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Pe3rome.

Komrarén smnsercs Hanbosee pactipoCTpaHEHHBIM OSJIKOM BHEKJIETOYHOTO MaTpUKCa U
KJIFOUEBBIM CTPYKTYPHBIM KOMIIOHEHTOM CO€IMHUTEILHON TKaHH, OTIPEETsisi €€ MEXaHUIECKYIO
MPOYHOCTH M PACTSKUMOCTH. B pa3nmuyHbIX TKaHAX MPe00IaatoT pa3HbIe TUITBI KOJUIAreHa, a 3To,
B CBOIO OUYE€PE/Ib, OTPEEISIETCS TOM POJIbIO, KOTOPYIO KOJUIAT€H UTPAeT B KOHKPETHOM OpraHe WiTn
TkaHu. B cocymucroit crenke oOHapyxensl kosutarensl |, I, 1V, V, VI, XV u XVIII tuna.
briaromapst cBouM anre3uBHBIM CBOMCTBAM KOJUTar€HBI TaKXKe SBISIOTCS HEMOCPEICTBEHHBIMU
y4acTHUKaMH TemocTaza. OHM SBISIOTCS OJHUM W3 OCHOBHBIX aKTHBATOPOB TPOMOOIIUTOB MpH
MOBPEXKACHUM IIEJIOCTHOCTH COCYIUCTOM CTEHKH. OTH OCTKM TOAJIEPKUBACT KaK aAre3uio
TPOMOOIIMTOB, TaK M MOJHYIO MX aKTUBAIMIO0. B maHHOM 0030pe paccMaTpUBaIOTCS MEXaHU3MBbI
B3aMMOJICHCTBUS KOJIJIareéHa W CHUCTEMbI T'€MOCTa3a, poJib KOJIJIareHa B PETYJSIUA CHUCTEMbI
CBEPTHIBAHUSL.

KioueBbie cjioBa: KoJuiared, TpoMOomuTel, ¢akrop BumieOpannma, KosuiareH
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Abstract.

Collagen is the most common protein of the extracellular matrix and the key structural
component of the connective tissue, determining its mechanical strength and stretchability.
Different types of collagen predominate in different tissues, and this in turn is determined by the
role that collagen plays in a particular organ or tissue. Collagen types I, 111, 1V, V, VI, XV and

XVII1 have been found in the vascular wall. Due to their adhesive properties, collagens are also
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direct participants in hemostasis. They are one of the main activators of platelets in case of damage
to the integrity of the vascular wall. These proteins support both platelet adhesion and full
activation. The article considers mechanisms of interaction of collagen and hemostasis, the role of
collagen in regulation of coagulation system.

Keywords: collagen, platelets, Willebrand factor, collagen binding capacity of Willebrand
factor, Willebrand disease.

Komnarén sBisiercss HanboJiee pacpoCTpaHEHHBIM OEITKOM BHEKJIETOYHOTO MATPHKCA
KITIOYEBBIM CTPYKTYPHBIM KOMIIOHEHTOM COEIMHHUTEIBHON TKaHW. Ha ceromHsImHuN [eHb
M3BECTHO O 28 THITaxX KoJIareHa, KOTOPhIe OTIIMYAIOTCS IPYT OT JAPYra CTPYKTYpOH MENTHIHBIX
nened, QyHkuuedr u jokanusanmedl B opranusme. [1]. B cocymamcToli cTeHKe OOHapyKCHBI
kosuarenst I, 111, IV, V, VI, XV u XVIII tuna [2,3,4,5] (puc.1). U3 Hux npeoOiagaer cogep:kaHue
¢bubpmtspabix KosareHoB | (60%) u 111 tuma (30%). DT KoJUTareHsl SBJISIOTCS OCHOBHOM

COCTABJISIFOIIEH BCEX 000JI0UEK COCYIUCTOH cTeHKHU[3].

