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Pedepar. BeedeHue. CuctemHas kpacHas BonyaHka (CKB) aBnseTcs cucteMHbIM ayTOUMMYHHbBIM BOCNAnmUTeNbHbIM
3abonesaHneM. CornacHo AaHHbIM pa3HbIX aBTOPOB, YacToTa TPOMBOTUYECKNX OCMOXHEHWI Npu AaHHOM 3aboneBsa-
HWU BbIlLE, YEM B CPEAHEM B NONymnsALuK, 1 MOXeT cocTaensTb A0 40%. Lenb uccrnedogaHusi — onucatb MEXaH3Mbl
TpomboreHesa y nauMeHTOB C CUCTEMHOW KpacHOW BonyYaHkon. Mamepuan u MemoOdsbl. AHanuTnyeckuii 063op 3apy-
OeXHbIX 1 OTe4YeCcTBEHHbIX Nybnmkaumi B 6ase gaHHbix PubMed u eLibrary.ru 3a nepvog ¢ 1985 no 2020 rr. Pe3ysib-
mamabl u ux obcyxdeHue. CBK npeactaBnsier coboi npumep npoTpoMOOTUHECKOrO COCTOSIHUS, MHULIMMPOBAHHOIO
BocnaneHveMm. Mmnepkoarynsuus, xapakrepHasa ans CKB, pa3BnBaeTcs kak crneacTsue BbI3BaHHOIO BOCNaneHmeM Ha-
pyLleHust Npo- 1 aHTUTpoMbBoreHHoro 6anaHca. OpraHo-Hecneuunduyeckne aytoaHTUTeENa, a Takke UMTOKUHBI U 6enkn
OCTpOW hasbl UHAYLMPYOT hOPMUPOBAHUE NPOBOCMANUTENBHOMO (PEHOTUMA SHAOTENMANBHBIX KNETOK. B 30Hax aHOo-
TenvanbHON AUCHYHKLUM aKTUBUPYIOTCH TPOMOOLUMTbLI, BOBIIEKAEMbIE Kak B MeXaHU3Mbl BOCNaneHus, Tak n Tpombosa.
OpHown 13 npuymH npouecca TpomboobpasoBaHmns npu CKB cumMTaeTcsa B3aMmogencTene aHTuochonunuaHbIX aHTu-
Ten ¢ doconunuaamm membpaH TpoMOOLMTOB, 3HAOTENUS U POCHONUNUA-CBSA3aHHBEIMU Genkamy nna3mbl KPOBW.
Ewe ogHMM KOMMNoOHEHTOM TpomboreHe3a cTaHOBUTCSI HecbanaHcUpoBaHHOEe 0bpasoBaHne TPOMOMHA. Y NauneHTOB C
CMUCTEMHOW KpPaCHOW BOMYaHKOW BbISIBMSIOTCS pa3HOHaMNpaBfieHHble HapyLleHUst KoarynsuMoHHOro remocrasa, ¢ npe-
obnagaHuem runepkoarynsiummn, B 0CO6eHHOCTH y 6onbHbIX co |I-1ll cTeneHblo akTMBHOCTU NaTONOrMYECKOro NpoLec-
ca. 3aknroyeHue. MexaHnam Tpombo-BoCnaneHus Npu CUCTEMHON KpacHOW BOMYaHKe ABMSAETCH MHOroaKkTOpHLIM,
BOBII€YEHbl BCE KOMMOHEHTbI CUCTeMbl remocTasa. Habnogaerca xpoHudeckas AMCHYHKUMS SHOOTENUS, akTuBaums
TPOMOOULMTOB, rMnepkoarynsaums, yrHeteHme pubpruHonmnsa, knoyeBas posb B 3TUX aHOManusix NpUHaanexuT nepcu-
CTUpyloLLeMy ayTOMMMYHHOMY BOCManeHuio.

Knro4eeble crioga: cMcTeMHas KpacHas BorvaHka, TpoMbo-BocnaneHune, cuctema remocTasa.
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Abstract. Introduction. Systemic lupus erythematosus (SLE) is a systemic autoimmune inflammatory disease.
According to different authors, the incidence of thrombotic complications in this disease is higher than the average in
the population and can be up to 40%. Aim. The aim of the present review is to provide an overview of mechanisms
of thrombosis in patients with systemic lupus erythematosus. Material and methods. Analytical review of foreign and
native publications in PubMed and eLibrary.ru between 1985-2020. Results and discussion. SLE represents a model
of inflammation-induced thrombosis. The hypercoagulability state which characterizes SLE seems to be associated with
inflammation-driven alterations of the thrombotic balance. Tissue-nonspecific autoantibodies, as well as cytokines and
acute phase proteins induce a proinflammatory endothelial cell phenotype. Platelets are activated following endothelial
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dysfunction; they participate in inflammatory and thrombotic events occurring in an injured area. One of the possible
initiators of the thrombosis process is considered to be an interaction of antiphospholipid antibodies with phospholipids
of platelet membranes, endothelium and phospholipid-linked plasma proteins. Local unbalanced thrombin generation
leading to hypercoagulability is another source central for thrombosis. Patients with systemic lupus erythematosus show
multidirectional disorders of the coagulation system, with predominance of hypercoagulation especially in patients with
II-11l degree of disease activity. Conclusion. The mechanism of thrombo-inflammation in systemic lupus erythematosus
is multifactorial, involving all components of the hemostatic system. Chronic endothelial dysfunction, platelet activation,
hypercoagulation, suppression of fibrinolysis reflects an interplay between thrombosis and inflammation. Persisting

