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BN PE3IOME

BeeneHue. bonesHs Bunnebpanna — HacneAcTBEHHOE HOPYLUEHWE CBEPTLIBAIOLLEN CUCTEMbI KPOBM, OBYCIOBNEHHOE BOM-
HOOBPA3HBIM KONMYECTBEHHBIM U/UAK KayecTBeHHbIM aeduumntom bakTopa Bunnebpanaa.

Llene: ouenns yactory sctpedaemoctu daktopa V (FV . ) u FIl G20210A y xeHwmH c 6onesHbio Bunnebpanaa 1-ro una.
Marepuansl u metoabl. B nccneposanue, nposepentoe c sHsaps 2011 no pekabpe 2017 r., BknoyeHsl 136 xeHLmH
8 BozpacTe ot 18 go 45 net (cpearee 31,7 £ 0,5 roga). [1ns suisBneHns reMopparnyeckoro AMaTesa MCnosb3oBasm onpoc-
HUK. YCNOBMS BKIIIOYEHMS B MCCNEAOBAHME: HANMYME HE MEHEE 3 MONOXMTENbHBIX OTBETOB HA BOMpPOCk ¢ 1 no 7 unu 2 no-
NIOXMTENbHbIX OTBETA HA Bonpockl ¢ 1 no 7 un He MeHee 100 6annos no pesynsTatam oueHKM 0BbEMA MEHCTPYANbHOM
KPOBOMOTEPM, CAOMOCTOSITENbHBIM KpUTEPHEM BKIIOYEeHUs sensncs pesynstat 180 6annoe u 6onee npu oueHke obbema
MeHCTpyanbHoM kposonotepu. Obs3aTenbHbIM KPUTEPUEM BKIIIOYEHWS B UCCIIEAOBAHME ObINIO YKA3AHWE HA OTCYTCTBUE
Tpomboambonuueckmnx cobbiTnit y npobaHaa M y poacTBEHHWUKOB nepBoit nuHuu. [Tposoaunnocs Mccneposaxme pucroue-
TUH-KOPAKTOPHOM akTUBHOCTH PakTopa Bunnebpanaa (VWWF:RCo), aHturena dakropa Bunnebpanaa (VWF:Ag), daktopa
VIl (FVII:C), arperaumn Tpombountos uHayumposaHHoi AP, pUCTOMULMHOM M KONNAreHOM, MONEKYNSPHO-TEHETUYE-
ckoe uccnenosaHue nonumopdusma reHos FV . rena npotpombuna (FIl G20210A) meTonom annens-cneumduyieckort
NONMMEPA3HOM LEMHOW PEaKLMM.

Pesynsratel. Y 102 xeHwmH ¢ 6onesHbio Bunnebpanaa 1-ro una mytaumit FV 1 FIl G20210A obHapyxeHo He bbino.
leTeposurotHas mytaums FV . seiseneray 12 (8,8 %) xeHwmH c 6onesHsio Bunnebpanaa 1-ro una (VWF:RCo ot 27 go
47 % (cpemnee 37,3 £ 0,8 %), VWF:Ag ot 25 po 46 % (cpeanee 37,5 £ 0,8 %), FVII:C ot 29 po 49 % (cpenree 44,1 +
0,5 %). lomoaurotHas myTaums FV ., seissnenay 3 (2,2 %) xeHwmH c 6onesHbio Bunnebparaa 1-ro tuna, VWF:RCo y Hux
coctasuna 40, 43 u 45 %, VWF.Ag — 39, 44 u 42 %, FVIII:.C — 47, 45 u 48 %. [eteposurotHas mytaums Fll G20210A
soisenena 'y 19 (13,9 %) xeHwmn ¢ 6onesusio Bunnebpanga 1-ro tuna (VWF:RCo ot 36 no 49 % (cpeanee 43,0 £ 0,4 %),
VWF:Ag ot 32 o 46 % (cpeanee 42,2 0,6 %), FVIII:C ot 30 go 49 % (cpearee 45,1 £ 0,4 %).