BHYTPEHHAS
konnarenb [V, V, XV, XV, XVIIl tunos
. BA3A/IbHAS MEMBPAHA
CYB3H/OTE/MAJbHBIA C/TON konnarenbi |, I, V, VI tunos
: BHYTPEHHSS 3ACTUYHAS NNACTUHA
P R oV o e
cpepHss — S
6p A o ™ KNETKW TRADKMX MBI konnareni |, IIl, IV, V, VI Tanos
ofonouka | BB > > & > @& >
a BHELHSAS 9NACTUYHAS NNACTUHA
®UBPOB/IACTbI konnarenbt |, IIl, IV, V, VI Tuanos
a/IBeHTULMNA { - & -

Puc. 1. Cxemarrdeckoe npeacTaBieHUE JOKAIM3AIUH KOJUIAreHOB B COCYJTUCTOM CTCHKE

KonnareHsl B cCOCyTUCTOM CTEHKE ONPEAETSIOT HE TOJIBKO €€ MEXaHHMYeCKYIO MPOYHOCTb
1 pacTsHKUMOCTBD, O1aroapsi CBOMM aJire3uBHBIM cBoiicTBaM kosutaressl I, 1, 1V u VI tumna taxoke
SIBJIIFOTCSI HETMOCPEICTBEHHBIMH YYaCTHUKaMH TeMocTa3a. OHM SBJISIOTCS OJHUM W3 OCHOBHBIX
aKTUBATOPOB TPOMOOIMTOB MPHU MOBPEKICHUH HEIOCTHOCTU COCYAMCTON CTEHKH. OTH OenKu
MOJUIEPXKMBAET KaK are3MI0 TPOMOOIIMTOB, TaK U MOJIHYIO UX akTUBAIHio [4].

Komnnarens! npencTaBisitoT co0oii T€BO3aKPYUCHHYIO CUPANb U3 TPEX a-leneil (puc.2).
OnvH BUTOK CIIUPANH O-I[EMHU COACPKHUT TPU aMUHOKHUCIOTHBIX OCTaTKa, KOTOPbIE YEPEAYIOTCS B
BH/JIE TPHUIENITUIOB (TPUILIIETOB), HauMHatouwmxcs ¢ octarka muiuHa (G-X-Y) [6]. [IpucyrcTBue
[JIMIIMHA B KQXKIOM TPETHEM IMOJIOKEHUH KOJTAT€HOBBIX MOIUIENTHIHBIX IeTiei He0OX0AUMO st
MPAaBWJIBHOTO WX CKPYYMBaHUS B TPOWHYIO CHUpainb. TpoiiHas crupaibHas KOHopMaIus

KOJIJIAr€HOB SBJISECTCS BaXKHOM HpCHHOCBIHKOﬁ AJI UX paClio3HaBaHU A TpOM6OLII/ITaMI/I " ApYyrumMu
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muragamu [7,8,9]. Myrauuu, npuBojsdliue K 3aMEeHE DIMLMHA Ha JPYTyl0 aMHHOKHUCIIOTY,

IIPUBOJAT K HAPYLICHUIO CTPYKTYPbl TPOMHON CIIUPAJIA U B3aUMOACUCTBUSA C JIMTaHJaMU.

