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YACTOTA BCTPEYAEMOCTW HAPYLLEHWA CBA3bIBAIOLLIEN
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| n 111 TUMOB ¥ BOJIbHbIX BOJIESHBKO BUJIJIEBPAHAA 1-'0O TUTA
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Poccuiickoin ®epepaunn, 191015, CaHkT-MNeTepbypr, Poccus
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PE3IOME

BeepneHue. lMpu 6onesHn BunnebpaHga (BB) Hapsgy € KOMMYECTBEHHbIMW XapakKTepucTukamu (aktopa BunnebpaHga
(von Willebrand factor, vVWF) BHUMaHWe yaenseTcs ero KaueCcTBeHHbIM XapaKTepuCcTuKam.

Llenb — oueHKa 4actoTbl BCTPEYAEMOCTM HapyweHuii vVWF ¢ MOMOLLbIO TECT cucTeM, cogepawux konnareH | u lll Tnna
(VWF collagen binding activity vVWF:CB type | —vWF:CBAI ntype Il —vWF:CBAIIIl), y )X€HWMH C gMnarHoCTMpoOBaHHOI BB
1-ro TMNa n AnarHoCTUYEeCcKNX BO3MOXKHOCTel 3TUX TeCTOB.

MaTtepuanbl U MeToAbl. B MPOCNEKTMBHOE MCCefOBaHNEe BKIOUEHbl 224 >KEHLMHbl C paHee AuarHoCTUpoBaHHOW BB
1-ro Tuna. B o6pasye BeHO3HOI KPOBU BbIMOHSANMNCE NCCIeA0BaHNS: aHTUreH hakTopa BunnebpaHga (VWF:Ag), vVWF.CBAI,
vWF:CBAIIl. KoHTponbHyto rpynny coctaBunm 80 340PO0OBbIX XXEHLNH-4OHOPOB KPOBW.

PesynbTaTbl. ¥ ML, KOHTPOJ/ILHOW Tpynnbl 3HavyeHWs nokasaTeneit VWF.CBAI n vWF:CBAIIl He Bbixoannu 3a Mpegenbl
pedepeHcHbIX NHTepBanoB. CHMmxKeHne VWF:CBAI 6b110 BbisiBieHO y 133 (59,4 %) 60nbHbIX, WF:CBAIIl —y 26 (11,6 %)
60/bHbIX. M30nnpoBaHHOe cHmkeHne VWF:CBAI 6bin10 BbisBneHO y 87 (38,8 %) GO/bHBIX.

3akntoyeHune. WccnegosaHne VWF:CBAlI n vWF:CBAIIl npeactaBnderca nose3HbiM B KayecTBe [OMOJSIHUTENbLHOro
ANarHOCTUYEeCcKOro TecTa, No3BOSIAIOLWEro ynyylnTb pasrpaHuyeHmne 340Pp0OBbIX 1, 1 vl ¢ BB.

KnwouyeBble cnoBa: haktop Bunnebpanga, vVWF:CBAI, vWF:CBAIIl, 60one3Hb Bunnebpanpa

KOHM NNKT MHTepecoB: aBTOPbl 3aABAAKT 06 OTCYTCTBUN KOH( NUKTA UHTEPECOB.

dMHaHCUpPOBAHMWE: UCCNepoBaHNe HE UMENO CMOHCOPCKOW NOAJEPXKM.

Ana untuposaHua: Konockos A.B., Bacunbesa M.IO., dununnosa O.U., YepHosa E.B., bensesa E.Jl., MapuyeHko B.H. YacToTa BCTpeyaemMOCTN HapylweHns
cBA3blBakWel cnoco6HocTu aktopa hoH BunnebpaHga c konnareHom [ u lll TunoB y 60nbHbIX 60Ne3Hbl0 Bunnebpanga 1-ro Tuna. FemaTtonorus nTpaHcdy-
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ABSTRACT

Introduction. Along with the quantitative characteristics of the von Willebrand factor (vWF), more attention is paid to its
qualitative characteristics in patients with von Willebrand disease (vWD).

Aim —to evaluate the frequency of vVWF binding capacity disorders with type | collagen (vWF.CBAI) and type Ill collagen
(VWF:CBAIII) in patients diagnosed with type 1vWD and the diagnostic capabilities of these tests.

Material and methods. The prospective study included 224 female patients with previously diagnosed vWD type 1. The fol-
lowing tests were performed in the venous blood sample: von Willebrand factor antigen (VWF:Ag), vVWF:CBAI, vWF:CBAIII.
The control group consisted of 80 healthy female blood donors.