3aknioueHue. Chuunxerne aktnsHoctn paktopos VIl u dakropa Bunnebparaa, yMeHblas KOArynsuMOHHbIA NOTEHLMAN
CBEPTLIBAIOLLE CUCTEMBI KPOBM, MOXET HUBEIMPOBATL BOSMOXHbIE Npobnembl, ceasanHble ¢ MyTaumid FV . uFIl G20210A
Yy XeHLWmH ¢ 6onesHblo Bunnebpanpa 1-ro tvna.

Kniouesbie cnoea: 6onesrs Bunnebpanna, mytauus rena daxtopa V Jlerigen, mytaums rena npotpombuna G20210A

KoH$pnuKT MHTepecoB: asTophl 305BSI0T 06 OTCYTCTBUM KOHGIUKTA UHTEPECOB.

DPrHAHCUPOBAHME: MCCNENOBAHUE HE MMENO CMOHCOPCKOW NOAAEPXKKM.
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AND PROTHROMBIN 6202104 IN WOMEN
WITH VON WILLEBRAND DISEASE TYPE 1

Koloskov A. V.", Chernova E. V.

North-Western State Medical University named after I.I. Mechnikoy, 191015, St. Petersbug, Russian Federation

B ABSTRACT

Background. Von Willebrand disease is a hereditary malfunction of the blood coagulation system caused by waveform
quantitative and/or qualitative deficiency of von Willebrand factor (vWF).

Aim. To evaluate the frequency of occurrence of FV ., and FIl G20210A mutations in female patients with von Willebrand
type 1 disease.

Materials and methods. 136 women aged from 18 to 45 years (mean 31.7 + 0.5 years) were enrolled in a study con-
ducted during the January 2011 — December 2017 period. Questionnaire was used to reveal hemorrhagic diathesis. Inclu-
sion criteria were as follows: no less than 3 positive responses to questions 1-7, or 2 positive responses to questions 1-7 plus
no less than 100 points of the evaluated menstrual blood loss. An independent inclusion criterion was 180 points or more in
the question concerning menstrual blood loss. A mandatory inclusion criterion was the confirmation of absence of thrombo-
embolic events in a proband and first line relatives. The study included assessment of such parameters as ristocetin-cofactor
activity of von Willebrand factor (WWF:RCo), von Willebrand factor antigen (VWWF:Ag), factor VIII (FVIII:C), platelet aggrega-
tion induced with ADP, ristomycin, collagen, as well as molecular-genetic assay of factor V (FV _,_ ) and gene (FIl G20210A)
polymorphism using allele-specific polymerase chain reaction.

Results. No mutations of FV_,__and FIl G20210A were revealed in 102 women with von Willebrand disease type 1. Hetero-
zygous mutation of FV . was found in 12 (8.8 %) subjects with von Willebrand disease type 1 (VWWF:RCo from 27 to 47 %
(mean 37.3 £ 0.8 %), YWF:Ag from 25 to 46 % (mean 37.5 £ 0.8 %), FVIII:C from 29 to 49 % (mean 44.1 £ 0.5 %). Homo-
zygous mutation of FV . was identified in 3 (2.2%) women with von Willebrand disease type 1, with yYWF:RCo being 40,
43 and 45 %, vWF: Ag — 39, 44 and 42 %, FVII:C — 47, 45 and 48 %, respectively. Heterozygous mutation FIl G20210A
was detected in 19 (13.9 %) subjects with von Willebrand disease type 1 (VWWF:RCo from 36 to 49 % (mean 43.0 £ 0.4 %),
vWF:Ag from 32 to 46 % (mean 42.2 £ 0.6 %), FVIII:C from 30 to 49 % (mean 45.1 £ 0.4 %).

