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Abstract. The mechanisms of development of many very common diseases (myocardial infarction, stroke, tumors,
infectious pathology, and others) are associated with pathological changes in the hemostasis system. Understanding the
pathophysiology of these changes is at the heart of proper diagnosis and effective treatment. This lecture, intended for
medical students and doctors of various specialties, briefly summarizes the basic ideas about the structural components
and mechanisms of the hemostasis system, presents the main groups of hemostasiopathies, describes the types, causes
and mechanisms of the development of hemorrhagic diathesis, thrombophilic syndromes, thrombohemorrhagic syndrome.
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MaTonorus cMCTeMb FeMoCTasa UrpaeT BaxkHYHo porb B Mexa-  (heKLMOHHble GONesHW, TpaBMbl, aKyLIepCKO-TMHEKomoryeckas
HU3MaX PasBUTMS MHOTUX BECbMA PACMpPOCTPaHEHHbIX 3abornesa-  NaTonorusl, ayTouMMyHHble 3aboneBaHus, remopparudeckie au-
HWiA, B TOM YiCre SABNSALLMXCA Haubonee YacTbiMU NpudMHamu  atesbl v 4p. Mpu Bcex BUAaX LLIOKA Takke Hen3BexHO BOSHUKAKT
CMEpTU HacemneHns BO BCEM MUpe, TakuX Kak uilemuyeckast 60-  HapylleHUs B cucTeMe remoctasa. TpomM6oamMBonmyeckie 0crnox-
nesHb cepaua (MBC), MHCynbT, caxapHbli AnabeT, onyxomnu, UH-  HEHUS — OAHO U3 TSXKENbIX NOCNEeACTBUI reMocTasonaTii — siB-

& RUSSIAN BIOMEDICAL RESEARCH VOLY N2 2024 ISSN 2658-6584




JERIN

97

NAKTCA HENOCPEACTBEHHbIMU NPUYMHAMKU cMepTh B 25% cnyya-
eB netanbHbIX ucxogos B Mupe [30, 31]. PacnpoctpaHeHHOCTb
W 3HA4YMMOCTb remocTasonaTii Co3gaeT HeobxogumocTb op-
MUPOBAHWS Y CTYAEHTOB MEAMLMHCKMX BY30B M Bpayell pasnny-
HbIX KIUHUYECKUX CreuuanbHOCTEN KOPPEKTHbIX, OCHOBAHHbIX
Ha COBPEMEHHbIX Hay4HbIX AaHHbIX, 6a30BbIX NPEACTaBNEHU O
CTPYKTYPHbIX KOMMOHEHTaX, (PYHKLMSX, BO3MOXKHbIX MaTOMNOrMsx
CUCTEeMbI reMoCTasa, NpUYnHaX U MexaHu3max ux passuTus u no-
CNeaCTBUSX.

KPATKUA OYEPK ®U3MONOTrMU CUCTEMbI FEMOCTA3A

MMOHATb NaTONoruio CUCTEMbI FeMOCTas3a MOXHO TOMbKO Ha
OCHOBE 3HaHWA 0 ee HopmanbHOW (usnonorum. CornacHo co-
BPEMEHHbIM NpefCcTaBleHnsM, CUCTeMa remoctasa — 370 COBO-
KyMHOCTb CTPYKTYPHbIX KOMMOHEHTOB (Tak Ha3blBaeMbIX 3BEHb-
€B) W TOHKO COanaHCUPOBaHHbIX, YaCTUYHO AHTArOHUCTUYECKMX
MexaHn3MoB, obecrneynBaloLX OCTAHOBKY KPOBOTEYEHMS Mpy
MOBPEXAEHUM COCYAMCTON CTEHKW, NOKanbHbIA 1 0BpaTUMbIN
Xapaktep TpoM603a M KuaKoe COCTOSIHME KPOBW 1 LIENOCTHOCTb
KPOBEHOCHbIX COCYZ0B BHe mospexaeHus [17, 18, 22, 23, 40].
ObecneynBast TEKy4eCTb KPOBW W LIENOCTHOCTb COCYAUCTOrO py-
cna, perynupysl arperatHoe coctosiHue kposw [14], cuctema re-
MocTasa (hopMupyeT AMHAMUYECKOe NPOCTPAHCTBO BHYTPEHHEN
cpenbl opraHuama, Bo MHorom obycrnoemusas romeoctas. [pu
MOBPEXAEHUM COCYAWNCTON CTEHKM, UBMEHEHMM COCTaBa KpOBM,
HapyLeHUM xapakTepa KpoBOTOKa (knaccuyeckas Tpuaga Bup-
X0Ba, onpeaenstolas ycnosus Tpomboobpa3oBaHus) B cucTe-
Me remMocTasa akTUBMPYITCS MexaHu3Mbl TpomboobpasoBaHu,
HanpaBneHHble Ha OCTaHOBKY KPOBOTEYEHWS W NoKanusauuio
naTonornyeckoro npouecca. TN Xe MexaHuambl obecrneynsarT
thopmupoBaHue bapbepa BOKpyr oyara BoCnaneHuns, a Takke yJya-
CTBYHOT B peakLusix Hecneuuuieckon 3aliuTbl N B MeXaHu3max
BOCCTAHOBMNEHUS MOBPEXAEHHON TKaHW. HeaocTaTouHOCTb WUIn
M3BbITOYMHOCTb 3TUX MEXAHU3MOB B YCMOBWSX NATONOTUM MOXET
NPMBOAMUTL COOTBETCTBEHHO K Pa3BUTWIO TEMOpParvyeckux 1
TpOMBOUANYECKUX CUHAPOMOB.

OCHOBHbIMW CTPYKTYPHBIMW KOMMOHEHTaMKU CUCTEMbBI FeMo-
CTasa SBNAKOTCA TPWU 3BEHA: COCYAWUCTOE, KNETOYHOe W nnas-
MeHHoe. Bce Tpu 3BeHa TecHelwum obpasom B3aumogencTBy-
toT mexgy coboit, obecneunBas GanaHc Mexgy MexaHu3Mamu
TPOMOOPE3NCTEHTHOCTM U npoueccamn Tpomb6oobpasoBaHus.
B cocyanctom 3BeHe KMKOYEBYK POMb WrpaloT KNeTku 3HOoTe-
nnsl, BbICTUNAIOWME COCYANCTOE PYCIO M3HYTPU W NpeacTas-
nswowye, 6narogaps LWKWPOKOMY CMEKTPY CUHTE3NPYEMBIX WMMW
Bronornyeckn axkTMBHbLIX BELLECTB, MMFAHTCKANA 3HOOKPUHHBIN,
napakpuHHBIA 1 ayTOKPUHHBIW OpraH YenoBEYECKOro opraHnama,
perynupyloLwmnii akTMBHOCTb TPOMOOLIMTOB M NENKOLMUTOB, TOHYC
1 NPOHULIAEMOCTb COCY0B, aKTUBHOCTb CBEPTHIBAIOLLEN, NPOTU-
BOCBepThIBaKOLLEN 1 hnbpuHONUTNYEeckon cuctem [2, 18]. B dm-
310NOTYECKNX YCIIOBUSX UHTAKTHbIN SHAOTENW obecneynsaet
Tak HasblBaeMylo TPOMBOPE3NCTEHTHOCTb, MPOAYLMPYS aHTuMar-
perantel — NO, Pgl, (npoctauuknut), 3PP (sHpoTenmanbHbIi
hakTop penakcayum); aHTUKoarynsHTbl — FMKO3aMUHOTTIMKaHbI

(renapaH-cynbart, fepMaTtaH-cynbdat v p.), TPOMOOMOAYINH,
WUMNT® (uHrmubutop nyT TkaHeBoro bakTopa); akTueaTopbl G-
OpuHonmaa — t-PA (TkaHeBOW aKTMBATOP Miia3mMuHoreHa) u u-PA
(YpOKMHaA3HbIA akTMBaTOp MnasmuHoreHa). lpu noBpexaeHumn
9K30- U 3HOOrEHHbIMU hakTopamu COCYANCTas CTeHKa pearmpyet
He3aMeAnMTENbHLIM CMa3MOM W MPeBpaLLaeTCsi B MOLLHYHK TPOM-
OoreHHy0 NOBEPXHOCTb, aKTUBMPYIOLLY0 TPOMOOLWUTLI U Kackag
koarynauun. oBpexaeHHbIN 3HOOTENUA HauMHaeT BbipabaTbl-
BaTb: BA3OKOHCTPUKTOPbI — 3HAOTenmH-1; arperaHtol — QAT
(cbakTop aktmBaLmu TpombouuToB); OB (dhaktop doH Bunneb-
paHga) — ajantep aaresuu TpomOoLMTOB K OOHaXMBLLEMYCS B
pesynbTaTe NOBpexaeHus cybaHgoTennansHomy konnarey; T®
(TkaHeBOWM haKToOp), 3anycKarLMiA Kackag koarynsauum (Boipaba-
TbiBAeTCS Npexae Bcero cyGaHAoTennanbHbIMU rMagkoMbILLeY-
HbIMW kneTkamn 1 oubpobnactamu); UTAM-1 n ATAN-2 (MHrmbu-
TOPbI TKAHEBOTO aKTMBaTOpa Ma3MWHOTEHa), OrpaHUYMBaloLLMe
(PMOPMHONMMUTNYECKYKD aKTUBHOCTb B MecTe 0bpa30BaHMs remo-
cTaTuyeckoi npobku [1, 10, 11, 40].