Results. In the control group, the values of vWF:CBAI and vWF:CBAIIl did not exceed the reference intervals. A decrease
invWF:CBAI was detected in 133 (59.4 %) patients and vVWF:CBAIIl in 26 (11.6 %) patients. An isolated decrease in vVWF:CBAI
was detected in 87 (38.8 %) patients . An isolated decrease in vWF:CBAIIl was less common —in 6 (2.7 %) patients.
Conclusion. The study of yWF:CBAI and vWF:CBAIIl appears to be useful as an additional diagnostic test to improve the dis-
tinction between healthy individuals and those with VWD.
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obecrneymBas ero (U3NONOTMUYECKUIA KNUPEHC, a TaKxXe
CBSA3bIBAETCA C KONMareHoM npu MOBpeXAeHWU sHpoTe-
NWanNbHON BBLICTUNKU cocyda. ®ukcauus MynbTumepa
VW F K KoffareHy u TpoM6oLMTaM B MeCTe MOBPEXAEHUS
COCYAMUCTON CTEHKWM MHULMWUPYET ero nepexopn noj BO3-

BBepeHue

bonesHb BunnebpaHpa (bB) — Hanbonee pacnpocTtpa-
HEHHOe remopparumyeckoe 3aboseBaHWe CBepThbiBatoLEN
cucTemMbl KpoBU. MposBneHUs remopparnyeckoro guarte-
3a npn BB upe3BbIYaiHO NONMMOPGHHbLI — OT €4MHUYHbIX

neTexuii 4O BHE3aNHO BO3HWKAK LW Er0 CUILHOTO KPOBOTE-
yeHua. W upokas BapnabenbHOCTb 4acTOTbl BO3HUKHO-
BEHNSA W BbIPaXXE€HHOCTWM FeMopparnyeckux NposABAeHUNA
3aBUCUT OT YHUKaNbHbIX CBOWCTB hakTopa BunnebpaHpga
(von Willebrand factor, vWF). vVWF o6nagaeT WNpoOKum
CNeKTPOM PYHKLNOHANbHON akTUBHOCTU. OH NpUHUMaeT
yyacTue B peanmsaymm MexaHU3MOB afresnu tpoméouu-
TOB, cTabunusnpyet akTtop ceepToiBanua VI (FVIII),

LeliCTBUEM CUMbl CABUTA XXUAKOCTU (KPOBU) B OTKPBLITYHO
(HNTeBUAHY) KOH(popMaymnto, obecnevymBatoLLyo MaKcu-
MafibHYl remMocTaTuyeckyl 3 (PeKTUBHOCTb 3TOr0 ajare-
3nBHOro 6enka [1].

Pa3nnuyHble KayecTBeHHble AeekTol VW F (HapyweHue
B3aMMOfencTemsa ¢ TpomboymMTamum, napumanbHblii gedu-
UNT MYNbTUMEPOB BbICOKON MOMEKYNAPHON Macchl), a Tak-
Xe CHMXeHue cnocobHocTu cBasbiBaTbca ¢ FV I nexar
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B OCHOBe nmaTtoreHesa 6B 2-ro tuna. Mpwu 6onee pacnpo-
CTpaHeHHOM 1-mTune 6B, 06ycnoBNeHHOMYMEpPEHHbIM KO-
Nu4YecTBeHHbIM fgeduuntom VWF, NpoAaBAeHUsA KNUHNYE-
CKW 3HAYMMOTO remopparnyeckoro guatesa HabnwogatTca
MPU CHUXXEHWUU KOHLUeHTpauun aHtureHa vw F (VW F:AQ)
meHee 30 %. Tem He MeHee KPOBOTEYEHME MOXET BO3HMU-
KaTb U y nuLy C KOHUeHTpauyueih VWF:Ag, Haxopawem-
cs B gmanasoHe 30—50 % [2]. OgHako u 6onee BbiCOKKE
KOHUeHTpaunn vVWF:Agy 60nbHbIX BB He mcknwvawT
pasBuTMEe remopparmyeckoro pguartesa, XOTA MNPU 3TOM
PUCK TAXENOro KPOBOTEYEHMUSA 3HAYNTENIBHO MeHble. 3TO
CBUAeTeNnbCTBYET O TOM, YTO B OCHOBe remMopparMyeckunx
nposBneHnii y 60nbHbIX BB 1-ro TMna nexwuT He TONbKO
KONMMYecTBEeHHbIN aepumuunt vW F (Mnn ero MynbTumepoB),
HO U U3MEHEHMUA ero PYHKLMUOHaNbHbIX XapaKTepucTuk.
Mpwn sTom yckopeHume knumpeHca FVIII n, kKak cnepct-
BME, YMEHbLIEHNE KONIMYeCcTBA 3TOro (aktopa B KPOBO-
TOoKe y 60nbHbIX BB 1-ro TMna, MOXeT paccMmaTpuBaTbCs
He TONbKO C TOUYKMW 3PEHUA KONMYECTBEHHOro geduunta

VWF, HO 1 C NO3NLUN KAaYeCTBEHHOro AeeKkTa — Hapy-
WeHNa PyHKLMKM cTabunmsatopa no oTHoweHUw K FV I
[3-5].

