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JBC-cungpom — TszKeAOe OCAOMKHEHHE, YacTO MPHBOAAIIEE K TIOAMOPTAHHON HeJIOCTATOYHOCTH M HEPEJKO K ACTaAbHOMY
ucxozy. Kak u Ato60# cHHIPOM, OH TIOAMSTHOAOTHYEH, YTO 3aKOHOMEPHO TIPMBOJMT K PA3AMYHBIM MeXaHH3MaM ero (JopMHPOBa-
rua. OcHOBHbIE TIPOSIBAGHHST CHHZPOMA JIHCCEMUHHPOBAHHOTO BHYTPHCOCYAMCTOTO CBEPThIBAHHSA KPOBH — TPOM6006pa3oBaHue 1
kpoBoTounBocTh. CAezCTBHEM MacCHBHOTO TPOMG6006pa30BaHHA B MMKPOILMPKYASTOPHOM PYCAE BHYTPEHHHMX OPraHOB SIBASIETCS
pasBUTHE AUCTPO(PHUYECKHX H3MEHEHMH 1 OPraHHON HeJOCTAaTOYHOCTH. KpoBoTeueHys, B CBOIO OYepe/ib, IIPUBOJAT K YMEHbILEHHIO
o6beMa LIMPKYAUPYIOIIeH KPOBH, apTepHAAbHOMH THIIOTEH3HH U TeMIUYECKOH THIIOKCHH, a B HAHO0Aee TAXKEAbIX CAYasX — H K Ae-
tarbHOMY Hcxozy. OHaKO MeXaHH3Mbl PA3BUTHSA U CTelleHb BbIPaXKEHHOCTH BbIllleyKa3aHHbIX HAPYILIEHHH JaAeKO He BCerzia OfM-
HakoBbl. | [0CKOABKY ZJaHHBIH CHHAPOM MOZKET 6bITh 06YCAOBAEH GOABIITMM KOAHYECTBOM MPHMYHMH (B HacTOsiIee BpeMs OITHCAHO
6oaee 150 3aboreBanmi, MPU KOTOPBIX MOKET Pa3BMBATbCS CHHJPOM), TO HAHOOABIINM pPasHOOOPasHeM OTAMYAIOTCS HMEHHO
HHMIMAAbHbIE ero 3BeHbs. OcHOBHbIME myckoBbiMH Mexauuamamu JIBC-cumzpoma MoryT 6biTh: akTHBAIMsA (POPMEHHBIX dAE-
MEHTOB KPOBH M YCHAEHHE TIPOLIecca X MHKPOBE3HKYAALIMH, aKTHBALHS KOAryAALIMOHHOTO TéMOCTa3a [0 BHEIIHEMY H BHYTpeHHe-
My IIyTSIM, HEZOCTATOYHOCTb AHTHKOATYASHTOB M H36bITOMHAs! aKTMBHOCTb (PMOPHHOAMTHYECKOH cHCTeMbl. PasHble aTHOAOTHYE-
ckue (hakTopbl (cercuc, aKymepcKas MaTOAOTHsI, AeHKOSbI M JIDYTHE 3AOKAQYeCTBEHHbIE OIyXOAHM, TPABMbI M T.Z) HEOJHHAKOBO
BAMSIOT Ha (DYHKLIMIO KOMIIOHEHTOB CHCTeMbI FeMOCTa3a. B 3aBHCHMOCTH OT CTeleHH BbIDa:KeHHOCTH HApYLIEHUH BbllleyKasaH-
HbIX MexaHH3MOB MoxeT pasputbes JIBC-cunapom ¢ mpeobrazanuemM KOaryAsUMH HAH C TpeobAafaHueM (PHOPHHOAM3A AHO0
¢ ux cbaraHCHPOBaHHOH axTHBauuedr. Kaunmdeckue npossaenns stux gopm JIBC-cunapoma, a Takze MPOAOAKHTEABHOCTb M
BbIPa;KEHHOCTb CTaJuH (THIePKOAryASIIHs, KOAryAOHaTHs! IOTPEOASHHS C KOMIIEHCATOPHON aKTHBAIHel (PMOPHHOAM3A, AeQUOPH-
HalMs KPOBM U THIIepaKTHBALMA (UOPHHOANSA) Takxe 6yayT oTaudaTbes. CaeoBaTeAbHO, 3HaHHE TIPEO0BAAIAIONIETO HAPYIIeHHS
B CHCTeMe reMOCTa3a IIpH HaAMYHM 3a60AeBaHHsA, TIOTEHIHAABHO OfacHoro B maaHe passutus JIBC-cunapoma, nossoaut mogo-
6patb HauboAee ONTHMaAbHbIE CIIOCOBBI €ro MPOMUAAKTHKH, JUATHOCTHKH H AEYeHH.
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DIC is a severe complication, often resulting in multi-organ failure and fatal outcome. As any syndrome, it is polyethiologic,
while a big number of its causes logically leads to various mechanisms of its forming. Main manifestations of the disseminated
intravascular blood coagulation syndrome are clottage and haemorrhage. A result of a massive clottage in microcirculatory bed
of internal organs is development of dystrophic changes in them and organ failure. Haemorrhage in its turn, results in decreased
volume of circulating blood, arterial hypotension and hemic hypoxia, in most severe cases leading to the fatal outcome. Al-
though, development mechanisms and manifestation degree of the disorder mentioned above are not always the same. As the
syndrome may result from a great number of causes (currently, over 150 diseases have been described with which it can de-
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velop), namely its initial stages are different to the greatest extent. Main triggering mechanisms of the DIC may be: blood
formed element activation and increased process of their microvesiculation, activation of coagulative hemostasis in intrinsic and
extrinsic pathways, lack of anticoagulants and excessive activity of fibrinolytic system. Various ethiologic factors (sepsis, obstet-
rical pathology, leucosis and other malignant tumours, traumas, etc) have different effect on function of hemostasis system com-
ponents. Depending on the degree of the above mentioned disorders mechanisms manifestation, the DIC may develop with pre-
vailing coagulation, with prevailing fibrinolysis or with their balanced activation. Clinical manifestations of these DIC forms, as
well as duration and manifestation degree of its stages (hypercoagulation, coagulopathy of consumption with compensatory acti-
vation of fibrinolysis, defibrination of the blood and excessive activation of fibrinolysis) will be different as well. Consequently,
knowing the prevailing disorder in hemostasis system during a disease that is potentially dangerous in terms of the DIC develop-
ment offers to find optimal methods of its prevention, diagnosing and treatment.
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Beeaenne