KrioyeBbIM KOMMOHEHTOM KMETOYHOrO 3BEHA CUCTEMbI rEMO-
cTasa aBnsTcs TpombounTbl. OHM NpeacTaBnsioT cobon camble
MasneHbkue, AMaMeTpoM OKONO 3 MKM, Be3bsgepHble KNeTOUHbIE
3MeMeHTbl KpoBw, obpasyrlimecs npu ¢parMeHTauuu Meraka-
PUOLMTOB, NOKaN130BaHHbIX B KOCTHOM MO3re W, kak bbino noka-
3aHO B COBPEMEHHbBIX UCCMEA0BAHUSX, B MUKPOCOCYAAX NErkux
[19, 20, 29]. KonnyecTBo TPOMBOLMTOB B NEpUdepuyeckoil KpoBK
konebnetcs ot 180 go 400x10° B nuTpe. Bpemst X XU3HN B Lnp-
KynsTopHoM pycne coctaenseT 7-10 gHeit. HecmoTps Ha OTCyT-
CTBUE SApa 1 Manble pasmepbl, CTPYKTypa TpoMBoLnUTOB BeCbMa
CMOXHA W YAMBUTENbHO NacTW4Ha, YTO BMOMHE COOTBETCTBYET
WX MHOrOOBpPa3HbIM (YHKLMAM, K KOTOPBIM OTHOCUTCS HE TONbKO
remocTaTiyeckas, Ho Takke n Tpoduyeckas (npexge BCero no
OTHOLLIEHMIO K COCYAUCTON CTEHKE), y4acTue B UMMYHHbIX peakum-
X, NpoLeccax aHrnorexesa, pereHepauum [7, 19, 20, 25, 29, 32].

Ha noBepxHOCTM TPOMOOLIMTOB HAaXOAUTCS LUMPOKMIA Habop
peLenTopoB, BECb CMEKTP KOTOPbIX HEBO3MOXHO OXapakTepu3o-
BaTb B pamkax AaHHOM nekuun. YacTb 3TUX peLenTopoB aKcnpec-
CUPYIOTCS M aKTUBMPYIOTCS NPY NOBPEXAEHNN COCYANCTON CTEHKN
1 0bycnoBnMBaIOT agresunto 1 arperauuio, To ecTb NpununaHue
TPOMOOLMTOB K MECTY MOBPEXAEHNS COCYANCTON CTEHKM M Crivna-
HWe nx mexay cobon cooTBETCTBEHHO. Cpeam 3aTUX PeLenTopoB
0C06EHHO BaXXeH, B CBETE AarnbHENMLIErO pasroBopa o AedekTax
CMCTEeMbl FeMocTasa, TPaHCMeMBPaHHbIN PELIENTOPHBIA KOMMEKC
GPIb-V-IX (B cpegHem 25 000 Takux KOMMMEKCOB UMeeTCs Ha
MeMbpaHe TpomboLuTa), B3aMMOAECTBYIOLWMIA C (hakTOpoM (hoH
BunnebpaHga, urpatowum ponb agantepa agreavm TpomM6oLmMTOB
K OrONIEHHOMY B pe3ynbTaTe NoBpexaeHNs cy63HgoTennansHoMy
KonnareHy, a Takke y4acCTBYKOLMM B akTuUBauun TpombOLMTOB
1 B UX B3aumogencTBuu ¢ dpaktopamu caeptbiBaHus hXI, ¢XIl,
BMK' (BblcokomMonekynsipHbIi kuHuHOreH) ¢Vlla. Benuka ponb
W rMkonpoTenHoBoro peuentopa GPVI, obycnosnusatoLiero
HenocpeACTBEHHOe B3auMogencTBne TpombouuToB C Komnare-
HoM (Be3 nmocpegHUKoB) Ha Gonee MO3AHMX CTagusX aaresuu.
B mexaHuamax arperauuu TpoMOOLMTOB KMKOYEBYKD POSib MIpaoT
nHTerpuHoBble pelientopbl GPIIb/Ila (ay,B,). STM peLenTops
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MexaHu3mbI yyacTus TpomboUMTOB B NepBUYHOM remocTase [12]
Mechanisms of platelet involvement in primary hemostasis [12]

Mpumevanus/notes: ADP — ageHosuHandoceat/adenosine diphosphate; TXA2 — TpombokcaH A2/thromboxane A2; Gai — a-cyb6beanHuya G-6enkalthe G-protein
subunit; Gaq — ag-cybveanHnua G-6enkalthe G-protein subunit; Ga12/13 — a12/13-cy6beannuisl G-6enkalthe G-protein subunits; AC — agenunatumknasa/adenylate
cyclase; PI3K — docdonHoantua-3-kuHasa/phosphoinositide 3-kinase; PLCB — docconunasa Cp/phospholipase CB; PLCy — doconunasa C y/phospholipase C vy;
PLA2 — docconunasa A2/ phospholipase A2; ROCK — Rho-accouunpoBaHHas npoTenHkuHasa/Rho-associated protein kinase; IP3 — nHosuton-3-cpocepat/inositol-3-
phosphate; DAG — guauunrnuuepon/diacylglycerol; SFK — Src cemeiictBo kuHaa/Src family kinases; GP (1B, lla, IIb V, VI, IX) — rnukonpoTeuHbl/glycoproteins; VWF —
aktop dor Bunnebpanpalthe von Willebrand factor; SGR — manbliit perynatop G-6enka/small G-protein regulator; COX1 — uuknookcureHasa 1/cyclooxygenase 1;

TXAS — TpombokcaH A2-cuHTasal/thromboxane A2 synthase

MPUCYTCTBYKOT Ha MOBEPXHOCTW TPOMBOLWTOB B HanbonbLiem
(okono 80 000 Ha TpomboLMT) KonuyecTBe, npuyem okono 40 000
KOMUI COLEPXMTCS B 3anace B O-rpaHynax U B OTKPLITOM KaHa-
NMKYNSIpHOI cucTeme. B oTCyTCTBME MOBPEXAEHWSI COCYANCTON
CTEHKI OHW HaxogsATCs Ha MembpaHe TPOMOOLMTOB B HEaKTUBHOM
KoHopmaLu. AKTMBMPOBATL UX MOTYT KOffareH, noAoNnMaHuH,
TpoM6UH, TpombokcaH A,, AP, anuHedpuH. B akTUBHOI OTKpbI-
TOI KOHChOPMALMK OHU B3aUMOLEWCTBYIOT C BUBANEHTHbIMU Nu-
raHaamu: pubpnHoreHom, B, PUOPOHEKTUHOM, BUTPOHEKTUHOM,
CBA3bIBAOLLMMN TpoMOOLMTLI Mexay coboit [29, 32] (puc. 1).

TpombouuTbl cogepxat B CBOEW LuTonnasme Tpu Tuna rpa-
HyN: O-rpaHynbl, NAOTHbIE FPaHybl U NM30COMarbHbIe rpaHyrbl.
ObLee nx KonMM4ecTBO cocTaensieT okono 70 Ha TpombouuT.
Camble MHorouncneHHble (50-60 Ha TpombouMT) U KpyMHblE —
a-rpanynbl. OHn cogepxat okono 300 pasnuyHbix 6EnKoB, y4acT-
BYIOLLMX B Koarynsauuu, aaresuu u arperauum TpombouynTos, Bbl-
MOMHSIOLMX POMb PELIENTOPOB U (PaKTOPOB POCTa, B YACTHOCTU
tbnbpuHoreH, OB, P-cenekTH, TpoMOOLMTapHbIA (hakTop pocTa
1 gp. MNNoTHbIe rpaHynbl CoaepXaT MEeHbLUME MO pa3Mepy More-
kynbl: AQ®, AT®O, cepoTOHMH, KanbLui. B nn3ocomanbHbIX rpaHy-
nax NpucyTCTBYIOT rMaponuTieckme epmentol [19, 20].

B coctostHum nokost (B OTCYTCTBME YrpOXaloLWux roMeocTasy
BO3JEMCTBUI) TPOMBOLMTLI UMEIOT ANCKOBUAHYIO hopMy, OTTEC-

HeHbl OCEeBbIM KPOBOTOKOM, MPEACTaBIEHHbIM 3pUTPOLMTaMM,
K SHOOTENWto, rae W OCYLECTBASKT CBOK TPOUYECKYIO (hYHK-
L0, YHaCTBYIOT B NpoLieccax MUKpOCBepTbIBaHNS, NOAAEPKMUBas
TpombopeancTeHTHOCTb. OHaKO NpK MOBPEXAEHUM NPOUCXOAMUT
He TONbKO afreanst TPOMBOLMTOB K MeCTy Jedekta CoCyaucTon
CTEHKM, HO W aKTUBaLWs, COMPOBOXAAKLIAACH: UBMEHEHNEM KX
(OpMbI C AMCKOBMAHON Ha OTPOCTUATYHO; peakLmen ocBoboxae-
HWs TPOMOOLMTOB — CeKpeLen COOepXUMOro rpaHyn yepes
OTKPbITYK KaHamnMKynsipHyl CUCTEMY B KPOBb W Ha MeMbpaHy
TPOMOOLMTOB, YTO YCUNMBAET MO MEXaHW3My MOMOXMTENbHON
oBpaTHOM CBA3M Kak arperaLyio 1 akTUBaLmi TpoMOOLMTOB, Tak
W Kackag Koarynauuu; yBenuyeHuem npogykuuu B Tpombouutax
TpombokcaHa A, (TxA,) — BaXHOro CTUMynsTOpa arperauuy;
M3MeHeHVeM KOHGOpMaLMK peLenTopoB; nepeHocoMm docdatu-
OWNCEepUHa 13 BHYTpeHHero Bucnos docdonunuagHon membpa-
Hbl Ha HapyXHbI, YTO 0BycnoBnMBaeT POPMUPOBAHME MPOKO-
arynsiHTHOI NOBEPXHOCTW Ha MeMbpaHe TpombouuToB [16, 29,
39] (puc. 1).