B nocnegHve rofbl WKWPOKO MCNONb3YHOTCA KOMMEp-
Yyeckue TecTbl ANA MccnefoBaHWA cBA3blBatoLW el cno-
co6HocTn VW F c konnareHom. Pagom nabopatopuim atu
TECTbl UCNONb3YKTCH C LENbIO YAYUYW UTb ANATHOCTUKY
n aguddepeHuManbHy0O AWArHOCTUKY TUMNOB M NOATU-
nog 6B [6, 7].

TecT KonnareH-cBsA3biBat Well cnocobHocTn VW F (VWF
collagen binding activity, vWF:CB) no3sonser mnccnego-
BaTb afiTe3UBHbIE XapaKTepucTukm VWF — BO3MOXHOCTb
(hUKCUMpoBaTbCA K KONMareHy, UCNonNb3ys cneunduuHblie
KoNinareH-csfAs3bliBaloWme AomMeHbl. lpu COOTBETCTBYIO-
we onTUMM3aLUyM TecT MPEMMYLLECTBEHHO OLEHWBAEeT
CBfA3blBaHWE C KonjareHom Mynbtumepos VWF BbicO-
KON MONeKynsipHo maccbl. MoKa3aHO, YTO YMEHbLUIEHMNE
VWF:CB oTpaxaeT YMeHbllIeHWe KOJIM4YecTBa MY/b-
TUMEPOB BbLICOKOW MONIEKYNAPHON Maccbl B uccnepye-
mMoM o6pasuye [8, 9]. Ansa oueHkn VWF:CB wncnonb3y-
IOT TecT-cucTembl, cogepxauwume kKonnared | n Il Tunos
(VWF:CBAI n vWF:CBAIIIl) B pa3inyHbiX NpONoOpLUAX.
KnuHunyeckas Luenecoobpa3HOCTb [aHHOro TecTa pac-
cMaTpuBaeTcsa B MNOCKOCTWM npoBefeHUs guddepeHun-
anbHOro AmarHosa mexpay bB 1-ro u 2-ro tmna, T0 ecTb,
B U3BECTHON CTeneHu, BbIMOMHAET Ty Xe 3afjady, 4To U uUc-
cnefoBaHWe PUCTOLETUH-KOGAKTOPHOW akTuBHOCTM VW F
(VWF:RCo0). Tem He MeHee, BbICKa3aHO MHEHWe, 4YTO TecT
VWF:CB He ABNfeTcA anbTepHaTWBOW WCCAef0BaHUIO
VWF:RCo0, HO MOXeT NCMO0/1b30BaTbCA B JOMOJIHEHNE K MO-
cnefHeMy [ANA pacwupeHMs AMArHOCTUYECKON naHenwu
[6]. Ony6nmkoBaHbl NUWb eLWHWYHbIe paboTbl, MOCBA-
W eHHble W3YYEHUI PONKM KOJinareHa pasnMyHblX TUMOB
B remMocTas3e M BO3MOXHOIO0 KAMHUKO-AMATHOCTUYECKOTO
3Ha4YeHUs TecToB, OCHOBAaHHbIX Ha onpegenedHun vVWF:CB
C pa3nMyHbIMK TUNamu kKonnareHa [10-12].

Llenbo HacTofLLero wuccnegoBaHUs fABUNACb OLEH-
Ka 4acToTbl BCTpe4yaemocTu HapyweHun vWF:CBAI
n VWF:CBAIIl y XeHWWH C AMarHoctupoBaHHoW BB
l1-roTuna v fMarHOCTUYECKNX BOSMOXHOCTEN 3TUX TECTOB.

MaTtepuanbl U MeTOAbI

WccnepoBaHue nposogunock ¢ 1 aerycta no 30 HosbpA
2019 r. Ha 6a3e amMbynaTOpHO-KOHCYNbTAaTUBHOIO OTAeNe-
Hus CMN6 NbY 3 «Fopoackas 6onbHMLaNe 26». B npocnek-
TUBHOE WucclefoBaHMe OblNMN BKAKOYEHbl 224 XEHLW, UHb
C paHee guarHocTupoBaHHoi BB 1-ro Tuna. A na sepudu-
Kauuu AmarHosa uMcnofib3oBannm LMArHOCTUYECKNEe peko-
MeHAauun, npuHATbie B Poccuinckoin ®egepaymnn [13].

