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HuccemunupoBanHoe BHyTpucocyaucroe ceprbiBanue (/IBC) — KIMHMKO-NIATONIOrM4eCKUil
CUH/IPOM, OCJIOXKHSIIOIIMNA Te4eHHe pa3iuuHbix 3aboneBanuil. JIBC xapakrepusyercsi CUCTEMHOU
aKTHBAIlUEH TATOJIOTMYECKUX TyTeH, NPUBOIAIICH K HAPYIICHUIO PETYIALNH KOaryJsluu,
nposiBisieTcsi oOpa3oBaHueM (UOPUHOBBIX CTYCTKOB C MOCIEAYIOUIEH opraHHOi JUChYHKIHEH u
CONMYTCTBYIOIIUM TOTpeOIeHHEM TPOMOOUHUTOB H (HaKTOPOB CBEPTHIBAHUS, KIMHHUYCCKU
MPOSIBISIIOIIMMCS] KPOBOTCUCHHSIMH.

CwmeptHocth or JIBC 3a mociemnue Troabl 3HAYUTEIBHO CHU3WIACH. 10 TaHHBIM MHHHCTEPCTBA
3npaBooxpaneHus Anonun, cMmeptHOCTh 0T JABC ynana ¢ 65 % B 1998 roxy mo 46 % B 2010 1 2012
rojax, Takas e TeHaeHuus Habmomaercs u B CLIA (c 76 go 51 % mexay 2006 u 2010 ronamu).
JlaHHOE CHW)XKCHUE CMEPTHOCTH OOYCJIOBJICHO Oojiee NIyOOKMM TOHUMAaHHEM I[aTOTCHE3a
3a0o0neBanusl, yay4ylIeHHEM paHHEH AMArHOCTHKU W MPUMEHEHHEM HOBBIX MPOTOKOJIOB JICYCHHUS
JBC.

JTHoNOTHSA

JBC uacto pa3BuBaetcs Ha Qone cencuca nu6o unpexkuuu (30-51 %), TpaBMbI (4e€pETHO-MO3TOBAs
TpaBMa, 0KOTH, KUPOBasi SMOONINS) WK OOJBIINX ONEPATUBHBIX BMemarenbcTB (45 %). dpyrumu
npuyrHamMu JIBC MoryT OBbITH J€CTPYKLUS OPraHOB (TSDKENbIM MMAaHKpPEaTuT), 3JI0Ka4yeCTBEHHBIN
IPOIIECC, TSKENbIe aKyHIIepCKUE TMAaToNIOTUH (IMOOIHMS aMHUOTHYECKOW JKHIKOCTBIO, OTCIOWKA
IUTALEHTHI, TSDKENas MPEdKIaMIICUs], MTOCIEPOI0BOE KPOBOTEUEHHE), (PyJIbMHUHAHTHAS M€UEHOYHAs
HEJIOCTAaTOYHOCTh, LUPPO3 TICUCHH, TSDKENbIE TOKCHYECKHWE WIM WMMYHOJOTHUECKHE PEaKIHU
(oTpaBieHue saMu 3MeH, NepenuBaHUE HECOBMECTHMOM KpOBH, OTTOP)KEHHE TPaHCIUIAHTATa),
COCYIUCTBhIE 3a00J€BaHMs (FEMaHTMOMBI, aHEBPU3MBbI a0pThl, cuHApoM Kazabaxa-Meppurra).

IMaTro¢pusuosorus ABC

K passuturo JIBC npuBoIuT HapylleHUE PETyJSILUM MPOTHUBOCBEPTHIBAIOLIEH U CBEPTHIBAIOLICH
cucreM kpoBu. DopmupoBanue (HUOPUHOBOTO CTryCTKa SBISETCS IMPOAYKTOM IIEJIOr0 Kackana
peakiuii, B KOTOPBIX 3aJelCTBOBAHbI KaK (DaKTOpPbl CBEPTHIBAHUS, TaK U KIETOYHBIC SJIEMEHTBI.
Bpliensor BHYTpeHHHHM W BHEIIHMM IIyTH AakKTHBAalMM Koaryisinuu. MHunumanus npouecca
cBepthiBanus npu JIBC 3auacTyro HauMHaAeTCs ¢ MONaJaHus B KPOBOTOK TKaHEBOro (hakropa —
¢axropa VII (BHemHuii myTsh) (puc. 1).
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Pucynok 1 | Uaunmanus nporecca ceepthiBanus npu [IBC 3aqactyio HaumHAETCs C MOMAaHus B
KPOBOTOK TKaHEBOTO (akTtopa — ¢akrtopa VII (BHEIHUHN My Th)