Momumo TpomMBOLMTOB B MeXaHM3Max remocrasa 3Hauumyr
pOfb UrpatoT 1 Apyre KNeTkn KpoBK. B YacTHOCTHM, HEMTPOdUIbI
y4acTByIOT B hopmMupoBaHuM Tpomba, B3anMOAENCTBYS C TPOM-
BoumTapHbiMM arperatamu 6naropaps P-cenekTuHoBbIM pelen-
TOpaM Ha NOBEPXHOCTM TPOMOOLMTOB. HeiTpodunbl agreanpytot
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W K NOBPEXAEHHOMY SHAOTENNIO U CMOCOOHbI BbICBOGOXAATH BO
BHEKIETOYHOE NPOCTPAHCTBO AEPHbIN XpPOMAaTUH, PopMUpYS Tak
HasblBaeMble HEUTPOMUIIbHbIE 3KCTPaLIESIIoNApHble MOBYLLKA
(NET), akTvBupytoLme koarynsayuio. JT0T UHTepecHerwuin de-
HoMeH Bbin oTkpbIT B 2004 rogy Brinkman u coaBT. 1 Ha3BaH He-
T030M (Netosis) [34].

OpUTPOLNTBI TaKkKe BaXHbIe YY4aCTHUKW KMETOYHOro 3BeHa
CUCTEMbI TeMOCTa3a, BO MHOrOM OMpefenaioLme reMopeonoru-
yeckne CBOVCTBa kpoBK. OHW CNOCOBHBI hopMMpoBaTh arperatbl
¢ TpomBoLuTamm, y4acTBys B (POPMUPOBAHUN KpaCHbIX TPOMGOB,
BbicBo6OXaaTh AP 1 TXA,, CTUMYNMpyIOLLMe aaresnio 1 arpe-
rauuio TpoMOOoUMTOB, NOAABNATL aKTUBHOCTL (hnbpuHonuaa [41].
MexaHn3Mbl y4acTis KNeTOYHOro M COCYAMCTOrO 3BeHa B OCTa-
HOBKE KPOBOTEYEHMS YCMOBHO Ha3bIBAKOT NEPBUYHBIM COCYANCTO-
TPOMOOLMTAPHBIM FEMOCTa30M.

K nnasmeHHOMy 3BeHy CUCTEMbl remoctasa OTHOCAT KOM-
MOHEHTLI CBEPTbIBAOLLEN, NMPOTUBOCBEPTbIBaKOWEN U ubpu-
HONMTUYECKON cucTeM. KOMMOHEHTLI CBEPTLIBAIOLEN CUCTEMBI
npeacTaBfeHbl Tak Ha3blBaeMbiMK (hakTopaMn CBepTLIBAHNS —

INTRINSIC PATHWAY
/BHYTpEHHUI NyTb

Damaged Surfoce

l

CEPUHOBLIMM NPOTeasaMu, KackagHo akTUBMPYIOWMMI ApyT ApY-
ra, n ux kocgpaktopamu. Co Bpemenn pabot Morawitz (1905) B
npovecce koarynsauuy (CBepTbiBaHMs) BbIZENSIOT PSS KIHOYEBbIX
CTaguin: BbICBODOXAEHME TKaHEBOTO dhakTopa (Mo cTapom Tep-
MWHOMOMMK TKaHEeBOrO TpombonnacTuHa), NpeBpalieHne akTu-
BMPOBaHHLIM TpombonnacTHoM npoTpomouHa (tll) B TpomOUH
(dblla) B mpucyTcTBUM KanbLws, npeBpallexue pubpuHoreHa (¢l)
B ombpuH (dhla) nopg aencTBuem TpombuHa. KackagHas moaenb
koarynsuuu, cdopmmposaBluascs B 60-e rogbl XX Beka, bonee
JeTanbHoO XapakTepuayeT cTagum 3TOro NpoLecca 1 pasrpaHunym-
BaeT Tak Ha3blBaeMble BHYTPEHHMIA (BCE KOMMOHEHTbI KOTOPOro
MPUCYTCTBYIOT B KPOBOTOKE) M BHELUHUIA (@KTUBMPYHOLLMIACS NO-
cTynawwmm n3sHe T®) nytn obpasoBaHNs NpOTPOMOMHA3HOO
komnnekca (puc. 2). 3ta Mogernb BMOMHE NOAXOANT ANs onuca-
HWS MpoLiecca CBePTLIBAHWS KPOBM in Vitro, B YaCTHOCTU B XOL€
nocTaHoBKM nabopaTopHbIx TecToB, Hanpumep MB (npoTpombu-
HOBOro BpemeHu) 1 AYTB (akTMBMPOBAHHOMO YaCTUYHOIO TPOM-
BonnacTMHOBOro BpeMeHu), B CBA3N C YEM aKTyanbHa W no cei
A€Hb.

Kininogen
Kallikrein EXTRINSIC PATHWAY
— 7 T—a /BHEWHMA NyTo
m Xy Trauma
/-’_\ l
EN Xiy
m ‘/"_A\
| ZocH] Xa Vila
- - 44— Trauma
/’_‘—\‘ k—‘_,d_'—‘\

Prothrombin
a

FINAL COMMON PATHWAY

/obwmit nyTo
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Fig. 2

KackapHas mogenb koarynsuuu [23]
Cascade coagulation model [23]
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Fibrin

Puc. 3.

Subendothelium

Platelets

—_—
ﬁ e

Endothelium

Subendothelium

KnetoyHas mopgenb koarynsuum (pucyHok B3aT u3 [40]). TF — TkaHeBon ¢hakTop; lla — Tpom6uH; Poly P — nonudocdartbl;

Platelets — Tpom6ouunTbl; Subendothelium — cy6aHpoTenmit; Endotyelium — angotenui

Fig. 3.  Cellular model of coagulation (figure taken from [40])
OpHako NpeAcTaBneHns 0 MexaHu3mMax CBEPTbIBaHMS KPOBM
in vivo B XX| Beke NOABEPIMNCL CEPLE3HOMY NepecMoTpy, cdop-
MMpoBanack kneToyHas buonormyeckas MoLensb koarynsauum [21,
33, 38]. B aT0i1 Moaeny BbIAENSIOT TPU CTaAUKN: UHULMaLWIO, am-
nnndurkaLmio u nponarauuio. B xoge uHMumaLmm oronuBLInecs B
pesynbTaTe NOBPEXOEHUS 3HOOTENNS COCYOUCTON CTEHKM rnag-
KOMBbILLEYHble KNeTku 1 mbpobnacTbl SKCNPEeCCUpyoT TKaHeBOM
thakTop, KoTopblit cBa3biBaeTca ¢ VII daktopom U akTueupyet
ero. Komnnekc T®/Vila npoTeonutuyecku aktusupyet Hebosb-
Wwue konuyectaa IX n X daktopos. ®Xa cBSA3bIBaeTCA Ha NOBEPX-
HOCTM akcnpeccupyrowmx TO-kneTok ¢ Va, obpasys npoTpom-
GUHa3HbIA KOMNeKe, NpeBpallatoLuin NPOTPOMOUH B TPOMOUH.
Ha ctaguu amnnudmkaumm HebonbLuoe KONMM4ecTBO TPOMOWHa,
obpasoBaBLuerocs Ha npegpliayLien dase, akTuBMpyeT Tpombo-
UWTbI, aAre3npoBaHHble K MECTy MOBPEXAEHUS COCYAUCTON CTEH-
kn, a Takke aktusupyet bV, ¢ VIII u pXI, 4to 3ambikaeT netnio
MNONOXMTENLHON 0BpaTHOM CBS3W, T.e. ycunmBaeT 0Opa3oBaHue
TpombuHa. CTagus nponarauuv NPOMCXOAWT Ha MPOKOArynsHT-
HOW MOBEPXHOCTM aKTWUBMPOBaHHbIX TpombouuTos, GoraTon
ocdatuamncepmHom. AktumpoBaHHbIn XI akTusupyet ¢IX,
koTopbli 3aTem akTusmpyeT VIl Ha noBepxHoCTM TPOMBOLKTOB,
obpa3sysi TeHasHbli komnnekc lXa/dVilla, katanuaupytowmi
obpasoBaHue Xa. 3aTem NpoTPOMOMHA3HbIA Komnnekc dXa/

Va KoHBepTUpYeT NPOTPOMOWH B TPOMOMH, KOTOPbLIA, B CBOK
ovepefp, katanusupyeT obpasoBaHue ubpuHa. MapannensHo
BbICBOOOXaeMble aKTUBMPOBaHHbIMM TpoMBoLmMTamu nonugoc-
tatbl (Poly P) MoryT fononHUTeNbHO CTUMYIMPOBATL akTUBALMI0
taktopa XlI, daktopa V u daktopa Xl n uHrnbmposatb nuauc
Tpomba (puc. 3).

CornacHo kneTto4Hoi Guonornyeckon Mogenu, Tak HasblBae-
MbI BHYTPEHHUI NMyTb CAYXUT ANS amnaudukaumu (yeunenus)
BHELLHEro nyTW. BbisiBneHbl Tpu DU3MONMOMMYECKUX TpUrrepa
BHYTPEHHEro nyTW, @ UMEHHO KOMnareH, nuHerHble gocdaTHble
nonmmepsl (nonmdgocdatbl) 1 HENTPOUIbHbIE BHEKNETOYHbIE
nosywwku (NETs) [40]. YyacTve cBepTbiBaloLLen CUCTEMbI B OCTa-
HOBKE KPOBOTEYEHUS YCIOBHO Ha3blBaKT BTOPUYHBIM Koarynswu-
OHHbIM FEMOCTa30M.