Ona oueHkn cneynmdpunyHoctTm TectoB VWF:CBAI
n vWF:CBAIIlI 6binn ob6cnegoBaHbl 80 340pP0OBbIX XKEH-
WWH-4OHOPOB KPOBM (KOHTPOAbHAas rpynna) OTAeNeHUS
nepennsaHus kpoeu CIMN6 FbBY3 «lopoackas 601bHU-
ua Ne 26», npu o6cnegoBaHUM KOTOPbIX MCNOMb30Bann
anpobupoBaHHbI paHee OMPOCHUK AN BblISIBAEHUS BO3-
MOXHbIX MPU3HAKOB 4Ype3MepHOW KpoBoTouuMBOCTM [14].
B nccnegoBaHue 6bINM BKAKOYEHbl TONbKO Nuua, gaBlue
OTpuLUaTe/ibHble OTBETHI MO BCEM NMYHKTAM OMPOCHUKA.

Mpn BKNWOYEHUM B wuUccnefoBaHue Bce OO/NbHbIE
MydyacTHWULbl KOHTPONbLHOMW rpynnbl nognucanun jo6po-
BO/IbHOe MH(OpMUpPOBaAHHOe cornacue. Mepeg nposeje-
HMWEM MUcCc/ieOBaAHWNA NOJIYYEHO NMOMOXMUTENbHOE 3aKNIO -
YyeHWe NOKanbHOro 3Tu4vyeckoro kommuteta CM6 Mby3
«"opopckas 6onbHuMuaNe 26» (npotokon Ne 3 0T 24 nio nd
2019 r.).

B pamkax wuccnegoBaHus BbinonHanu 3abop Kpo-
BM M3 Nepudpepuyeckoin BeHbl C MNOCAeAYHLWUM MU3Y-
yeHmem nokasaTtenen: vWF:Ag, FVIII:C, vVWF:RCo.
MccnepoBaHna o6pa3yoB KPOBW BbIMONHANM Ha aBToOMa-
Tnyeckom kKoarynometpe «Elite PRO» (Instrumentation
Laboratory, CLWIA) ¢ wucnonb3oBaHWeM peareHToB
«HemosilL» (Instrumentation Laboratory, CLA).
B aTux Xe ob6pasyax Ha UMMMYHO(epMeHTHOM aHanmnsa-
Tope «Tecan Infinite F50» (Tecan, ABCTpuda) C UCNONb-
3oBaHuem peareHToB Technoclone (Technoclone GmbH,
ABCcTpus) BbiNONHANM wnccnepgosaHus VWF:CBAI
m vVWF:CBAIIlI. Ans OueHKW pe3ynbTaTOB WCNO/b-
30Bann pedepeHCHble MWHTepBanbl, PEKOMEHJOBAH-
Hble nMpou3BoauTensamu Tect-cuctem: VWF:Ag — 50-
160 %, FVIII:C — 50-150 %, vVWF:RCo — 50-160 %,
vWF:.CBAIl — 0,6-1,3 Eg./mn n vWF:CBAIIl — 0,4-
2,5 Ea./mn.

Mpwn BbINONHEHUN aHaNM3a NONYYEHHbIX Pe3y/ibTaToB
60NbHBLIX pa3fenann Ha rpynnbl N0 NPU3HAKY CHUXEe-

HWA M3ydaeMblX MNoKa3aTeneid HUXe TFpaHWubl pege-
PEHCHOTro MHTepBana.
CTaTucTuyecknii aHanus. Tlony4yeHHble pe3ynbTaThl

npefgcTaBfeHbl B BUAE CPeAHMUX 3HAYEHWUWA C OWIMOKOWN pe-
npe3eHTaTUBHOCTU. CTAaTUCTMUYECKNIA aHaNnM3 BbINOAHSANN
cucnonb3oBaHMem naketoB «Statistica for Windows, 10.0»
(StatSoft Inc., CLLA).
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Pe3ynbTaThl

