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BeBeaeHue

daktop ¢oH BunnebpaHpga (VWF),

6ONbWION MYAbTUMEPHbLIN BENoK,

nurpaet

K0YEeBYIO posib B 06pasoBaHMKM apTepmnasibHbIX TPOMOOB, KOTOPble MOTYT NPUBOAUTL
K OC/IO}HEHUAM C HM3KMM LUAaHCOM BbIXMBaHMA. B HacToAlwee Bpems, nogobHble
OC/IOXKHEHMA OCTalOTCA OCHOBHOM MPUUYMHOMN MHBANUAHOCTU U CMEPTU B Pa3BUTbIX
CTpaHax, 04HaKo cam MexaHM3m obpa3oBaHUs TPOMOOB Bce elle OCTaeTCA HeACHbIM.

I'Ipep,nonomMTeano, 9TOT MEXaHU3M CBA3adH C

pa3BopaynBaHmem VWF B

3KCTPEeMasibHbIX TMAPOAMHAMUYECKUX YC/IOBUAX CTeHo3a (cyeHua) cocyaal?. B

AdHHOM nceaneagqoBaHnMn Mbl NCMNOJZib30BaJ1n KOMIMbKOTEPHbIE

Mmoaenn u

dKCNnepnmeHTas/ibHble AdHHblE B UENAX WU3yHeEHUNA OAUNHAMUKHU vWF B Pa3/IMYHbIX

YCN1O0BUNAX MOTOKa KPOBM.

MeToAabi

CxemaTuyeckoe npeacraBsieHne Hawen moaenu:.
VWEF-mynbtumep npeactasneH N gumepamm, CBA3AHHbIMU APYT C
APYromM rapmoHUYeCcKUm noteHumnanom. CymrtaeTca, uTo
bU3MON0rNYEeCcKMN 3HaYMMbIMU ABASAIOTCA MynbTUMmepbI® ¢ N>20.
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Hawen ocCHOBHOW Uenbto bbl10 U3yvyeHme BAnAHUA pa3BopadmBaHma A2 nomeHoB VWF Ha
ero KOHPOPMaALMOHHYIO AMHAMMKY B PA3NNYHbIX YCJIOBMAX NOTOKA KPoBU. [1na 3TOro mbl
HamepeBa/ZIMCb MOCTPOUTb U MpPOaHanmM3anpoBaTb HoBYKO mogenb VWE BKAKOYaKOLWYHO
BO3MOHOCTb pa3BopaynBaHmnA A2 4OMEHOB.

F = thdmdyﬂmnif: + Frmtdmn + FVdW + FHnek’s s
- F
V= ﬁ VWF dimer
i Mopenb pa3BOpal—IMBaHVIﬂ/CBOpa‘—IMQaHVIﬂ A2 pomeHa
E E
punf Pu€ F ;
=0
FOLDED Pref = Prer® ° e N f£0
> i l ] >

Xo X1 Xz X Xo XI X3

[MpeacrtaBaeHMEe HECKO/IbKUX YCTOMUYUBBIX COCTOAHUN A2 1OMEHA B HalLEeU
moaenun. Mbl ucnonblyem moaens ¢ ABYMA COCTOAHUAMM, rae BEPOATHOCTb
Pa3BOpPavYNBAHNA PacTeT SKCMNOHEHLMA/IbHO BMECTe C CUJION pa3BOpPaYnBaHMSA,
a BEPOATHOCTb CBOPAYMBAHUA YMEHbLLAETCA C 3TOM cmnon. lMapameTpsbl
Mmozenu bblnn B3ATbl U3 SKCNEPUMEHTaIbHOM paboTbl*.
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JIoKanbHbIA MOTOK KPOBM MOXKET ObiTb OnMMCcaH HEeCKOJbKMMKM napameTpamu. CKOpOCTb
CABUIa W CKOPOCTb 3/IOHTAUMKM ABAAKOTCA CaMbIMM Ba*KHbIMW U3 TaKMX MNapPamMeTpos.
YcKopAoWMNCA NOTOK, XapaKTEePMU3YIOWMMUCA CKOPOCTbIO 3/IOHraLMK, BCTPEYaAeTCA OKOJ0

CYXXEeHHOM YacTu cocyaa (cteHo3a).