[Mpouecc koarynauuy caoepKMBaeTCs NpOTUBOCBEPTLIBAOLLEN
cucTeMon — LenbiM Habopom BenkoB-MHIMBUTOPOB NpoTeas,
NPUCYTCTBYIOLLMX B NnasmMe 1 06yCNOBAMBAIOLLMX OrpaHUYEHHBIN,
nokanbHbIi xapaktep TpomboobpasoBaHus. K HuM B nepsyio
ovepedb OTHOCATCS aAHTUTPOMOWH, renapuHoBbIn kodpakTop I,
WHrMbutop nyT TkaHesoro daktopa (UMT®), C, wHrubutop,
npoTenHbl C u S. 3T Benku cnocobHbl MHIMBUPOBATL KNOYEBbIE
aTanbl kackaga koarynsuuu. IHTepecHo, YTo B akTuBaLun npote-
nHa C BaXHyl0 ponb UrpaeT TpOMOGOMOAYNMH — TpaHCMeMbpaH-
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HbI NPOTEWUH, NMPUCYTCTBYIOLNA Ha SHAOTENUanbHbIX KheTkax.
TpombomogynuH obpasyeT KOMMMEeKC ¢ TPOMOWHOM, KOTOPbIN
akTuempyeT npoTenH C, CBA3aHHbIA C COOTBETCTBYKOLWMM peven-
TOPOM Ha aHpoTenuu. Takum 06pa3om, TPOMBWH CNoNb3yeTcs B
[aHHOM Crny4yae Kak akTUBaTop OLHOMO M3 BaXHbIX KOMMNOHEHTOB
npoTUBOCBepTbIBatoLLE cucTeMbl [40].

Obpatumblit xapakTep Tpombo3a obecneynBaetcs puOpUHo-
NUTUYeCcKon cucTeMOoN. KnoueBbIM KOMNOHEHTOM 3TOW CUCTEMI
ABNSAETCA NnasmuH (prnbpuHonuany), obpasytoLmincsd us nnasmu-
HoreHa. peBpalleHre NnasMmMHOreHa B NnasMuH Katanuaupyer-
CS aKTMBaTOpamMu Mna3MUHOreHa, cpeau KoTopbix Haubonbliee
3HayeHue NpuaaT TKaHeBbIM akTUBaTopaMm nnas3muHorena (t-PA,
u-PA) npogyuupyembIM 3HOOTENWEM, MOHOLMTaMK, Merakapumo-
uutamu. MnasmuH pacwennset ¢ubpuH n dubpuHoreH, B pe-
3ynbTate yero obpasytotes MO (npogykTsl aerpagauun dubpu-
Ha 1 ¢ubpuHOreHa), YacTb U3 KOTOpbIX 0bnajaeT CBOMCTBAMU
BTOPUYHBIX aHTUKOArynsHTOB 1 aHTUTPOMOOTMKOB, B YaCTHOCTU
parmMeHT Y KOHKYPEHTHO WHMMOMpyeT TpoMOWH, parmMeHTbl
D u E Topmo3saT arperaumo Tpombouutos. MMna3mmuH cnocobeH
pacliennaTtb 1 Lenblit pag daktopos csepTbianus: V, VI, XI,
XII, XIll, ®B. lMpouecc obpa3oBaHus NnasmMnHa ypaBHOBELLMBA-
€TCs LEeNbIM pALOM WHIMOUTOPOB. K HUM OTHOCATCS MHTMBUTOPSI
akTuBaTopoB nnasmuHoreHa (MAM-1, WAM-2, WAT-3), obpasyto-
LUMECs B GHAOTENUM, rMaaKOMbILIEYHbIX KneTkax, TpomboumTax,
W MHIMOUTOPbI HEMOCPEACTBEHHO CAaMOrO0 Mia3MuHa, BaXHERLLUM
3 KOTOPbIX SBMSETCS O,-aHTUMIA3MUH, NPOAYLMPYEMbIA neye-
Hbto [23].

OBLUMUE NPEACTABNEHUA O NATOMEHE3E
FEMOCTA3OMATUWA. OCHOBHBIE MPYMMbI
FEMOCTA3OMATUN

B cucteme remoctasa bnarogaps MexaHu3mam CAEPXeK 1
NpOTUBOBECOB B (DU3NOMOTMYECKUX YCMOBUSX MOLLEPKMBAETCS
AUHaMuyeckuin banaHc Mexay MexaHu3mamu, y4acTBYHLWMMM B
OCTaHOBKe KPOBOTEYEHUS (MepBUYHbIN 1 BTOPUYHBIN rEMOCTas),
W MexaHu3mamu, 0ByCroBnMBaKWMMN TPOMOOPE3UCTEHTHOCTb
(Ha3oBeM KX yCMOBHO aHTUremocTas). HapyweHue atoro 6anaH-
ca W NexuT B OCHOBE remocta3onatuit. MpuHUMInansHO MOXHO
BbIJENUTb TPW BapuaHTa HapyLleHunit banaHca B CUCTEME remo-
cta3a. lNepBblii BapUaHT NpefcTaBneH COCTOSHUAMM, MPU KOTO-
PbIX MeXaH13Mbl OCTaHOBKY KDOBOTEUEHMS MO Pa3HbIM NPUYMUHAM
OKa3blBalOTCA HELOCTATOYHBIMW MO OTHOLLEHWIO K MexaHu3mam
TPOMOOPe3nCTEHTHOCTU. PesynbTaTom Takoro gucbanatca sBns-
€TCH CKIOHHOCTb K MOBbILIEHHON KPOBOTOUMBOCTM — remopparm-
yeckne guaTesbl — | rpynna remoctasonaTtuii. BTopoi BapuaHT
npeacTaeneH 60MbLLION rPyNMNoN HAaCNeACTBEHHbIX U NPUoBpeTeH-
HbIX pacCTPONCTB, NPY KOTOPbIX MEXaHW3Mbl TpOM600Opa3oBaHus
npeobnapaloT Haf MexaHu3mMamu TpPOMBOPE3NCTEHTHOCTN. Takue
COCTOSIHUSA, XapaKTepW3YKLLMECS MOBbILIEHHON CKMOHHOCTb
k Tpom6006pa3oBaHuio, HasbiBalT TPOMOOMUIMYECKUMM CUH-
Aapomamu. Ecnm 6bl cuctema remocTasa bbina ctaTuyeckon, To
BapuaHTbl remocTasonatuit aTum 6bl 1 ncyepnbiBanuc. OgHako
B YCMOBMSX AMHAMMYECKO CUCTEMbI BO3MOXEH TPETWI BapuaHT

pucbanaHca, CBOEro poga «Kadenu», npy KOTOPOM Ha MepBoi
hase HanaHc NaTonorMyecky CMeLLaeTCcs B CTOPOHY MEXaHU3MOB
TpomMB0o06pa30BaHns C N3BbITOUHBIM HEKOHTPONMPYEMbBIM FeHe-
panu3oBaHHbIM 006pa3oBaHMeEM TPOMOOB B COCyAaX PasfnyHbIX
obracteli, a Ha BTOpoi (hase HabniogaeTcs CMeLleHne paBHo-
BeCHsi B MPOTMBOMOMOXHOM HanpaBfieHun ¢ pa3BUTUEM NaTono-
rmyeckoro aeduumta (B pesynbTtare n3bbITOMHOro NoTpebneHus)
TpomMBoLnTOB, (PaKTOPOB CBEPTHIBAHWS, BCNEACTBME Yero y na-
UMeHTa HabnaaeTcs MoBblEHHAs KPOBOTOUMBOCTL (puc. 3).
Obuwee HasgaHwe Il rpynnbl remoctasonatuini — Tpomboremop-
paruyeckuii cuHapom. Hanbonee yacTeiM npuMepom 3TOro Bapu-
aHTa remoctasonatuit aensietcs IBC — cMHAPOM ANCCEMUHMPO-
BaHHOTO BHYTPUCOCYAMCTOrO CBEPTHIBAHNS KPOBMU.

PaccmoTtpumM Heckonbko nogpobHee kaxaylo W3 Bblllenepe-
YNCIEHHBIX OCHOBHBIX TPEX rpynmn remoctasonaTtui.

KPATKAA OBLLAA XAPAKTEPUCTUKA
FEMOPPAIMYECKUX OUATE30B

'emopparnyeckue auatesbl XapakTepusyloTCsi NOBbILEHHON
CKMOHHOCTBI K KDOBOTEYEHWSIM U MOTYT Pa3BUTLCS B pe3ynbTaTte
naToNorM4ecknx OeeKToB B PasfnyHbIX 3BEHbAX CUCTEMbI re-
MOcCTa3a: CoCyancTOM, KIEeTOYHOM W nna3meHHoM. 'emopparnye-
Cckue anaTtesbl, 06ycnoBneHHble fedekTamm COCYANCTOro 3BeHa,
Ha3blBalOT Ba3onaTWsMK, KNETOYHOro 3BeHa — TpombouuTona-
TUSMW 1 TPOMOOLMTONEHUAMM, NNA3MEHHOTO 3BEHa — Koaryno-
natuamu. o 3TMONOrMM TpU BbllEHA3BaHHbLIE BUAA remopparu-
YEeCKMX AMaTe30B MOryT ObITb HACMEeLCTBEHHbIMU U NpUoBpeTeH-
HbIMW. B pamkax ogHOW nekuyun HeBO3MOXHO NoApOo6HO onucaThb
NPUYKHBI N MEXaHWU3MbI BCEX 3a00MeBaHMI, XapaKTepH3yHoLLMXCs
MOBbLILIEHHOM KPOBOTOUMBOCTLIO. OCTaeTcsl BO3MOXHOCTb OXa-
paKTepu3oBaTb HEKOTOpble Hanboree akTyanbHble MeXaHW3Mbl
MopaxeHnsi COCyA0B, TPOMOOLMTOB, CBEPTHIBAIOLIEN CUCTEMbI
KpoBM.