4acCTb &X-Lenu

BV N i Iy B v

Gly-X-Y Tpunentua

Puc.2 [lepBuunas cTpyKTypa KoJulareHa

Monekyna xojareHa I Tuma cocTouT M3 ABYX uened al m onHOW nenu o2, TOoraa Kak
romotrpumep kosutareHa III Tuma coctout u3 Tpex maeHTHuHbIX neneid al. Oba koyuareHa
OTHOCATCS K (DUOPWLIAPHBIM KOJIJIar€HaM, TPOWHBIE CIUPAIM KOTOPHIX MOJMMEPU3YIOTCS B
MoTepevHo-Tnojocareie GUOPMILIBEI U BOJIOKHA [5]. B Momekyne 3THX KoJutareHoB 0OHapyXeHO
MHO’KECTBO (PYHKIIMOHAJIBHBIX JOMEHOB, BKJIIOYasl yYacTKH CBSI3bIBAHUS C TPOMOOIIMTApHBIMU
peuentopamu, (akropom BumneOpanga. Kosaren sBhsieTcss YHHKalbHBIM — aroHHUCTOM
TPOMOOIIMTOB, TOCKOJbKY JACUCTBYEeT Kak HMMMOOWIM30BAaHHBIA JIMTaHJ, BBI3bIBAIOIINN
aKTUBAIIMIO TPOMOOILIMUTOB TOJIBKO mocie ctadbwibHOU anresun [10]. Aare3uss TpoMOOIIUTOB K
KOJUIareHy TMpelCcTaBiIsieT co0oil pe3ynprar B3aUMOJCHCTBHUS CHEIU(PUYECKUX YYaCTKOB
pacrno3HaBaHMs B KOJIJIAar€HOBBIX BOJIOKHAX M MX KOMILJIEMEHTApHBIX penenTopoB. OCHOBHBIMU
TPOMOOLIMTAPHBIMUA PELETITOPAMH, C TOMOLIBI0 KOTOPBIX MPOUCXOIUT HEMOCPEICTBEHHOE
CBSI3BIBAHUE KOJIJIATr€HA C TPOMOONMTAMHU, SBJSAOTCS WHTErpuHbl 02B1 u rimkonporendn GPVI
[11,12]. YuacTkamu pacro3HaBaHUsI MHTETPUHOBBIX perentopoB a2/l B cTpykType al menu
KoJutareHa | Tuma sIBISIOTCS aMHHOKHCIIOTHASA noclieqoBarenbHOoCcTh DGEA B mo3umum 435-438
[13], GFOGER B no3uruu 502-516 [9], kosutarena Il Tuna —GGPPGPR B mo3unuu 522-528 [14].
VYuacTku pacnoszHaBaHusi MeMOpaHHoro penentopa GPVI o6pa3zoBaHbl aMHUHOKHMCIOTHOM
nocnenoBatenbHOCTh0 GPP, rie (P*-okcu-npounin)[15]. TloBpekaeHre KpOBEHOCHOTO cOCy/a
MPHUBOJUT K TOMY, K OTKPBITOMY KOJUIareHy MpUKperuisiiorest ¢akrop BumneOpanma. Yyactok,
MOCPEJICTBOM KOTOPOTO MPOUCXOIUT CBsI3bIBaHHE KoJutareHa | tTuma ¢ ¢axtropom Busnebpanna,
o0pa3oBaH B aMHHOKHUCIOTHYIO nocienoBaTenbHOcTh RGQAGVMEF B nonosxenun 574-5828 al-
nenu 1 nocaenoBaTesnbHOCTbI0 RGEOGNIGF B nonoxenun 486-494 B 02 —1ienu npu yCioBHH,

korna a2(I) mens HaxXoaUTCS B CpeiHEH WK 3aHel mo3uruu [7].
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B wmonexyne xommarena III Ttuma, cocrosimieli M3 Tpex OAMHAKOBBIX ol-Lemnew,
AMUHOKHCIIOTBI 00pa3yloT TaKke eIUHBIA cailT cBs3biBaHus ¢ (pakropom Bumiedpanma. VWEF-
CBSI3BIBAIOLIMM YYaCTKOM SIBJIIETCS aMUHOKHCIOTHas nocienosarenbHocTh RGQOGVMGF B
nojoxxeanu 572-580[8].

K xomarenam, 00JaqafOIUM PEryISITOPHONM (QYHKIIMEH B CHCTEME TeMOCTa3a OTHOCSATCS
u koyarensl IV u VI Ttunma [16,17]. Kommaren IV Ttuna - HeduOpwIIspHBIA KOJIJIAreH,
o0pa3yrommuii ceTeno00HbIe CTPYKTYPHI, JOKAIU3yeTcss B 0a3aibHBIX MEMOpaHax 3HIOTENHS,
[JIaIKOMBIIIEYHBIX KJIETOK. B ero crpykrype oOOHapyXeHbl CalThl CBS3BIBAHUS C
TPOMOOLIUTAPHBIMU pEIENTOpaMH. YUYacTKOM paclio3HaBaHUsi WHTErpuHOB 02/B1 sBisieTcs
amuHOKHcIoTHas nocienoBarenbHOCTh GFOGER B mo3umun 405-410 ol-mienu kosutarena [9]. B
kojutareHe IV Tuma emnie He OOHApYXEHbl YYaCTKH JJIs1 HEMOCPEACTBEHHOTO B3aUMOJIEHCTBUS C
¢dakropom Bumnebpanna. [lo nannbiv vanZanten G.H. ¢ coaBropamu, B3auMoieiicTBHE KoJlslareHa
IV tuna ¢ d¢akropom Bumnebpanga omocpemoBano yepe3 TpoMOomuTel [18]. MexaHusm ux
B3aMOJICHCTBHS 10 KOHIIAa He u3y4deH. B cTpykrype kojutareHe IV Tuma oOGHapyxeHbl CailThl
cs3piBanue ¢ pakropom FIX [19]. 3HaumMocCTh 3TOTO Ccrienn()UIecKoro CBA3BIBAHUS HE H3BECTHA
Y MPEIoaratoT, YTO OHO UTPaET pojib B KOHTpose ypoBHs FIX B kposu [20].