TrkaneBoit (aktop (T®P) mnpencrabnser cobOoil MeMOpaHO-ACCOIMUPOBAHHBIN TIIMKONIPOTEHH,
HaxXOASIIMICA B CYyOd’HAOTEIMATBHOM CJIO€ COCYAOB, B (DHU3MOJOTHYECKHX YCIOBUAX HE
KOHTaKTHPYIOIIUH ¢ KpOoBbIO. BBIOpOC TKaHeBOro (haktopa MOTYT CHPOBOIMPOBATH pPa3IUYHBIC
IPOIIECChl, TaKWEe KaK MPsIMOE TOBPEKICHHWE COCYI0B, BOCHAIUTENIBHBIE M WMMYHOJIOTHYECKHE
peaxmun. [1pu cenicuce TO HemocpeaCTBEHHO MPOAYIUPYETCS MOHOIIUTAMH, a TAK)KE BBIJCISETCS B
pe3ynbTare B3auMoJeHCTBUSL TPOMOOLIUTOB CO CTEHKOW COCYIOB, YTO NMPHUBOAUT K 3HAYUTEILHOMY
YCHJICHHIO KOAryIsiui. BBIOpOC MpOBOCHIANUTENBHBIX ITUTOKMHOB M XEMOKHHOB MPOBOLUPYETCS
B3auMmoyeiicteueM Td, TpoMOnHa U Jpyrux (akTOpOB KOATYISIUHN C BOCHIAIUTEIbHBIMU KIETKAMU
yepe3 cnenuduueckue mpoTeaza-aktupupyembie perentopbl (PARs) 1-4 Tuma, a Takxke
nornonaHuTenbHO TpoMOrHOM uepe3 Toll-like peneniroper 4 Tuna (TLR4). Paszsutue /IBC Ha ¢one
OHKOJIOTHYECKUX IPOIECCOB HUMEET CBOM OCOOCHHOCTH, TaK KaK HEKOTOPBIE OITyXOJH MOTYT
IPOM3BOJANTD MPOKOATYIISTHTHBIE (PaKTOPHI (TKaHEBOM (PaKTOp M LUCTEHHOBAA MpoTeas3a pakropa X)

(puc. 2).
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PucyHok 2 | AKTHBanus NpoKoaryiIstHTHBIX (pakTopoB B naroreHese JIBC-cunnpoma



BaxxHoe MecTto B Tmpolecce CBEpThIBAHUS 3aHMMAaeT TPOMOHMH: OH HE TOJBKO YYacTBYET B
npeoOpa3zoBannu (pubpuHOTEHA B GUOPHUH, HO TAaK)Ke aKTHBUPYET ApyTrHe (GPakTopbl U KO-(HaKTOPHI
ceepthiBanus (paxropsl VII, IX u XI). TpoMOMH HHUIIMKPYET CKpeIUIeHHe YacTull GUOpHUHOTEeHa B
MOHOMEpBHI, a 3aTeM | B onuMmepsl. [locrenyromas ctabmim3anys TpoMOa IPOUCXOANUT ¢ TOMOIIIBIO
TpomMOuH-akTuBHpyeMbIX (haktopoB XIII (akropa XIlla).

Peakiun xoarynsiuu KOHTPOJIMPYIOTCSI IIPOTUBOCBEPTHIBAIOLIEN CUCTEMONW KPOBH, BKIIIOYAIOLIEH B
ce0s: anTuTpoMOuH (O6sokupyet aktop Xa u TpoMOuH), mporenH C (IPOTEOTUTHIECKH pa3pyIiacT
Va u VIlla ¢axropsl), UHTHOUTOp MYyTH TKaHEBOTro (hakropa (MHrUOMPYET KOMIUIEKC TKaHEBOU
dakrop-Vlla dakrop).

IIpu cencuc-unnyuupoanHoMm J[BC HapymiaroTcs BCe TpU KOMIIOHEHTa MPOTHUBOCBEPTHIBAIOILIEH
cucTeMbl. Bo-TIepBBIX, CHUKAETCSl YPOBEHb aHTUTPOMOMHA B pe3ysibTaTe HapyIIEHUs] €ro CUHTE3a B
MIEUEHH, YBEJIMYEHHUS €ro KJIHMpeHca M3-3a 00pa3oBaHMs MPOTea3a-aHTUTPOMOMHOBOTO KOMILIEKCA,
HKCTPABACKYJISPHBIX IOTEPh M3-3a IOBBIIIEHHUS TPOHUIIAEMOCTH KJIETOYHOM CTEHKH U pa3pylICHUs
acTepa3zoil HedTpodwmioB. B jgomomHeHWe K 3TOMY, B CTEHKE COCYJOB HapyIIaeTCs CHUHTE3
IPOTEOTITMKAHOB, CIIOCOOCTBYIOIIMX CBSA3M aHTUTPOMOWHA ¢ renapuH-cynb(arom. Bo-Bropsix, mpu
CETCHUCE CHIKAETCS aKTUBHOCTH mpoTerHa C u ero kodakropa — mpoTerHa S, KOTOPBIA 00IagaeT
KaK aHTUKOATYJISIHTHBIM, TaK U B HEKOTOPOW CTENEHH MPOTHBOBOCHAIUTEIbHBIM 3 dexramu. B-
TPETHUX, HAPYIIAeTCsl paboTa CHCTEMbI HHTUOWTOpA IyTH aKTHBAIMU TkaHeBoro ¢akropa (UIITD).
B nopme UIIT® npucyTcTBYeT Ha OBEPXHOCTU HHAOTEIUS COCYIOB WU LIUPKYIUPYET B KPOBU B
CBSI3aHHOM C JIUnonpoTenHamu Buje. Ero pons B passutun JIBC noka mioxo u3ydeHa.

