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PacTeT 4mcno naumeHToB ¢ BEHO3HbIMU PETUHATBHBIMU OKKITO3USAMU, OCOOEHHO CPEA Cpean MOModbIX Koaer. 3a4acTyo
Y HUX BbISIBNSIETCA MEHETUYECKas MpPenpacnonoXeHHOCTb K TPOMO03y. dakTopamm prcka BO3HVMKHOBEHMS TpoMbo3a sB-
NAKOTCA HACNEACTBEHHAA PE3NCTEHTHOCTb K akTuBMpoBaHHOMY npoTenHy C (PAIMC), reHeTnyeckn 06yCnoBneHHbIN aeeKT
hakTtopa V (FV Leiden) n npucyTCTBUE B OpraHn3Me BOHaHOYHOMO aHTukoarynsHta (BA). B nccnegosaHum Obina nsyyeHa
3aBVICMMOCTb Pa3Nn4HbIX MapaMETPOB reMoCcTasa y NaumMeHTOB C OKK3men BeH ceTyaTku (OBC) npu Hammunm y HUX MyTaumn
FV Leiden n BA. O6cnenosanu 150 naumenTtoB (150 rmas) ¢ OBC (cpegHui Bo3pacT — 42 + 10 roga), 3atem pasnoenunm ux
Ha Tpu rpynnbl. Fpynna 1: naumeHTsl ¢ OBC, FV Leiden n BA (n = 12); rpynna 2: naunenTsl ¢ OBC 1 FV Leiden (n = 11); rpyn-
na 3: naunenTsl ¢ OBC 6e3 FV Leiden n BA, otobpaHHbie 13 107 4enoBek Ans ConocTaBUMON YmicneHHocTy rpynn (n = 30).
B koHTponbHyto rpynny Bkaoumam 50 Yenosek 6e3 OBC, HO C runepToHMYeckom 60ne3Hbto. [okadaHo, 4to nHaekce PATNC
y naumeHToB ¢ myTauven FV Leiden n BA nmeeT HavmeHbluee 3HadveHne (0,6 + 0,01) npu cpaBHEHWN C MaLVeHTaMM TOMbKO
¢ OBC (1,50 + 0,18) (p <0,05). Y Hux Takke MOBbILLEHA akTUBHOCTL hakTopoB V, VIl n Bunnebpanaa v BHyTprcoCyancTas
aKTUBHOCTb TPOMOOUMTOB. BA yCyrybnseT sHOO0TENMO3 B MUKPOLMPKYIATOPHOM PYCle CETHaTKW, a B COYETaHUM C MyTa-
unen FV Leiden ycunvBaeT TPOMOOreHe3, y4acTByst B MaToreHe3e NLeMNYeCKOro TPOMO03a LEHTPaSIbHOW BeHbl CETHATKM
1 ee BETBEW, YTO KITMHUYECK MPOSBNSETCHA PETUHABbHBIM TPOMOOreMopparniecknuM CUHOPOMOM. [ yTouHeHns anarHo3a
1 Bbl6Opa a0ekBaTHOM Tepanuin PEKOMEHOYETCS OnpeneneHe NomMmopmnaMoB reHOB, YHaCTBYHOLLIX B PEMYNSALIM reMocTa-
3a, 1 MPUCYTCTBUS BONMHAHOYHOIO aHTVKOarynsHTa B OpraHn3me naumeHTa.
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The number of patients with retinal venous occlusions is increasing, especially among young people. Often, they have revealed
a genetic predisposition to thrombosis. Risk factors for thrombosis are genetic resistance to activated protein C (RAPC), genetic
defect in factor V (FV Leiden) and the presence of lupus anticoagulant (LA). In this study we analyze the dependence of the
various parameters of hemostasis in patients with retinal vein occlusion (RVO) on the background of FV Leiden mutation and
LA. A total of 150 patients (150 eyes) with RVO (mean age — 42 + 10 years) were examined and divided into three groups.
Group 1: patients with RVO, FV Leiden and LA (n = 12); group 2: patients with RVO and FV Leiden (n = 11) without LA;
group 3: patients with RVO without FV Leiden and LA, selected from remaining 107 people for a comparable number of groups
(n = 30). The control group was 50 people without RVO, but with hypertension. It was shown that RAPC index in patients with
FV Leiden mutation and the LA has the less value (0,6 + 0,01) on comparison to patients with RVO (1,50 + 0,18) (p <0,05).
They also have enhanced V, VIII and von Willebrand factors and intravascular platelet activity. LA exacerbates endotheliosis
in the microvasculature of the retina and in combination with FV Leiden mutation increases the thrombogenesis, participating
in the pathogenesis of ischemic thrombosis of central retinal vein and its branches, which clinically manifested as retinal
thrombo-hemorrhagic syndrome. The hemostasis regulation genes polymorphisms detection (as well as lupus anticoagulant
detection) is recommended to clarify the diagnosis and selection of adequate therapy.
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Okkntosus BeH cetHaTky (OBC) — Hamnbonee 4acTo BCTpedato-
Lieecs cocyamcToe 3aboneBaHme MmMaa: Ha Hee MPUXoanTcs 40
60 % cny4aeB OCTPOW COCYAMCTON NaToNOMM OpraHa 3peHns,
NPV STOM MO TSHKECTN MNOPaXKEHWSA CETHATKN 1 HebnaronpusT-
HoMy nporHo3y OBC 3aH1MaeT BTOpOe MeCTo noche anabeTtu-
Yeckol petnHonaTum [1, 2]. TooMb03 peTHaNbHbIX BEH 4acTO
NpeaLecTBYET TakM YIPOXKAKOLLMM XKN3HN COCTOSIHUSAM, Kak
OCTPbI MHDaPKT MNOKAPAA Y MHCYNBT FOI0BHOIO Mo3ra. Bos-
HUKHOBeHWEe 1 padeuTiie OBC NpuHATO 06BSACHATL C MO3ULIAIA
Teopuu Koarynonatuu, T. e. AncbanaHCcoM Mexxay TPOMOOoreH-
HbIMW 11 aHTUTPOMOOreHHbIMU hakTopamu. B mocneaHve roapl
OTMEeYaeTCH POCT HuCa NaUMEHTOB C OKKITKO3MSAMN PETUHAb-
HbIX BEH, 0COBEHHO Ccpean MonodbIX 1 PaboTOCMOCOOHBIX J0-
[el, y KOTOPbIX BbISBASETCS FEHETUHECKast MPeapacnofioxeH-
HOCTb K Tpom603y [3].