Konmmaren VI Tuna sBasieTcsi KOMIIOHEHTOM MHKPO(PUOPUIUISIPHBIX — CTPYKTYD,
OOHApY)KEHHBII BO BCEeX 000J0YKax COCyaucTod cTeHKH. OH OmMoCpemayeT CBs3b MEXIY
GuOpMIIAPHBIMUM  KOJIJITAT€HOBBIMUA BOJIOKHAMH U SIBJIIETCS CBSI3YIOLIUM 3BEHOM MEX]Y
0a3anpbHON MEeMOpaHOW M WHTEPCTUIMATIBHOM MaTpullel cocyauctoi creHku [21]. [To manHBIM
Rand J.Y. u coaBtopos, koiuiareH VI Tuma uHummupyer panHion VWF-3aBUCHMYIO aare3uio
TPOMOOIIMTOB B yciaoBHsX Hu3Koro casura [17]. Kommarem VI tuma mpeacraBisieT co0oit
reTepOTpUMEpP, CoCTOSMUM u3 mectn mnoiunentuanbix nemei: ol(VI), a2(VI) u a3(VI),
ad(V1),a5(VI) u a6(VI). Ilpeamosnaraemelii CalT CBs3bIBaHUS ¢ (akropoM BuiteOpanma
HaxoauTcs B Moaysie A7 mosunuu 413-613 rmoOymnspuoit yactu a3(VI) tenu [22]. Mexanusm
cBsi3biBaHUs (hakTopa Busnebpanaa ¢ komutareHom IV u VI tumna 10 koHIa He siceH.

CocynucTbie KOJJIareHbl, pacrojoKeHHbIe B MAaTPUKCE, HE TOJIBEPraloTCs BO3ICHCTBUIO
Tekymed kpoBu. OpHako TmTOcCiAe  TpaBMbl  KPOBEHOCHBIX  COCYJOB  OOHa)KaroTCs
CyOdHIOTeNMaNbHbIe CTPYKTYPHBI, BKIIIOUAsk COSAMHUTENbHASI TKAHb, KOTOPAast COJEPIKUT BHICOKHIA
MPOLIEHT KoJiareHa. B cimyyae NOBpEXAEHHSI ILEIOCTHOCTH SHIAOTEIUAIbHOM BBICTHIIKH,
SH/IOTENHMATFHBIE KJIETKH COKpallalTcs, oOHaxkas koyareH [V Tuma, OCHOBHOW KOMIIOHEHT
0azanbHOI MeMOpansbl. bosee riybokoe nmoBpexkaeHne oOHaxkaeT GuOpUsUIsIpHbIe KoutareHsl | u

III tuna [23].
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B3aumopeiicTBue kosuiareHa ¢ TpPOMOOLIUTAPHBIMU pELENTOPaMH IO CBOEMY MEXAHU3MY
pa3IMYalOTCs B 30HAX MUPKYISIIIAA C MAJIOKH CKOPOCTHIO TOKA (M HU3KUM HANpPsHKEHUU CABUTA) U
¢ OOJIBIION CKOPOCTHIO (BBICOKOM HAIPSHKCHUM C/IBUTA) TOKa KpoBU [24]. B ycimoBusiX HU3KOTO
HamnpsOKEHUST CHIBHTa TPOUCXOAHMT HEMOCPEACTBCHHOE B3aMMOJCHCTBHE TPOMOOIIMTAPHBIX
PEIENTOPOB C COOTBETCTBYIOIIMMHU CaHTaMH PAaCTIO3HABAHMS KOJUTATCHOBBIX 0eTKOB. OCHOBHBIMU
perenTopamMu TpPOMOOIIMTOB, IMTOCPEICTBOM KOTOPBIX TPOMOOITUTHI CBSI3BIBAIOTCS C KOJUIATCHOM B
YCIIOBHSIX HU3KOTO HANPsDKEHUS CIBHTA, sBJsitorcst naterpuH GPla/lla (a2B1) u TpomOonuTapslit
petteritop GPVI. B 1o Bpemst kak mukonpoTenH o231 sBisieTcs aAre3nOHHBIM, HEOOXOTUMBIM JIJIs
aare3uu TpoMOoIMTOB K Kostareny, GPVI oTBedaer 3a reHepanyio BHyTPUKIETOUHBIX CUTHAJIOB
B IIPOIIECCE aKTUBAIMK TPOMOOIUTOB [25].