[ToBpexxneHre TPOMOOIIUTOB WTpaeT IEHTPANIbHYI pOJIb B HapymieHun koarymsmuu mnpu JIBC.
TpoMOOIIMTEI MOTYT aKTUBHUPOBATHCS KaK HAIMPIMYIO, 4epe3 MPOBOCHAIUTEIbHBIE MEIUATOPHI
(akTop akTHBAIMKM TPOMOOITMTORB), TAK W OMOCPEIOBAHHO Yepe3 TKaHEeBOW (pakTop W TPOMOMH.
BnocnenctBun Ha MeMOpaHe aKTUBUPOBAHHBIX TPOMOOIIMTOB MPOHMCXOAUT Qukcarus (GuOpuHa.
TpoMOWH CcTUMYIHpPYeT OJKCOpeccuio Ha MeMmOpaHe TpoMOomuToB T-cenekThHa, KOTOPBIHA
pPETYyIUpPYET aAre3ur0 TPOMOOIUTOB K JICHKOIUTAM U DHIOTEIHIO COCYAMCTON CTEHKH, a TaKxkKe
yckopsieT cekpenuio Td MoHOHYyKiIeapamu. B nonosHeHne KO BceMy MOBPEXJIECHUE SHAOTENUS U
B3aMIMOJICUCTBHE TPOMOOITUT-COCYANCTass CTEHKA BBI3BIBAET BBIOPOC B KPOBH YIBTPA-OONBIINX
MoHOMepoB ¢akropa ¢oH Bumiedpanga (VWF). daktop ¢on Bunnebpanma siBiaseTcs BaKHBIM
MEIMATOPOM aJre3uH TPOMOOIMTOB W KOATYJSIIIMM KPOBHU, €r0 Jerpajgais OCYIISCTBISCTCS C
nomoIipr0 MetamuionporenHazsl ADAMTS-13. JIokazaHo, 4YTO HEJOCTATOK METAJIONPOTENHA3HI H,
BCJICJICTBUE 3TOTO, CHIKeHUe nerpananuu VWF crocoOctByeT pazBututo JIBC-cunapoma u 6onee
TSKEJIOMY €T0 T€UEHHUIO.

®enotun ABC cunapoma

[ToBwimennoe o6Opa3zoBanue TpomOuHa npu JABC-curapoMe npuUBOAUT K MaHH(ECTAUH
pa3IUYHBIX (PEHOTUNOB, KOTOpbIe HE 0053aTeNbHO XapaKTEpPHU3YIOTCS MMOBBIIIEHHBIM
TpombooOpazoBanueM. Hampumep, pannsas runepduOpuHONIMTHYECKas (remopparudeckas) gasa,
BBI3BIBAIOIIIAS BCIJIECK MPOAYKIIMKM TPOMOWHA B paHHel (a3ze Tsokenon TpaBMbl. Uepes 2448 vacos
OHa CMEHseTCS MPOKOATYISHTHOH (TpoMOOTHUYEeCKOH) (a30i, XapaKTepHOH uepToil KOTOpOU
ABIISIETCS TUIEPIPOAYKIUS IJIa3MUH-MHTHOMPYIOMIETO KOMIUIEKCa, MPUBOASIIAS K CYMpPECCHH
aktuBHOCTH TipoTenHa C. ®enotun J[BC 4acTUYHO 3aBUCUT OT ITHOJIOTMYECKOTO (aKkTopa, HO B
Oosbllel cTerneHn 00yCIIOBIEeH MpeobialaoniuM HapyIIEeHHEM B PETYISIIIMM TeMOCTa3a OpraHru3Ma
[2, 3]. Yacto HabmromaeTcs AaKTHUBAIUs CUCTEMBI CBEpPTHIBaHUS (MOBBIMICHHE TPOMOUH-



AHTUTPOMOMHOBOTO KOMILJIEKCA), OJHAKO CTENeHb (PUOPUHOIMTUUECKOM aKTMBHOCTH (MHTHOHMTOpA
aKTUBATOPA IJIA3MUHOTEHA) BAPbUPYET B 3aBUCHMOCTH OT IPUYUHEI (puc. 3).

Coagulation
Classification [FAT) Fibrinolysis Symptoms DD PAI Typical
diseases
(PIC)
DIC with Organ /|Slightly |Marked s
suppressed fibrinolysis symptoms/ |elevated|increase P
1 r l“"
DIC with /
/ Cancer

balanced fibrinolysis

{

DIC with

Aortic aneurysm
S : Abruptio placentae
/Bleeding | £ayated Slight APL, hemangioma

nolysi \/,
enhanced fibrinolysis / symptoms Increase| prostate cancer
Trauma
Pucynok 3 | ®enorunsr [IBC-cungpoma. TAT — xommiekc TpomOuH-aHTHTpoMOMH; PIC —
KOMIUICKC TIUIa3MHUH-asibda-2-antuiiazMua; DD — Jl-numep; PAI — wuHruOuTop akTmBaropa