TepMyH  «TpoMOBOUMSA»  O3HAYaeT MNPEAPacnoNOXKeH-
HOCTb K TPOMOO03Y BCNEACTBME HANNHMA Y NauyeHTa reHeTuqe-
CKI OBYCNOBAEHHbBIX NN MPUOBPETEHHBIX AEeEKTOB Kak Mpo-
KOaryfsHToB, Tak W aHTUKOarynsHTOB CUCTEMbl remMocTasa.
OpyH 13 hakTopOoB prcka BO3HUKHOBEHNSI BEHO3HOIO TPOM-
603a — HacneacTBeHHast PE3NCTEHTHOCTb K aKTUBUPOBaHHO-
My npotenHy C (activated protein C resistance — APC-peaun-
CTEHTHOCTb, WM MHAEKC PE3NCTEHTHOCTM K aKTVMBMPOBaHHOMY
npotenHy C — uHgekc PAIMC). Opyron daktop — aedekT
dakTopa V (factor V Leiden, FV Leiden). MyTaHTHbIN (hakTop
V ropasgo MepJieHHee, YemM B HOPME, PacLUenfIsaeTcs akTu-
BMPOBaHHbIM NpoTerHoM  C.,4TO 1 MPUBOAUT K MOBbLILLEHNIO
CKOPOCTW 06pa3oBaHns TpOMOMHa 1 MpK onpeaeneHHbIX yc-
JIOBUSIX — K BO3HVKHOBEHMIO TPOMO03a B NtOOOM BO3pacTe.
PAIMC MOXeT UMeTb Kak HacneacTBeHHbIN, CBsidaHHbIi ¢ FV
Leiden, Tak 1 NproBpeTEHHDIN XapakTep: 3a CHET NOSBNEHNS B
opraHaMe aHTUOCHONMNAHBIX aHTUTEN, a Takke Ha hoHe
npuema KoHTpauenTBoB [4-6].