autoimmune inflammation plays a key role in these abnormalities.
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BBe,quue. CnctemMHass KpacHasi BoOnyaHka
(CKB) — cuctemHoe ayToMMMyHHOe 3abone-
BaHWe HeycTaHOBMNEeHHOW aTuonorun. B ero ocHose
nexart HapylleHus UMMYHOpPerynsuun, xapakrepuay-
olmecs obpaszoBaHMEM LUMPOKOro CrekTpa aHTuTen
K KOMMNOHeHTaM COBCTBEHHbIX KNeTok. B pesynbrate
NpoOUCXoAUT  MMMYHOBOCMAnUTENbHOE  MNopaxeHue
pasnuyHbIX OpraHoB ¥ TkaHeW. [Mpexae Bcero nopa-
XaeTcs CoefuHUTENbHas TKaHb C nocneaylwmnumm
CYCTaBHbIMW, KOXHbLIMW 1 BUCLEpParnbHbIMU U3MEHEHU-
MU U cocyaucToe pycrio, rae HabnoaaTcs HapyLue-
HUst MUKpouupkynsiumm [1]. Yactota TpoMOGOTMYECKUX
OCIOXHEHUI Npu AaHHOM 3aborneBaHuu Bbille, YEM B
cpegHeM B nonynsaumm, n moxet gocturatb 40% [2, 3].
[MpoBeAeHHbI HaMU PETPOCNEKTUBHbIV aHaNU3 BbKN-
BaemMocTu naumeHToB ¢ CKB ycTaHOBUIT, YTO Hanuune
Tpombo3a B aHamMHe3e yBenu4yMBan puUCK fneTanbHOro
ucxoga Ha 59,7% [4].

LUenb wuccnepoBaHua. Onucatb 0OCOBEHHOCTU
NPOTPOMBOTNYECKOrO COCTOSIHUSI Y MauUEeHTOB C CU-
CTEMHOWN KpaCHOW BOMYaHKOMN.

Martepuanbl u Metoabl. AHanu3 nybnukauun 3a-
pyBeXHbIX N OTEe4EeCTBEHHbLIX aBTOPOB B 6a3e AaHHbIX
PubMed wn eLibrary.ru o mexaHnsamax Tpombo-Bocna-
NeHns y NaumMeHToB C CUCTEMHOWN KpacHOW BOSYAHKOWM
3a nepuopg ¢ 1985 no 2020 rr.

Pesynbratbl U unx obcyxaeHue. Xopowo u3-
BECTHO, YTO BOCManeHve u TpoMb03 ABMAOTCA B3au-
MOCBSI3aHHbIMW M B3aMMO3aBUCUMbIMU OTBETAMW Ha
nospexaeHve. B nocnegHue roabl nomny4un pacnpo-
CTpaHeHne TepMUH «TpombBO-BOCNaneHne», KOTopbiM
0603HavalT aHomanbHyo opMy PU3NONOrMYECKOro
«MMMYHO-TPOMOO03ay, BbI3bIBalOLLLYIO KOrnaTepansHoe
noBpexaeHVe TkaHewn 3a CYET MLEeMUN U N3BbITOYHO-
cTn BocnaneHus. [poTeonutuyeckue nnasmeHHble
CMUCTEMbl KOMMNMNEMEHTa, CBEPTbiBaHWUS KPOBU U du-
OpuHONM3a, a Takke TPOMOOUUTBI, MOHOLUMUTBI, HEW-
Tpodhunbl, NMUMAOUNTEI 0OPa3yHT TECHYIO U CITOXHYHO
ceTb. OHM aKTUBUPYIOT M perynupyroT Apyr Apyra, u
COBMECTHO OCYLUECTBNSAT WMMYHHbIA  MOHUTOPWUHT
TKaHeWn. HapyleHne perynaumm Kaxxgoro KOMMoHeHTa
NPVBOOMT K KITMHUYECKUM NPOSIBIIEHUSIM U NPOrpeccu-
poBaHunto CKB [5]. MNMpn cnctemHon KpacHon BordaH-
Ke CKITOHHOCTb K TpomMBO3y 4allle BCEro CBA3bIBAKOT C
npucyTcTBMeM aHTudochonmnuaHelx antuten (adll),
HEeCMOTPSl Ha TO 4YTO MMEKTCA CBUAETENbCTBA TOrO,
YTO NULLBb OKOSO TPETU NALMEHTOB UMEIOT KIMHUYECKN
3Ha4YMMble aHTUTENa gaHHoro Tuna [6]. Kpome adJl-o-
nocpefoBaHHbIX HapyLlleHWn B CUCTEME remocTasa
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npn CKB oBHapyxuBalTcs AUCHYHKLUUN Kak B TPOM-
GounTapHOM, Tak U KoarynsunoHHOM 3BEHbSX.

