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CHUHAPOM [IMCCEMUHUPOBAHHOTO BHYTPUCOCYMCTOrO cBepThiBanust ([IBC-cuHapom) y aeteii npeacrasiser coboil 0CTpoe KoaryJIsiiimOHHOE Ha-
pyIIeHe, XapaKTePH3yIolieecst CHCTEMHON aKTUBaIliell reMocTasa. B craTbe mpezicraBier 0630p COBPEMEHHON JIUTEPATYPBI 110 THOMATOTEHESY,
JarHocTrike u jiedennio JIBC-cunapoMa B pakTHKe JETCKOM MHTEHCUBHON Teparnmn. Ocoboe BHUMaHKE YACJEHO PasJInIHsIM KIMHUYECKUX TPO-
SIBJICHUI Y HOBOPOJK/ICHHBIX U JICTEH CTapIIero BO3pacTa, 00YCAOBIMBAINIMM HEOOXOAUMOCTh MHAMBUYATU3UPOBAHHOIO [TOAXO0/A K BEICHUIO
nanmeHToB. PaccMaTpuBaioTest OCHOBHBIE ITyCKOBBIE MEXaHN3MbI KOATryJIONATHH, BKJIIOYask POJIb TKAaHEBOTO (haKTOPA, IPOBOCIIAINTEIbHBIX IIITOKIHOB
u argoTenaNbHON uchyrkimu. [loapobHo ananmmsupyercst hyHkimoHaxbras tunosorust [[BC-cunapoma (siBHast n HestBHAsA (GOPMBI) € KJIMHHU-
KO-1a60paTOPHBIMU KpuTepusiMu, BKItodast mkaxy [ISTH. Onucanbl JUArHOCTUYECKUE OTPAHUYEHIS Y JIETEH, CBA3aHHbIE C OTCYTCTBUEM €IUHbIX
BO3PACTHBIX peepeHCOB, TPYAHOCTAMU HHTEPIIPETAIIN JTaAGOPATOPHBIX IAHHBIX U HEOOXOIMMOCTBIO IHHAMITIECKOTO MOHUTOPIHTA. B TepanepTi-
YEeCKOM Pa3/iesie PACCMOTPEHBI TIPUHIINIIBI TPAHC(HY3MOHHOI MO/IEPIKKHU, STHOTPOITHOTO H AHTHKOATYJISTHTHOTO JIEYEHNST, BKIIIOYAst NCIIOJIb30BAHNE
renapuHa, aHTUTPOMOMHA, aKTUBUPOBAHHOTO 11poTenta C 1 peKOMOMHAHTHOTO TPOMOOMO Iy IMHA, OTMEUACTCS OrPAHUYEHHOCTD 0KA3aTEeIbHON
6a3bl GOJIBITMHCTBA BMEIIATENBCTB B MEMATPUYECKOIT MOMYJISIIIIN, YTO TPeOYET OCTOPOKHOCTH MpH X HaszHadenun. [Ipobaemartuka JIBC-cun-
JIPOMa B JIETCKOW PEaHNMMATOJIOTHN 3aKJII0YAETCs B OTCYTCTBUN BATUAAIINH IHATHOCTHYECKNX AJTTOPUTMOB JIJIsI /leTel, e uInTe MHOTOTIEHTPOBBIX
UCCIIeIOBAHUIT 1 1TPeODIIaIaH UK IKCTPAIIOJISIIIUY JAHHBIX 13 B3POCJION IPAKTUKH, YTO HPEIATCTBYET (DOPMUPOBAHUIO CTAHIAPTU3UPOBAHHBIX T1PO-
TOKOJIOB MHTEHCUBHOI Teparuu.
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Disseminated intravascular coagulation (DIC) in children is an acute coagulopathy characterized by systemic activation of hemostasis. This article
presents a review of current literature on the etiopathogenesis, diagnosis, and management of pediatric DIC in intensive care settings. Particular at-
tention is paid to the clinical differences between neonates and older children, which necessitate individualized diagnostic and therapeutic strategies.
Key triggers of coagulopathy are discussed, including the role of tissue factor, pro-inflammatory cytokines, and endothelial dysfunction. A functional
typology of DIC (overt and non-overt forms) is analyzed alongside clinical and laboratory criteria, including the ISTH scoring system. Diagnostic
limitations in pediatric patients are outlined, such as the lack of age-specific reference values, difficulties in interpreting laboratory markers, and
the requirement for serial clinical-laboratory monitoring. The therapeutic section covers principles of transfusion support, etiological treatment,
and anticoagulant strategies, including the use of heparins, antithrombin, activated protein C, and recombinant thrombomodulin. The limited evi-
dence base for most of these interventions in pediatric populations is emphasized, underscoring the need for cautious when prescribing them. The
core challenge of DIC in pediatric intensive care lies in the absence of validated diagnostic algorithms tailored to children, a lack of multicenter
clinical trials, and the prevailing extrapolation of adult data, all of which hinder the development of standardized pediatric intensive care protocols.
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CHHIPOM JUCCEMUHUPOBAHHOTO BHYTPHUCOCY/IN-
croro cepThiBanusg (/IBC-cunapom) mpexacraBiser
€060l OCTPYIO TIPHOOPETEHHYIO (HOPMY CHCTEMHOI
KOaryJIoTaTuH, BO3HUKATOTIYIO B Pe3yJIbTaTe HEKOHTPO-
JINPYEMOIi aKTHBAIlNK KacKaja reMocrasa |8, 9, 46, 50].
[TyckoBas rutniepkoarysisius npuBoAnT K muddysnomy
06pa3oBaHUI0 MaKpPO- ¥ MHUKPOCOCYAUCTBIX TPOMOOB,
YTO COTIPOBOKAAETCS TIPOTPECCUPYIOTIIUM CHUKEHUEM
TPOMOOITMTOB ¥ HapylieHueM (aKTOpoB CBEPThIBa-
HUS KPOBU, PA3BUTHEM TSKEJIOTO TEMOPPArnIecKoro
CUHIIPOMA U TIOJTMOPTaHHoO# HexocTtatouHoctu |9, 17,
37, 46]. IBC-cunapom xapakrepusyercs neuiiutomMm
MJIA3MEHHBIX KOATYJISTHTOB Ha (DOHE BBIPAKEHHOTO JIHC-
Gasrarca Mexay (huOPUHOMUTHYECKO 1 aHTH)UOPH-
HOJTUTUYECKON aKTUBHOCTBIO TeMocTasa [40].