ABC-cunapom (ancceMuHnpoBaHHOE BHYTPHCOCY M-
CTOe CBepTbIBaHHE) JOATOE BPEMsl PacCMaTPUBAACS Kak
[POTEKAIIIUA CTaZIUHHO [IPOLECC C YHHUBEPCAABHOH CXe-
MOH IaToreHe3a, a UMEHHO — C 0Os3aTeAbHOH CMEHOH
Hepuosia THIEPKOATyASILIMM M PAcCesTHHOro TpoM60o6pa-
30BaHUs. Ha MacCHUBHbIE, TPYJAHOOCTaHABAHBaeMble KPO-
BOTeueHHsl. | aKOH MOAXO0J OTpazeH U B OZHOM H3 €ro
Ha3BaHUH — TPOMGOreMOppParHieckuil CUHAPOM. ABTO-
pom gansoro tepmuna asagerca M.C. Mawabeau, zon-
roe BpeMsi 3aHMMABINAsCS BOIPOCAMHU TaTOreHesa Hapy-
menui reMoctasa. Mcxoas us konuenumu HenpepbiHOrO
Tpolecca CBePThIBAHHS KPOBU GBIAO TIPEAAOZKEHO Hasbl-
BaTb €ro THIIEPTUIIOKOAryASHMOHHbIM cuuApomoM [1-3].
A yuuTbiBasi, 4TO HapyIIEHHs CHCTEMbI FeMOCTasa 3aTpa-
THBAIOT HE TOAbKO KPOBb, HO TaK:e AMMQY M TKaHEBYIO
*KMZKOCTb TIPEJAOKEH ellle OJUH TEPMUH — «CHHZPOM
HHTPaBa3aAbHOH M SKCTpPaBa3saAbHOH Koaryasuuu» [4].

Ha zaunbiii moment Komurer nayunoit cranzaprusa-
muu MezxaynapoaHoro obiecTsa o H3y4eHHIO TPOMOO-
3a u remoctasa onpegerser JABC-cunapom kax mpuob-
PETEHHbIH CHUHAPOM, XapaKTepH3YIOIIHHCs BHYTPHCOCY-
JMCTbIM CBEPTbIBAHMEM KPOBU B MEAKHMX cocyZax, 6e3
OIpe/IeAeHHOH AOKaAM3allMH, BOSHUKAIOIIHE 1107 AeHCT-
BUEM Pa3AMMHBIX TPHYMH. JTO TPHUBOAMT K OAOKaze
MHKPOLMPKYASTOPHOTO PYCAA H, B TSMKEABIX CAYYasix,
K opranHoH Hegoctarounoctd. | lo mepe mporpeccuposa-
mua JBC-cunapoma npoucxoaur morpebaenue (axto-
POB CBEPTHIBAHHS U TPOMOOLMTOB, YTO MPUBOAHUT K Pas-

BUTHIO TUIIOKOAryAsiud (T.H. KoaryionaTHH MoTpebae-
Hus1) U KpoBoTeduenui. |laparreabHo 3THM mpoueccam
YCHUAMBAeTCsl U (pHOPHHOAHMS, HO CTeleHb ero aKTHBALWH,
B 3aBHCUMOCTH OT TPUYHHbI BbI3BaBIIEH pasBUTHE
JABC-cunapoma, mozker 6ptb pasimynoi. |loamatuo-
aormanoctsb cuagpoma JABC npeamoaaraer cymecrsoa-
HHe 0COBEHHOCTEH ero PasBUTHUsI MIPU PA3AUYHBIX TIATOAO-
THAX.

C naToreHeTHYeCKOH TOUKM 3PEHHS] MO2KHO BbIZIEAHTD
3 popmbr JAIBC-cungpoma [5] (ecm. Cxemy). C yuetom
0cOo6EHHOCTEH MaToreHe3a OMHUCAHbl BO3MOKHbIE BapHaH-
b1 KAuHMYeckux npossaenuit JABC-cunzpoma [6, 7].

1. ZIBC c¢ npeobrazanneM HOAHOPraHHOH HeZOCTa-
tounoctd. (Dopmupyercss mpu npeobrasaHuM SBACHHH
CBEPThIBaHMS KPOBH Haz (pubpunorusom. Hauboree Tu-
THYHbIe IPUYHHbI — CETCHC, CHHAPOM | pycco.