Ocob6eHHOCTM MEepBUYHOro remocrasa y nauu-
eHToB ¢ CKB.

MepBuYHbLIN remocTas npegcrtasnseT cobon npo-
uecc hopmmpoBaHusa TpombouuTapHon Npobku, rmas-
HbIMW Y4aCTHUKaMU KOTOPOTO ABMSATCA TPOMBOLMTHI 1
aHpotenuin. OOHUM N3 BaXKHENLLUNX MEXaHU3MOB MHO-
YKECTBEHHOIO nopaxeHusi TkaHen n opraHoB npu CKB
SABMNAETCA NOBPEXAEHNE 3HOOTENUSA COCYAOB, MHAYLM-
pOBaHHOE MMMYHHbIMWU KOMMIIEKCaMK, YTO NPUBOAMUT
K akTuBaumm TpombOLMTOB, UX arperauuu, pasBUTUIO
BaCKyNMTOB B pe3ynbraTe Yero NpoucxoasT naTonorn-
YecKkne U3MEHEHUsA B CUCTEME MUKpOLUMPKynsaumm [7].
Beayuyo ponb B NOBpeXAeHWUM COCYAUCTOW CTEHKM
3aHMMalOT  opraHoHecneuuduyeckme ayToaHTuTe-
na, nposocnanuTenbHble LMTOKUHbI (MHTEpnenknH 1
(Un-1), NN-6, cdakTop Hekposa onyxonu a (PHO-a)),
C-peaktmHbIi 6enok (CPB) [8]. B npouecce Bocnane-
HMS X YPOBEHb NOBbLILLAETCH, NMPOUCXOAUT YCuneHvue
3KCMPECCUN MEXKMNETOYHbIX U KneToyHbix (VCAM-1,
ICAM-1) monekyn agre3umn Ha membpaHe aHAoTENu-
anbHbIX KMNETOK, 3aryckaeTtcs, Takum obpasom, npo-
uecc TpomboobpasoBaHus [9]. BaxHelhwum y4acT-
HMKOM npouecca (GOpMUPOBaHUSI TpoMba sIBNsieTcs
dakTop oH BunnebpaHaa, MMMOOMNU3yoLWwuii TPOM-
OounTbl HA MOBEPXHOCTM SHOOTENMMANbBHbBIX KIETOK.
MokasaHo, 4To y 6onbHbIXx CKB ypoBeHb SVCAM-1 1
dakTopa hoH BunnebpaHaa CUHTE3MPYIOLLUXCS B 3H-
JoTenunanbHbIX KNeTkax, NoBbILLIaeTcs B 3aBUCMMOCTH
OT aKTMBHOCTM 3abonesaHusa [10].

OpHon 13 npuymH npouecca TpoMboobpasoBaHust
cuntaetca B3aummopenctene adJl ¢ docconunuga-
MK MembpaH TpombBouuToB, aHZoTENUA 1 docdonu-
nua-cea3aHHbIMK Genkamun nnasmbel kposu [11]. Mpu
akTnBauun TpomboumnToB (0GyCnoOBNEHHON Kak hun3u-
ONOrnYecKUMU, Tak U NaTonorM4eckuMmmn CTumynamm)
oTpuuaTtensHO 3apshkeHHble occonunugbl (dhocda-
TUAMNACEPVH N hocdhaTMannIaTaHoONaMnH) NePeHoCAT-
CS1 Ha NOBEPXHOCTb TpOMBOLMTOB. C HUMU CBA3bLIBAIOT-
ca 6enku-koakTopsl, K Npumepy, B2 rmukonpoTenH 1
(B2rl), obpasysa nCTUHHbIN aHTUreH Ansa adJl. Takum
obpasom, adJl obpasytoT KOMMMIEKC ¢ TPOMOOLMTOM
nytem crabunu3aumu BbllLeyKa3aHHOW CBA3M U O0-
nonHuTeneHO nytem B3ammogencteus FcgRIl-peuen-
Topa TpombouuTa ¢ Fc-yacTbto aHTuTena. lNocnegHee
cnocobCTBYeT akTMBauMm TpOMOOLMTOB B pesynbrate
CUrHan-onocpefoBaHHOrO MOBbLILLEHMS LUMTONNa3ma-
TMYECKOro Kanbumst M aktmeaumm cocdonunassl A2
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C nocrefymoLwmmM 3anyckoM kackaga 6uotpaHcdop-
MaLuun apaxmgoHOBOW KUCAOTbl. B pesynerate 06-
pasyloTcs 3HauuTenbHble KonuMyecTBa TpombokcaHa
A2 (TXA2), Bbi3biBatoLEro HeobpaTMyto arperauuio
TPOMOOLIMTOB, Ba30KOHCTPUKLMIO U, Kak CreacTBue,
HapyLLUeHUsa MUKpoLumpkynaumm [12].