C 2001 r. MesxkayHapoaHOe 00IIecTBO M0 TPOMOO3Y
u remocrasy (International Society on Thrombosis and
Haemostasis — ISTH) chopmynupoBano cranmaptu-
s3upoBanHoe onpesnenenve JIBC-cunmpoma, amantu-
poBaHHOE JJIsT KIMHUYECKOHN NpakTuku [41, 46, 49].
[narnos /IBC-cuampomMa OCHOBBIBAETCST HA YeThIPEX
KJIIOYEBBIX JTaOOPATOPHBIX TMPHU3HAKAX: CHIKEHUN
qrcjaa TPOMOOIIUTOB, YAJUHEHUU TPOTPOMOMHOBOTO
Bpemenu (IIB), moBbillieHUN YPOBHA TIPOJYKTOB Jie-
rpamaiuu pubpuna — IO (npesxae Becero D-aumepa)
Y CHUKEHWH KOHI[eHTpaIiy (uOPMHOreHa 1 NMEET CO-
BOKYITHYIO OIIEHKY > 5 6asios o mkane ISTH [46, 49].
B 2025 r. ISTH npe/iosxmnio 0OHOBJIEHHOE OIIpezeie-
nue JIBC-cunmpoma, KOTOpoe ONMChIBAeT JaHHbBIN T1a-
TOJIOTUIECKHI CUHIPOM KaK «IIPHOOPETEHHOE, OTTACHOE
JUTS1 KU3HU BHYTPHUCOCYIUCTOE PACCTPOICTBO, XapaK-
TepU3YIoTeecs: CUCTEMHOM aKTUBAIIUEH KOATryJ ISy,
HeperyJupyeMbiM (hUOPUHOIM30M U TTOBPEKIEHUEM
SH/IOTEJINST, TPUBOJAIIINM K MUKPOTPOMO03y» [21].