Cpeou MexaHu3moB, MOBPEXAOLLNX COCYAUCTYHO CTEHKY U
Nexallux B OCHOBE reMopparsyeckux BackyInToB, pacnpocTpaHe-
Hbl UMMYHOMNAaToONorMyeckue. B pesynbtate A4eMCTBUS NPOBOLMPY-
foLmx hakTopoB — GakTepuanbHbIX, BUPYCHbIX, NEKAPCTBEHHBIX
aHTUreHOB — B OPraHW3me npeapacnonoXeHHbIX 60mnbHbIX dop-
MUPYIOTCS UMMYHHbIE KOMMMEKChI, OTKNaAblBaloWmecs B MUKPO-
COCyAax KOXM, MOYEK, KENyAOoYHO-KULLIEYHOTO TpakTa W Apyrux
obracteit. AIMMyHHbIE KOMMMEKCb CMOCOBHBI aKTUBMPOBATH CUC-
TEMY KOMMMEMEHTA U Bbl3blBaTb BOCNANEHNE COCYANCTON CTEHKM
C pa3BUTMEM KPOBOTOUMBOCTU. IMEHHO 3TV MeXaHU3Mbl nexat B
OCHOBE BeCbMa pacnpocTpaHeHHol y aeten bonesnu LeHnei-
Ha-TeHoxa (MH(EKLMOHHO-anNeprniecknii KanumnspoOTOKCUKO3),
KIMHUYECKM NPposBRAOLLEeNCs nypnypon — auddysHON, Mesko-
TOYEYHON, remMopparuyeckor Cbinblo. Hapsay ¢ cocydamu Koxu
MOXeT NnopaxaTtbCs MUKPOLIMPKYNSTOPHOE PYCIo MOYek, Xenyaoy-
HO-KULLIEYHOTO TpakTa, OKONOCYCTaBHbIX obracTei [28].

Kpome uMMyHONaTONOrMYecknx MeXaHW3MOB K MOBpexie-
HWUIO COCYAMCTON CTEHKM MOXET NPUBOAUTL U LENbIV psig ApYruX
(paKTOPOB: MOBbILIEHNE KPOBSIHOTO aBMeHns, HapyLleHne MeTa-
Bonnama, npsimMoe noBpexaatollee AeNCTBUE TOKCMHOB, MH(EK-
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LMOHHBIX areHToB, nekapcTs, AeULUT BUTAMWUHOB, B 4aCTHOCTU
peduumut ButamuHa C (umHra, unu ckopbyT). ButamuH C Heob-
XOAMM L1151 NOCTTPaHCNALMOHHON MoaMdMKaLmv konnareHa (rua-
POKCUNMPOBAHWS MPOSIMHA 1 N3nHa). KonnareH urpaeT BaxHyto
ponb BO B3aUMOZENCTBUM TPOMBOLIMTOB C COCYAMCTON CTEHKOI B
XOf€ TaK Ha3blBaeMOoro CoCyanCcTo-TpOMOOLMTAPHOrO reMocTasa.
[edeKT konnareHa NPUMBOANT K MOBLILLEHHOW KPOBOTOUNBOCTM.

HacnencteeHHble AedhekTbl konnareHa npu cuHapome Anep-
ca-[laHno v cuHgpome MapdaHa Takke MOryT COnpoBOXAATHCS
CKMOHHOCTBI0 K KpoBOTeYeHusM. Hanbonee pacnpocTpaHeHHOW
HacneLCTBEHHON Ba3onaTuel, COMPOBOXAALLENCS remopparu-
YeckuM cuHapomMom, sensietcs bonesHb Ocnepa—-Bebepa-Pexato
(HacnepcTBeHHas remopparuyeckas TeneaHrnaktasus) [23, 27].
B ocHoBe 3aboneBaHns B nopaBnsiolem GOMbLIMHCTBE Cryya-
€B NeXNT JedheKT reHoB, PacnonoXeHHbIX B XpoMocomax 9 u 12,
KOOMPYIOLLMX TIIMKOMPOTEUH MemOpaHbl 3HAOTENUS 3HLOTMUH
(1-# Tvn) n 6enok ACVRL 1 (paHee ALK-1) (2-# tvn), koTopble
yyacTByloT BO B3anmogeictBun ¢ TOPB (TpaHchopmupytowwymi
taktop pocta B). B pesynbrate y 60nbHbIX HabntopawTcs ae-
(heKTbl COCYANCTON CTEHKM C AunaTaumen KanunmnspoB U BEHyN,
o0Opa3oBaHWeM TeneaHrmakTaswin, apTepuOBEHO3HbLIX LUYHTOB,
BbICOK/M PVCKOM pa3pbiBa COCYAUCTON CTEHKM M KPOBOTEYEHNN.
Y BonbwuHcTBa nauneHToB (90% cnyyaes) HabnwAaKTCS HOCO-
Bbl€ KPOBOTEYEHMS 13 NATONOMYECKN pacLUMPEHHbIX AedeKTHbIX
COCYZOB CNM3MCTO 0Bonoykm Hoca. Kpome Toro, mMoryt mnopa-
xatbesa cocympl koxu (75%), nerkux (33-50%), nevenn (30%),
XEnyaoYHo-kuweyHoro Tpakta (15%), LeHTpanbHOW HepBHOW
cuctembl (5-23%) [24].

[deduuut konuyectsa (TpomboLUTONEHUS) 1 AeEKTbI Kade-
cTBa (TpombouuTonaTum) TPOMOOLMTOB nexaT B OCHOBe 0onb-
LUMHCTBA remopparuyecknx guate3os (2o 80%, no gaHHbIM bap-
karaHa 3.C.) [3]. MpuHYMNManbHO TPOMOOLMTONEHUM MOTYT BO3-
HWKHYTb B pe3yrbTaTe MOBbLILUEHHOMO paspyLLeHus TPOMBOLNTOB
n/vnu nx NpeaLLeCcTBEHHNKOB — MErakapuoLMTOB, MOBbILIEHHOTO
noTpebneHuns TpoMoboLMTOB B X0ae TPOM600bpa3oBaHusi, CHUXe-
HWS1 NPOAYKLMM TPOMOOLIMTOB B KOCTHOM MO3re (Hanpumep, npu
annacTNyeckon aHeMuu), KPOBOMOTEPH, CEKBECTpaLMM TpoMbo-
LMTOB B ceneseHke [23].

Hanbonee pacnpocTpaHeHHbIMM SBISKOTCS TPOMOOLMTONEHUN
paspyLleHusi, 0byCroBneHHble MMMYHONATONMOMMYECKUMI MeXa-
HU3Mamu. Y B3pocnbiX Hanbonee TUMMYHOM HOPMOI MMMYHONa-
TOMNOrMYeckoi TpomboumToneHnn sensietcs 6onesHb Bepnbroga
(XpoHWyeckas UMMyHHasi TPOMBoLMTONEHUYeckas nypnypa), YaLle
nopaxatowias xeHwuH 20-30 neT. Mo cyTtu, 6onesHb Bepnbroca
SBNSETCS ayTOMMMYHHbIM 3aboneBaHueMm, korga B opraHiname na-
LIMEHTOB MO He BMOSTHE NOHSATHBIM MpUYMHaM 0bpasyTcs aHTuTe-
na K HopmarbHbIM aHTUreHaM Ha MOBEpPXHOCTM TPOMGOLMTOB, B
yacTHocTm Kk peuentopam arperauuu GPIIb/Illa. TomeyeHHble aH-
TUTENaMW TPOMBOLMTLI ANMMUHUPYIOTCS B Cene3eHke, BO3HUKAET
Txenas TpomboLuToneHns (MeHee 10-20x10%n), conpoBoxaa-
foLLasiCsl HOCOBLIMM 1 JKEJTYA0YHO-KMLLIEYHBIMI KPOBOTEYEHUSIMM,
MeHopparvsiMm1, NeTexusiM1 1 9KXMMOo3ami Ha Koxe.

Y peTel Takke HEPeaKo BCTPeYaeTCcs MMMYHHas Tpombouu-
TOMEHMs], BO3HMKAIOLLAs YacTo MOCIEe MEePEHECEHHbIX BUPYCHBIX

WHGeKLMI (KpacHyxa, BeTpsiHas ocna, rpunn), BakLuHauum, npue-
Ma NeKapCTBEHHbIX MPenapaToB (XMHWH, XMHWAWH, Mpenapathl 30-
noTta, renapux). B otnnume ot Gonesnn Bepnbroda, B gaHHOM cry-
yae B opraHuame 6onbHOro pebeHka BbipabaTbiBalTCA aHTUTENa
NPOTUB BUPYCHBIX W APYruX reTepoaHTUreHoB, ancopbrupoBaHHbIX
Ha NoBepxHOCTU TpomBoumToB. lockoNbKY aHTUrEHbI BUPYCOB CO
BPEMEHEM 3MMMMHUPYIOTCS, MMMYHHAsi TpombouuTOneHMYeckas
nypnypa y getenn B 80% cnyyae npoXOAUT CMOHTaHHO B TeYEHME
2 mecsueB [23]. IMMyHHblE TPOMOOLMTONEHUM MOTYT BO3HUKHYTH
1 BHYTPUYTPOBHO y pebeHka npu aHTUreHHOW HECOBMECTUMOCTM
TPOMOOLMTOB MaTepm 1 Nnoaa (M30NMMYHHbIA BapWaHT) Unn y Ma-
Tepu ¢ 6oneaHbio Bepnbroda (TpaHCMMMYHHBIA BapyUaHT).