B uensx cpaBHEHWA HOBOM MOAE/IN C K/IACCUYECKOM Mbl MPOBEN aHanm3 anHamumkm VWF ans
PA3/IMYHbIX TMAPOAUHAMUNYECKUX YCNOBUIN. Pe3ynbTaTbl MOAENNPOBAHNA AEMOHCTPUPYIOT, YTO
pa3BopaymBaHue A2 AOMEHA MOMKET 3HaYUTEeNbHO BAMATb Ha KOHPOPMALUMOHHYIO AMHAMMUKY
6onbwmnx mynbtumepos VWF, yBenmnumBas BEpOATHOCTb UX Pa3BOpPaYMBaAHMA KaK B CABUTOBOM,

Pe3ynbraTthl

TaK U B YCKOPAIOLLEMCS MOTOKax.

CBepHyTbi VWF

YacTuuHo pa3BepHyTbint VWF

[ona BpemeHu, KoTopyto 6eN0K NPoBOAUT B PAa3BEPHYTOM COCTOAHUU (unf) — BaxKHanA
Be/IMYMHA, ONUCbIBalOLWasa cpeaHoo KOHPOPMALMNOHHYIO ANHAMUKY B AaHHbIX YCAOBUAX.
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BbiBOAbI

Hawu pe3ynbTaTbl MOKaA3bIBaAlOT,
LWIMPOKOM AManasoHe TMApPOoAMHAMUYECKUX YCAOBUN,

YC/I0BUAX CTEHO3a apTepuUn.

4YTo pa3BopaymBaHue A2 [OOMeHa
BunnebpaHaa MoKeT BAMATb Ha KOHDOPMALMOHHYIO AUMHAMUKY mynbTumepos VWF B

daKTOpa

ocobeHHO B npegnonaraemblx

(A) CooTHOWEeHME MexKay YacToToM
pa3BopaymMBaHnA 6enka B HOBOM MOAENM
(cnnowHaa AMHMA) M B CTAapon Moaenu
(NYHKTMPHAA AnHKMA).  Pa3BopaymBaHue
NMOKa3aHO MO OCU OpAMHAT, a CKOPOCTb
caBura no ocu abcumcc. bonee BbiCOKaA
4acToTa pPa3BOpPaYMBaHUA B HOBOW MoAENm
Bbl3BaHa pa3BopaymBaHnem A2 aAomeHa.
TakxKe 4acToTa Pa3BOPaAYMBAHUA
YBENMYMBAETCA BMECTe CO CKOPOCTbIO
cABMra M C KO/JIMYECTBOM J[JUMepoB B
MY/IbTUMEpE.

(B) CooTHOLLEeHHue MeXKay
pa3BopaymMBaHnem b6enKa npu ysesMyeHnm
CKOpOCTM  cABura  MNpM  MOCTOSAHHOM

cKopocTu anoHraumm (50 c-1) B cTapoun u B
HoBOM Mmogenn. bonee BbicOKas 4acToTa
Pa3BOPaAYNBAHUA B HOBOM MOAENUN TaKXKe
BbI3BaHa pa3BopaymBaHmem A2 JOMeEHaA
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MbI TaKXe npoBenu

1.2 moaennposaHne guHamukm vWF
d Complex flow (with stenosis ) s cneunansho
D 1 | CKOHCTPYUPOBAHHbIX MPOTOYHbIX
z=10 pum Kamepax, MoAeNPYIOLLMX
CTEeHO3 cocyaa.
0.8
(C) MoaennpoBaHue
0.6 nokasbisaet, uto VWF obnagaer
MaKCUMaIbHOWM 3/10HTaLmMen Ha
0.4 I BXO/Je€ B Y3KYIO YaCTb Kamepbil,
d = — 14X O[IHaKO NPW AaHHbIX NapameTpax
02 | 2x1*x N He HabatogaeTca packpbiTna A2
NOMEHOB.
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Dependence of average VWF size d on time t t, 0.2 ms

Ona toro, 4tobbl nccnegosatb B3ammogencresme VWF-mynbTMMepoB €O
NOCTPOUNU

olely cTeHKkon cocyaa u  VWF-VWF B3aMmoaencrsma Mol
COOTBETCTBYIOLLME MOAENN, KOTOpble OyayT WCMNO/b30BaHbl B
fanbHenwen pabote. Bupeo, nokKasbiBawowme aAnmHamuky VWEF

HaxoA4ATCcs Mo ccbike, 3awmndpoBaHHoOM B QR-Koae cnpaBsa.




