecTy-

JITEPATYPA

BaHHST PO3BUBAETHCSI, PE3YJIBTATH IHIINMX Jabopa-
TOpHUX TecTiB st VWF 1oB'd3ani i3 cekBeHy-
BaHHSM TeHa, 110 NOBUHHO MiJABUIIUTH MOXKJIU-
BiCTh MPOTHO3YBATU BIJAMOBI/Ib HA /IECMOIPECUH
yu 3aMicHy Teparito VWF Ta cipusiTi OHOBJICH-
HI0 1 mokpamennio kiacudikaiii vWD. Excrpe-
cig ycix MmyTailiif, a TaKOX BU3HAYEHHST BHYTPIIII-
HBOKJIITUHHOTO 1 cexkpeToBanoro vW F gomomoske
JaTh BiAMOBiAb Ha OiJBIIICTH 3allUTaHb OO0
kaacudikanii vVWD HaiibamKauM yacom.
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