BaxHbIMM MexaHW3mMamu TpombouuTOnaTWi SBASITCA Ha-
CNeLCTBEHHble AeEKTbI TEX U UHBIX CTPYKTYPHBIX KOMMOHEH-
TOB, y4acTBylolWwux B TpoMOGOLMTApHOM remocTase. YuuTbiBas
CMOXHOCTb CTPOEHUst TpombouuToB, HabnogaeTcs [OCTaTOMHO
Bonbluoe pasHoobpasne HacnencTBeHHbIX AedekToB. Cambim
pacnpoCTpaHeHHbIM HacNeACTBEHHbIM 3aboneBaHneM, NpUBOAS-
LM K pacCTpOWCTBY He TOMbKO TPOMBOLMTApHOTO, HO U Koary-
NSALMOHHOTO remocTasa, aensetcs 6onesHb BunnebpaHga. B oc-
HOBe 3TOro 3aboneBaHus nexat AedekTbl reHa, pacnonoXeHHo-
ro B xpomocome 12 u kogupymowero ®B. ®B cuHTesmpyetcs B
SHOOTENUU 1 MerakapuouuTax, UMeeT CMOXHOe MynbTUMEPHOE
CTPOEHMWE 1 y4acTBYET B NpOLLECCax HayanbHoW aareann Tpombo-
UMTOB K cy63HOOTENManbHoMy KonnareHy, urpas porb agantepa
11 B3aUMOAENCTBYS, C OGHOW CTOPOHbI, C KOMareHoM, ¢ Apyron —
¢ peuentopamu GPIb-V-IX Ha noBepxHocTu TpomboLnToB. Kpome
Toro, ®B cBsisbIBaeTCs ¢ Luupkynupyowmm aktopom VIlI, ctabu-
NN3Npys ero 1 nokanusys B MECTe akTUBaLMK1 MeXaHU3MOoB 0CTa-
HOBKI KpoBOTeYeHus1. Mpyu pasHbix dhopmax Gonesnn Bunnebpan-
Aa BO3MOXHbI CHUXeHWe obuiero konuyectBa ®B (BcTpeyaetcs
B 70%) vnn kayecTBeHHble AeeKTbl pas3nnyHbiX gomeHoB OB,
obycnosnueatowe pasHoobpasHble COOTHOLUEHMS HapyLeHWs
TpOMBOLMTAPHOTO 1 KoarynsaumuoHHoro remocrasa. 1o cytu, aToT
BapuaHT reMopparsyeckoro guatesa sBMSeTCS KOMOMHMPOBaH-
HbIM C 3NeMeHTaMu Bas3omaTuwi, TpombouuTonaTu, koarynona-
T [3, 6, 22, 23].

/3 uHTepecHbIX HacnegcTBEHHbIX TPOMBOLMTONATUI HYXHO
OTMETUTb CUHAPOM bepHapa-Cynbe, XapakTepuaylowuics ae-
tektom peuentopoB agresun — GPIb-V-IX, u TpombacTeHuto
[MaHuMaHa, BbI3BaHHYK OedeKTOM peLenTopoB arperauum —
GPIIb/llla. OnucaHbl HacnefcTBeHHble AedekTbl U geduuuT
0-rpaHyn (CMHAPOM CepbiX TPOMOOLMTOB), AedULNT MAOTHBIX
rpaHyn (npu cuHgpomax epmaHckoro-Tlyanaka, Yeamaka—Xura-
cu, Mpucuennu), gedektsl doconunugos membpaHbl Tpom6o-
uuToB (cuHopom CkoTT) v ap. [26, 35].

MpuobpeTeHHble TpomGouMTONATMM MOrYT BO3HWKATL Ha
(hoHe ypemuu, napanpoTEMHEMUIA, MPUEMA NEKapCTBEHHbIX Mpe-
napatoB. Knaccuyeckum npumepom sBnsieTcs TpombouuTona-
TUSI, Bbl3BaHHas NpuemMoM acnupuHa. AcnupuH brnokupyet LIOT
(UnknooKkeureHasy), BCIEACTBIME YEr0 CHUXAETCs CUHTE3 TxA, B
TpomBoLuTax, 4TO B CBOW OYepedb NPUBOAMT K CHUXEHWIO Ce-
KpeLmn CoaepXMMOro rpaHyn TpoMOOLMTOB M K CHUKEHWIO arpe-
rauum.
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[MopaxeHns cBepTbIBAKOLLEN CUCTEMbI KPOBM — Koaryrona-
T — 00YCMOBNEHbI NMPEXAE BCETO HACNEACTBEHHLIM M Nprobpe-
TEHHBIM JednunToM (HaKTOpOB CBEPTHIBAHUS WMW HapYLIEHWNEM
UX akTmBHOCTU. Cpean HacnencTBEHHbIX KoarynonaTuii Hambo-
nee 4acTo BCTPeYatoTCs, Hapsdy C yxe ynoMmsHyTon Bbilwe 60-
nesHbto Bunnebpanaa, remodunum A n B, xapaktepuaytoLyecs
peduumtom ninnn Hapywenuem aktueHocTu VIl n IX daktopos
CBepTbIBaHNS cooTBeTCTBeHHO. ObBe remodmnum Hacnepytotes
Mo peLecCUBHOMY CLIENMEHHOMY C X-XPOMOCOMOM TUMY W KAWHM-
YecKku NPOSIBMAKTCSA BECbMA XapaKTepHbIM reMaTOMHbIM TUMOM
KPOBOTOYMBOCTY C NpeobnafaHneM KpOBOW3MUSIHUIA B KPYMHbIE
CycTaBbl KOHEYHOCTEN (remaTpo3bl), NOA KOXY 1 B MblLuLbl [3].

OpHoit M3 Hanbonee 4YacTbiX MPUYMH MPUOBPETEHHBIX KOa-
rynonatuit senseTcs Aeuumut BuTamuHa K. 3T0T BUTaMuH OT-
HOCUTCS K KMPOPacTBOPUMbIM, NOCTYNaeT B OpraHu3Mm C NuLlen
(3eneHb, OBOLUM, TOBSXKbS MEYEHb, KYPUHOE MSACO), a TaKkKe
obpasyeTcs HopmarnbHOM Mukpodnopoi kuweyHuka. OH Heob-
X0AMM Ans 0BpasoBaHNs akTUBHbIX (HaKTOPOB CBEPTbIBAHMS X,
IX, VII, ll, a Takke aKTMBaLMM aHTUKOArynsHToB npotenHos C
u S. MexaHuam ButamuH K 3aBUCUMOI aKTMBALMM 3aKniovaeTcs
B Y-kapOOKCMNMPOBaHUM OCTATKOB [MyTaMWHOBOW KCMOTbI 9THX
Benkos, YTo Heobxogumo Ans ux cessbiBaHus ¢ Ca u gocdo-
nunugamu MembpaHbl TpomMbouMTOB U dHAOTENUS. HegocTaTok
BuTamuHa K B opraHuame nauueHTa MOXeT ObiTb CBSI3aH C 9H-
TEPONATUSMU U KMLLIEYHBIM AMCOAKTEPMO30M, HApYLLEHWEM Xen-
4eoTaeneHust u BoNesHAMU NeYeHn 1 NOLKEeNyA0YHON Xenesbl,
neyveHnem aHTUKoarynsHTamMmmn HenpsIMoro AencTams [22].

lMopaxeHns neveHn — BTOpas Hambonee 3HayMmast npuYMHa
npuobpeTeHHbIX KoarynonaTuit. MockonbKy B NEYEHW CUHTE3UPY-
eTcs BONbLUMHCTBO (DAKTOPOB Koarynsiyuy, renatonatim mMoryT
NPMBOLAUTL K AeULNTY He TOMbKO K-BUTaMMH3aBMUCUMBIX (akTo-
poB, HO U Uenoro paga apyrux — V, 1, X1, XIlI.

Hapsgy ¢ nopaxeHueMm CBEpTbIBaKOLLEN CUCTEMbl KPOBU K
MOBbILUEHHOW KPOBOTOUUBOCTI MOTYT NPUBECTU HACNEACTBEHHbIE
1 npuobpeTeHHble AedekTbl PUOPUHONUTUYECKOW CUCTEMbI, B
YaCTHOCTU HaCNeACTBEHHbIN AeduUNT O,-aHTUNNa3MKHa, 13bbl-
TOYHOE 06pa3oBaHWe akTMBaTOPOB MIA3MWUHOTEHa, HeLocTaTou-
HOCTb MHAKTMBALW aKTMBATOPOB NnasMuHoreHa [23].