AHTUoChonmMnnaHble aHtuTena (APA) y4acTByrOT B W3-
MEHEHWN FOMEOCTaTUHECKOW PErynaLnmn CBepTbIBaHNS KPOBU.
TOYHBII MexaHN3M pasBuTUa Tpombosa npu ydacTum ADA,
B TOM 4YuCNE BOMHAHOYHOro aHTukoarynaHta (BA), eule He
onpegeneH. CyllecTBYeT rMnotesa, 4T0 MPOTPOMOOTUHE-
CKUN MexaHn3M aencTteua APA 3akiodaeTcs B HapyLleHnn
SHOOMEHHBIX aHTUKOAryNSHTHBIX MEXaHN3MOB: CHVDKEHWW aH-
TUTPOMOOTUHECKOrO MOTEHUMana COoCyaMUCTON CTEHKM U aK-
TMBHOCTN E€CTECTBEHHbIX aHTUKOArynsHTOB, YTO W MPUBOAUT
K pasBuTuio rnepkoarynsumm [7—11].

HapyLueHus B cucteMe reMocTasa 1 Ux KIMHNHYECKME Npo-
aBneHns y naumentos ¢ OBC ¢ myTaupen FV Leiden n npu-
CyTCTBMEM B opraHnaMe BA mano mayderbl. Llensto paboTbl
SABNANOCH U3Yy4eHNEe OCOBEHHOCTEN KIMHUKO-NabopaTopHOW
OVarHOCTUKN Takmx HapylleHuin y naumeHTos ¢ OBC kak npu
HamMYMK Tonbko MyTauum FV Leiden, Tak 1 npu coYeTaHum
OBYX naTtoreHeTn4ecknx gaktopoB — MyTaumm FV Leiden
1 NPUCYTCTBUSA B opraHname BA.

MATEPWAJIbI 1 METObI

B nccneposanme Brntoymnm 150 naumerHtos (150 rmag) ¢ ok-
KITIO3MEN BEH CETHATKM, U3 HUX 63 MY>XX4YMHbI 1 87 >XEHLLVH.
CpenHuin Bo3pacT naumeHToB coctaBunn 42 + 10 roga. Tpom-
003 BeTBeN LieHTpasbHOW BeHbl ceTdHaTky (LIBC) 6bin BbIBNEH
y 78 yenosek (52 %), Tpomb603 LIBC — y 72 yenosek (48 %).
Y 56 naumeHToB Obina BbisiBeHa rmnepToHnYeckast 60nesHb,
y 30 — umwemmyeckas 6onesHb cepaua, y 15 — BaprkoadHoe
pacLUMpeHne BeH HKHUX KOHeYHocTen. Cpokn HabmoaeHns
nauyeHToOB COCTaBWM OT 2 Hedenb Ao 2 NeT.

Mo pesynsratam obcnefoBaHUst MaUMEHTOB pacnpenenv-
nm Ha Tpw rpynnel. fpynna 1 : 12 venosek ¢ FV Leiden n BA;
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rpynna 2 : 11 4enoBek Tonbko ¢ FV Leiden; rpynna 3:
107 yenosek ¢ OBC 6e3 pe3ncTEHTHOCTI K aKTVBMPOBaHHO-
My npoTenHy C. VI3 rpynnsl 3 ans ctatmctmieckon obpaboT-
KN B3AM AaHHble Tonbko 30 YenoBek, YToObl YMCIEHHOCTb
BCEX rpynn naumeHToB Oblna CoOnocTaByMON. B KOHTPOMBHYIO
rpynny Bktoumnm 50 venosek 6e3 OBC, HO ¢ rynepToHnYe-
CKOW 60NE3HBIO, 6E3 MPU3HAKOB CUCTEMHBIX 1 2y TOVMMYHHBIX
NMOpakeHNN COBANHUTENBHOM TKaHW, ULLIEMWNYECKON BONesHu
cepaLa, OHKOOMMK, TSXKeNbIX XPOHNHECKIX MHdeKumin. CooT-
HoweHme nonoB M : 2K B KOHTposnbHoW rpynne: 20 : 30.