Conclusion. By means of diminishing the coagulation potential of the blood coagulation system, a decrease in the activity of
VIIl and von Willebrand factors may compensate possible negative effects associated with FV_, and FIl G20210A gene
mutations in female patients with von Willebrand type 1 disease.
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BBenenue

BOJIQSHB BI/IJI.He6PaHJIa — HaI/I6OJIee PaCHPOCTPaHeHHOe KOJIN4YE€CTBCHHbBIM I/I/I/IJII/I Ka4dyeCTBEHHbBIM ]IerI/IHI/ITOM CbaK-
HacJaeagCTBEHHOE (a.yTOCOMHOC) HapymeHI/Ie CBeprIBa}O- TOpa BI/IJ'I.TIe6PaH}13. — IIJIA3MEHHOI'O 6e.HKa, OrIOCpe}Iy-
H_leﬁ CHUCTEMBbI KPOBI/I, O6yCJIOBJIeHHOe BOJIHOO6pa3HbIM KoI1Iero HaanIbHyIO aare3nro TPOM6OHI/ITOB B MeCTe I10-
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BPEXX/EHUs ODHJOTEJUS COCYy/a, B3aUMOJAEHCTBYIOLIEro
C KOJIJIAT€HOM COCYIUCTON CTEHKU M CTaOMIM3NPY IOLIErO
daxrop VIII. Uctunnas yacrora Bcrpeyaemoctu 6ose3nu
Bunnebpanna TouHo HemsBecTHa M3-3a BBIPA’KEHHOMH MO-
AUMOP(HOCTH KJIMHHMYECKUX MPOSBJIEHHMI 3aboseBaHuUs
Y OTCYTCTBUSI KOPPEJISILIUU MEKAY BbIPAXKEHHOCTBIO KJIM-
HUYECKUX MPOSBJIEHUN U KOJMYECTBEHHBIMU IOKa3aTe-
asamu sabopaTopHbIx uccaenoBanuil. Takske orcyTcrByeT
eINHBIA MOAXO/ K BEIOOPY U OLEHKE pe3yJIbTaToB Jabopa-
TOPHBIX MCCJIEJOBAHUM.

Takue noxasareny, kak pUCTOLETUH-KOPAKTOpHAST aK-
tusHOCTb dakropa Bunneopanna (VWF:RCo) u anturen
daxropa Bunnebpanna (VWF:Ag), y knunuuecku spopo-
BBIX JIML BAPbUPYIOT B umpokom aunanasoue ot 50 o 240 %,
a BO Bpemsi DepeMEHHOCTH MOTYT yBeJIMYMBATHCS Oosee
yem B 6 pas. Her ennnoro muenus o nnarnocrnveckm sHa-
YMMOM CHMIKEHMM 9TMX Iokasareseit. Pax asropos [1-3]
npeJaraer B Ka4€CTBE JUArHOCTUIECKON OTCEYKM CHUKE-
nue noxasareneit vVWF:RCo u/mnn vWF:Ag menee 50 %,
B [PYyrMX HMCTOYHMKAX IPELJIATAETCS OPUEHTHPOBATHCS
Ha 3HauyeHMe oTux nokasareneit menee 30 %. [llupoxo 06-
CY>KAA€TCsl MCMOJIb30BAHNE TEPMUHA «<HUBKOE COAEPIKAHUE
daxropa Bunnebpanna» pas aui ¢ npusHakamu upesmep-
HOM kpoBorounBoctu u nokasdarensmu vVWIEF:RCo n/mnn
vWF:Ag B nuanasoune ot 30 o 50 % [4].