2. AcumnToMaTH4ecKUH UAM MaAOCHMIITOMHbBIH THIT
ABC-cunapoma. (Dopmupyercs npu HesHAYHTEABHOH U
c6araHCHPOBAHHON AKTHBALMHU TIPOLECCOB KOATYASLIHH
PU6pHHOAM3A. XapaKTepeH AAS COAHZHBIX OMyXOAeH M
GOABIIHHCTBA AefiK030B (3a HCKAIOUEHHEM OCTPOTO TIPO-
MHEAOLIMTAPHOTO ).

3. Tl'emopparuueckuit tun /JIBC-cunapoma. B ero
OCHOBE AEKHT MpeobrazaHme (PUOPUHOAM3A HaZl CBEPTHI-
BaHHeM KpoBu. HabArozaeTcst mpu ocTpom mpomueAoLy-
TapHOM AEUKO3€.

4. IBC ¢ maccuBHBIMM KpoBOTeuyeHMsIMH. S1BAseTcs
cAescTBHEM CHAAaHCHPOBAHHOH TIHMIIEPAKTHBAIMH TIPO-
11eCCOB CBepTbIBaHus U pubpunoAusa. | [pumepom mozer

ISSN 0031-2991

77



Matonornyeckasa ¢pusnonorma n akcnepumeHTanbHasa Tepanusa. 2017; 61(2)

0630pbI

] CpaBHHTCT[BHaH XapaKTCPHCTHKA NATOITCHETHUCCKHX BADHAHTOB ABC-cunapoma

Krnaccupukanus Koarymsa- IIpeoGramaromue | D-mumMepst HAII THIHYHBIE IPHYHHEI
i (TTAT) TpH3HAKH
OubdpuHO-
mu3 (1PIC)
JBC ¢ nogapineHHEM Oprannas HeocTa-/| HeanauuremsHO 3HAYHUTEIEHO Cemncuc
¢$ubpuHOTH3a TOYHOCTH TOBEIIECHEI TIOBBIIIEH
<%
JIBC mpu 310KaYeCTBEHHEBIE
cOaTaHCHPOBaHHEIX HOBOOOpAa30BaHHUI
Ipoleccax Koary i H P L
(I)PIGPHHO,'H/ISa TToBEmmeHE! Cre
TOBEIJICH
JIBC ¢ runepduOpHHOIH30M } IIpexneBpeMeHHas
OTCIIOHKA IUTALICHTHL.
R Ce— an 2
OITMJI, pak mpocTaThl

3 dopmbl IBC-cnHapoma [5]:

TAT — thrombin-antithrombin complex (TpomM6uH-aHTUTPOMOUHOBBIN kKoMnnekc), PIC — plasmin-a-plasmin inhibitor complex (nna3muH-aHTUNNAa3-
MWHOBbI koMnnekc), MAM — nHrmbutop aktueatopa nnasmmHoreHa, ONMMJT — oCTpbIil NPOMUENOLMTAPHBIN NENKO3.

cayzxutb JIBC npu orcaoiike nraanentor. SIBaenus moau-
OPraHHOH HEJOCTATOYHOCTH PEJAKO ObIBAIOT BbIPAKEHBI,
TaK Kak GAOKazZa MHUKPOLHPKYASITOPHOTO KPOBOTOKaA Obl-
CTpO ycTpaHseTcs: 6aarozapss akTHBaUMM (PHOPHHOAHBA.
Pasputne KpoBOoTeueHHH O06YCAOBAEHO KOAryAoraTHen
NOTPeOAEHHs] B COYETAHHHU C BbBICOKOH (PHOPHUHOAUTHYE-
CKOU aKTHUBHOCTBIO IIAQ3Mbl KPOBH.

Ogznaxo caesyeT yuuTbiBaTh TOT (DaKT, YTO B HEKOTO-
PbIX CAyYasiX BbI3BAHHBIH OJHHM H TeM :Ke (DaKTOPOM
JBC-cunapom y pasHbIX NalMeHTOB MO:KET MPOTEKATb
no-pasuomy. | [pozorkuTeABHOCTD U BbIpazkeHHOCTDb Tpa-
aupoHHO BblZeAsemblx B matoredese /JIBC-cumapoma 4
crazuit [8], MozseT 3HAYHTEABHO OTAMHATBCS, M BKAAZ, Ha-
PYIIEHHH TOTO HAM MHOTO 3BEHAa CHCTEMbI TeMOCTasa IMpH
3TOM 6yZIeT Takzke HeOJHHAKOB. Doaee Toro, He Bce cTagum
MOTYT MPOSIBASITHCS] KAUHHYECKH, TIPOTeKasi B CKPBITOH (hop-
me. Bce ato satpyamser cBoeBpementoe BbisiBAeHHe, AHa-
rHOCTUKY U Aedenue cuHzpoma /JIBC.

Kakue :xe 3BeHbs reMocTasa OKasbIBalOTCS MaKCHMa-
AbHO HapYIIEHHbIMH MPU 3THOAOTHYECKH M TaTOTeHeTH-
gecku pasangnbix Bapuantax JJBC-cunzpoma?