Anre3uss TPOMOOIIMTOB K  KOJUIAT€HY TIPH  BBICOKOM  HANpPSDKEHWUW  C/IBHTA
(0OHAPYKHBAEMOTO B MEJIKUX apTEPUSX U apTePHOJIaX) OMOCPEIOBAHO CBSA3bIBAHHEM KOJUIAareHa
¢ axkropom Buineopana [26], KOTOPBIH COMEPIKUTCS B TUTa3Me KPOBHU, CEKPETHPYETCS U3 TEJIEI
Baitbens-Ilanage sHIOTENMANBHBIX KIETOK U a-TpaHy’ TpomoOommToB. dakTop Bumiedpanma
SIBJISIETCSl QIF€3MBHBIM OCJIIKOM MEXJy TPOMOOIIMTAMU M CTEHKOW cocyna u Hocutenem FVIII,
MPEIOTBpaIas ero MpPOTEOJMTHUECKYIO Aerpamanuio B miasme [27,28]. DToT MylIbTHMEPHBIH
0€J0K COCTOMT M3 CTPYKTYPHBIX JTOMEHOB M COOTBETCTBYIOIIMX CBA3YIOIIHUX y4acTKoB [29].
[TepBeie wetbipe nomena (D1, D2, D u D3) cuyxar mis perymsiiuu cOOpKH MYJIbTUMEPOB.
Howmensr D u D3 Taxke no3Bossitor VWF cBs3eiBathest hakropom cBepthiBanus FVIIL. Yuactkom
CBSI3bIBAaHUS ¢ TpoMOOoIUTapHBIM IHKoTIpoTenHOM Ib-IX-V(Gplb) 1 ¢ komnarenom IV u VI tuna
spisieTcs qomed A1[30, 31]. OcHOBHOI caiT cBsa3bIBaHUs 1Tt GUOPHMILIAPHBIX KojutareHos I u 111
naxoautcs B qomene A3 [32,33]. UcciaenoBanus, HanpaBIeHHbIE HA H3Y4EHHE B3aMMOICHCTBYS
Mexay nomeHamu Al u A3 u pubpruispasiMu kosutareHamu 1,111 Tuna nokasanu, uro gomen Al
TaK)Ke MOKET B3aUMOJIeUCTBOBATh ¢ HUMU. [Ipu MyTanusax B jomeHe A3, MpUBOASIIUX K IOTEPE
cBs3bIBaHUA (pakTopa BuineOpanga ¢ kojutareHoMm, JoMeH Al crnocoOeH mpuHATH Ha cels
bynkimio fomeHa A3 u cBsa3biBaThest ¢ kosutareHoM I u 111 tuma [34]. Morales LD, ¢ coaropamu
MIPOJIEMOHCTPUPOBAIIH, YTO TOMEH Al MOXET 0JJHOBPEMEHHO B3aMO/ICHICTBOBATH C KOJIAr€HOM
1 GPIb, 1 yTO >TH B3aHMMOJCHCTBYSI MO3BOJISIIOT PEKPYTHPOBATH TPOMOOIIUTHI B YCIOBHUSIX TOTOKA
[35].

®daxtop Bunnebpanga B CBOEM €CTECTBEHHOM COCTOSIHUM HANOMUHAET TIIOOYISAPHYIO
¢dbopmMy. B ycrnoBusSX BBICOKOTO HANpsDKEHUS CABHTra IMOJ BIUSHUEM T'€MOJWHAMHYECKUX CHII U
KOHTakTa  CyOdHJOTenHalbHBIMH  Oenkamu  (akrop  Buinebpanma — mojaBepraercs
KOH(OPMAIIMOHHBIM M3MEHEHUSIM: Pa3BOPAUYMBAETCS B CTPYHOIOJOOHYIO CTPYKTYpPY, OOHaKas