Pacnpocrpanennocrs 6onesnu Bunnebpanna, ouenen-
Hasl MO 4YMCIy OOJBHBIX, HAOJIIOAAIOIMXCS B CIIELUAJIH-
3MPOBAaHHBIX LIEHTPax (remMaToJIOrMYecKue AUCIAHCEPDI),
cocrasasier 0,0023-0,01 % [2]. Pacnpocrpanennocts
6onesnn Bunnebpanna raxsxe mayvasnach Ha OCHOBaHUU
CKPMHUMHTA HACEJEHUs /ISl BbISIBJIEHU S JIUL C CUMIITOMA-
MM Ype3MepHON KPOBOTOYMBOCTU, CHUIKEHHBIMM IOKa-
sarensimu VWEF:RCo n/mnn vWF:Ag, a raxixke nanumaus
YJIEHOB CEMBU C IMPUBHAKAMU FeMOPPATMYECKOrO AMATE-
sa. [lonmynsaumonHbIil MOAXOA BBIABWI, 4TO PacnpocTpa-
HeHHOCTb Gosesnu Bunnebpanna cocrasuna 0,6-1,3 %,
uTo Goslee yem Ha [Ba MOPs/AKA OOJIbILE, YeM 3HAYEHUS,
KOTOpBbIe OBLIM MOJLyYeHbl HA OCHOBAHUM MCCJIENOBAHMUIM,
BBIMTOJIHEHHBIX I10 AAHHBIM O OOJIBHBIX, HAOJIIOHAIOIHX-
cs B crenuanusnpoBaHHbix neHrpax. C yderom serxkux
(markux) ¢opm, NPOSBISIOLUXCS €UHUYHBIMU DIU30-
AaMM HE3HAYMTEJIbHBIX KPOBOTEYEHUH, OTOT MOKA3aTelb
MOYKEeT OKasaThcs emne Boime [2].

B nocaennue roger 60sb110e BHUMaHME YAEISETCS UC-
craepoBanuam noaumopdusma rena ¢axropa V Gl1691A
(FV, ....) u rena nporpombuna G20210A (F7] G20210A)
c uenblo crpatruduKanUU pUcKa TPomboamboIMYeCKUX
OCJIO)KHEHUH W/U/IU PEeNnpOLyKTUBHBIX MPOOJIEM Y >KEH-
wuH. Mbl obparnan BHMMaHMe Ha OOJIBHBIX >KEHIIUH,
Y KOTOpBIX Obli1a AuarHoctuposaHa bosesHs Buinebpan-
na l-ro Tuna, SABAAOIMUXCS OAHOBPEMEHHO HOCHUTEJbHU-
LlaM¥ reTepo3uroTHoi myrauuu IV

Leiden
noit myranuu 11 G20210A.

B JUTEPpATyp€ AKTHUBHO 06cy>1<naeTcsI JacroTra BCTpE-

WJIN Ire€TEPO3UroT-

4aeMOCTM PasIMYHbIX TIEHETUYECKUX MOIUMOP(PUIMOB,
accouuupyembix ¢ Tpomboduauil, y GOJbHBIX pasany-

HBIMU TUNamMU Gosieanu BunneGpanaa u ux kanHuueckoe
sHauenwue [3, 5-71].

Ilenpro HacTosIIero McCIeAOBAHUS SIBJSIACH OINEHKA
4acToThl BeTpedaemoctu myrtanuit IV, . u FII G20210A4
Yy >KeHIIMH, 6onbHbIX bostesHbo Bunnebpanna 1-ro tuna.

Marepuaibr 1 meTonsl

B uccaepoBanue, nposenennoe ¢ susapsa 2011 mo gme-
kabpp 2017 r., 6b11u BritoyeHbl 136 >keHluH B Bo3pacTe
or 18 no 45 ner (8 cpeanem 31,7 = 0,5 rona), y KoTopbIX ObLI
YCTaHOBJIEH auarHo3 bosesnb Bunnebpanpa l-ro Ttuna,
HabMoaBIIMXCS B aMOy/IaTODHOM TeMaTOJOrMYecKOM
LEeHTPe, CIIeNUATU3UPYOLIEMCsT Ha ATOJOIMU CBEPTHIBA-
roueit cucremsl Kposu. [lpu Briarouennn B ncciegoBanve
BCe 0OJIbHbIE MOANUCHIBAIN UH(POPMUPOBAHHOE COTJIACHE.