IJIa3MHUHOI'CHa

B cronbme «Symptoms» 0003Ha4eH mepexos] OT KPOBOTEYCHHH K OPraHHOMY IIOPaXCHHUIO
(pa3BUTHE MMKpPO- M MakpoTpom0o030B). Ha pnaHHOM pucyHke He 0003HA4€Hbl HPOLYKTHI
nerpagammu ¢pudpuna (I1JJP), Tem He Menee npu runepdudpunomuTryeckoMm (enorune /IBC
uMeeTcs TeHAeHIUs K mpeoOmamanuro [1JI® Han kommuectBoM JI-gumepos. Ilpu Tepanuwm
npenaparaMu TpPaHC-PETUHOEBOW KHUCJIOTBHl IPHU OCTPOM NPOMHUEIOLNUTAPHOM JIEHKO3e
UHTUOMPYETCsl SKCIPECCUs OMyXOJIEBBIMU KJIeTKaMU aHHekcuHa II, B pe3ynbrare uero MeHserTcs u
¢denorun IBC (TepsieT XapaKTepuCTUKU TUNEPHUOPUHOIUTHIECKOTO, TPHOOPETast XapaKTEPUCTUKU

MPOKOATYISITHTHOTO (JEHOTHUIIA).



JAunarnocruka
Kpurepun mst BeisiBnenus JIBC-cunapoma mo mkane ISTH (International Society of Thrombosis
and Haemostasis Scoring System):

Kputepun no wkane ISTH
(International Society of Thrombosis
and Haemostasis Scoring System)

ImetoTca nn y naumeHTa 3abonesanHvsl, KOTopble MOV NOCAYKUTb nMpuyrHon OBC?
Ecnn pga, TO LenecoobpasdHo NPOoBECTH TaboPaTOPHYIO AVArHOCTUKY: OrNpesenTb
NPOTPOMBNHOBOE BPEMSI, KOIMHECTBO TPOMOOLIMTOB, YPOBEHL (PUBpPUHOreHa
1N MapKepbl 0bpasoBaHma hrbpuHa.

PesynbTatsl 1ab60paTtopHbIX TECTOB Gasnnbi

KonuyectBo TpombouuTtoBs, x10%n:

<50 2
<100 1
> 100 0

MoBbilweHne mapkepoB o6pa3oBaHus ubpuHa
(D-gumepbl nnn NpoayKTbl gerpagauun nbpuHa):

HET MOBbILLEHNS 0
YMEPEHHO MOBbILLEHDI 1
3Ha4YUTENBHO MOBbILLEHbI 3
YanuHeHne npotpom6uHoBoro Bpemenn (MB), cek:

<3 0
3-6 1
>6 2
YpoBeHb hubpuHoreHa:

>1r/n 0
<1r/n 1
sBHbIN [JBC-crHapom 5-8
HesiBHbI [1BC-crHapom 0-5

OueHKy No AaHHOW LLKane peKOMeHAYeTCst MOBTOPSTb eXXeAHEBHO

[aHHas wkana, no nHopmMaumm aBTopoB, MMEET YyBCTBUTENBbHOCTb 91 %
n cneundn4HocTb 97 % B oTHOLWEHMKN siBHOrO [BC-cruHapomMa MHEKLMOHHOro
N HEMHMEKLIMOHHOIO reHe3da. [pu BbisBneHnn ssigHoro [BC-cuHapomMa no gaHHom
LUKane cMepTHOCTb cocTasnsaeT 43 %.

MEDACH.PRO

Pucynok 4 | ISTH (International Society of Thrombosis and Haemostasis Scoring System)



Kpurepuu Japanese Association for Acute Medicine (JAAM):

Kputepun JAAM
(Japanese Association for Acute Medicine)

HeobxoayMo UCKIKOHYAUTE CNEayoLLIME COCTOSIHMS 1 3a00/1eBaHNS:

® TPOMOOLINTONEHNIO

® reMoaMNOLIMIO U aHOMaSTbHOE NepepacnpefeneHne KpoBm
1 €e KOMMOHEHTOB

® MaCCUBHYK KDOBOMOTEPHO 1 MACCUBHYHO MHDY3MIO pacTBOPOB
3ab0neBaHNsi CMCTEMbI KPDOBETBOPEHWIS

® ONOMATUHECKYIO U TPOMOOTNHECKYHO
TPOMOOUMTONEHNYECKYIO NypPnypy

® FeMOJSINTUKO-YPEMUHECKINIA CUHAPOM,

® renapuyH-vHOyLMPOBaHHYIO TPOMBOLMTONEHMIO

® HELLP-cuHopom

® 60NE3HM NEYEHN

® rYNOTEPMUIIO

® OLLMBKN nabopaTopum NPy NPOBEAEHNN aHANN30B

PesynbTatsl 1a60paTopHbIX TECTOB bansbi

Kputepum cucteMHOro BOCnanmTenbHOro
oteeTta (CCBO):
® Temriepartypa Tena > 38° nm < 36°C;
® YCC > 90 ya/muH;
® TaxurnHos (Y4 > 20 B MuH,
nmm PaCO, < 32 mm pT. CT.);
® KOIMHECTBO JIENKOUMTOB
B riepuchepuHeckont kposu > 12x10%n
(nevikoumTo3) nmm < 4,0x10%n
(nevikorieHust), v > 10 % He3pesibiX (POPM.
3 n 6onee 1
MeHee 3 0
KonuyectBo Tpom6ouuTos (PLT), x10%/n:
< 80 nnm cHWXeHre 6onee Yem

Ha 50 % 3a 24 4aca 2
> 80, HO < 120; nnn CHWKeHne

6onee 4em Ha 30 % 3a 24 4yaca 1
120 n 6onee 0

MpoTpoMmbuHoBOE BpemMs
(oTHOWweHwue MB nayueHTa/Hopma lNB):

>1,2 1
<12 0
PubpuHoreH, r/n:

285 1
=35 0

dubpuH/NpoayKThl gerpagauum
¢dubpuHorena (MNAP), mr/n:

>25 2
>10n<25 1
<10 0

WUror: > 5 6annoB — Hanuune y nayueHta BC-cungpoma.