CalThl CBS3BIBAHHS C TPOMOOLMTAPHBIMH perentopamMu M KoswiareHom [36]. B ycmoBmsx
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BBICOKOTO HAIpsDKEHUs caBura Qaxtop BuieOpanna ¢ OJHOM CTOPOHBI  COEAMHSETCA
MOCPEACTBOM JIoMeHa A3 ¢ KoJUIareHoM, ¢ JApPYyrod CTOpOHBI C MOMOIIbl0 caiita Al ¢
TJIMKOTIPOTENHOBBIM  KoMmIuiekcoM  GPIb—IX—V  tpomGoruToB, 00pa3ys «MOCTHK» MEXIY
koutareHoM u  Tpombommrtam [32] (puc.3). BsaumoneiictBue daktopa BuieOpanna,
MMMOOHIIN30BAaHHOTO Ha KoJutareHe, ¢ ramkonporenHoM GPIb-V-IX TpomOonunTa, mpuBOauT K
«3aMEJICHHUIO)» JBIKEHHS TPOMOOIIMTOB B KDOBOTOKE, MX K 3aXBaTy M3 TOKa KpoBU. CBs3pIBaHNE
¢daxTopa Bumiebpanna ¢ GPIb npuBoauT HE TONBKO PEKPYTUPOBAHHIO TPOMOOIMTOB M3 TOKA
KPOBH, HO W WHAYIUPYET CHTHAIbHBIC COOBITHS aKTUBAIlMM TPOMOOIMTOB, MPHBOISIIUE K

AKTHBAlMW UHTCIpHUHA U HHTerHH-SaBHCI/IMOﬁ CTaOMIIBHOM AATre3uun U arperaiumuun TpOM6OIII/ITOB

[37].

GPlib/llla

TpomGouut

®ubpuHoreH

dHpoTenun

30Ha noBpexaeHus Konnaren

Puc. 3. AkTuBanus TpoMOOIIMTOB KOJIAar€HOM

Anre3ust TpOMOOIIUTOB K KoJutareHy 3a cueT cBsisu GPIb u vWF He siBisieTcst cTaOMIIBHOM,
M0/ TOKOM KPOBH TPOMOOIIUTHI IEPEKATHIBAIOTCS MO MOBEPXHOCTH MOBPEXKIEHHOM cTeHkH. B
MpolLecce MepeKaTblBaHUS MPOUCXOAUT YKPEIUICHHE COCIUHEHHS TPOMOOLMTA K KOJUIareHy 3a
CUeT BOBJIICUEHHS B mpolecc naTerpuna a2f31 [38].

Wuterpunsl a2B1 mnpencTaBisitoT co0Oi HEKOBAJEHTHO CBS3aHHBIE TeTEPOAMMEPHI,
COCTOSIIIIME W3 O- U [-lLlenel, WMEeIue HU3KOE CPOJICTBO K MX €CTECTBEHHOMY JIMTaHAy B
noxosiiuxcst pomoonutax [39]. Curnanom asst nepexo/ia naTerpuHa o2p1 B BeicokoadhGuHHYTO
(opMy CIY)KUT TOBBIIICHHE KOHIEHTPAIIMU MOHOB KaJbIMs B LUTOIUIa3ME aKTHMBHUPOBAHHBIX
TPOMOOIIMTOB, YTO MPOMCXOAMT B pe3yibTare B3auMozencTBus koyutareHa ¢ GPVI, ¢akrtopa
Bunnebpanna ¢ raukomnporenHoBbIM komiiekcom GPIb—-IX-V. B mpormecce aktuBanuu
MIPOUCXOIUT M3MEHEHHE IMOJIOKEHHE 0- M [-IeNH MHTETPUHA APYT OTHOCUTENIBHO Jpyra, 4To
MIPUBOJIUT K IUJIOTHOMY CBSI3bIBAHHIO TPOMOOIIMTOB C KOJUIareHoM. JlaHHbIe TpoMOOIHMTapHBIE

PCLCIITOPBL (I)yHKI_[I/IOHI/IpyTOT KaK <«SKOpPb» IJId NPUKPCTIIICHUA TpOM6OI_[I/ITOB K KOJIJIar€HOBBIM
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BOJIOKHaM, Torjaa kak rimkornporend GPVI, riaBHbIM 00pa3oM, OTBETCTBEHEH 33 aKTHBAIUIO
tpomboruToB [40].