Jliis1 BEISIBJIEHMSI IPMBHAKOB eMOPPArnYeCcKOro Auare-
3a MCIIOJIb30BAJIM OMPOCHUK, pa3paboTaHHbIA HA OCHOBA-
HUM JIMYHOTO M ME>K/yHApPOJHOIO OMNbITA KJIMHUYECKON
OLIEHKU NPU3HAKOB Ype3amepHoii kpoBortouusoctu [8—10].
B nero Bxoaunu caenymomuiye BOnpocst.

1. Jlerko nn obpasytorcs cuusaku?

2. DBeiBatoT nin cefiuac miim ObLIM M paHee HOCOBBIE KPO-
BoTeueHUs (€EC/IM @, TO B KAKOM BO3PACTe U KakK 4acTto)?
3. Bouto nu kposoTeueHue npu ypaseHuu 3y6os (ecau
[ia, TO KAKOBA JUINTEJBHOCTh KPOBOTEUueHMs1)?

4. EcTb 11 KpDOBOTOYMBOCTD JeCeH?

5. BriBaeT nu kpoBoTeueHue Npu OBITOBBIX pPaHEHUSIX
u napanuHax (ec/au 1a, TO KAKOBA AJINTETBHOCTB)?

6. Bbuio u oOunbHOE KpoBOTEUYeHHE BO Bpemsl MepBbIX
MECSYHBIX !

7. Ectb v Gonb BO Bpems oBynsuuu’?

8. Ouenka 0O6beMa MEHCTPYATBHON KPOBOIIOTEPH C UCIIOJb-
30BaHMEM OIMCATEIBHOIO METO/A, Y IMTHIBAIOILETO KOJIMYe-
CTBO M HAIIOJHSEMOCTb WCIIOJb30BAHHBIX TMTMEHUYECKUX
NPOKJIAJOK M/WIM TAMIIOHOB. 3a OAHY IOJHOCTBIO MPOMU-
TaHHy0 npokaaaky Hauucasian 20 6asnnos; npokaaaxa,
nponuranHas yactuyno, — 10 Gamnnos. [Tomnocteio npo-
nuTaHHbli Tamnod — 10 6aJ0B; YacTMYHO NMpONMTAHHBIH
tamrnon — 5 Gasuos. [lpu Hanuaum crycrkos kposu aua-
meTpom Gosee 2,5 cm (AMamMeTp COBpEMEHHOIH MOHETBHI [0-
crouHcTBOM 5 pyb6Jieil) HAYMCISIN AOMOJHUTENBHO 5 Gas-
JIOB, IPU HAJWUYUU MPOTEKAHUs KPOBU 4Yepe3 MPOKJALKY
i tamroH — pornonHuTteasHo 40 6ammos [11].

Jlnsa BKJIIOYEHMS B MCCJIEOBAHME HEOOXOAMMBIM YCJIO-
BUEM OBLIO HAJIMIHME HE MEHEE TPEX MTOJIO>KUTEJIbHBIX OTBE-
TOB Ha BOIIPOCHI € | M0 7 Mam MMHUMYM ABA MOJIOXKUTEb-
HBIX OTBeTa Ha Bonpockl ¢ 1 no 7 u ne menee 100 6ansnos
HO pesysibTaTaM OLleHKU 00beMa MEeHCTPYaJbHOH KPOBO-
norepu. CamoCTOSTENbHBIM KPUTEPUEM BKJIIOUEHUS SIB-
ascs pegyaprar 180 6annos u 6osee npu onenke oobema
MEHCTPYyaJbHOI KPOBOIOTEPH.