Mpy M3yYEeHUU XEHWUH C paHee LUATHOCTUPOBAHHOW
BB 1-ro Tuna BbifiB/leHa 3HauYUTenbHas BapuabenbHOCTb
B COYETAaHWM KONMYECTBEHHbIX W Ka4yeCTBeHHbIX nabo-
paTopHbIX Xapaktepuctuk VWF. CHuxeHune VWF:CBAI
6bin0 BbifBNeHO y 133 (59,4 %) 60AbHbIX, a CHUXe-
Hne VWF:CBAIIl otmevyanocb y 26 (11,6 %) 60MbHbIX.
YMeHbleHne KoOHUeHTpauunm VW F:AQ HUXe rpaHuybl pe-
(hepeHCHOro uHtepBana umeno mectoy 77 (34,4 %) 60nb-
HblX M HaX0AWNOCb B AnanasoHe oT 1040 48 % (cpeaHee —
35,4 + 2,3 %). Kak BUAHO U3 AaHHbIX, NPeACTaBNEHHbIX
Ha pucyHke 1,y 38 (49,4 %) 60/1bHbIX CO CHUXXEHNEM KOH-
ueHtpauuwnm vVWF:Ag npu KoHueHTpauyumn vWF:Ag ot 14
po 48,4 % (cpegHee — 38,5 = 1,4 %) 3HauyeHMa nokasa-
Teneh VWF:CBAI n vWF:CBAIIl He BbIXOAWAN 3a HUX -
HIO rpaHuUy peepeHCHbIX nHtepsanos (VWF:CBAI —
ot 0,6 go 3,64 Ea./mn, cpegHee — 1,09 £ 0,09 Eg./mn;
VWF:CBAIIl — o1t 0,4 po 3,24 Ep./mn, cpegHee —
1,18 £ 0,11 Ea./mn). B 27 HabnogeHnax (35,1 % oT uucna
60NbHbIX CO CHUXEHMEM KOHUeHTpauyun VWF:Ag) Hapa-
Ly CO CHUXeHMeM KoHueHTpauum VWF:Ag ot 10 go 48 %
(cpegHee — 35,4 £2,2 %) TakXxe Habnfanocb CHUXeHUE
VWF:CBAIl Huxe rpaHuubl peepeHCHOro MHTepBana,

VWF:CBAIII-N

VWF:CBAIII-N
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KOTOpOe Haxogunocb B gmanasoHe oT 0,2 go 0,59 Eg./mn
(cpegHee — 0,4 £0,03 Eg./mn), B TO BpeMs Kak nokasaTefnb
VWF:CBAIIl He BbIXOAWN 3a HWXHIOK TrpaHuuy pege-
peHCcHOro MHTepBana (MUHMManbHo — 0,4 Ep./mn, mak-
cumManbHo — 2,27 Ep./mn, cpegHee — 0,89 £0,11 Ea./mn).
Y 10 (13 %) 60/bHbIX yMeHbLIEHNE KOHUeHTpayuun vw F:Ag
HUXE rpaHnlbl pepepeHcHOro nHtepeana ot 17,5 40 43 %
(cpegHee — 35,5 £ 2,9 %) cONpoBOXAanoCb TakKXe CHU-
XeHnem VWF:CBAI ot 0,001 go 0,52 Eg./mn (cpegHee —
0,24 £ 0,05 Eg./mn) n vWF:CBAIIl ot 0,1 go 0,36 Eg./mn
(cpegHee — 0,24 + 0,03 Ea./mn). B gByXx HabnwgeHunsax
(2,5 %) Hapafy CO CHUMXXeHUeM KOHUeHTpauunm VWF:Ag
HUXe rpaHuLbl pehepeHCHOro nHTepBana (45 % wn 47,8 %)
OTMEeYeHOo cHuxeHune vVWF:CBAIIlI (0,3 n 0,35 Ea./mn),
B TO BpeMs Kak nokasatens VWF:CBAI Haxoguncsa B npe-
penax petepeHcHoro nHtepsana (0,79 n 0,82 Eg./mn).

Ha MOMEHT NMpoBejeHNa NCCNef0BaHNSA KOHLeHTpauus
VWF:Ag Haxoaunacb B npegenax pe@epeHCHOro nHrtep-
Bana y 147 60NbHbIX C paHee AMarHoCTMpOBaHHOWN BB
l1-rotuna (65,6 % oTuncna 60/bHbIX, BKITHOYEHHbIX BUCCAE-
foBaHue), npu aTomy 45 60nbHbIX (30,6 % OT Yncna 60/b-
HblX 6€3 CHMUXeHNA KoHLeHTpaunm VW F:Ag HUXe rpaHun-

VWF:CBAIII-i VWF:CBAIII-i

PucyHok 1. YactoTa BCTpeyaeMoCT UIMEHEHWUI KonnareH-cBA3biBalolieil cnoco6HoCcT VWF y XeHLWWUH C paHee AUArHOCTUPOBAHHOW BB 1-ro TNA CO CHUXEHUEM KOHLEeHTpauuu
VWF:Ag (VWF:CBAI — cBasbiBawLas cnocobHocTb paktopa Bunnebpanga ¢ konnaresom Ituna; VWF:CBAIIl — cBasbiBalowan cnocobHocTb paktopa Bunnebpanaa ¢ konnareHom
Il Tuna; N — nokasaTenb HaxoAWTCA BAManas3oHe pedpepeHCHOro WHTepeana ; T — nokasaTefib CHUXEH)