GPVI npencrasisier cob6oii TpaHcMeMOpaHHBIA TNIMKOIPOTEUH TPOMOOIIMTOB, KOTOPBIi
UIPaeT PEILAOLLYI0 POJib B UHAYIIUPOBAHHOM KOJIJIAr€HOM aKTUBALlMU U arperaiyi TpOMOOIMTOB.
Bsaumopneiicteue GPVI ¢ koimareHoMm 3aryckaeT BHYTPUKJIETOUYHYIO Iepefady CUTHAJIOB, YTO
NPUBOANT K BHYTPEHHEW AaKTHBAaLMU HMHTETpUHOB TpomOormtoB 021 u allbB3 u 3amycky
BHYTPHUKJIETOYHOTO CHTHAJBPHOTO Kackazna. [IpomcxomuT akTuUBamus TUPO3UHKUHA3bl Syk
(Spleentyrosinekinase) [41], koTopast B CBOIO oOuepeib, HHUIUHUPYET PEAKIMH, BEAYIIHE K
aktuBarmu pocposmmnazsl Cy2 (PLCy2), docharnaumurosuron-3-kunasel (PI3K) u maneix G
O€NIKOB, YTO B UTOI€ MPUBOAUT K MOOWIM3AIMM MOHOB KaJlbLIUd W3 BHYTPUKJIETOUYHBIX JIEIO,
BBICBOOOKICHUIO COJIEPKUMOTO Tpanyl [42,24]. BeiOpoc MeauaTopoB arperamuu TpoMOOKCcaHa
A2, AI® u AT® u npyrux akTUBHBIX BELIECTB MOTEHIMPYET aKTUBaIMi0 HHTEerpuHa allbfB3,
KOTOPBIM MOXET CBs3bIBaTh (pubpuHOreH, akrop Bunedpanna u ¢uOpoOHEKTHH, YTO MPUBOIUT
K MPOYHOM aare3uu TpoOMOOILMTOB K CTEHKE COCyla U, IMyTeM CIIUBaHMs uyepe3 GUOpPUHOTEH, K
arperamuu ¢ ApyrumMu TpoMOOIIUTaMH.

B nureparype umerorcs myOIMKalMU O BO3MOXXHOM CYIIECTBOBAaHMM JONOJIHHUTEIBHBIX
TPOMOOLIUTAPHBIX PEIENTOPOB, crenuduuecku cBs3bIBaronuxcs komuiareHoM | tuma [43] u 111
tumna [44,45]. Ilo nanubimM Maurice P. ¢ coaBTopamu, B cTpykType kojutareHa III tuma cymectByet
TPOMOOIIUTAPHO-PEAKTUBHBIN Y9aCTOK ¢ aMUHOKUCIOTHOM nocienoBareibHocThio KOGEOGPK,
KOTOPBIM SIBJISICTCS YYaCTKOM CBSI3bIBaHUsI C KoJUIareH-cBsi3biBatomuM Oenkom III tuma [45].
MexaHu3M B3aUMOJEUCTBUS 3THX PELIENITOPOB C KOJUIAN€HOM M 3HAUUMOCTh 3TUX PELENTOPOB B
aKTUBALMU TPOMOOLIUTOB HE /IO KOHIIA U3yUYCHBI.

ITomumoO akTHBaLMK TPOMOOLIUTOB POJIb KOJUIAT€HAa B CUCTEME CBEPThIBAHUS NPOSBISETCA
B TOM, YTO TPOMOOLIUTHI, aAr€3UPOBAHHbIE K KOJIAreHy, 3KcIpeccupyroT pocharuauicepussl. B
UHTAKTHBIX ~ TpoMmOommTax  (ocHaTuaUICEpUHbl  JIOKAIU3YKOTCS  NPEUMYILECTBEHHO B
IUIa3MOJIEMME, HUX TPAaHCIOKALUs MPOUCXOTUT B pe3ylbTaTe akTHUBallMM TPOMOOIUTOB.
OkcnpeccupoBaHHble  GochaTHAMICEpUHbl  00pa3yloT  KAaTaIMTUYECKYH0  IOBEPXHOCTb,
crocoOCTBYIOIIYIO B3auMoaencTButo (pakropa FIXa B kommiekce ¢ pakropom FVIIla ¢ paktopom
FX (renaszoif), FXa B komiuiekce ¢ ¢aktropom Va c¢ ¢akropom F II (mporpomOunHaszoit) u
reHepanuu TpoMOuHa [4].

OnocpenoBaHHOE BIMSHHUE KOJIJIar€HAa Ha IeMOCTa3 TAaKXKe MPOSBISIETCS B IPOLECCE
noctaBku (akTopa cBepThiBaHUS KpoBU FVIII kK MecTy MOBpEXIEHHS COCYIUCTON CTEHKH.
Komnnaren npu B3aumojeiictBun ¢ ¢akropoMm Buinebpanna B 30HE HMOBPEXKIACHUS WHAYLHUPYET

KoH(popManuoHHble U3MeHeHus B yudactke VWF, cBs3biBatomiem ¢aktop VIII, uto cHmxkaer
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cpojactBo k daktopy FVIII [46]. BeicBoboxmaembiii FVIII, B3auMomeicTBys ¢ TPOMOWMHOM,
MOJIBEPraeTcs MPOTEOJIMTUUECKOW aKTUBAIIMM U aKTUBHO BKJIFOUAETCS B IMPOILIECC CBEPTHIBAHUS
KpPOBH.