Jliist CHMO>KeHUST BEPOSITHOCTHM NONANAHUSI B MCCJIEAYe-
MyI0 TPyIILy >XKEHIIMH C COYETAHHOM narosiorued (Kim-
Tpombodunueir)
KPUTEPUEM BKJIOUEHUsI B MCCJIEOBAHHUE SIBJSIIOCH yKa-

HHNYECKMU 3HAYUMOM O6H38.TeJ'H)HBIM

3aHMEe Ha OTCYTCTBHE TPOMOOOIMOONIMUECKMX COOBITHIH
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y mpobaHia M yKasaHue Ha OTCYTCTBME TPOMbO3a riiy-
O6okux BeH u/mau TPombOSsMOOIMM JIErOYHON apTepun
Y POACTBEHHUKOB NEPBOM JTMHUM.

Y 6onbHBIX, COOTBETCTBOBABLIMX E€PEYNCIEHHBIM KpPH-
trepusm, uccienosaau vW F:RCo, vWF:Ag u paxrop VIII
(FVIII:C), onpenensinu coornomenne vWF:RCo/vWF:Ag
[12]. B xayecTBe HOMOJHUTENBHBIX TECTOB MCCJAEAOBAIU
arperanuio TpombouunTos, nnayuuposannyo AJD, pu-
CTOMMIIMHOM M KoJsaarenom [12, 13].

WNccneposanus vVWF:RCo, vWF:Ag u FVIIL:C npo-
BOAMIM Ha aBromaruueckom koarysiomerpe Elite PRO
(Instrumentation Laboratory, CIIIA) ¢ wucnonszosanu-
em pearentoB HemosilL. (Instrumentation Laboratory,
CHIA). UccnenoBanue arperaniuy TpoMOOLIMTOB BBITOJI-
HsIM 10 MeToAy DopHa ¢ nomomeio anannsaropa arpera-
uuu rpombounros AT-02 (Poccus) ¢ ncnonbzosanmem ar-
perupyromux arenros AJID, konnarena u pucromunuHa.

[lpu BbiaBreHun y 6GonbHBIX
reseit VWF:RC u vWF:Ag menee 50 % u coorHowenus
vWEF:RCo/vWF:Ag > 0,7, a rakoke HapyleHus arperanuu
tpombonurtos, naayuuposannoit AJIID w/man pucromu-

CHUMO>KEHHMd IIOKa3a-

LMHOM M/UJM KOJUJIATEHOM, B Ka4eCTBE JOMOJHUTEIbHBIX
KPUTEPUEB, OTPAXKAIOLUIUX CHUXKEHHE CBEPTHIBAIOLIETO
norennuana xkposu [12, 13], BeimonHsanam mousexyssip-
HO-TeHeTHUYECKOe HCCIefoBaHue MNoaumMopdusma TeHOB
daxropa V (F'V, ., ) u rena nporpombuna (I G20210A)
METOJIOM aJlyiesb-crienudpruIecKoii MoTMMePasHoOi emHOH
PEeaKLMu ¢ JeTeKHel TPOAYKTOB aMIIIN(UKALMU METO-

AO0OM BJIeKTPO(i)OpeBa B IOJIMAKPUJIAMHUIHOM reJie.

PeayabsraTs:

Y 102 skenmun c Gonesnvto Bunnebpanpma l-ro tuna
(vWEF:RCo or 25 1o 49 % (cpennee 38,6 = 0,6 %), vWF:Ag
or 24 no 47 % (cpennee 37,1 + 0,5 %), FVIIIL:C or 25 no 50 %
(cpennee 40,5 + 0,6 %) myranmit FV, . a FII G20210A 00-
Hapy>KeHO He ObLIO.

lereposurornas myrauus IV, ., seissiaena y 12 xen-
wuH ¢ 6onesubio Bunnebpanna 1-ro tuna (VWF:RCo ot 27
no 47 % (cpenuee 37,3 = 0,8 %), vVWF:Ag or 25 no 46 %
(cpennee 37,6 = 0,8 %), FVIIL:C ot 29 no 49 % (cpennee
44,1 = 0,5 %), uro cocrasasno 8,8 % or mccnemoBanHOI
HOIy IS MU,