[1ns ycTaHOBNEHWs auarHo3a Mcnofb30Ban CTaHOapPTHbIE
MeToAbl OPTANIbLMOIOMMHECKOIO MCCNE0BaHVS: BU3OMETPUIO,
TOHOMETPWIO, MEPUMETPUIO, MPAMYIO OPTaNIBMOCKOMNWIO, —
a TaKXxe HEeKOTOopble CreuvabHble METObl: OCMOTP M1a3HOro
OHa ¢ NH30M [onbamMaHa, rtoopPEeCLEHTHYIO aHrmorpaguio
MasHOro [Ha, OMTUYECKYHD KOMEpEeHTHYIO ToMorpadmio ceT-
4aTKM, KOMMBIOTEPHYIO MEPUMETPUIO.

ViccnepoBaHmsa cncTeMbl reMocTada MPOBOANN CKPUHNH-
roBbIMM U creumabHbIMA - MeToaamy aBTOMaTU3UPOBaHHOM
koarynometpum. Onpefnensnm akTMBHOCTb hakTopa Bunne-
6paHaa (pB), aHTUTpoM6VHa ll, aKTMBMPOBaHHOMO NpPOTENHa
C, koarynsumoHHoro daktopa VIII; copepxkaHne daxkTopa V
B NiasmMe KPOBU; PE3NCTEHTHOCTb (hakTopa V K aKTMBUPOBaH-
Homy npoTenHy C (nHaexc PATC); copeprkaHne pacTBOPUMbBIX
PrBPUHMOHOMEPHBIX KoMmnekcoB (POMK) 1 dumbprHoreHa
(no Knaycy).

BbIsiBNeHVe BOMHaHOYHOIo aHTUreHa NpoBOAWM C UCMOSb-
30BaHNEM S00BbIX TECTOB, a TakXe MNOATBEPXAAtOLLMX TECTOB
C MnasMor [oHOpa WM KOppUrvpyroLLMmn dochonmnmaami
C MOMOLLBO HAabOPOB PEaKTVBOB (DVPM « TeXHONOrsA-CTaH-
napt» (Poccus) n Instrumentation Laboratory (tanns). HYepes
6 Hefenb NPOBOANAN MOBTOPHOE 1CCNeaoBaHNE.

Onpepnenenve mytaumm FV Leiden n nonumopduramoB gpy-
MX FEHOB MPeapPacroNOXeHHOCTN K TPOMOOMUIMM NPOBOAV-
N METOLOM MOAMMEPA3HON LIEMHON peakumn «B peasibHOM
BPEMEHW>.

B pabote wucnonb3oBanm koarynomerp CL-4 (Behnk
Elektronic, lepmaHns) 1 arperoMeTp NpOn3BOACTBA KOMMaHWN
HIMNd«brona» (Poccus). Bece nccnenoBaHus Obinv BbIMONHEHb!
Ha 6a3e nabopaTopum remoctasa 1 nabopaTopunt FEHETUKM
KemepoBcKol 061acTHOM KIMHUYECKON 60MbHMILbI.

Cratnuctnyeckas obpaboTka pesynsraToB Obina BbIMos-
HeHa Ha MepCoHasIlbHOM KOMMbIOTEPE C MOMOLLBIO MakeTa
npuknagHbix nporpamm Statistica 6.0 (StatSoft, CLUA). Ona
OMnMCaHWst rPYMNN MCMOAb30BaM BbIGOPOYHbIE MapamMeTpbl:
cpedHee 3HadeHvie 1 CTHaOapTHYHO OLWMOKY cpedHero 3Ha-
yeHnsi. CpaBHeHme rpynn OCYLLECTBAAMN C MOMOLLBIO t-Kpu-
Tepus CtblogeHTa. CTaTUCTUHECKN OOCTOBEPHBIMA CHUTAIN
pasnm4ns Npu ypoBHe 3HadmMocTu p <0,05.