Figure 1. Frequency of occurrence of changes in VWF collagen-binding capacity in patients with previously diagnosed type

| VWD with a decrease in vVWF:Ag concentra-

tion (VWF:CBAIl — binding capacity of von Willebrand factor to type | collagen; vVWF:CBAIIl — binding capacity of von Willebrand factor to type Ill collagen; N — the indicator

is in the range of the reference interval; T —the indicator is reduced)
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VWF:CBAIII-N VWF:CBAIII-N

VWF:CBAIII-i

VWF:CBAIII-+

PrYCYyHOK 2. YacToTa BCTPe4aeMoCT UIMEHEHWUI KonnareH-cBsA3biBalolieil cnoco6HocT VWF y XeHWWH ¢ paHee AMarHocTupoBaHHOW BB 1-ro Tuna ¢ HOpManbHON KOHUeHTpauuei
VWF:Ag, VWF:CBAI n vWF:CBAIIl (vVWF:CBAI — cBasbiBawlas cnocobHocTb haktopa Bunnebpanpa ¢ konnaresom | tuna; VWF:CBAIIl — cBasbiBaowas cnoco6HocTs hakrtopa
Bunne6panga c konnareHom Il Tuna; N — nokasaTenb HaxoguTcs BAananasoHe pedepeHCHOro WHTepsana ; | — nokasaTeNlb CHUXEH)

Figure 2. Frequency of occurrence of changes in vVWF collagen-binding capacity in patients with previously diagnosed type | VWD with normal vWF:Ag, vWF:CBAIl and vWF:CBAIII

concentration (VWF:CBAI — binding capacity of von Willebrand factor to type | collagen; vVWF:CBAIlIl — binding capacity of von Willebrand factor to type Ill collagen; N — the indi-

cator is in the range of the reference interval; -T—the indicator is reduced)

LUbl pethepeHCHOro WHTepBana), nokasatenn VWF:CBAI
MVWF:CBAIII TakXe He BbIXOAU/IU 32 HUXHIOK TpaHuyy
pedepeHCHbIX UHTepBanoB (puc. 2). OgHako y 87 60Mb-
HblX (59,2 % OT yncna 60/1bHbIX 6€3 CHUXEHNSA KOHLEHT-
pauvn VWF:AQg HMXe rpaHuLbl pe)epeHCHOro nHTepBa-
na) OTMeYeHOo TakXxe cHuxeHne vWF:CBAI ot 0,1 go 0,59
(cpegHee — 0,38 £ 0,01 Eg./mn), ay 6 60onbHbIX (4,1 %
OT ymcna 6onbHbIX ¢ VWF:Ag B npeaenax pe@epeHCcHO-
ro UHTepBaNa) BbIABNEHO TakKXe CHuXeHne vWF:CBAIII
ot 0,065 po 0,38 Eg./mn (cpegHee — 0,27 + 0,06 Ea./mn).
B 9 HabntogeHunax (6,1 % oT uncna 60MbHbIX KOHLEHTpa-
umn VWF:Ag B npegenax peepeHCHOro nHTepeana) oT-
MeyeHO cHuMXXeHue VWF:CBAI ot 0,1 go 0,58 (cpegHee —
0,36 £ 0,1 Ea./mMmn) n vVWF:CBAIIIl ot 0,14 go 0,37 Eg./mn
(cpegHee — 0,21 + 0,05 Ep./mn).

Ob6ecyxaeHue

B nposefeHHOM wuccnefoBaHWW YyCTaHOBJ/IEHO, YTO Ha-
pyweHune TakoW aaresuBHoil ¢pyHkumm vVWF, Kak B3au-
MOLENCTBME C KONJareHom, SiBASeTCA 4aCcTblM SABAEHUEM
npun BB 1-ro Tuna. bonee 4yacTo Habngann HapyleHue
cBA3bIBaHUA ¢ konnareHom | Tuna (59,4 %), B TO Bpem#
KaK HapyweHue cea3biBaHUA ¢ konnareHom Il Tuna Bbl-

asnanu pexe (11,6 %). NMpu atom oba Tecta (VWF:CBAI
n vVWF:CBAIII) o6nagann BbICOKOW cneynpuUUHOCTbIO,
NOCKONbKY HW B OAHOM M3 80 HabGNOAEHUA Yy NUL KOHT-
pPONbHOW Fpynnbl HapyweHns cnocobHoctn VW F cBA3bI-
BaTbCA KaK c KonnareHom |, Tak n ¢ konnareHom Il Tuna,
He 06HapyXeHo.