MEDACHPRO

Pucynok 5 | Japanese Association for Acute Medicine (JAAM)

JlaHHBIC WIKAIBI OTIUYAIOTCS PA3IUYHON UYyBCTBUTCIHHOCTHIO B OTHOIICHWW IPOTHO3HPOBAHHS
CMEPTHOCTH: CYUTAETCs, 4To mKkana JAAM umeer OOJBINYO YyBCTBHTEIBHOCTh K HesiBHOMY JIBC-
CUH/IPOMY, B pe3yabrare 4ero cMepTHocTh npu JIBC-cuHIpoMe, BEISBICHHOM IO JIAHHOH IIKaJIe,
MOYTH B JIBa pa3a HIKe (0koJ0 22%).



Kpurepuu [IBC Japanese Ministry of Health, Labor and Welfare (JMHLW):

Kputepuun OBC no wkane JMHLW
Japanese Ministry of Health, Labor and Welfare

Bannei
1. 3TUONOIrMA

EcTb nun atnonorunyeckue gakropol AIBC?

Oa 1
Het 0
2. KIIMHNYECKUE NPOSAABNEHUA

KpoBoTeueHus:

eCTb 1
HeT

OpraHHas guchyHKumA:

ecTb 1
HeT

3. JAHHbIE JTABOPATOPHbIX TECTOB
Mpotpom6uHoBoe Bpems (MB), cek:

> 20

>151n<20

<15

YpoBeHb hubpuHoreHa, mr/gn:

<100

>100 1 < 150

> 150

MpopykTbl Aerpapaumm ubpuHa, MKr/mn:
> 40

>201n <40

>10un <20

<10

KonuyectBo TpombouuTos, x10%/n:

<50

>501 <80

>80umn<120

>120

o =N

o =N

O =N W

O =N W®

NOATBEPXXOAIOLLUME KPUTEPUN:

® CHVDKEHWE YPOBHSI aHTUTpoMOMHa ll;

® CHKEHVE MIa3MEHHOrO YPOBHSI NIa3MUHOreHa;

® CHKEHVE YPOBHS aslba-2-TPUNCrHOreHa;

® CHWKEHVe ypoBHS rbprHoreHa 6onee 4em Ha 50 % 3a 3 aHs;

® MONOXUTENBHBIN NPOTAMUH-XKENATUHOBbIN, STaHON->KENATUHOBbIV
VN KPUOMOPVHOrEHOBbIN TECT;

® yNyHLLIEHNE KINVHUYECKOM KapTUHbI U NabopaTopHbIX NokaaTenei
rocre Tepanum renapuHoM;

® HanM4Me NoATBEPXKAEHHbIX (HMBPUHOBBLIX TDOMOOB.

uTor:

> 7 6annos — [BC-cuHapom;

6 6ann10B v > 5 6aNN0B NPYU HAMHUM NONOXKUTENBHBIX 2-X U3 7 MOATBEPXKAAIOLLIMX
kputepres — [ABC-CUHAPOM BEPOSITEH.

[na naymeHToB ¢ aniacTn4eckovi aHeEMUEN, NerKeMmes, MOHUMAIOLLMX
aHTVHeon1IacTn4eckue npernaparsl U T. M.:

> 4 6annoB — [ABC-cuHapowm;

3 6anna unmn = 2 6annoB NPU HAMHMN NMONOXMUTENBHBLIX 2-X U3 7 NMOATBEPXKAAIOLLINX
kpuTepreB — [BC-CUHAPOM BEPOSTEH.

[aHHble Kputepum He agantypoBaHb! 4/15 MaUMEHTOB C 3a601EBaHNSMUN MEHEHN
W HEGPOTNHECKUM CHIHBPOMOM.

MEDACHPRO

PucyHnok 6 | Japanese Ministry of Health, Labor and Welfare (JMHLW)

JlaHHBIE KPUTEpPUH HE aJanTUPOBAaHBI IS NANUEHTOB C 3a00JEBAHHSAMHU MEYCHU WIH
HE(PPOTUYECKUM CHHAPOMOM.