Hapyienue cuHTe3a KOJUIareHOB COCYAMCTONW CTEHKU COTPOBOXKAACTCS HAPYHICHUSIMH B
CHUCTEME TEeMOCTa3a, YTO JIEMOHCTPHUPYET CBsI3b KOJUIareHa M CHUCTeMbl remocraza. CHHApOM
Onepca-JlaHno sBIsICTCS MPUMEPOM TPYIIIBI 3a00JIEBaHUM, BBI3BAHHBIX Ac(PEKTaMH CHHTE3a
KOJUIareHa, M XapaKTepU3yeTcs TUMEPACTSHKUMOCTBIO W THUIEPAJIACTUYHOCTHIO  KOXKH,
TUTIEPMOOUIIBHOCTBIO CYCTABOB, TUIOXMM 32)KHUBJICHHEM paH M TMOSBIEHUEM CHHSAKOB TpHU
HE3HAYUTENIbHOW TpaBMe. BOJBIIMHCTBO MOATHUIOB CHHApoMa Oiepca-JlaHio CBS3aHO C
MyTanusamMu reHoB B koutareHax I, 111 u V tunos [47]. ['emopparuu npu gaHHOM 3a00JIeBaHUN
00yCJIOBJICHBI KaK YMEHBIIIEHHEM COJIepKaHUsl KOJUIareHa, W3MEHEHHSIMHU €r0 CBOMCTB, TaK U
muchyHKIMEH TpoMOOIMTOB. BBITSDKKA KOJITareHa JTUX TAIMEHTOB BBI3bIBANA CIIa0yIO
arperaiyio HOPMAJILHBIX TPOMOOIUTOB. TpomMOOIHMTONATHS TIPOSIBISUIACH CIIa0O0# arperanuei
KPOBSIHBIX IJIACTHHOK IMOCJIE BO3ICHCTBHS HAa HUX aJpCHATHHOM M MajabiMu fgo3amu AJID [47].
OrnrcaHbl Takke KPOBOTEUYEHUS y MAIMEHTOB ¢ MUCchyHKIMEH KoyiareHa [V Tumna, BeI3BaHHbBIC
Pa3IMYHBIMU MYTAIUSIMHU I€HOB, KOIUPYIONUX 0. enu koJutarena [49,50].

Pone komOunHamumm kosutareHa ¢ ¢akropoMm Buinebpanga B mpoliecce Temocrasa
MIPOJIEMOHCTPUPOBAaHA HAPYLICHUSIMU CBEPThIBaeMOCTH Iipu 6osie3nu Busiebpanna. Hapymenue
cBs3bIBaHUE (hakTopa BuimieGpanaa ¢ KoIareHOM BBISBIISIETCS MPU CHIXKEHUH €ro KOJIMYecTBa
Wik ero (QyHKIHOHAIBHBIX paccTpoiictBax [51-52]. K (yHKIHMOHAIBHBIM paccTpoiCTBaM
¢dakropa Buinebpanaa npuBoASIT MyTallMM B KOJUIAr€HCBSI3BIBAIOIINX JOMeHax. M3BecTHO, 4TO
mytaiuu B gomeHe A3 VWF  Moryr mnposBIATBCS HapyIIeHUEM CBs3bIBaHUS (akTopa
Bunne6panna ¢ komtarenom LI u 1V tuma, nomeneAl ¢ komtarenom IV tuma [53-55].

Takum 00pa3oM, COCYOHCTBIE KOJUIAT€HBI SBIAIOTCS BAXKHEHIINM 3BEHOM B CHCTEME
reMocTasa, Ornocpeays B3auMOJCHUCTBHUE MEXKIY COCYIUCTOW CTEHKOM M CHCTEMOM remMocTrasa.
CTpykTypHbIE OCOOEHHOCTH KOJUIareHa 00ECleYyMBAIOT HE TOJIbKO MEXaHHYECKYI0 MPOYHOCTh
cocyaucToi MeMmOpaHbl, HO W MPEIOTBpAIICHHE YPEe3MEPHON KPOBOMOTEPH IOCIE TPaBMbI

6J1arozlap;1 CBOHM aJIT€3UBHBIM CBOMCTBaM.
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