KPATKAA OBLLAA XAPAKTEPUCTUKA
TPOMBO®UNNYECKUX CUHAPOMOB

Tpombohunum — HacneacTBEHHbIE U NPUOBPETEHHbIE HapY-
LUEHWs CUCTEMbI reMoCTa3a, XapakTepuaytoLLmecs npegpacmnono-
XEHHOCTBK K M3DbITOMHOMY, peuuanBupyloemy Tpomboobpa-
30BaHMI0, KOTOPOE MOXeT OCMOXHATBCS 06Typaunen cocynos
C pasBUTMEM MLIEMUM U MHDAPKTOB OpraHoB (ecnu Tpom603
npon3oLLen B apTepuanbHOM pycrie) 1 BEHO3HOTO 3acTost (ecrnu
Tpomb03 Npou3oLLen B BeHax), a Takke Tpomboambonueii, B ToM
uncrne Hanbonee rposHbIM ee BapuaHToM — Tpomboambonven
neroyHon aptepun (TINA). [Ins noHMMaHUS MEXaHW3MOB TPOM-
Bodhunuin HenpexoasiLee 3Ha4YeHne UMEET Tak Ha3blBaeMas Tpu-
ana Bupxosa, cdopmynuposaHHas eule B XIX Beke. CornacHo
9TON Tpuage Ans 3anycka npolecca TpomboobpasoBaHus Heob-

XOAMMO Hanuuue xoTst 6bl OAHOTO W3 TPEX YCMOBMWIA: NOBPexXzae-
HWe COCYANCTOI CTEHKM, N3MEHEHUE COCTaBa KpOBW U U3MEHEHME
Xapaktepa KpoBOTOKa. B OCHOBe MexaHW3MOB Tpombodunui
BCerfa nexuT LeiCcTBAEe OBHOTO MMM HECKOMbKWX (haKkTopoB 13
3TOW Tpuaabl. BUaHbIN 0TeYECTBEHHDIN UCCNeaoBaTenb remocTta-
sonatui 3.C. bapkaraH B 3aBUCUMMOCTY OT MPUYMH U MEXaHU3MOB
Bblgensiet 10 rpynn TpoMBopUINYECKUX CUHAPOMOB [4].

B nepsylo rpynny BKMOYEHbI Tak Ha3blBaeMble reMOpeoso-
rnyeckve opmbl, MPW KOTOPbIX HAKMOHHOCTb K TPOMB0oO6pa3o-
BaHW0 00yCroBneHa crylleHmMem KpoBH, kKak To BblBaeT, Hanpu-
MEp, NPY UCTUHHOW NOAMLUTEMUN.

Bo BTOpyto rpynny BKMOYEHbl TPOMOBO(UNNM, BbI3BAHHbIE
YBENMYEHUEM KONMYECTBa TPOMOOLIMTOB U/MMM MOBBILLEHNEM UX
AAre3nBHbIX 1 arperayyoHHbIX CocoBHOCTEN. YBENNYEHE Konu-
yecTBa TPOMBOLUUTOB — TPOMOOLIMTO3 — MOXET ObITb NepBuy-
HbIM (3CCEHLMaNbHbIA TPOMBOLMTO3) 1 BTOPUYHBIM PEAKTUBHGIM,
Hanpumep MpwW OCTPbIX U XPOHUYECKMX MHeKumsX. MoBbIeHne
afre3vBHbIX W arperauuoHHbIX CBOWCTB TPOMOOLMTOB MOXET
ObITb HACneOCTBEHHbIM (CMHAPOM «BSA3KUX» TPOMOOLMTOB) W
nprobpeTeHHbIM (Npu caxapHom auabete). Aaresus u arperauus
TPOMOOLMTOB MOXET MOBbLILLATLCA U BCNEACTBUE TUNEPNPOAYK-
LMK UNK HepocTaTouHoM gerpagauun OB [8].

B tpeTbto rpynny Bownu ¢opmbl, 0byCrNOBEHHbIE Hacned-
CTBEHHbIM M NPUOBPETEHHbIM fedULNTOM aHTUKoarynsHTos: AT
(aHTMTpOMOUHA), npoTenHoB C n S, UMNTO.

K yeTBepTON rpynne oTHOCAT hopMbl, 00YCNOBNEHHbIE rMnep-
NPOAYKLMEN 1 aHOManusamm pakTopoB cBepTbiBaHus. Cpeau aTnx
BWAOB NaTonorin Hanbonee YacTo BCTPEYaeTCs Tak HasbiBaeMas
myTauus fleneH — HacneAcTBeHHas aHomanus V caktopa, npu
KOTOPOW OH CTAHOBUTCS PE3UCTEHTEH K MHIMOMpYIOLLEMY [EeACT-
BUO npoTenHa C, BCNEACTBUE YEro MaToNornyeckn yCUnnMBaeT-
€S Kackag koarynauuv [27]. Ha BTOpOM MecTe Mo 4actoTe CTOUT
HacneacTBeHHO 00yCnoBneHHbIN M30bITOUHbIN cuHTES |l hakTopa
CBEPTbIBAHNS — NPOTPOMOUHA.

B natyio rpynny Tpombocpunuii 3.C. BapkaraH Bkntounn na-
TONOTUM CUCTEMbI TEMOCTa3a, 00YCIOBNeHHble HacNeACTBEHHbIM
W MPUOBPETEHHBIM CHUXEHMEM (PMOPMHOMM3A, BbI3BAHHBIM He-
JOCTaTouHON npoaykunen sHgotenuem TAI unu noBbILUEHHOM
npoaykumen VTAI.

K wecroit rpynne oTHocAT meTabonnyeckue Tpombodunum,
BO3HUMKalOLLME MpU aTepocknepose, caxapHom AuabeTte, runep-
romoyucTenHemmn. 3gecb BedylwuM MEXaHW3MOM  SIBMSeTcs
ONCYHKUNS SHAOTENWS, COMPOBOXAAMOLIASACH CHUXEHWEM ero
Tpombope3ancTeHTHOCTM [5, 18].

B cembMyto rpynny BKIOYEHbI ayTOMMMYHHbIE TPOMBOGHNNK,
CPEAM KOTOPbIX BeAyLLee MecTo 3aHNMaeT aHTUOCHONMUNUAHBIA
CUHAPOM. OTOT CMHOPOM BCTPEYaeTcs Mpy CUMCTEMHOW KpaCHOW
BOJTYaHKE, XPOHUYECKMX BUPYCHbIX MHADEKLMSX, NTMMAOMax 1 Xa-
pakTepu3yeTcs 06pa3oBaHneM B opraHuame nawueHToB 6onbLLO-
ro KONMYecTBa ayToaHTUTEN K choconunuaam MemobpaH KneTok
SHOOTENMS, aKTMBMPOBAHHbIX TPOMOOLMTOB, MOHOLMTOB. B pe-
3ynbTaTe BO3HMKaeT aucbanaHc B cucTeMe remoctasa, B 75%
CnyyaeB nposiBRswoLmincs Tpombodunvei, B 25% — noBbILEH-
HOW KPOBOTOUNBOCTHHO.
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K BoCbMOI1 rpynne OTHOCAT napaHeonnacTuyeckue Tpomoo-
cunum, conpoBoxaarLLme oHKonoruyeckue 3abonesanns. B na-
TOreHe3e NapaHeonIacTUYECKMX TPOMOOMDUAMIA BaXHYK POb
UrparvT MexaHu3Mbl, CBA3aHHbIE C HapylleHWeM OonyxosieBbIMU
KneTKkamm CTPYKTYPHOR W (hyHKUMOHAMbHON LenoCTHOCTH 3HAO-
TENWSI; aKTMBaLMEN OMyXoneBbIMW KneTkamu TpoMOOLWTOB; no-
BbILUEHHBIM CHHTE30M OMYyXONbK NPOKOArynsHTOB U MHIMBUTOPOB
(hnBpuMHONM3a; NPOKOArynsAHTHON aKTUBHOCTBI) MPUCYTCTBYHOLMX
B 30H€ Onyxonu Makpodaros [13].

B neBsATyI0 rpynny BKIOYEHbI ATPOreHHbIE TpomMBodunuu, Ha-
NpMMep BbI3BaHHbIE MPUEMOM FOPMOHArbHbLIX KOHTPaLenTMBOB.
OCTporeHbl, BXoAsALMe B COCTAB 3TWUX MpenapaTtos, YBENMYnBa-
0T CMHTE3 Lenoro psga daktopos ceeptbiBaHus (I, V, VII, IX,
X, XI) [15].

B pecatyto rpynny Bownu TpombGogunnM, BO3HUKLIKE Npu
COYETAHWM HECKONMbKUX M3 BbILEHA3BaHHbIX HapyleHuir. Ha-
npuMep, NPUMEM FOPMOHANbHBIX KOHTPaLEenTMBOB MaLMEHTKON C
MyTauven JlegeHa noBbiWAET pUcKk BEHO3HOro Tpombo3a B 30—
35 pags, Torga kak cama no cebe mytauus JleigeHa nosbiwaet
puck Tpombo3sa B 3-7 pas [15, 27].

KPATKAA OBLLAA XAPAKTEPUCTUKA
TPOMBOIrEMOPPAIMYECKOIrO CUHAPOMA

B n3yyeHun TpomboremMopparm4eckoro CMHApoOMa NpruopuTeT
NPUHAANEXNUT OTEYECTBEHHBIM MCCNELOBaTENAM, NPEXAe BCETO
M.C. Mayabenu ¢ konneramu 1 nocnegoBaTensMu, Npoaenas-
WK1MK, HaumHas ¢ 60-x rogoB XX Beka, OrpoMHyto paboTy no
paclndpOBKE €r0 MEXaHW3MOB 1 B MONHOA MepPe OLEHWUBLUMMU
obwebronornyeckoe n 06LLEeMEANLIMHCKOE 3HAYEHME STOrO naTo-
noruyeckoro npouecca [3, 14].

Tpomboremopparuyeckuin CUHAPOM MPeACTaBneH B KMWHK-
4eckoW MpakTWKe LenbiM psAoM MaTonori, B MepByk oYepenb
[OBC-cuHgpomom,  TpomboTMYeckod  TPOMOOLMTONEHUYECKO
nypnypoi, remMonnTUKO-ypEeMUYECKUM CUHAPOMOM, renapuH-mH-
AYyUMpOBaHHON TpomboTUYeckon TpomboumuToneHuen u ap. He-
koTopble 3a60neBaHNsl, OTHECEHHbIE B AaHHO NEKLNN K OpYrM
BMOaM remoctasonaTuii, Hanpumep GonesHb LeHneiHa-TeHoxa
1 napaHeonnacTuyeckne TpomMboduImMm, No CBOEMy NaToreHesy
TaKKe TArOTEIT K TpoMGOremopparnieckomy cuHapomy [22, 27].