Mommmo aToro, y nmauueHToB Habrogaetca oby-
cnosrieHHoe adJl [13] ymepeHHOe CHWXeHVWe akTuB-
HocTu npoteasbl ADAMTS-13 (guseHTerpuH-nogob-
HOM MeTannonpoTeasbl C nocnegoBatesnibHOCTLIO 13
no Tuny TpombocnoHamHa 1), koTopasi OTBETCTBEHHA
3a paclenneHue gaktopa doH BunnebpaHga n cno-
cobcTByeT, TEM CaMbIM, OFPaHNYEHNIO pocTa TPOMOOB.
Takum 06pasom, ynbTpaanvHHble runeppeakTUBHbIE
MyneTUMepbl dpaktopa ¢oH Bunnebpanga obpasytor
Ny4YKkn N CETU B MeCTax NOBPEXAEHNS dHOO0TENS, CBS-
3bIBasiCb Npu 3ToM € TpomboLuTamu, TeM cambiM 06-
pa3sysi Tpomb6bI [14].

Byayun BoBrneYeHbl B peakummn BpOXXAEHHOro MMMY-
HUTETa, TPOMOOLUTLI B3aMMOLENCTBYOT C HEUTPOGU-
namMmu, B YaCTHOCTM BHEKIIETOYHBIMU HENTPOMUIBbHBbI-
Mu nosylkamu (neutrophil extracellular traps, NETS),
KOTOpblE SIBMSIOTCS BAXXHbIM MPOMEXYTOYHBIM 3BEHOM
mMexay BocnaneHnem n tpombosom. NETs npeacras-
naT cobon cneumguyecKkyo CeTEBUAHYIO CTPYKTY-
py, Ha OCHOBE KOTOPOW NPOMCXOANUT (HOPMUpPOBaHME
Oynywero Tpomba. KomnoHeHTol NETs yuyacTByloT B
agresvuv, aktMBaumm u arperaumm TpomboumTtoB [15].
M3BeCTHO Takxke, YTO HapyweHue ferpagaumm NETs
y nauneHtoB ¢ CKB obycrnoBneHo Hannumem ayTtoaH-
TUTEnN K HUM 1 CNOCOBCTBYET pasBUTMIO MPOBOCMNanu-
TenbHoro oreeta [16]. Mpu CKB obHapyxeHo 3Hauu-
TenbHoe yBenuyeHune KoHueHTpaumm LDNs (Hespenas
natonornyeckas rpynna Hentpodunos) n NETs [17] no
CPaBHEHWIO C KOHTPOIbLHOW FPynmnon 1 naunmeHTamu ¢
CKB, He nmetowmx adJl [18]. KomnoHeHTbl NETS BbI-
3bIBAOT aKTMBALMIO CUCTEMbI KOMMIIEMEHTA, KOTopas,
B CBOIO odepedb, UMesi BaXXHOE 3Ha4YeHMe B NaToreHe-
3e CKB 1 A®C, Takke cnocobCTBYOT (DOPMUPOBAHNIO
NETs [19].

B uccnegoearum Lood C et al. nokasaHo, 4Tto y na-
uneHToB ¢ CKB no cpaBHEHUIO C KOHTPONEM yBenuye-
Ho oTnoxeHune C1q, C3d n C4d Ha Tpombouutax [20].
AccoumnmpoBaHHbIi ¢ TpoMboumTammn C4d BbisSiBNSET-
cs 'y 18% 6onbHbix CKB, 06bI4HO Npy HanU4uMu BON-
YaHOYHOro aHTMKoarynsHra u aHTudochonUnMaHbIX
aHTuten. Takum obpasom, C1q, C3d n C4d ycunmsatot
arperaumio TPomMBOLMTOB, CEKpeumio CepoTOHWHa U
pasBuTue aptepuanbHoro Tpombosa [21]. Bbino no-
KasaHo, 4TO onocpefoBaHHas TPOMOUHOM arperauusi
TPOMOOLIMTOB M CEKpeLMs CepOTOHMHA 3HaYUTENbHO
ycunuearoTcst kombuHauuen C3 u TepMUHaNbHOro
komnnekca kommnnemeHnTa. Polley et al. obHapyxwunu,
4YTO TPOMOWH, CBA3aHHbIN C MeMOpaHon TpomboLu-
TOB, NPEONONOXUTENBHO MHULMMPYET obpasoBaHue
C3-koHBepTasbl cnocobom, OTMMYHLIM OT M3BECTHbIX
KNaccu4yecKkoro Wnu anbsTepHaTMBHOIO MeXaHW3MOB.
Ob6pa3soBaBLuasica koHBepTasa C3 BXOOUT B U3BECTHYHO
nocrnefoBaTenbHOCTb KoMnneMeHTa Ha ctagum C3 un
npoJoMmKaeT aKTUBMPOBATb TepMMHasbHble KOMMO-
HeHTbl oT C5 go C9. B cBoto ovepenb, opMUpoBaHmne
komnnekca C5b-9 Ha TpombBouuTax conpoBOXaaeTca
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BblaeneHnem TpombouuTapHoro daktopa 5 a Takke
cbopkon NpoTpomMbuHasHoro komnnekca. Takum obpa-
30M, MMMYHHO-OMOCpefoBaHHas aktusauus Tpombo-
LMTOB BbI3bIBAET KaK NOBbILLEHUE WX arperaummu, Tak u
NPOKOAarynsHTHY akTUBHOCTb [22].