Ha ocHoBanuu npezicTaBieHHbIX Bbllle HIKaa BeicTaBiseTcs quarno3 JIBC. Haubonee noaxonsimas
IIKajla BEIOMPAETCsl B 3aBUCUMOCTH OT BO3MO)KHOCTH MPOBEICHMS ONPEIEICHHbBIX J1aO0paTOPHBIX
TECTOB W KIMHUYECKOM cuTyauuu. I[Ipy BO3MOXKHOCTH MAalMEHTYy PEKOMEHIYETCS IMPOBOAUTH
KOHTPOJIb JIA0OPATOPHBIX MOKa3aTesiell Koaryssiiuy Kax/ Iple 8 4acoB.
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Pucynok 7 | AnropuTM TakTHKW BeneHus mnarueHToB ¢ JIBC-cunapomom (aBTOpckas paborta
Medach)

Tepamnus sTHONIOTHYECKOTO (PaKTOpa
I'maBubiM B Tepanuu [IBC-cunapoma sBIsieTCSl J€UEHUE COCTOSHMS, BBI3BABIIEIO €r0 pPa3BUTHE.
Brinenstor qBa Bapuanta teuenus ABC-cunapoma:

Konrtponupyemsiii JIBC-cuHIpoM: XapakTepu3yeTcsi BPEMEHHBIM HApPYLIEHUEM pPETYJSLUU
KOAaryJsiIUOHHBIX MEXaHHU3MOB M OBICTPBIM BOCCTAHOBJIEHUEM INIOCJE JHKBUIALMHU
IPOBOLIMPYIOIIETO COCTOSHUS (TpaHC(hY3MOHHAs peaklus, OTCIOMKa IUlaleHThl). B psne ciydaes
MOYKET pa3peIaThCsi CaMOCTOSITEIIBHO.

— Hexontponupyemsiii JIBC-cuaapoM (BBI3BaH CETICUCOM WJIM TPaBMOM): B ATOM CIIy4ae TIOMHUMO
JJUKBHU a1 OCHOBHOM 3THOJIOTHYECKOU MMPUYIKUHBL Tp€6yeTC$I HE3aMCIJIUTCIIbHOC HAYaJl0 TCpaIlnu.



BaxHno OTMCTUTL, 4YTO PAHHCC HaA4YaJI0 NPUMCHCHHA IMPCHIaparoB, BJIUAIOIMIUX Ha CUCTCMY
cBepThIBaHUS KpoBH (10 pazBuTus JIBC-cuHIpoma), MOXKET B 3HAUUTEIHLHON CTETNICHH HAPYIIHUTH
pEryidnuro remMmocTasa 1, BCJIICACTBUC 3TOT0, YXYAIIUTL COCTOAHUC MAlITUCHTA.

3aMecTUTEIbHAS Tepanus

Pexomenmamuu no 3amecturensHoit Tepamuu JIBC crnenansl Ha OCHOBaHUM OOBEIUHEHUS JTaHHBIX
raiinnaitHoB pa3nuunbix coobmectB (British Committee for Standards in Haematology (BCSH),
Japanese Society of Thrombosis and Hemostasis (JSTH), Italian Society for Thrombosis and
Hemostasis (SISET)), 3anumaronuxcst uatencuBHoi tepanueii JIBC. Ilpu couetanun akTUBHOTO
KPOBOTEUEHHUSI WM PUCKA €ro Pa3BUTHUS U OINpEAENEHHBIX YPOBHEH J1aOOpaTOpHBIX IMOKazaTesen
pEKOMEHAYeTCsl TPUMEHEHUE TPOMOOIMTAPHOW Macchl, CBexe3amopoxkeHHOW Tuiasmbel (C3I),
KpUOTIPEIUINTAaTa WIN KOHIEHTpaTa (UOpHMHOreHa, KOHIEHTpaTa MpPOTPOMOMHOBOIO KOMILIEKCA
(KIIK). Bce HmkenepeuMcieHHbIE PEKOMEHAALNN KACAOTCSl KaTETOPUM NAIlMEHTOB C AKTHBHBIM
KPOBOTEUEHUEM.

Pexomenayercst TpancQy3us TPOMOOIIMTOB IPU HATUYUU MTPU3HAKOB AKTUBHOTO KPOBOTEUECHUSAMHU U
ypoBHe TpoMOo1uToB < 50 x 1079 /1 16O MpH OTCYTCTBUM KPOBOTEUEHHSI, HO HAJIUYHH BBICOKOTO
pHUCKa ero pa3BUTHs U ypoBHE TpoMOoIuToB < 20 X 1079 /1. Tpancdy3ust TpoMOOIIUTAPHON MacChl
HAUMHAETCS C OJHOW CTaHAApTHOW B3pociioil no3el (O6omee 240 x 1079/m). Ilepenusanue C3I1
MOXKET MpUMEHsThCs npu yamuHeHuu [IB/AUTB (Oonbmie 1,5 oT HOpMBI) WM CHUKCHHH YPOBHS
¢ubpunorena menee 1,5 r/mn. Haganenast noza C3II cocraBusier 15 MII/KT, pu HEOOXOIUMOCTH
0osee KeCTKOI KOPPEKIMH YpOBHS (PAKTOPOB CBEPTHIBAHHS JOMYCTHUMO HCIOJIb30BaHKUE 103bI 30
MII/KT, OJIHAKO CJIEAyeT IMOMHHUTb, YTO Takue BbicOKHe a03bI C3II MoryT BBI3BaTh NeperpysKy
oovemMom. KIIK wnmm koHueHTpar ¢GuOpHHOTEHA TPUMEHSIOTCS TPHU HAJIWYUW TOITBEPKICHHOM
Tsokenol runogudpuHorenemun (< 1,5 r/mm), HecmoTps Ha wucnonb3zoBanue C3I1 mmubo mpu
HaJIMYUU TPOTHBOIIOKa3aHUN K ee mnpuMeHeHHto. [Ipu npumeHeHnun 3 rpaMM KOHIIEHTpara
¢ubprHoreHa ypoBeHb (UOpHHOTEHA IIa3Mbl KPOBH IMOBBIIIAETCS puMepHO Ha 1 r/71. Taxoii ke
adpdext mocruraercs npu nepenmuBaHuu 4 emuuHun C3I1 wim 2 no3 kpuonpenunurara (10
JNOHOpPCKUX eauHun). [Ipu MIaHWpOBaHMM y TMAllMEHTOB HWHBA3MBHBIX IPOLENYp HEOOXOIUMO
KOHTPOJUPOBATh YPOBEHb JTAOOPATOPHBIX MOKa3aTellel CBEPThHIBAHUS KPOBH, U MPU HEOOXOANUMOCTHU
NPEBEHTHBHO TpoBecTU TpaHc(y3uio TpomOoruToB wiu C3II. DddexkTuBHOCTS M 0€30MacHOCTD
npuMeHeHus pekoMOuHaHTHOTO ¢akropa VIla y mammentoB ¢ JIBC Ttpelyer manbHEiIIero
UCCIIEIOBaHMUS.