I'omosurornas myrauus I9 VLCi 4o, BPISIBIICHA Y 3 YKEeHIUH
c 6onesnbro Bunnebpanna 1-ro runa (2,2 % or uccneposan-
nout nonyasuun) (VWEF:RCo — 40, 43 u 45 %, vWF:Ag —
39, 44 1 42 %, FVIIL:C — 47, 45 u 48 % cooTBeTcTBEHHO).
FII  G202[10A sBovisiBie-
Ha y 19 sxenmun ¢ Gonesunio Bunnebpanpa l-ro tuna
(vWTF:RCo or 36 no 49 % (cpennee 43,0 = 0,4 %), vWWF:Ag
or 32 no 46 % (cpennee 42,2 + 0,6 %), FVIIL:C or 30
1o 49 % (cpennee 45,1 = 0,4 %), uro cocrasasno 13,9 %
OT MCCJIEJOBAHHOMN MOMYISILUU.

FeTePOSI/IFOTHaH myTanusi

Ob6cyxpaenne
Kak cnenyer ua npeacraBieHHBIX pe3ysibTaToB, FreTepO-
BUTOTHBIE MY TAIUU FVLMen u FII G202]10A oxasanuce or-
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HOCHTEbHO YACTBIMM HAXOJKAMH Y >KEHIIUH C OOJIe3HbIO

Bunnebpanpa 1-ro runa. Hacrora BcrpeyaemocTtu rerepo-

BUTOTHOM My TaIlUU FVLeideny SKeHIIHMH ¢ bose3npo Bue-

6panpga l-ro Tuna cocrasuina 8,8 %, a romosuroTHoit my-
o 0

Tanuu FVLeiden 2,2 %.

Y 310poBBIX JIOAEH €BPONEOUAHON Pachl pacrHpoCcTpa-
HEHHOCTb MY TaLM FVLCidcn cocrasasieT ot 2 mo 19 % [14—
16]. Yacrora BecrpeuaemocTu myranuun FVLeiden y 6onbHBIX
C BHepBble BO3HUKIIMMU Tpombosamu pocturaer 20 %

[15]. T'omosurornas myrauums I'V, ., BcTpewaercs ¢ 4a-

croroit npumepsno 0,02 % [17]. o
I'ereposurornas myranus IF'// G20210A B iccnepoBanHOM
HaMM TpyTIe >KeHIuH ¢ 6onesnbo Bunnebpanna 1 tuna
BeTpevasack ¢ yacroroit 13,9 %. Hacrora Berpeuaemoctn
myranuu FII G20210A B eBponeompHoil momyasiquu co-
crasasier ot 1 1o 5 % [156-19], a y 6onbHbIX ¢ BeHO3HBIMU
Tpomboambonusamu ot 4 no 18 % [15, 20].