B nutepaType yKasbiBaeTca, 4UTO NpUMeEHeHNe TecTa CBA-
3bIBaHUA VW F C KONfareHoM MOXeT UrpaTb JBONCTBEHHY IO
ponb. C 0A4HOI CTOPOHbI, TeCT MO3BONAET MPefNoON0XUTb
HapyweHne HOPMAaJbHOTO COOTHOWEHUA MY/NbTUMEPOB
VW F B nnasme KpoBu Yy 60nbHbIX BB 2-ro Tuna, a ¢ Apy-
roii CTOPOHbI, BbIIBUTb BO3MOXHbIA gedekT agresmm vW F
K KonnareHy [8, 9]. CornacHo pe3ynbTaTaM HacToALWLero
nccnefoBaHNa yCTaHOBNEHO, YTO MCMNONb30BaHWe TeCTOB
VWF:CBAI nvWF:CBAIIl no3BondeT oueHUTb QYHKLNO-
HanbHY 0cob6eHHOCTb VW F Yy 60/bHbIX BB 1-ro tuna.

PaHee 6bin0 mokasaHo [15, 16], 4TO OTAeNbHbIE 4OMEHDI
VW F BCTynawT BO B3aMMOLENCTBUE C Pa3IMUYHbIMU TUNA-
MUK KonnareHa. JomeH A3 VW F cBA3bIBaeTCa C Konsare-
Hom | Tuna u konnareHom Il Tuna, B TO Bpema Kak [oO-
MeH Al B3aumogeincTtByeT ¢ KonnareHamun IV n VI Tnnos.
Y 60nbHbIX BB BbIiBNEeH pag myTauuii B gomeHe A3, Ta-
Knx Kak p.Serl731Thr, pTrpl745Cys n pSerl783Ala [17—
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19]. ¥V aTux 60aBbHBIX ONKUCaH remopparndeckuii peHoTnn
npu HopMaabHbIX nokasareasx vW I Ag, VWI:RCo u no-
CTATOYHOM KOJIUYECTBE MYJIBTUMEDPOB BBICOKOM MOJIEKY-
aspuoit maccet VW I [4].

B macrosimem wuccaemoBanMM CHHOKeHME TIOKAasaTesis
vWF:CBAInpuuopmansubix suadenusx v F:Ag ormedeno
y 87 Goabubix (38,8 % ot uncaa 6ombubix). Msonmposannoe
cumkenne nokaszarens VWI:CBAIII ormeuanocs cymect-
BeHHO pexxe — B 2,7 % nabmonenmnii. C Takol ke 9acToTol
6blI0 OOHAPY’KEHO OIHOBPEMEHHOE CHMIKEHHE MOKA3aTe-
aeit vVWEF:CBAI u vWEF:CBAIII, npu HopmasnbHOI KOHIIEH-
rpaunu vWE:Ag. [Ipu atom, comtacuo ycmoBusim Briroue-
HUSL B MCCJIEIOBAHE, HA MIPEAIIECTBY IOLIEM UCCIEJOBAHNIO
oTane HAOMIOMEHUS y OSTUX JKEHIIMH PpPErNCTPUPOBAIN
cHIDKeHMe KoHNeHTparuu vWI:Ag u upesmepHyro xpo-
BOTOYMBOCTb. OJTO CBUAETEALCTBYET O AMATHOCTUYECKOM
norennuaige uccaenosanus VWIF:CBAI u vWEF:.CBAIIL
Panee qauarnocrudeckasa noaesHocTs NCCAE0BAHUAS KOJIIA-
reH-cessbIBaoieii cnocobnoctn vWF (¢ mcnonnzosanuem
TECT-CUCTEMBI CO CMECHIO KOJUTATEHOB) ObliIa MOKasaHa psi-
mom apyrux uccirenosarereit [20, 21].

[lomyuenusle pesynapTaTsl MIIIOCTPUPYIOT 3HAYUTEIb-
HYH0 MO3AMYHOCTh (PyHKIIMOHAIBHBIX XapaKTePUCTHK
vWTF. Tlomumo xopomo ussectuoro npu bB l-ro tunma
BOJIHOOOpDA3HOrO  M3MEHEeHMS TaKUX  IOKasaresel,
kak vVWT:Ag u FVIIL:C (uro Hepenko Tpedyer nosTopHo-
ro BBIITOJHEHUS JAHHBIX TECTOB /s 1abOPATOPHOTO MO
TBepkAeHus BB y nui ¢ KIMHUYeCKUMU TPOSBIEHUAMU
HOBBIIIEHHOM KPOBOTOUMBOCTH), TAK)KE IMEET MECTO 3Ha-
quMasi U3MEHUYMBOCTD IOKasarejel, XapaKTepHUayoIUX
ceaspiBanue VW ¢ komnarenom. B Boimonnennom uccire-
AOBaHUM AabOPATOPHbIE MOKA3ATENN Yy JKEHIIMH C paHee
auarnocrtuposanHoi bB 1-ro Tuna Ha moment BhImOMHE-
HUSL MICCJIeIOBAHUS BADBUPOBAJM OT IOJHOCTHIO HOPMAJIb-
HBIX [0 CHIDKEHHBIX 3Ha4YeHUl mnokxasareneit vVWI:Ag,
vWFEF:CBAI u vWF:CBAIIIL. B srom acnekre onenka cBsi-
spiBaHus vVWI ¢ kommareHom, 0COOEHHO C KOIIAT€HOM
I Tuna, npeacraBasercst sHaAYMMON A pasrpaHUYEHUS
anoposbix aun u 6oasabix bB. Ilpu arom BosmoskHOCTSH
nposefenus nudpdepeHnNATBHON AUATHOCTUKN MEKLY
l-m n 2-m Tunom BB ¢ nomompio nanubx TecToB TpebyeT
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JanabHeHINero N3yvYeHnsT NMEHHO U3-3a BHICOKON 4aCTOTHL
BCTPEYaeMOCTH HapylneHus PyHKINUK cBAsbiBaHusS vW I
¢ komnareHom y s>xkeHimuH ¢ bB 1-ro tuna.