AHTHKOAryJIsTHTHAs! TEparus

[IpruMeHeHne aHTUKOAryJIsIHTOB MPOTHMBOINOKa3aHO mpu pa3putuu JIBC-cunapoma B pesynbrare
TpaBMbI, WJIA TpPU TPaBMATUYECKOM IIIOKE B COUYETAaHMM C AKTUBHBIM KpoBOTeueHueMm. [is
ucrnonws3oBanusa npu JBC-cuaapome ¢ mnpeobiamaHueM TpoMOO30B pPEKOMEHIYyETCS
HedpakimonupoBanubii renapud (HOI') wnmm Huskomonexymspueie remapunsl (HMID). HOI
npuMmeHsieTcss B HadanbHOM no3ze 10 EJI/kr/gac mom xontpormem AUTB ¢ mommepkaHuem ero
yBenuuenus B 1,5-2,5 pa3za or HopMbl. HeoOXoauMo MOMHHUTH O MpO(UIAKTUKE TPOMO0IMOOIHU
H®I" umu HMI' y TspkenbIx marueHToB 0€3 MPU3HAKOB KPOBOTEUCHHUH. YpoBeHb aHTHUTpoMOuHa 111
MOXKET YAaCTUYHO HWCIIOIh30BAThCS JUISl OICHKU JalbHEWIed S((OEKTUBHOCTH MPUMEHEHUS
rermapuHa, HO 3a4acTyl0 MMEIOTCSl CIOKHOCTH (BBICOKas CTOMMOCTh, OTCYTCTBHE PEAreHTOB) IMpPH
M3MEpEHUH akTUBHOCTH aHTUTpomOuHa III. Ha paHHBI MOMEHT KpyIHBIE HCCIIEAOBaHUSA O
npumenennd HMI' y manmenToB ¢ JIBC-CHHAPOMOM OTCYTCTBYIOT, U BO3MOXXHOCTH MPO(UITAKTUKH
HMI crpoutcs Ha TaHHBIX UX UCIIOJL30BAHUS Y MAIMEHTOB XUPYPrUUIESCKOTO MPOQUIIS.



CuHTeTHYecKre MHTMOUTOPHI MpoTeas (rabekcara Me3uiar, HadamocTaTa ME3HWIIAT) pa3pelieHbl K
WCIOJIb30BaHUIO B SAAnonuu, onHako kpynubeie PKU, nmokassiBaromnue ux spdexruBaocts mpu [IBC-
CHUH/IPOME, OTCYTCTBYIOT.