Crosb BbICOKasi 4aCTOTa BCTPEYaeMOCTU 0OCY K 1aeMbIX
NoAMMOpdU3MOB y JUIL CO CKJIOHHOCTBIO K YPe3MepHOM
KPOBOTOYMBOCTH TpebyeT IIyGOKOro mnepeocMbICIeHMs
UX KJMHUYECKOrO 3HA4YeHUs. AKTHUBHPOBAHHBIA MPO-
tenn C oKasblBaeT aHTHUKOATYJSIHTHOE AEHCTBHE ILyTEM
pacwenienust daxktopa Va B HanboJsiee 3HAYMMBIX TOY-
kax crnenuduyIeckoro NporTeoausa, nepesoas gaxrop Va
B HeakTuBHYy10 popmy. Kpome Toro, pacmennenue noano-
pasmepHoOit MosieKyibl pakTopa V NPUBOAUT K NOSIBJEHUIO
aHTUKOAryJASHTHOU MOJIEKYJbI, BBICTyMNAalollel, B CBOIO
odyepesb, B KadecTBe KOaKTOpa AJs aKTUBHUPOBAHHOIO
nporeuna C pna unaxkrusaumu daxropa VIlla [17, 21,
22]. Myrauums FV, ., wapymiaer 06a 13 OMMCaHHbBIX MeXa-
HM3MOB, HO IIPUOPUTETHOE 3HAYEHUE MMEET yMEHbIIEHNE
obpasoBanus anTuKoaryassHTHOU mostekyust [20]. Onnoit
u3 BaskHBIX QyHKUMH Pakropa Buanebpanna ssasercs
crabunusanus gaxropa VIIIL. Ilpu 6onesnun Bunneopan-
ma l-ro Tuna nokasarens FVIII:C wacro cHm>ken. B na-
IIeM MCCJIeIOBAHUM Yy SKeHIIUH ¢ bosesnbo Bunnebpanna
1 Tuna, Hocurenpuuil rereposurorHoit myrauuu IV, .
nokasarens FVIIL:C cocrasaan or 29 no 49 % (cpennee
44,1 + 0,56 %), a y Tpex >xeHmuMH ¢ 6osneanpio Bunnebpanna
I-ro Tuna, HOCHMTENBHHI] FOMO3UTOTHOM MyTal1 FVLeiden,
ObLIH 3a(i)I/IKCI/Ip0BaHbI nokazareau FVII:C B muanmaso-
He ot 45 no 48 %. CaurkeHre aKTUBHOCTH (i)aKTopa VII],
[0 HAllEMy MHEHUIO, MOYXET HUBEJIMPOBATH BO3MOYKHbBIE
npobsiemMbl, CBSI3aHHbBIE C HAPYIIEHMEM MEXaHW3Ma WHaK-
tusauun ¢axropa Vllla, peanusyemoro ¢ yuactuem ax-
tuBupoBaHHoro nporenHa C M aHTUKOAryJISIHTHOU MO-
JeKyJbl, obpasyoleics B pesysnbrare crenudrueckoro
nporeosnusa dpaxropa V.

[IpoTpombun mpuHuMaeT y4acTue B 3aKJIIOYUTETBHOM
aTare CBEPTHIBAIOLIErO KAaCKaAa, MPEBPALLasiCh MO AeH-
crBuem daktopa Xa B Tpombun. B arom npespamenun
npuHuMalT yuactue paxrop Va, nons! kaabuus u pocdo-
AunuaHele nosBepxHocTH TpombouuTos. Cunepreruue-
CKOe B3auMofehcTBre Cl)aKTOPOB Xa u Va Ha moBepxHOCTH
dochonunuanbix membpan B IPUCYTCTBMU MOHOB KaJlb-
LU ONpenessieTcss KaK «[IPOTPOMOUHA3HBIA KOMIJIEKC»
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[23]. [Tonumopduam FII G20210A ceaswiBaror c Gosee BbI-
COKHMM ypOBHeM NpoTpombOuHa B muasme [24], gero nemo-
CTaTO4YHO AJIst 6e3yCJA0BHOMN peanusanuu Tpomboduanye-
CKOro MOTEHLMAJIa, IMOCKOJIbKY CHM)KEHUE IIOKasaTeseit
vWEF:RCo, vWF:Ag u FVIIIL:C, a rakxe arperanuonHoii
CMOCOBGHOCTH TPOMOOLUTOB, MOBEPXHOCTh KOTOPBIX MI-
paeTr 3HAYMMYKI pOJib B NMPOTPOMOMHAZHOM KOMILJIEKCE,
y sKeHIMH ¢ bonesubo Bunnebpanga 1-ro Tuna, camska-
0T o0 KOAaryJsalUOHHbII MOTEHIUAJl CBEPThIBAIOIIEN
CHCTEMBI KPOBH.

Takum obpaszom, NpUHUMAask BO BHUMAaHUE BO3MO>KHBIN
TPOMOOTMYECKHUI NOTEHL A TEeHETUIECKUX IOIUMOP-
dbusmos I VLCi s FII G20210A, npencraBiasieTcst JIOTUYIHBIM
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