PESYJIETATBI NCCNEOOBAHVIA

13 150 naupeHToB ¢ OBC BonYaHO4YHbIN KOArynsHT BbISBUAIM
y 32 yenosek (21 %), npu atom y 20 13 HKX OTCyTCTBOBasa
MyTauma FV Leiden , ay 12 — npucytcteoBana. [layneHToB
¢ OBC v Tonbko myTaumen FV Leiden 6bino 11 (7,3 %). Ana-
113 NapameTPOB CUCTEMbI reMocTasa (Tabnnua) nokasal, YTo
y MauyeHToB rpynnbl 2 (TONbKO MyTaums) 1 rpynnel 1 (MyTa-
unss n BA) cogepkaHne POMK n durbpuHoreHa moctosep-
HO Bbile Ha 20 1 15 % 1 37,5 1 20 % COOTBETCTBEHHO MO
CcpaBHeHMO ¢ NaumeHTamu rpynnbl 3 (Tonbko OBC). Y nauu-
€HTOB rpynnbl 1 BHYTPUCOCYAUCTAs aKkTMBaLmst TPOMOOLIMTOB
Bblle, YeM Y MauMeHTOB rpynmbl 2: CyMMa akTUBHbIX (hOpM
TpomboumToB Bonblue Ha 16,2 %, 41cno TPOMOOLIMTOB, BOB-
NeYeHHbIX B arperatbl, — Ha 26,3 %. Y naumeHToB rpynnsl 3
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MNokagaTenu CUCTEMbl reMocTasa Yy naumeHToB ¢ okkntoaunelt BeH cetdaTtky (OBC) B 3aBUCMMOCTM OT Hanmymst y HUX MyTaumm FV Leiden n npucyTcTBUSt B KPOBK

BONYaHOYHOMO aHTUKoarynsHTta (BA)

KoHTponbHas Ipynna 1: naumeHTsl ¢ OBC, Ipynna 2: naumeHTbl ¢ OBC, Ipynna 3: nauneHTsl c OBC
MokasaTenb rpynna myTaupeii FV Leiden n BA myTauven FV Leiden 6e3 BA 6e3 myTtaumu FV Leiden n BA
(n =50) (n=12) (n=11) (n=30)

®akTop V, % 100,0 + 8,7 125,0 + 4,32¢ 128,0 + 4,32¢ 132,0 + 3,92¢
Pakrop VI, % 102,0 + 9,6 235,0 + 2,23b¢ 265,0 + 4,32bc 185,0 + 6,62°°
®dakTop Bunnebpanpa, % 100,0+ 7,5 155,0 + 5,8%b¢ 170,0 + 9,02b¢ 130,0 + 12,32¢
NHpekc PANC 1,8 + 0,02 0,65 + 0,01ab¢ 0,74 + 0,01abe 1,40 + 0,022¢
MpoteunH C, % 104,0+7,8 118,0 + 4,73b¢ 142,0 + 5,12b¢ 145,0 + 6,72°
AHTUTPOMOGUH I, % 116,0 + 11,7 155,0 + 5,82b¢ 118,0 + 3,82P¢ 122,0 + 10,42°
dunbprHoreH, % 3,2+0,2 5,0 £ 0,32 4,6 + 0,22° 4,0 + 0,22¢
POMK, Mr% 4,6 +0,2 11,0 £ 0,5%¢ 10,0 + 0,5%¢ 8,0 + 0,5%¢
Cymma aKTUBHBIX (hOpM 12,8405 37,3+ 1,7abe 31,0 + 11,1300 28,0 + 2,13
TpoM6oumnToB, %
Hucno TpomGoyyros, 6,8+0,4 9,9 +0,3%¢ 7,1 +0,6%0 6,1+ 0,5%
BOBJ/IEYEHHDIX B arperatbl, %

a— p <0,05 npuv cpaBHeHun rpynn 1, 2 1 3 ¢ KOHTPOSBHOW FPYNMOoN,
b — p <0,05 npw cpasHeHUM rpynn 1 1 2 mexxay coboi,
¢ — p <0,05 npwv cpaBHeHun rpynn 1 1 2 ¢ rpynnon 3.