1 craaua — 2uneproazyrsyus. Dyayan uaunmars-
ubv 3eHoM JIBC-cunapoma Aro60oii sTHOAOrMM, ZaHHAS
CTaZusi SIBASIETCSI OCHOBHOM M OGYCAOBAMBAeT TAABHbIE
nposisaenus JIBC-cunzpoma B nepsyto ouepeab Ha (oHe
cenrtuyeckux coctosiuit. HecmoTps Ha To, uTo ee ocHoB-
HbIM MEXaHH3MOM SIBASIETCS] aKTHBALMS KOATYASLIMOHHOTO
remMocTasa 10 BHEITHEMY MAH BHYTPEHHEMY MeXaHH3MaM
[6], pasBuTHe zamHOH cTazMU MOKET OCYILECTBAATHCS
C y4acTHEM TMPaKTHYECKH BCEX 3BEHbEB CHCTEMbl reMo-
crasa:

— Axmusayus popmeHHbIX 3AeMEHMOB KPOBU U YCU-
ACHUE  MUKPOBESUKYAAUUU. -SHAYMTEAbHas —AaKTHUBALUs
TPOMGOLHMTOB OKa3aHa y GOAbHbIX CO CTA(MAOKOKKOBbIMU H
CTPENTTOKOKKOBbIMH MHpeKuMsmu. | [pu sToM Habarozaetcs
yCHAGHME KaK [POIECCOB azaresud TpombouutoB (depes
B3auMozeHCTBHe ¢ PakTopoM Brarebpanza), Tak u ux arpe-
raupy (HarpuMep, Yepes CBsI3bIBaHHE (PUOPHHOTEHA H yCHAE-
must ero Bsanmozerctsus ¢ [Ib-Illa rauxonporennosbmvu pe-
nenropamu TpombouutoB). Hekoropbie Geaxu crperrokok-
KOB YCHAMBAIOT TIPOLIECCHI aJIT€3HH U arperalyy HarpsMylo,
CBS3BIBASICH C TAMKOIPOTEHHOBbIMH PELIENTTOPaMH TPOMOOLIH-
toB, | oll-oz06HbIMU perenTopaMu U pelienTopaMH K KOM-
noHenTaM cucteMbl Komraementa [9]. ['pam-orprmiateabubre
MMKPOOPraHM3Mbl COZIEPKAT SH/IOTOKCHH, KOTOPbIH CTHUMY-
AMpYeT BbIIEAGHHE Makpo(araMu TKaHeBOro (akTopa, a
TpoMOOLIMTaMH — (DaKTOpa aKTHBALMH TpombouuTos [2].
OasyuM U3 MexaHH3MOB aKTHBALMH TPOMOOLMTAPHO-COCY IH-
CTOrO TemocTasa TIpU IPaM-OTPHIATEABHBIX MH(EKIMSX sB-
ASIETCS! TIOBPEFK/IEHHE SHAOTEAUsI. | aK, TIPH SH/I0TOKCHHEMUH
BbISIBAGHO 3HAYHTEAbHOE YBEAUYEHHE B KPOBH LIUPKYAHUPYIO-
IIUX /IECKBAMMPOBAHHDBIX SHIOTEAHAABHDBIX KAETOK, YCHAEHHE
Ba3KOHCTPHKTOPHbIX PEAKLMH B OTBET Ha HOPa/PEHAAMH,
yBeAUYeHHEe aKTUBHOCTH IMPOLIECCOB TEPEKMCHOTO OKUCAEHHsT
Aurmzos [10]. OnyxoaeBble MUKPOIMGOABI BbISHIBAIOT arpe-
rauuo Tpombouytos [11]. Ilosbmnenue arperanpontoit cro-
COOHOCTH TPOMOOLIMTOB HAaOAIOZAETCsT U MpH OGepeMeHHOCTH
[12]. Ycunenme arperauyoHHON aKTHBHOCTH TPOMOOLIMTOB
MOZKET ObITb 0OYCAOBAEHO M30BITKOM I'OMOLMCTEHHA B KPO-
Bu. B KauecTBe Ham6oiee BepOSITHOrO MeXaHH3Ma aBTOPDI
TPeATIONAraloT USMEHEHUsl B THOA-ZMCYAbQHAHOM 06MeHe
¢ moBepxHOCTHBIXMH 6eaxkavu TpomboruTos [13]. Axrusa-
M TPOMOOLIMTOB COMPOBOZK/AETCS MHOTOKPATHBIM yCHAE-
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HueM obpasopanus MuxpoeesukyA (IMB), cozepsammux
TPOKOATYASHTBI M TIPOArpPEraHTbl, BIAOTb 710 TIOAHOTO paciia-
Ja KPOBSIHBIX MAACTHHOK IoZ ZeiictBHeM Tpombusa [14].
OHJI0TeAMaAbHAsT MHKPOBE3HKYMLIUsl YCHAEHA Y GOAbHBIX
C aHTU(OCPOAMITUAHBIM CHHZPOMOM, YTO OIOCPEAYeT €ro
TpomboTHdeckue ocroxkHenus [15]. Buavenue mmxposesu-
KYASLIMU TPOMGOLMTOB M 3HAOTEAUs] B PA3BUTHH THIIEPKOAry-
Asttpm usBecTHO Aoctatouno aasHo [16, 17]. Ho ao cux nop
3TO sIBAEHHE, TaK K€ Kak H POAb AeHKOLMTOB M SPUTPOLIMTOB
TIOPOH HE/IOCTATOYHO YUMTbIBAETCs! TIPH PACCMOTPEHUH Hapy-
1eHui remoctasa. A oHa He Tak y:k U Mara. B aefikoumrax
COZIeP2KATCsl BEIECTBa, 10 CBOMM CBOMCTBaM aHaAOTHYHbIE
3-my u 4-My paxtopam TpomboumToB. Kmes: 6oabimit pas-
Mep, YeM TPOMOOLUTbI U SPHTPOLMTDI, ACHKOLUTbI MEZAEH-
Hee JBHKYTCSI B MHKQPOCOCYZIaX M HHTEHCUBHEE a/Ire3upyloT
K SH/IOTEAMIO, OCOGEHHO B TOCTKAITUAAIPHBIX BEHYAAX, HUTO
camo 1o cebe yxce CIOCOOCTBYET HapyIIEHHsM KPOBOTOKA.
Tax, anarusupys ucTopun 60Ae3HH GOABHBIX C OCTPbIMU Ha-
pymenusivM Mosrosoro kposoobparuenusi, B.M. Kysuuk u
COaBT. TMPHIIAM K BbIBO/LY, YTO 4YeM Bblllle Gblna BblpazkeH-
HOCTb AHKOLIMTO3a y HHX, TeM 6OAbIlle HAGAIOZAAOCH AeTa-
AbHbIX HCX0710B. KOAMUYECTBO AeHKOLMTOB 3aKOHOMEpHO yBe-
AMMHBAeTCS] TIDM MHQEKUMSX M AefikosaX. J\eHKOLMTBI mpu
Aeiiko3ax 06pasyroT 60Abie P-cereKTHHA, BCAGACTBHE Hero
ycuAMBaeTcsi ux arperaupsi ¢ Tpomboumtamu. | lpu pasaw-
HbIX TIATOAOTHYECKHX TPOIIECCAX MOKHO HabAI0ZATh 06paso-
BaHHE  AMMQOLMTAPHO-TPOMOOLMTAPHDIX,  HEHTPOMUAD-
HO-TPOMOOLIMTAPHBIX M DPUTPOLUTAPHO-TPOMOOLIMTAPHBIX
arperatoB [2, 18]. AxruBupoBaHHbIE AeHKOUMTBI, Kak H
tpombouuTbl, o6pasytor VIB. Mukposesukyasiust yciaena
y GOABHBIX C OCTPbIMH AeHKO3aMH M IpYTHMH 3AOKAYeCTBEH-
HbIMH OITyXOASIMH, MH(DEKLIMOHHbIMH 3a60AeBaHHSAMH. JpHUT-
POLMTBI, HE SIBASACh OCHOBHbIMH YYaCTHHKAMH TeMOCTa3a,
TeM He MeHee MPHYacTHbI K ero peryAsip. | lokasano, uto
spurpouutapubie VIB 310poBbIx A0HOPOB CHMZKAIOT CKO-
pOCTb U CTelleHb arperauuu Tpombouutos. | Ipu ozxorosoit
6OAe3HU 3Ta MX (PYHKIIMsI BblpazkeHa B MEHbIIEH CTereHH, U,
HecMoTpsl Ha To, 4To Koaudectso VIB yBeanmumsaercsi, Ha-
BAIOZIAETCS YCHAEHHE KOAryASLIMOHHOTO TIOTeHIIMaAa. Y CHAe-
HHE MHKPOBE3HKYMILIMH, CyZst TIO BCEMY, 0GYCAOBAEHO YCH-
AEHHEM TAMKHPOBAHHUsI TeMOTAOOHHA U /IeCTaGHAMBALMER AU~
0B Mem6pan sputpouutos. | [pu aTom nopbmmaercs Bss-
KOCTb TeMOTAOGHHA U CHUZKAeTCsl IePOPMUPYEMOCTD SPHTPO-
IIMTOB, YTO 3aKOHOMEPHO TIPUBOJMK K YCHAEHHIO MX arpera-
nponHo# crocobroctu [19, 20].