Takke nokasaHo, 4YTO MPOAYKTblI NpoTeonu3a
C5-komnoHeHTa komnriemeHTa (C5a n C5b) BbI3biBatOT
aKkTMBaLmio TpomboLmMToB [23], yBENMUMBAIOT 3KCMpPEC-
CVI0 MHUUMaTopa CBEPTbIBAHUSA KPOBW - TKAHEBOTrO
dakTopa (TP) [24] n noBbIWAOT aare3vBHbIE CBOMCTBA
3HOOTENUS, U, KaK CNneacTBue, NPUBOAUT K cekpeuun
dakTopa doH Bunnebpanga [25]. NHayumpoBaHHOE
TpombrHom paspyLueHne C5 Takke npmBoguT K obpa-
30BaHMIO MeMOpaHoaTakylLero Komnrnekca Kommnne-
MeHTa, KOTOpbIi NMbOo BbI3bIBAET NPSMOE MoBpexae-
Hue aHpoTenus, nNn6o cnocobecTByeT ANUTENbHOMY
BOCManeHno Yepes CBOK HeakTUBHYO chopmy [26].

B peakumsax remocTtasa NOMMMO KNETOYHBIX 1 Nnas-
MEHHbIX KOMMOHEHTOB Y4acTBYKT MWKPOBE3MKYIbI,
obpasytoLmecs B XOAe pPeMOAENMPOBaHNS KIETOYHOM
MembpaHbl B pesynstate akTMBaLum U Npu anontose
KneTok. MIHTEHCMBHOCTL MUKPOBE3WKYNSALMM XapakTe-
pu3yeT Kak TPOMOOLIMTapHbIN, Tak U KOarymnsLMOHHbIN
remocTtas. M3BeCcTHO, 4YTO akTMBauus TPOMOOLMTOB
npu TPOMOOTUYECKMX M BOCMANMUTENbHbLIX COCTOSHUAX
NPVBOAUT K NOBbILLEHHOMY 06pa3oBaHMI0 MUKPOBE3U-
kyn [27]. Mpu CKB MuKpoBe3uKynbl TpOMOOLMTAPHOTO
npoucxoxaeHus cnocobcTByoT remoctasy [28], Ha-
npumep, cesasbiBasd aHTutena k B2l [29]. Sugotenu-
anbHble MUKPOBE3MKYIbl HECYT BonbLUne MyNbETUMEPDI
akTopa oH BunnebpaHnga, KOTopble CTUMYNMPYIOT
n ctabunuanpytot arperatbl Tpombouutos [30]. B co-
YyeTaHun C UX BAUSHNWEM Ha TPoMB03, MUKPOBE3MKYIbI
obrnapatoT TakkKe NPoBOCMANUTENbHOW aKTUBHOCTBIO
N ABNSAITCS MOTEHUManbHO BaXXHbIMWM Meguatopamm
B MaToreHese peBMaTvyecKnx 1 Apyrux BocnanuTenb-
Hbix 3aboneBaHuin [31]. Mpn CKB OGbiNu BbISIBNEHLI
NOBbILLEHHbIE YPOBHMW LIMPKYNMPYHOLLMX TpombouunTap-
HbIX MUKPOBE3MKYJ1, COMETalOLLEECs C BbICOKMM YPOB-
HeM TpPoMOMWHa, YTO CBMAETENbCTBYET 00 akTMBaumm
CUCTEMbI CBEPTbIBaHUA KpoBu [32].

HapyweHus B cucreme cBepTbiBaHUSI KPOBU Y
nauueHToB ¢ CKB.

Y nauueHToB ¢ CKB BbISBNAKOTCA pasHOHanpas-
NEHHble HapyLleHUs KoarynsumMoHHOro reMocTasa, C
npeobnagaHvem runepkoarynsaumm. [Ans 60nbHbIX CO
lI-1ll cTeneHblo0 akTUBHOCTM Npouecca XapakTepHO Bbl-
COKOe cofepXaHve YpOBHS pacTBOPUMbIX UBPUH —
MOHOMepHbIX koMmnnekcos (POMK) B nnasme kposwu, B
coveTaHun C HU3KON akTUBHOCTbIO aHTUTpombuHa Il n
yrHeTeHMeM CnoHTaHHOro ombpuHonmaa [33].