Hecmortpst Ha 10, uTo JIBC-cunapom accormumpoBan
C BBICOKUM 3KOHOMHYECKUM OpeMEHEM BCJIECTBUE
MOBBIIIIEHHON JIeTaJIbHOCTH, YAJTUHEHUS CPOKOB T'O-
CIUTANN3ANNY U YBEJMYEHUS 3aTpaT HA MeUIIMH-
ckyto romotnp [17, 41], ero pacnpocTpaHeHHOCTH B
MneIMaTPUIEeCKOi rOCIIUTAIBHON TIOMYJISIUA OCTAET-
cs JI0 KOHIIA HEe YCTAaHOBJIEHHON B MEPBYIO Ouepejib
13-32 HEPYTUHHOTO NMPUMEHEHUS JIUarHOCTUYECKUX
KpuUTepueB B KAnHUYeckoii mpaktuke [37]. Coriacuo
JIMArHOCTUYECKUM TIO/[X0/IaM, OCHOBAHHBIM Ha IITKa-
sie ISTH, yacrora /IBC-cunapoma cpenu nammeHToB
JIETCKOTO U TIOJ[POCTKOBOTO BO3PacTa B OTHCICHUSX
peanuManuu u uHTeHcuBHoi Tepanun (OPUT) co-
crasyser 18-32% [17, 37]. ¥V neteii ¢ TsKeIbIM Te-
yennem JIBC-cunapoma 28-mHeBHAs JIeTaJIbHOCTH
nocturaer 20-50% [17,37]. Pamnee ab6peBuatypa
JIBC-cunipoMa B KJIMHUYECKOH TIPAKTHKE HEPEIKO
HMHTEPIPETUPOBATIACH KAK «CMEPTh MPUOINKAETCS»,
4TO IMOJYEPKUBAET KpaiiHe HeGJAronpUsTHBIA MPO-
THO3 [IpU JIaHHO# natonoruu [46, 49].

Hecmotps na npusnanue /[IBC-cunapoma B pam-
KaX JIeTCKOW WHTEHCUBHOHN Tepanmuu KakK TSKEJI0TrO
U YPreHTHOrO TPOMOOreMOPParuyeckoro COCTOSTHUS,
JIaHHBIE O €r0 PacHpPOCTPAHEHHOCTH, JTAOOPATOPHBIX
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MapKepax U KJIWHUYECKOM TIPOTHO3€ Yy JIeTell ocTa-
I0TCSI OTPAHUYEHHBIMU BBUJLY HEJOCTATOYHOTO YKCJIA
npoduiabHbix ucciaenoBanuii [40]. Juarnoctrueckas
cucreMa ISTH nosryunsia mmpokoe pacrpocTpaHeHue
B TIOITYJISIIIUY B3POCJIBIX MMAIIMEHTOB, HAXO/ISIUXCS HA
sederun B ycaoBusix OPUT, onnako ee npumeHeHue
B I[eUaTPUM 3aTPYJHEHO OTCYTCTBHEM KOHCEHCYCa
OTHOCUTEJIbHO pedepeHCHBbIX 3HaueHuil Jgaboparop-
HBIX [APAMETPOB U TIPEATIOUYTUTENbHBIX METOJIOB Te-
ctupoBanus [40]. Ha gaHHBIIT MOMEHT OTCYTCTBYIOT
obunmanbubie pekoMenzganuu 1o JBC-cunapomy, B
TOM YHCJIe B TeINATPUYECKON MPaKTUKe. DT 06CTOSs-
TEJILCTBA aKIIEHTUPYIOT HEOOXOAUMOCTD Pa3pabOTKH 1
BHE/IPEHUS YCOBEPIIEHCTBOBAHHBIX CTPATETUH IUATHO-
CTUKU U UHTeHCUBHOU Tepanuu npu [IBC-cunapome
y JleTell ¥ TOJPOCTKOB, HAXOASIINXCS HA JICUEHUU B