— Ycunenue obpasosarius mpombura noz aeticmsu-
em mkaresozo ¢axmopa (mkaresozo mpombonaacmu-
na ). ['loctynrenue us6brTka TKaHEBOro (akTopa B KPOBO-
TOK XapaKTepHO JASl aKyIIepCKOH MaToAoruH  (3mMboAus
OKOAOTIAO/ZIHBIMH BOZIAMH, OTCAOHKA TIAALIEHTbI ), ITO Ha ()O-
He (DMBHOAOTHYECKOH TeCTAlMOHHOH THIIEPKOATyASIMH CO-
npoBozKAaeTcst 6bICTPbIM TpomGoo6pasoBanueM. | Ipu Boc-
nareHuu (0COGEHHO TIPH CENTHYECKUX COCTOSIHHUSAX ), OIMyXO-
AEBOM pOCTE IIMTOKUHbI CTHMYAHUPYIOT SKCIIPECCHIO TKaHe-

Boro (hakTopa KAeTKamu sHzoterus [5]. B maxpogarax
CHHTE3 TKAHEBOTO (DAKTOpPA YCHAMBAETCS 107 ZeHCTBUEM
TpOoM6MHA, LiepyAONIAa3MUHA, aHrHoTensuHa 11, cozepxranue
KOTOPbIX MO2KeT ObITb IOBBIIIEHO IPU PA3AMYHBIX 3ab0Ae-
Banusx [2]. ¥ maupenToB co 3A0KauecTBEHHbIMH HOBOOG-
pA3OBAaHMAMU TaK:Ke YBeAWdeHO o6pasOBaHHe MPOKOAry-
AsTHBIX AMTHA0B. OryXoAeBble MPOKOATYASHTbI SBASIIOTCS
NPsAMbIMH aKTHBaTOPaMH (PaKTopa X. Cam Tkaneso# pak-~
TOP SKCIPECCHPYETCsl Ha TIOBEPXHOCTH OIYXOAEBbIX KAETOK,
a TaKzKe aKTHBHO OCBOOO02K/IA€TCSl MMH B KPOBOTOK B BH/IE
mukporysbipbkos auamerpom 0,1—1 mxm [11].