Tpomboremopparuyeckuin CUHAPOM XapakTepusyetcs as-
HbIM TOTamnbHbIM AMHAMUYECKUM AUCOanaHCOM BO BCEX 3BEHbSIX
CUCTEMbI TEMOCTa3a, KOTOPbIA MOXHO yNofobuTb packaunBaHuio
kayenen (MasiTHUKA), Korda BCe MOMbITKA OpraHu3Ma (a uHoraa
1 Nevallero Bpaya) ctabunuanpoBaTb CUTyaLuio B BOMbLUMHCT-
Be Cny4yaeB NpuBOLAT K elle Bonblied amnauTyae packavnsa-
HUa (puc. 4).

[MycKOBbIM MexaHW3MOM Tpomboremopparnieckoro CUHAPoOMa
SBMAETCA rUnepaKkTBaLms 3K30- U 3HAOTEHHbIMU (hakTopamu oa-
HOMO 13 3BEHbEB CUCTEMbI reMocTasa (KoarynsiyyoHHOro, TPOM-
foumMTapHOro, COCyaMCTOro), NPUBOASLLAs K pacnpoCTpaHeHHo-
My, HenokarbHOMY, HEKOHTPONMpyeMoMy Tpom6006pa3oBaHuio.
Mpn 3TOM ecTECTBEHHbIE SHAOrEHHble MexaHW3Mmbl (Tpombope-
3UCTEHTHOCTb COCYAUCTOM CTEHKW, MHTMOUTOPbI CBEPTbIBaHUS,
nbpuHonuTUYECKas cuctema), obecneynBaroLLme NOKamnbHbIN
1 obpaTuMbIil XapakTep TpoMb03a, OKka3blBaOTCH HECOCTONATESb-
HbIMU. 130bITOYHOE pacnpocTpaHeHHoe TpoMboobpa3oBaHue
NPUBOAUT K XapakKTEpHbIM NOCAEACTBUAM — WLLEMUYECKAM MO-
BPEXAEHNAM Pa3NNYHbIX OPraHoB, MOMMOPraHHON HeJoCTaTOYHO-
cTu. B nocneaytlyem mexaHuambl TpoM600bpa3oBaHms UCTOLLa-
t0TCS, BO3HMKAET TaK HasblBaemasi koarynonatusi notpebneHus,
xapakTepusytowlasics TpombouuUToneHnen, AeduUUTOM hakTopoB

®aza runepxoarynayum/Hypercoagulation
phase

femocras  msbomosno
axmsuposan/Hemostas
is is overactivated

=1

®aza runokoarynauyuu/Hypocoagulation
phase

Puc. 4. [ucbanaHc B cucTeme reMmocTasa npu Tpomboremopparnieckom CUHAPOMe

Fig. 4.

Imbalance in the hemostasis system in thrombohemorrhagic syndrome
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CBEPTLIBAHNS, aKTUBaLMEN PUOPUHONUTUYECKON CUCTEMBI U KNK-
HWYECKM NPOSBMSIOLLAACS KPOBOTOUMBOCTLH. TakoBa obLuas kap-
TUHa TpombBoremopparnyeckoro cuHapoma [3].

C TOYKM 3peHUs KNUHUYECKON NpakTuku Haubonee akTyasnb-
HbIM W pacnpoCTpaHEHHbIM BapuaHTOM TPOMBOreMopparuieckoro
cuHopoma aensetcs [IBC-cuHapom, KOTOphIN BCEraa BTOPUYEH 1
MOXeT pa3BMBaTbCA Kak OCMOXHEHWE LUMPOKOro kpyra 3abonesa-
HWA: cencuca (Mpexae BCEro, BbI3BAHHOTO rpamMoTpuLaTENbHbI-
Mu BakTepusmu), Lenoro psga BUPYCHbIX MHGEKUM (BKMoYas
COVID-19); TpaBM, 0XO0roB, X1pypruyeckux onepawuit, cuHapoma
ANWTENBHOMO pa3faBnBaHNs, MAacCUBHOMO reMonu3a, naHkpea-
TUTa, COMMAHBIX OMyXOMner, OCTPOro NPOMUENOLNTAPHOTO NeiiKo-
3a, aKyLlepckoi naTtonornn (MpexaeBpeMeHHas OTcromnka nna-
LEHTbI, 3M6ONMS OKOMONMOAHBIMI BOLAMU, BHYTPUYTPODOHas ru-
Genb nnoga), Npu BCex BULaX LOKa, NpK yKycax SLOBMTbLIX 3MeN.
Bce BblleHa3BaHHble 3a60NeBaHNs XapakTepuaytTcs NoCcTynne-
HWeM B KpoBb OOMbLIOrO KONMYeCTBa NpOKOArynsHToOB, Npexae
Bcero T®, 4To NPUBOAMUT K runepkoarynauuu ¢ reHepaumen us-
ObITOYHOrO KonuyecTBa TpoMOWHA, akTMBauuen TpomMOOLWTOB,
npoaykunen ubpuHa u 06pa3oBaHeM B COCyAax MUKPOLMPKY-
NATOPHOMO pycra pasnuyHbix obnactell BOMbLIOTO KOnMYecTBa
Tpom60B [3, 9, 36, 37]. YcnoBHo BblaenstoT YeTbipe ctagum ABC-
cuHapoma: | cTagus — runepkoarynaynn u aktueauyum Tpombo-
uuToB; Il ctagns — nepexofHas ¢ HapacTaloLLel koarynonaTuen
n TpombouuTonenmei; Il ctagns — rnyBokol runokoarynsyum,
o0ycnoBneHHoi noTpebneHnem hakTopoB CBEPTbIBAHUS U TPOM-
BouuToB; IV — BoccTaHoBMTENbHAS (MM NpU HEGNAronpUATHOM
TeYeHUn hasa ncxogoB n ocnoxHeHwit) [3, 14]. Tevenne OBC-
CUHAPOMA JOCTATOYHO Pa3HOOOPa3HO U MOXET BbiTh Kak OCTPbIM,
TaK 1 XPOHUYECKM peLnaneupyrowmm. MocneacTers B OCHOBHOM
CBOAATCS K PasBUTUIO TSKENON NONMOPraHHOM HeJoCTaTOYHOCTH
(ObIxaTenbHoM, MOYEYHOI, HaLMOYEYHUKOBOW, MEYEHOYHON) C
npeobnagaHnem nopaxeHuii pasniyHbIX OPraHoB B 3aBUCUMOCTH
0T 0COBEHHOCTEN OCHOBHOTO 3aborneBaHus.

Jleyenne [IBC-cuHapoma — ogHa W3 CRIOXHENWMX 1 L0 CUX
nop [0 KOHLa He peLLeHHbIX npobnem. Bpayy-knMHUUmMCTy o4eHb
BaXXHO MOHWMAaTb OUHAMUYECKUA, CTaaNNHbIA XapakTep Tpom6o-
remopparm4yeckoro cuHagpoma. Kak npu packaumaHum kayenem
OHO W TO Xe N0 BENUYMHE W HanpaBneHWo BO3AeNCTBUE, Npo-
W3BEAEHHOEe B pasHOe BPEMS, MOXET nubO yBEMMYNTb amnnu-
Tygy packaunBaHus, nMMbo yMeHbLNTb, Tak 1 npu neveHun ABC
BBEAEHME OJHOTO W TOrO Xe JIeKapCTBEHHOrO npenapaTa MOXeT
okasaTb BnaroTBOpPHOE BO3LENCTBME NPU CBOEBPEMEHHOM MpW-
MeHeHUM 1 narybHbIi paspywnTenbHbin 3hekT — Npu HecBoe-
BPEMEHHOM.

3AKNIOYEHUE

B 3aknioueHre XoTenock Obl ellje pa3 Nog4epkHyTb, YTO C Bbi-
COKO BEPOSITHOCTbIO MPAKTUYECKN KAaXAO0MY KIMHULMCTY NpuaeT-
Csl Ha MPaKTUKE CTOMKHYTLCS C HEOGXOANMOCTbIO AMArHOCTUKM U
NeYeHNs HapyLLEHUA B CUCTEME remMocTasa. Ycnex neveHus Bo
MHOTOM 6YyaeT 3aBUCETb OT NOHMMaHS Bpa4yoM NaToghuanonoruu
remocTasonatuil.

AONONHUTENBbHAA UHOOPMALIUA

Bknap aBTOpoB. Bce aBTOPbI BHECIM CYLIECTBEHHbIN BKA4
B pa3paboTky KOHLenuuu, NnpoBeaeHne UCCneaoBaHus W nogro-
TOBKY CTaTbW, NpOYNU 1 0f00pUAM (hUHANbHYI0 BEPCUO Nepeq
nybnukaunen.

KoHchnukT uHTepecoB. ABTOPbI AEKNapupyloT OTCYTCTBUE
SIBHBIX W MOTEHLMANbHbIX KOH(MMKTOB MHTEPECOB, CBA3AHHBIX C
nybnmkaLmen HacTosILLEN CTaTbMm.

WUcTouHmnk mHaHcupoBaHus. ABTOpbI 3a8BNSKOT 06 OTCYTCT-
BWM BHELLHETO (DUHAHCUPOBaHMS MY NPOBEAEHNN UCCIIELOBAHNS.
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