KoHIeHTpaThl aHTUKOATyASHTHBIX (PaKTOPOB

UccnenoBanusi B JaHHOM HaIlpaBJICHUM BEyTCA Ha MPOTSHKEHUU YK€ MHOTHX JIET; Tak, ¢ 1980 rona
NPOBOAATCA MCIBITAHUS KOHILEHTpATa aHTUTPOMOMHA, OonHAKo ero s¢dextuBHOCTH npu JIBC-
CHHJIpOME JI0 CUX TOp He AokazaHa. Ha ocHoBanuu mpeanonoxenusi, uro npu JIBC npoucxoaut
yrHeTeHue BbIpaboTku npotenHa C, 3apoauiiach uaest IpUMEHEHUsI aKTUBUPOBaHHOTO mpoTenHa C.
[Tocne mpoBeneHus OONBUINX UCCIIEOBAHUN JaHHBIN Ipenapar nokas3ai 3QQeKTUBHOCTD B rpymnmnax
C TSDKEJOW COIyTCTBYIOIIEH mnartonoruen (cemcuc). KpymHbIX HUCCeIOBaHUN, CpPaBHUBAIOLIUX
3¢ (HeKTUBHOCTh PEKOMOMHAHTHOTO aKTHBUPOBAHHOIO uYeoBedecKoro nporerHa C U MOy4eHHOTO
U3 M1a3Mbl KOHIEHTpara npotenHa C, He npoBoauiock. Konuenrpar nporenna C npuMeHsieTCs B
BUJIC TIPOJOJKUTEIHPHOM MH(PY3UH CO CKOPOCTBIO 24 MKI/KT/dac B T€UEHUHW 4YeThipex maHeu. [lpwu
HEOOXOMMOCTH TIPOBEACHHSI MHBAa3MBHBIX MPOIEAyp BBeAcHHE nporenHa C mpephiBaeTCs J0 UX
BBIMOJTHEHUS (IEPUOJT TOMYBBIBEIEHHS 0KOJI0 20 MUHYT), @ 3aT€M BO30OHOBIISIETCS Yepe3 HECKOIBKO
yacoB. [Ipu npumenennn nporernHa C HEOOXOAMMO YUUTHIBAThH MOBBINICHNE PUCKOB KPOBOTCUCHHUS
(2-3,5 %) u BayTpHuuepenHoro kposouznusHus (0,1-0,3 %), a Takke TO, YTO B UCCIIEIOBAHUAX
mpernapara He y4acTBOBAJIM MalMEHTHI ¢ TpomOouutonenueid ( < 30 x 1079/m). Jlns koHTpoOIs
tepanuu ucnonb3yercss AUTB. HMccnenoBanus mo npuMeHeHHio TH(]akoruHa (PeKOMOWHAHTHOTO
MHTUOMUTOpA MyTH TKAHEBOTO (pakTOpa) HE YBEHUYAJHCH yCIIEXOM.

Ha panHBIE MOMEHT uMeEeTCS psJ HcclienoBaHUi mo Oe3omacHOCTH W 3P (HEKTUBHOCTH
PEKOMOWHAHTHOTO PACTBOPUMOTO YesoBeueckoro Tpomoomoaynuaa (thTM), ogHako ux pe3ysabTaThl
rereporeHHbl. [IpoBeneHHBIN MeTaaHanM3 JaHHBIX MCCIENOBaHUM Mokasal, uyto mpemnaparsl thTM
OKa3bIBAIOT MOJIOKHUTENbHBIN 3PPEKT Ha BBKUBAEMOCTh B IPYIIE TSHKEJIOTO Cerncuca M MaueHToB
¢ kosmmuectBoM OautoB 1o mkaite APACHE II 6omee 24 nim nio mkane SOFA 6oinee 11. Ha manusiit
MOMEHT HucciiefioBanus npenaparoB thTM nepenuu B TpeTsio da3y.

AHTHPUOPUHONTUTHKN

Ipu ABC-cunapome ¢puOprHOIN3 3a0J0KUPOBAH MOBBIIICHUEM YPOBHS MHTHMOMTOpA akTHBATOPA
mnasmuHoreHa (PAI-1). CrnemoBarenbHO, TpH KPOBOTEYEHHSX, BbI3BaHHBIX JIBC-cuHmpoMowm,
NpUMEHEeHHE aHTU(PUOPHHOIUTHKOB HE PEKOMEHIYEeTCs, 3a HCKIIOUCHHEM CIy4YaeB pPa3BUTHUS
runieppudbpuHOTUTHYeCKOoro ¢deHoruna J[BC, Bo3Hukmero Ha ¢oHE OCTPOW MPOMHUETOIUTAPHOMN
JeKEeMUH, OTCIONKH TUIAIICHThI WM KapIIMHOMBI ITPOCTATHI.

OTIMYHUTENHHBIMU  JTA0OPATOPHBIMH OCOOCHHOCTSIMU THUNEPPUOPHHOIUTUUECKOTO (EHOTHUIIA
SIBIISICTCS] HAJIMYUE TIOBBIIEHHOTO YPOBHS TPOMOMH-aHTUTPOMOMHOBOTO KoMIuiekca (> 20 MKr/im) u
TUTa3MUH-UHTHOUpYIOMero komruiekca (> 10 MKr/m), a Takke CHUKCHHE aKTUBHOCTH alb(a-2-
uHTHOUTOpa 1ma3MuHa 6onee yem Ha 50 %.

[Ipu TakoM peHOTHITIE TTOKA3aHO MCTIOIB30BaHNE TPAHEKCAMOBOM KUCIIOTHI B 103€ 1o 1 rpammy (10—
15 mr/kr) depe3 kaxzaple 8§ yacoB. Y MAIMEHTOB C JIEMKeMHEH YacTo MPOBOJUTCS JIEUCHUE
IpernaparaMM TPaHC-PETUHOCBOW KHUCJIOTBI, HO, IO JAaHHBIM HCCIICJJOBAHHN, €€ COYETaHue ¢
TPaHEKCAMOBOM KHCIIOTOW TOBBIIIAET PUCK pPa3BUTHS TpomMOO030B. J[aHHYI0O KOMOMHAIUIO
HEOOXOIMMO TNPUMEHATh B KpailHEM cilyyae, NpU HaJMYUM [PU3HAKOB HKHU3HEYTPOXKAIOLIETO
KpPOBOTEYEHUS.
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