— Konmaxmmnas axmusayust cucmemot 2emocmasa.
Mcxons us coBpeMeHHOH KOHIIEMIMH CBEPTHIBAHHS KPOBH
[21], BHyTpeHHHil MyTb aKTHUBALMH CHCTEMbl KOAryASIHH
B (DUSHOAOTMYECKHX YCAOBHSAX MPAKTHYECKH He (DYHKLIMOHH-
pyer. Comuenyie B BazKHOCTH BHYTPEHHETO MyTH /LS CBEp-
TbIBaHUsi KPOBU 6blA0 BbickasaHo 6Goaee 50 aer Hasaz
A.M. Bybauposbmv, korza um 6bIA0 OBHAPY:KEHO, UTO
(aKTOp XareMaHa MOKeT aKTMBHPOBATbCS HE TOABKO TMPH
KOHTaKTe ¢ Cy63H/I0TEAUeM, HO U Ha PasSAHYHbIX OBEPXHO-
CT$IX, KOTOpbIe 3apsizKeHbl OTPHLIATEABHO, a TaKzke 1107 J1eH-
creueM HekoTopbix Berects [22]. C apyroi cropowbl, mpu
HEKOTOPbIX 3a60AEBAaHUSX M IATOAOTHYECKHX IIPOLeccax
MOZKeT HabAIO/IaTbCsl aHOMAAbHasl TUTIEPAKTHBALMS KOHTaK-
THOTO KOMMAeKca. Hanpumep, npu ungexuusx B ouare Boc-
naneHust HabAIOZAeTCsl akKKyMyAstust Heiitpopuros. OrHo-
CHTEABHO HEJIABHO ObINO BbISICHEHO, YTO OZHMM M3 MeXa-
HU3MOB OAaKTEPHUIIMAHOH aKTUBHOCTH HEUTPO(PHUAOB SIBASIET-
sl (POPMUPOBAHKE T.H. HEHTPOMPUABHDBIX BHEKAETOUHbIX AO-
Bymek (neutrophil extracellular traps — NET). ['lpu stom
us Aeiikouutos Boicoboxgarores JJHK, PHK, rucrons:,
MHEAOTIEpOKCHA3a M JIPYTHE BEIeCTBa, KOTOpbIe (POPMH-
PYIOT «AOBYIIKY», 06AQ/IAIONIYIO OAHAHHOHHOH TTOBEPXHO-
cTbio. AHaAOrHYHOH TMOBEPXHOCTBIO OOAAZAIOT M KAETKH
3AOKA4YECTBEHHbIX OIyXOAeH, B LIUTOMAA3MATHYECKOH MeM6-
paHe KOTOPBIX TOBBIIIEHO COZAEPKAHME AHMOHHBIX (POCHO-
aurmzos [11]. B pesyabrare storo npouecca u npoucxozur
KoHTaKTHas aktuBaums X1 (axropa cBepThIBaHMA KPOBHU
[23-25]. Taxzke cobogmaa JJHK u apyrue raerounnie
KOMIIOHEHTbI 0OHAPyKHBAIOTCS B KPOBU GOABHBIX CO 3A0-
KaueCTBEHHbIMU OIyXOASMH, YTO TOKE SIBASETCS TIPeATIO-
ChIAKOH K yCHAeHHIO TpoMboobpasosanus [26].

— Heaocmamourocms anmuxoazyasnmos (anmu-
mpom6bur 111, npomeurvr C u S ). Ycurennoe paspymrenue
AHTUKOAIyASHTOB, HaTlpUMep, 107 IeHCTBHEM AeHKOLHMTap-
HbIX (PePMEHTOB, HABAIOZIAETCS TIPH PABAMYHBIX BOCIIAAHTE-
AbHbIX Tiporieccax. (Dusmororuueckuit zeuuuT aHTUTPOM-
6una III popmupyercs mpu 6epemennoctu. [ Ipu 6axrepua-
AbHBIX HH(EKLHSIX OMUCAH JePUIMT HHIHOUTOPA TKAHEBOTO
gaxropa (TFPI — tissue factor pathway inhibitor), uro
aCCOLMUPYETCS C TSKEABIM TeYEHHEM [THEBMOHUH U CO3/IaeT
BosMozkHocTb passutua JIBC-cunzpoma, B To Bpems xak
npumenenue pexombunantaoro 1 FPI npozemoncrpuposa-
AO XOPOIINH TEPAEBTHYECKHH 3(PQEKT MPH BHEOOABHHY-
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ubix naeBMonusix [27]. Hauboaee BeposTHO, uTO 3TO0 CBSI-
3aHO C €ro IMPOTHBOBOCIIAAMTEAbHOH akTuBHOCTBIO. | lpH
3A0KadecTBeHHbIX onyxoaax | FPI paspymaerca gpepmen-
TOM TelapuHa30H, YTO TOKE COMPOBOKAAETCS H36bITOYHOMN
aKTHBHOCTbIO TKaHeBoro (aktopa [11].