Mnepkoarynsums B OCHOBHOM OObSACHSETCA Ha-
nmyaveM aHTUOoCONUNUAHBLIX aHTUTEN, Takux Kak
BOMYAHOYHbIM @HTUKOArynsHT M aHTUKapAUONUMIUHO-
Bble aHTuTena [34]. adJl HapywatoT B3ammogencrene
TpoMOMHa C aHTUTPOMOMHOM, HEMNOCPEACTBEHHO CBSI-
3bIBasiCb C HWUM, NpoTemHoM C 1 NpoTeMHOM S, CHU-
Xasi, Takum 06pasom, MX aHTUKOArynsiHTHYK akTuB-
HoOCTb [35].

M3BecTHO, 4To Takme komnoHeHTbl NETS, kak ru-
CTOHbI MOTYT yBENMYNBaTb YPOBEHb TPOMOUHA, CTUMY-
nnpyst ero aytoaktmeaumto [36] n nHrMbupysa nHayum-
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POBaHHYIO aHTUTPOMOMHOM MHAKTUBALMIO TPOMOUHa
[37]. B To Bpems kak cepuHoBble npoTeasbl NETs (ka-
TencuH G n anacTtasa) crnocobCTBYIOT paspyLUEHUIO aH-
TMKOarynsHTHoro cpaktopa nHruéuTopa nyTv TkaHeBo-
ro daktopa (UMNT®P), anactaza HENTPOPUNIOB MOXET
paspyLwatb aHTUTPOMOUWH, B pe3ynbrate 4Yero BO3HU-
kaeT runepkoarynaums [38]. Ceasb rmnepkoarynsaumm,
obycnosneHHon HenTpodunamm n NETs, ¢ cuctemon
KOMMnemeHTa, MpuBOAWUT K pas3BuTU0 TPomO030B
BCMNeACTBME HEKOHTPONMPYeMOoW akTuBauuu nocnea-
Hero [19].

MHuumaums koarynsaumm npoucxoamT nyTem CBA3bl-
BaHuA ceepTbiBatoLero gpaktopa VIl ¢ TkaHeBbIM hak-
TOPOM, HaxoasLWMMCA B KOMMJIEKCE C OTpULATENbHO
3apskeHHbIMK - hocHONMNUAHLIMU - MOBEPXHOCTAMMY,
KoTopble obecnevnBaloT MaTpuly Ans cOOpKM U akTu-
BaLN «TEHA3HOIO» U «NMPOTPOMOUHAZHOIO» KOMIMIEK-
coB. Takme MeMOpaHHble NroLanKky NpeaocTaBnsaioT
aKTMBMPOBAaHHbIE KMETKWU, a Takke KnetodyHble M, He-
nocpeacTBEHHO BOBfIEYEHHbIE B reHepauuio Tpombu-
Ha [39]. Y naumeHToB ¢ CKB MOBbLILEHHbIA YPOBEHb
MUWKPOBE3MKYN MNpenMyLLecTBEHHO TpomboumTapHoro
NpoucxXoXxaeHns koppenupyet ¢ obpasoBaHMem TPOM-
BuHa, He3aBMCUMO OT aKTMBHOCTM 3aboneBaHus unwu
Hanuumsa anTndochonunuaHbix aHTuten [40]. lMoka-
3aHO, YTO TEPMUHArbHbLIN KOMMNIEKC KOMMNIeMeHTa WH-
ayumnpyet obpasoBaHMe MeMOpaHHbIX MUKPOBE3MKYII,
TeM caMbiM OBHaXatoTCsi calTbl CBA3bIBaHMSA dhakTopa
Va, cniyxalime OCHOBOWM ANsi NPOTEONUTUYECKOro 06-
pasoBaHusa TpoMbuHa [41].

Cuctema KOMNNEMeHTa akTUBMPYET Kackad koary-
nAQuUK NocpeacTBOM MHOXecTBa (pakTopoB. [aHHble
in vitro nokasanu, 4TO aKTUBMPOBAHHAs MAHHO30-CBS-
3blBalOLWasi NeKTUH-acCoLUUMpPOBaHHas CcepuHoBas
npoteasa (MASP-1) pacwennsaet doubpuHoreH, pXIll
n TA®W, gononHuTenbHO cnocobCcTBYSA NEPEKPECTHO-
My cBsi3biBaHMO nbpuHa [42], B To e Bpemst MASP-
2 yyacTByeT B aKkTMBauuu TpoMOBMHa 1 nocneayoLem
obpasoBaHnn ¢ubpuHa [43]. Kpome TOro, npoayk-
Tbl akTMBauum komnnemeHta Cba v TepMUHanbHbIV
Kackaj, KoMnreMeHTa 3anyckaroT 3KCMpPeccuto TKaHe-
BOro (hakTopa Kak B aHOOTenuarnbHbIX KreTkax, Tak u
B HeWTpodunax Yenoseka, YTo NPUBOAUT K aKTUBALIUM
Koarynsaumm [27]. Takke ObIno nokasaHo, 4to C5a uH-
OyumnpyeT 3KCNpeccuo MHrMbutopa aktmeaTopa nnas-
muHoreHa (MAW-1) Ty4HbIMK KneTkamu, TeM cambiM
cnocobcTBys (POPMMPOBAHUIO NMPOKOArynsAHTHOrO CO-
CTOsiHUSA [44], a TepMUHanbHbIN Kackag KOMMNIeMeHTa
MOXET BblI3bIBaTb MNOBbILLIEHNE TPOMBOreHHOCTH KPOBM,
OOHOBPEMEHHO MHAYLMPYS NMPOKOArynsHTHbIE N aHTU-
PubpuHonuTUYeckme 6enkn n MHrMbnpys ecTtecTBeH-
Hble aHTUKoarynaHTbl [45].