B TPOMOOLUMTAPHOM 3BEHE remMocTada TakxXe OTMEHYEHO 3Ha-
HYYMOE YCUNIEHVE BHYTPUCOCYAUCTOM akTMBaLm TpoMOoLm-
TOB, HO MEHEEe BbIPKEHHOE, YeM Y MauMEHTOB C MyTauven
FV Leiden 6e3 BA: 10,7 % npotuB 16,4 % COOTBETCTBEHHO.
B rpynnax 1 n 2 nosbllweHa akTnBHOCTb drakTopa V Ha 25 %
MO CPAaBHEHWIO C KOHTPObHOM rpynnor. OTMeYeHO OOCTOBEP-
HOE MOBbILLIEHME aKTUBHOCTU KoarynsaumoHHoro daktopa VIl
B rpynnax 1 n2 s 2,3 1 2,6 pa3a COOTBETCTBEHHO MO CpaBHe-
HNKO C KOHTPOMBHOW rpynnon 1 Ha 27 1 30 % COOTBETCTBEH-
HO — MO cpaBHeHWto ¢ rpynnon 3 (Tonbko OBC). AKTUBHOCTb
hakTopa BunnebpaHaa Takke Obina Bbille BO BCEX TPEX MPymM-
nax nauneHToB ¢ OBC B cpaBHeHUM C KOHTPOSBbHOW FPyMnoiA:
Ha 55, 70 n 30 % anda rpynn 1, 2 n 3 COOTBETCTBEHHO. ITO
[0Ka3bIBaET, YTO MPU OKKJ/IO3UW BEH CETHATKM MOBPEXOEHNE
SHOOTENNSA BEHO3HbIX COCYAOB UrpaeT Bedyllykd pofib B na-
TOoreHese 3abonesaHnsa. OoHaKO MOBbILLEHNE akTUBHOCTU hB
y naumeHToB rpynn 1 1 2 66110 6onee 3aMeTHbIM B CPaBHEHNM
¢ rpynnon 3: Ha 16 1 23,5 % COOTBETCTBEHHO.

Y naupenToB ¢ ocTpont OBC B rpynnax 2 n 3 6bina Hec-
KOMbKO MOBbILLEHA aKTUBHOCTb NMpoTerHa C npu conocTtasne-
HW C pe3ynbTaTaMui NaLmMEHTOB KOHTPObHOW rpynnbl: Ha 36,5
1 39,4 % cootBeTcTBEHHO. PAIC 6bla cHKeHa B rpynnax 1
n 2 Ha 64,0 1 58,9 % B CpaBHEHWI C rpynnon 300PO0BbIX J0-
nen. Y naymenTtos rpynnbl 3 PAMNC 6bina Bbille, Yem B rpynnax
112, Ha 53,6 n 46,4 % cooTBETCTBEHHO. CHWDKEHWE NHOEK-
ca PATC npu Hann4mm myTauumm FV Leiden 6onee 3ameTHoe
B MPUCYTCTBUM BOMYAHOYHOIO aHTUKOArysHTa.

Y naupeHTtoB ¢ OBC B0 Bcex rpynnax Obiio NOBbILLEHO CO-
nep>xkaHue 6enka socnaneHns pubpuHoreHa B CpaBHEHWN CO
300Pp0oBbIMK NtoabMU: Ha 56,3, 43,3 1 25,0 % onsa rpynn 1, 2
1 3 COOTBETCTBEHHO. 3Ha4YeHWe STOro nokagartend B rpynnax
1 1 2 6bI10 Bblle, YeM B rpynne 3, B 1,5 n 1,2 pasa cooT-
BETCTBEHHO.