— Hegocmamournocmo ¢ubpunoausa. Ilpu 6akre-
PHEMUH U 3HIOKTOKCHHEMHH 1107l /IeHCTBHEM IIUTOKUHOB
((paxTOopa Hekposa OMyXOAH M HMHTepAeHkuHa-1) moBbI-
IIaeTCs CHHTE3 HHIHOUTOpAa aKTUBATOpa MAA3MMHOTEHa,
4TO CONpOBOsAAeTCs runepkoaryAasuued. Wurepaei-
kuH-2 Takae uHrubupyer gubpunorus [2]. C ozuoit
CTOPOHDI, STO U3MEHEHHE HMEeT U BallUTHOE 3HaueHHe.
Hanpumep, nokasano, 4to y mbuueit, umeromux zeu-
1UT GUO6PUHOTeHA, TPOMOHH-aKTHBHPYEMOTO HHIHOUTOpa
(PUOPMHOAM3A UAM HHTHOUTOpA aKTHBATOPA MAA3MHHOTE-
Ha MH(EKIHH, Bbi3BaHHble Y. enferocolitica 1 HeKOTOPDI-
MH ZIpyTHMH BO36YZHTEAMH, [IPOTEKAIOT HAMHOTO TSIzKe-
Aee, a y MAQ3MUHOTEeH-Ze(DUIMTHBIX MbIIIEH MOBbIIeHa
ycroiunBoctb K Y. pestis [28]. Crmxenne pubpunoru-
THUECKOH aKTHBHOCTH KPOBH ObINO OOHAPY2KEHO y Oepe-
MeHHBIX ¢ MeTaboAmdeckuM cuHzapomoMm [12].

Paso6paB mozpobHO BeyIIMe K TMIIePKOAryAALMH Ha-
PYIIEHHs] CHCTEMbI TeMOCTa3a, HeAb3s He YTIOMSIHYTb O TOM,
4TO 0z1Ha U3 OcHOBOMOAOzKHUKOB yuenusi o JIBC-cunapome
M.C. Mauabeau cuuraer, 4TO MHMIMAABHBIM MOMEHTOM
TMIIEPKOATYASLIMM SIBASIETCSI  YMEHbIIIEHHE OTPHIIATEAbHOTO
3apsA/la KAETOK H CBEPTbIBAHHE HX [IMTOMAASMbI, H AUILIb 3a-
TeM Ha4YHHAETCs CBEPTbIBAHME MAAa3Mbl KPOBU. Paszenss
atu ugeu, b.J. Kysuux tem ne menee ormeuaer, uro zan-
Hble O HAAWYHH (DAKTOPOB CBEPTbIBAHMS B PA3AHYHbIX
CTPYKTypax KAETOK MOKa ellle He0CTaTOuHbl, TeM Goaee
YTO B LMTONAA3ME KAETOK TKAHEBOH (DAKTOP HAXOAMTCS
B PacTBOPUMO# (OpPMe, TIPAKTHYECKH He 06AAJAIOIIeH Tpo-
KOaryAsiHTHOH akTuBHOCTBIO |2, 29].

2 craaus — HapacTaiomas KoaryAonatusi norpe6ae-
HHSI ¢ KOMIIEHCATOPHDIM ycuAeHHeM pubpunoansa. Vie-
XaHH3M Pa3BUTHS THTIIOKOATYASLIMH HATASZIHO OTpazkeH B ee
Ha3BaHUH — TPOMOOLMTDI, (pUOPHHOreH (KaK OCHOBHbIE
COCTaBASIIOIIME KOMIIOHEHTbI TPOMOOB) U ApyTHe (DaKTOPbI
CBePTBIBAHUSI PACXOAYIOTCSI B Ipoliecce TpoMboobOpasoBa-
mus. [ lockoabky mpoliecchl remoctasa u aHTHreMocrtasa
(PYHKILIMOHHPYIOT MAapaANeAbHO JAPYT APYTY, CHUFKAETCS KO-
AmgectBo antutpom6buna Il m apyrux amTukoaryasmros.
Takxe MoxeT yMeHbIIaTbcs W MX CHHTE3, HarpuMep,
BCAEZICTBHE HapyIIeHHs! (DYHKLMU TedeHH TIPH HeJI0CTaToH -
HoM KpoBoToke B Hell (xapaxTepHo aaa JIBC ¢ npeobraga-
HHEM TIOAHOPTaHHOH HezocTaTouHocTH). KommencaropHoe
ycuAeHHe (UOPHHOAM3A, B CAyYae HE3HAUUTEABHOH €ro ak-
THBALMH, HMeeT 3allIUTHOE 3HaueHHe, CHUzKEHHe TPOM6006-
pa30BaHMs TPEJOTBPAILAET HAH YMEHbIAeT CTETeHb JH-
CTPO(UYECKHX U3MEHEHHH BHYTPeHHHX opraHoB. | Ipu sHa-
YUTEABHOM TIOBbINIEHHH aKTHBHOCTH (PUOPHHOAM3A HACTY-
HaeT CAe/yIolast CTazusl.