M3BecTHO, 4TO BCKOpe nocrne obpasoBaHWs Cryct-
Ka KpoBW OH BblCBOBOXOAET CbIBOPOTKY M HayMHaeT
yMeHbLIaTbCcs B 06beme T.e. HabnogaeTcs KOHTpak-
uMs cryctka. QTOT NpoLecc NpoUCXoauT C yyYacTuem
aKTUBUPOBAHHBIX TPOMOOLMTOB, MPUKPEMEHHbIM K
BOJIOKHaM (pubpurHa, KoTopble (hOPMUPYIOT BS3KOY-
Npyrui Kapkac cryctka unu Tpomba. beino BbISIBMEHO,
YTO aHTMHyKneapHble aHTuTena k AHK npn CKB moryT
BMUATb Ha COKPATUTENbHYI CMOCOBHOCTL TPOMOOLM-
TOB, YTO NPUBOAMWT K CHWXEHWUIO CNOCOBHOCTW CrycT-
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KOB 1 TPOMOOB yMeHbLLaTbCs B obbeme. [Nocne kpart-
KOBPEMEHHOW CTUMYNSALUMU COKPATUTENbHOW (OYHKLMU
TPOMOOLIMTOB B TEYEHNE HECKONBKUX MUHYT aHTUTena
k JHK BbI3blBalOT MHIMOMpOBaHME CoKkpalleHnst Ha 6o-
nee no3gHMX MHKYBaunoHHbIX Nepuoaax, U3mepsiemblx
yacamu [46].

Mpn CKB cnocobHocTe TpOMOOB K CxaTuto ocna-
bnsertca B pesynbrate XpOHWYECKON MMMYHHOW aKTu-
BaUUM TPOMBOLUMTOB, UX UCTOLLEHNS U NOCMeayoLen
ONCYHKUMKN, NPOSBASIOLWLENCS, B TOM YMCHEe, CHUXe-
HMeM cokpaTumocTu. Takum obpasom, TpoMObl mpu
CKB BbinsumMBaloTCcs B NPOCBET COcyaa, YTO, B CBOHO
odepenb, NPensTCTBYET KPOBOTOKY [47].

Ocob6eHHOCTU (hubGpUHONM3a y NaALMEHTOB C
CKB.

Y naumeHtoB ¢ CKB HabniogaeTcs HapylueHue
hrbpurHONM3a, KOTOPOE MOXET CrocobCTBOBaThL pas-
BUTUIO rMNepKoarynsaunm, U, BCNeAcTBUE 3TOro, NoBbI-
LUeHHOMY pucKy Tpombo3sa [48]. YBenuyeHne KoHLEeH-
Tpaumm ®HO-a NpMBOAUT K CHWKEHWIO BblOeneHus
TKaHeBOro aktueaTopa nnasmuHoreHa (tPA) u noBbl-
weHuto yposHa [MAN-1, nogasnas Takum obpasom
dpunbpuHonma [9]. B cBoto ovepenb, NMNonpoTeunH (a),
YPOBEHb KOTOPOro MoBbllweH Y 6omnbHbix CKB, moxeT
yrHeTaTb akTMBaLUMio Nra3MMHoOreHa, okasblBasi, Takum
obpasom, BRUSHME Ha CUMHTE3 Mna3mmHa 1 noaasnsas
PpunbpuHonmna [49]. MNMoeblweHHOe oTnoxeHne hmbpuHa
N KNEeTOYHbIX arperaToB B MWKpPOCOCYAax MPUBOASAT K
MWKPOTPOMOOTMYECKMM HapyLIEeHUsiM, ULIeMun opra-
HOB 1 TKaHeMN.