KnuHm4eckn y naumeHToB rpynn 1 v 2 BbISBUAW HapyLle-
HUST MUKPOLIMPKYNSALUMM C MUKPOBa3OOKKITKO3MBHBLIMI MPOLEC-
camn B cocygax cetdaTku. dnyopecueHTHas aHrnorpadus
Ma3HOro OHa Jokasana y HUX Hanmudve NMKEmX CUHOPOMA,
OTCYTCTBME KanuNsgpHOU nepdy3nm 1 BOSHUKHOBEHWE J10-
KalbHOW VLLEMUM B CETHATKE, KaK B LIEHTPasIbHbIX e OTAenax,
Tak 1 Ha nepudepun (puc. 1, 2). Takke y BCEX 3TUX NaUMEH-
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TOB Habaogancs memmdeckun Tpomobo3s LIBC 1 ee BeTBen
C BbICOKVM KNCTO3HbIM MaKyIsPHbIM OTEKOM (CPeaHAS TOMLLN-
Ha cetvaTku B Makyne no OCT — 790 + 20 Mkwm). [Nepcuctu-
PYIOLLMA KACTO3HbIM MaKyAspHbIA OTEK Oblm OTMe4YeH y 8 %
naLneHToB.

OBCY>XOEHVE PE3YJIBTATOB

YBennyeHne akTMBHOCTU (haktopa V MOXHO O6BbACHUTL Mpn-
CYTCTBMEM B KpOBW naumeHToB rpynn 1 n 2 FV Leiden. OH
Me[fIeHHee PacCLLENAeTCsa aKTUBMPOBaHHbIM NpoTenHom C,
noaToMy AedekTHbIN thakTop V HakannmeBaeTcs B Kposu. Dak-
TOp V y4aBCTBYET B akTuBauum npotpombuHasbl (Xla, Vllia,
®B), B peaynsrate NpoOUCXOAUT NMpeBpaLleHne NpoTPOMOMHA
B TPOMOWH. [etheKTHbIn (hakTop V MEANEHHO HaKTUBUPYETCS
npoTerHoM C, MOSTOMY [0NTO COXPAHAETCHA akTUBHOCTb (hak-
Topa VI, 4em 1 06 BACHSAETCS ero NOBbILLEHHOE COAgPXXaHMe.

AHTUDOCHONVNNAHBIE aHTUTENa BOMYaHOYHOMOLOBHOrO
TVINa B3aNMOAENCTBYIOT C KOMMOHEHTaMV COCYAUCTON CTEHKN
1 SHOOTENNEM; MPOUCXOANT yBennyeHne cuHtesa B u Vilid.
BA akTvBupyeT TpOMOOUMTbI YHEPE3 MEMOPAHHbBIE PELIEMTOPDI,
CNOCOBCTBYET BbICBOOOXKAEHMIO 3 TPOMOOLIMTOB MCTaMuHa,
CEPOTOHMHA 1 TPOMOOLIMTAPHbIX (hakTopos 3 1 4, NogaBnseT
CUHTE3 MPOCTaUMKIIMHA (MOLLHOIO Ae3arperaHTa 1 aunararo-
pa COoCydoB), aKTVUBHOCTb TPOMBOMOaynMHa 1 npoTtenHoB C
1 S 1 TeM CaMbIM MPOBOLMPYET COCTOSAHNE MMnepKoarynaumm.
BA nomaeT HOpMaslbHYHO perynsaumid CUCTEMbl reMocTasa
1 yBENMYMBAET NOTPebneHre NpoKoarynaHToB 1 usmonoru-
HYECKMX aHTUKOarynaHToB. OH Takke MOOAEPKVBAET acenTu-
4eckOoe BOCMasieHVe B BEHO3HOW COCYAMCTOW CTEHKE 1 CMo-
COBCTBYET aKT1BaLMN TPOMOOreHe3a B MUKPOLMPKYISTOPHOM
pycne cocynoB CETHATKM.

BbIBOAb!