3 craaus — naeubpuHAIMA KPOBH M THIIEPAKTH-
Banus pubpunornsa. | lopbimenue axtusHoCTH PUOPU-
HOAM3a B COYETAHHH CO CHHKEHHEM arperalMoHHOH CIIO-
COOHOCTH TPOMOOLIMTOB IOKa3aHO Y GOAbHBIX XPOHHYE-
CKHUM MHEAOAEHKO30M, HO BBH/Y CHaAaHCHPOBAHHOCTH
AKTHBHOCTH (PUOPHHOAMBA M KOAIyASILIMM KPOBOTEYEHHUsI
ne Habaozarorca [30]. Heorbemaembiv u mamboree
sHauuMbiM 3remenToM JIBC-cungpoma aaunas craawms
CTaHOBUTCS TIPHU TIPE/IEBPEMEHHON OTCAOHKE TIAALIeHTHI,
OCTPOM TIPOMUEAOLIMTAPHOM AeHKO3e, paKe MPOCTaTbl,
HEKOTOPbIX TeMaHrMOMax. B 4acTHocTH, mpH ocTpom
IIPOMHEAOLIMTAPHOM AEHKO3€ THIepaKTHBALMs (PHOPHHO-
AH3a 06ycAoBAeHA dKcTpeccuedt annexcusa 1, sBasome-
rocst KOPEeLeNnTOPOM TAa3MHHOTEHA M TKAHEBOTO aKTHBA-
topa maasmusorena [11]. Ity cragmo JABC-cunzpoma
(paBro kax u JIBC c mpeobrazanuem (pubpunornsa)
Hazo Ju@@epeHIHpoBaTb OT KOaryAoraTHH, HHAYLIHPO-
Bannoi TpaBMoi u mokom (COT-ACOTS) [31]. Ecau
B ocuoe JIBC-cunzpoma (uOPHHOAHUTHYECKOTO THIIA
Aexkut axtuBauusi pubpunoausa, to COT-ACOTS
BO3HHKAaeT KaK PesyAbTaT GAOKazbl CBEPTbIBAHHs KPOBH
MOCPEACTBOM YCUAEHHsS] CHHTE3a HAOTEAHEM TPOMOOMO-
AyAuHa, 06pasyloero KOMIAEKC C TPOMOUHOM U aKTH-
supyemtero nporeu C, KOTOpDBIHA, B CBOIO OYepesab, HH-
rubupyer V u VIII paxroppr ceeprpiBanms kposu, a
TaK:ke MO2KeT HeHTPAAM30BbIBATb HHIHOMTOP aKTHBATOPA
IAa3MUHOTEHa.

B pesyabrate ¢ubpuHOAMSa B KPOBH MOBbIIIAETCS CO-
aep:xanue npoaykTos gerpagauuy ubpuna ([11M), xo-
TOpbIE HAPYIIAIOT Mepexoz;, (PUOPHHOTEHA B (PUOPHH, TT0ITO-
My CBePTbIBaHHE KPOBH TIPEKPAILAETCs], HECMOTPSI Ha HaAH-
YHe OCTaAbHBIX AKTHBHBIX (DAKTOPOB CBEPTbIBAHMS. B Zanb-
HeHIIeM 107 1IeHCTBHEM (PUOPUHOAMSHMHA TIPOUCXOJUT Pas-
pylleHHe GOABIIMHCTBA (DAKTOPOB CBEPTbIBAHMsI KPOBH,
TPOMOOLIMTAPHBIX TAMKOIIPOTEHHOB, UTO elle GoAbIle Hapy-
IIaeT Tpoliecc CBepThIBaHUA. Doaee Toro, (pUOPHHOAMBHH
MOZKeT MOBPezK/aTh KOMIIOHEHTbI CTEHKH MHKPOCOCYZIOB,
YTO COMNPOBOKAAETCS] YBEAMHEHHEM MX TPOHUIIAEMOCTH H
PasBUTHEM AUPPY3HOH KPOBOTOUHBOCTH (J\CI‘O‘-IHbIe, Kery-
/ZIOYHO-KHIIIeYHble, MATOYHbIE, MIOYeHbIe KPOBOTEYEHHS]).

4 cTazus — BOCCTaHOBHTEAbHAs. JXapaKTePU3YETCs
SIBAEHUSIMH OPTaHHOH HEZOCTATOYHOCTH, O6YCAOBAEHHOH
HapyIIeHHsIMH KPOBOTOKa B Tpeabizyiue ctaaud. | [po-
HCXOJHUT IMOCTENeHHOEe BOCCTAaHOBAEHHE HOPMAABHOTO re-
MOKOAryAsIIMOHHOTO IOTEHIIHAAA.

Takum 06pasom, ckrazbIBatoOIIascs KapTHHA MATOreHesa
pasamunblx  popm  JIBC-cunapoma mossoaser mpearono-
2KHTb, YTO TIPH ZIMArHOCTHKE H M0z60pe HaHGOAee OITHMAND-
HOTO €ro AedeHHs HeOOXOAUMO PyKOBO/ICTBOBATBCSI HE CTOAD-
KO CTa/HeH, CKOAbKO BEZYIIMMH MEXaHWSMaMH, Y4acTBYIO-
IIMMU B PA3BUTHH UMEHHO STOH STHOAOTMHYECKOH PA3HOBH/L-
noctu JIBC-cunapoma. [lpu marvaim y nanpenra sa6one-
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BaHM#, YacTo accoumupyromerocs ¢ paspurtieM JIBC-crmz-
pOMa, MOKHO T0ZI06paTh HEOOXOAUMbIE AaGOPATOPHbIE Tec-
Thl, BBIIBASIIOIIME T€ HAH HHbIE HApYIIEHHsI CHCTEMbI TeMO-
CTasa, YTO OCOGEHHO BazKHO Ha CaMbIX HaYaAbHbIX CTaZHsIX
PABBUTHSI CHHZPOMA MAM TIPH MAAOCHMITTOMHOM €TI0 TeYeHHH
M BOBpEMsl 9TU HAPYIIIEHHsI CKOPPUTHPOBAT.
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