Tatke nokasaHo, YTo aHTUTEeNa K aHHeKcuHy |l npu-
YacTHbl K pa3BuTUO Tpombosa y nauueHToB ¢ CKB
[50]. AHHekcuH I, aBnAsgcb peuenTopoM MrasMuHO-
reHa 1 TKaHeBOro akTuMBaTopa Mras3MuMHOreHa Ha no-
BEPXHOCTU 3SHAOTENMarnbHbIX KNETOK, cnocobcTByeT
obpas3oBaHMO NnasMuHa, BbICTynas, Takum obpasom,
KohakTopoM B akTMBauuu nnasmuHoreHa. [lomumo
3TOro, aHHeKcuH I, cBa3biBasicb co cneunduyeckumm
peLenTopamMmu, okasblBaeT MHIMBMpytoLLee BNMSHME Ha
aKTMBHOCTb MENKOLMTOB: OT anuTenuanbHON agre3unu
00 okmcnuTensHoro metabonuama [51].

Benkosbivi kodakTop B2IT11 yyacTByeT BO B3aMMo-
OelcTBUM aHTMOCHONUNNOHBLIX aHTUTEN C aHUOHHOW
dochonmMnmMaHON MOBEPXHOCTbIO, €ero TpoMOGOoreH-
HOCTb TPaAMLIMOHHO CBSA3bIBAKOT C BMELLATENLCTBOM B
AHTMKOArynsHTHyto cuctemy npotevHa C. OgHako Bbl-
SIBNEHO BMeLLATEeNbCTBO 3TOro 6enka u B npouecc du-
O6puHonusa. B pamkax dr3nmonormyeckoro remocrasa
nnasmMuH MOXET NMPUBOAWUTL K pa3pbiBy NonunenTtua-
Hou uenu B2ITI1 Mexay aMMHOKUCIIOTHLIMW OcTaTKa-
Mun Lys-317 n Thr-318, oTwennsas kopoTkuin C-koHLue-
Bon nentug [52]. 3ToT ykopoueHHbin 211 obnagaet
3HaYUTENbHO MEHbLUMM CPOACTBOM K MeMOBpaHHbIM
docdonmnugam n adJl, Ho B3aumogencTByeT ¢ nnas-
MUWHOreHoM, GroK1pys akTuBaumio NpeaLlecTBEHHNKa
tPA [53]. B2-'T11 obnagaeT BbICOKMM CPOACTBOM K (hu-
BpuHoreHy n nHaQyumnpyet obpasoBaHne 6onee TOHKNX
N KOPOTKNX BONMOKOH conbpuHa [54]. Cryctku ombpuHa,
COCTOSILLME M3 KOMMAKTHBIX CUITbHO pPa3BeTBMEHHbIX
CeTeln ¢ TOHKMMU BONTOKHaMu, Gonee yCTOMYMBbI K -
3ucy [55]. B2IT11 n ero KOMMAEKC C aHTUTENaMKN TaKkKe
BMUSAIOT Ha BSI3KOYMNpyrue cBowcTBa bGoratoro Tpombo-
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uutamm cryctka [56]. CryCTkM KpoBW B NpUCYTCTBUM
TpomboumnToB 06bIMHO Gonee yCcTOMYMBBLIE K NU3WCY
[57] 4TO, B YaCcTHOCTK, CBSA3AHO C KOHTpaKunen crycr-
KOB Mog AeVCTBMEM aKTUBMPOBaHHbLIX TPOMOOLIMTOB.

3akntoyeHue. MexaHnam dopmMUpoBaHUA
NPOTPOMBOTMYECKOrO COCTOSIHUS «TpoMbBo-Bocnane-
HUSI» NPU CUCTEMHOW KpacHOW BOMYaHKe SABNSAETCS
MHOroakTopHbIM, BOBMEYEeHbl BCE KOMMOHEHTbI CU-
cTeMbl remocrtasa. Habriogaetca xpoHudeckas guc-
yHKUMSA SHOOTENUs, akTuBauus TpomOouuToB, M-
nepkoarynsaums, yrHeteHme cpmbpuHonnsa, knoyesasi
porb B 9TUX aHOManusax NpUHagnexuT NepcucTmpyto-
LemMy ayTouMMYyHHOMY BOCMarieHnto.

KoHgpnnukm unmepecos. Asmops! 3asernsom o6 om-
cymcmeuu 518H020 UU MOMeHYuansHo20 KOHGhuKkma
UHMepecos, ces3aHHO20 ¢ nybnukayuel cmamabu.

Mpo3payHocmb uccnedoeaHus. ViccriedosaHue He
uMerno CroHCcopcKol noddepxkKu. Aemopbl Hecym Mori-
Hyr0 omeemcmeeHHOCMb 3a rpedocmasieHue OKOHYa-
mernibHOU 8epcuu pyKonucu e nevyame.

Heknapayusi o ¢uHaHcoebix u Opyaux e3aumo-
omHoweHusix. Bce asmopbl npuHumanu ydacmue 6
paspabomke KoHuenuuu u dusaliHa uccredosaHusi U 8
HarnucaHuu pykornucu. OKoH4YamersbHasi 8epcusi pyKonucu
bbina 000bpeHa scemMu asmopamu. A8mMopbI He nosydanu
20HOpap 3a uccredosaHue.
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