[NpoBeneHHOe NabopaTopHOE U KIMHNYECKOE UCCNeaoBaHmne
HapyLLeHWA B CUCTEME remMocTasa y MaulVeHTOB C OKKIIKO3U-
ell BEeH ceTyaTky nokasasio, YTo B MpuUCyTCTBMMU MyTauumu FV
Leiden 3Ha4nTeNbHO NOBbILLEHA aKTMBHOCTL (hakTopos V, VIII
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Puc. 1. MaupneHt C., 38 net. [InarHo3 — TPOoMO03 LieHTPasibHOM BEHbI CETHATKM C BOMHAHOYHbIM aHTUKOArynsHToM 1 Mytauven FV Leiden. (A) BblpaxeHHbin pe-
TVHaNbHbBIA reMopparndeckuin cuHapomom. (B) Pesynstatel onTuydeckon korepeHTHon Tomorpacdmn. OTtMedaeTcst AUy 3HbIA BbICOKUA KUCTO3HbIN MaKynsapHbIA
OTeK; ToNLLMHA ceTHaTkm B (hoBea — 816 MkM, B nepu-napadosea — 541-603 MKM; OECTPYKLNS MUMMEHTHOMO SnuUTenus 1 (hoTopeLenTopHoro cnosi, d = 148 mm.
(B) Pesynsrathl hnyopecLeHTHOM aHrorpadmmn masHoro aHa. JIMkemk 13 CocydoB CETHATKM, KUCTO3HbIN MaKyASPHbBIA OTEK, 30HbI ULLEMUN CETHATKM

Puc. 2. MaupeHT C., 38 net. [lnarHo3 — TpoM603 LieHTpasibHOM BEHbI CETHATKI C BONYaHOYHbIM aHTUKoarynsHToM 1 Mytaumert FV Leiden. (A) CpeaHsia nepudepyisi,
BbIPaXXEHHbI PETUHASBHBIV reMopparnieckmin cuHapoM. (B) PeaynstaTsbl hnyopecuUeHTHON aHrmorpadumn rmasHoro gHa. JIMKemK 13 CocyioB CETHaTKM, KNCTO3HbI
MaKyNSipHbIA OTEK, 30HbI ULLEMUN CETHATKN
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1 BunnebpaHaa 1 CHKeHa pPe3nCTEHTHOCTb K aKTUBUPOBaH-
HoMy nmpoTenHy C, a B COYETaHUN C MPUCYTCTBMEM B Opra-
H3Me BOTHAHOYHOIO KoarysiHTa MPOMCXOOUT 3HaYMTENbHOE
ycyrybneHne sHOOTenMo3a, TPOMOVHEMUMN K TpomboreHesa
B MVKPOLIMPKYISTOPHOM PYC/e CETHaTKW, YTO KIIMHWYECKM
NposIBASIETCA TpoMboremopparn4ecknum  cuHapomom. CTe-
neHb CHWXeHnst nHaekca PATMC B npucyTcTBum MyTauum FV
Leiden 6onee BblpakeHa Mpu OQHOBPEMEHHOM MPUCYTCTBUM
B opraHname BA.

APC-pe3nCcTeHTHOCTb, Kak HacneacTBeHHas (MyTaumsa FV
Leiden), Tak 1 nprobpeTeHHas (BA), sBnseTcst hakTopom Ha-
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PYLLEHVSA perynsaLmm cucTeMbl remocTasa y naumeHTos ¢ OBC,
NMOSTOMY VMEET 3HaYeHve AN MOHUMaHUs naToreHesa uile-
Mmnyeckoro Tpombosa LIBC.

[Mony4eHHble Hamy pesynsTaTbl AOKa3blBalT Heobxoau-
MOCTb OMnpefeneHns NoMMopU3MOB MEHOB, YHaCTBYHOLLIMX
B perynsauum remoctasa, 1 BA y naymertos ¢ OBC ans yTou-
HeHVA reHesa TPoMb03a BeH CeTHaTKM, a TakxKe NMOCTOSIHHOrO
N1abopaToOpPHO-KIMHMHECKOrO KOHTPOJIS reMocTasa naumyeHToB
¢ OBC ans obecnedeHnsi CBOEBPEMEHHOWN ANarHOCTUIKA U Ha3-
HaYeHNs1 afeKkBaTHOM KOMMIEKCHOW aHTUKOarynsaHTHOW, Aes-
arperaHTHOW, aHTUOKCUAAHTHON 1 adpddepeHTHOM Tepaniu.
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