Jlanbheiiimero nsyuenns TpeGyeT M BO3MOYKHOCTD MpH-
MEeHEHUS UCCIeoBaHus cBsasbiBanus VW ¢ pasmumanbimu
TUNIAMM KOJLTATEHA JII CTPATH(PHUKAIIMN PUCKA PA3BUTH S
reMOpparn4ecKux OCaoKHeHUi. buomornveckas mpupo-
Aa HapyIlleHus KoJuareH-csasbiBaromedt pynxnmum vW I
B HACTOsIee Bpems HesicHa. JIOrMYHO HNpeAIIonOKUTE,
9TO TOYEUHbIE MYTAIMH, B YACTHOCTH B ODOJIACTH, KOMM-
pytomuit nomen A3 6enxa vWF, moryT BHOCHTE CymIecT-
BEHHBIN BKJAJ B PEATUBAIMIO €r0 a/re3uBHON PyHKINH,
HO, yunThiBas cBoiictBo VW BeicTynaTs B kadecTne Gea-
Ka ocTpoi (aspl, HeAb3S UCKIIOUNATH U APYTHe MEeXAHU3-
MBI BAMSHUA HA TEKY Y10 Py HKIIMOHAJBHY 10 AKTUBHOCTH
vWTF. Ilogsoas mror ckasaHHOMY, NPEACTABISIETCS BO3-
MOKHBIM CIEJIATH CJIeYIOIIe BHIBODL:

1. Hapymenune gynknmm vWF BeTynars B aaresusnoe
B3ANMOJIEHCTBIE C KOJJIATEHOM NPeACTABISAeT coOOM Ja-
CTO BCTpeuawleecs siBiaeHue y sxeHuH ¢ bB 1-ro tuna.
Ilpn 5TOoM B GONMBIIMHCTBE CIyYaeB MMeEET MeCTO Hapylle-
HUe CBSIBBIBAHMA C KoJIarenom | tuma, B To Bpems Kak Ha-
pyurenue cpsaspiBaHusA ¢ kosmaremom Il rtunma wam ox-
HOBpeMeHHOe HapylleHUe CBISBIBAHUSA C KOJJIAreHamuU
000€ero TMNAa BCTPEYAETCS PeKe.

2. Uccnenosanns vWEF:CBAI n vWF:CBAIII npencras-
JSIOTCS MOJE3HBIMHA B KadeCTBe JOMOJTHUTENbHBIX JMAT-
HOCTHMYECKUX TECTOB, MOBBOASIOIIAX YAYUIIINTL Pasrpa-
HUYeHMe 3A0POBLIX aun u aul ¢ bB.

B nocneanue roabl [OCTUIHY THL OUeBUHBIE 3HAUUTEIb-
HbIE YCIEXU B MOHMMAHUN OMOJOrMYIeCKUX MEXAHU3MOB,
yuactByromux B narorenese bB. Hosrle snanus npusesnn
K SHAYUTEJHHOMY IIPOrpecCy B AMATHOCTUYECKUX AaJro-
PUTMAX M MOAXOAAX K JedeHUI0 9TON Hambosee pacrnpo-
CTpaHeHHOM reMOPpParnveCcKoN Koaryronaru. lem He me-
Hee, AMAarHoCcTHKA U kiaaccudukanusa bB, crparndukanusa
PUCKa reMOPpParndecKUX OCHAOKHEHUN MO-IIPeKHEMY CO-
3/1A10T CepbeaHble MPobIeMBbl B KJIMHUYECKOH MPAKTHKE.
TpebyroTca pampHedmue MccaeJIOBAHUS AJS OMpenee-
HHUS AMATHOCTAYECKOU M KAMHWYECKOU 3HAYMMOCTHU ITO-
JyYeHHBIX Pe3yIbTaTOB.
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