OPUT [48, 49].
ITHOJOTUS

Y nereit, HAXOASANNXCS B KPUTHYECKOM COCTOSTHIT
na sedennu 8 OPUT, [IBC-curapoM B GOIBITHHCTBE
cy4yaeB Pa3BUBAaeTCSd KaK BTOPUYHOE OCJOKHEHWE
TIPU CeTIChCe, TSKEJION TpaBMe, TEPMUYECKOI TpaBMe,
aCTIMPAIMOHHOM CHH/IPOME TIPU YTOTIJICHUH, & TAKKe Ha
(hoHe 3710KaUeCTBEHHBIX HOBOOOPA30BAHMUI, BKJIIOYAsT
ocTpbIil TUM(OOIACTHBIN ¥ OCTPbII IIPOMUEIOUTAP-
HbIH Jieiiko3 |3, 8, 9, 46, 50]. Cpenu Bcex aTHOJIOTH-
YecKuX (haKTOPOB CETICUC PACCMATPUBAETCA KaK BeILy-
nrag npuunHa pazsutud JIBC-cunapoma B pa3amuHbIX
BO3PACTHBIX KOTOPTaxX IMeANaTPUUYECKUX TTaleHTOB
[24, 40]. Knmunndeckue wmcciemoBaHms MOKA3bIBAIOT,
yto Hasmune /I BC-cunapoma y fereii ¢ CEITUIECKUM
MPOIECCOM MJIN TSIKEJION TPaBMOI acCOIMMPOBAHO C
JIBYKPATHBIM YBEJTUYEHEM PUCKA JIETATHHOTO UCXO/A
mpu Jieuenun B yeaosusix OPUT [15, 34, 40].

Y noBoposxkennbix passurtue /| BC-cunapoma npeu-
MYTIIECTBEHHO CBA3aHO C AHTEHATAJIbHBIMU (DaKTOpaMu
PHCKA, BKITI0Yast IPEK/IEBPEMEHHYIO OTCIIONKY TIIaIleH-
TBI U TECTAIMOHHYIO apTEePUAJIbHYIO TUTIEPTEH3UIO, a
TaKKe C KpUTUIECKIMU HEOHATATLHBIMU COCTOSTHUSIMU,
TAKUMU KaK HEOHATAJIbHBIN CETICHC, TIEPUHATAILHAS ac-
(ukcus, BHyTpUUYepenHble KPOBOU3JIUSHUS, OCTPBIi
pecrpaTopHbIi IUCTPECC-CUHIPOM U CHH/[POM acCIIy-
paruu Mexonwus [ 15, 16].

CoBpemennast knaccudukanus [[BC-cunapoma
MPUHIIUITMATBLHO OTKa3alach OT ycTapeBIlell cTa-
JUUHOU MoJiesiM, HEKOTJa MPUMEHSBIIEHCS B KJU-
HUKO-1a00PAaTOPHON JMarHOCTUKE, U Iepeluia K
KOHIIENITYaJbHO WHOMY MOJXO/y, OCHOBAHHOMY Ha
dyukmmonanproit Tunosornu [2]. B akryanbHOI
TPAKTOBKE BBIZIEISIOT [/[BA TOJIOCA MATOJIOTMYECKO-
ro Tporiecca: «IBHYIO» (opMy, XapaKTepHU3YIONIyio-
cs BBIPA)KEHHBIM TeMOpparndeckuM (heHOTUIIOM Ha
hoHe akTUBHOTO (PUOPUHOIN3A, U «HEABHYIO» (HOPMY,
HPOSIBJISTIONITYIOCST CYOKJIMHIYECKO TPOMOOTHYECKOI
AKTUBHOCTHIO 0€3 O4YEeBHIHOTO KpoBOTedeHUst [2].
HecmoTps Ha mupoxoe BHepEeHNE KOJTUUECTBEHHBIX
OIIEHOYHBIX MHCTPYMEHTOB, TaknX Kak 1rkamsa ISTH,
OHU B MIEPBYIO OYEPE/b CIYKAT JIJIST TOATBEPIKIAEHUS
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camoro ¢daxra J[BC-cunapoma 1 He MO3BOJSIOT TIPO-
BecTH cTpaTU(UKAIINIO €T0 TSKECTH JINOO MTPOrHO3M-
pOBaTh TEMOCTATHYECKIE UCXOMBI [2].

ITIaroreues

JIBC-cungipoM — ocTpoe, reHepaju3oBaHHOe Ha-
pylIeHue TeMocTasa, TPU KOTOPOM aKTUBUPYIOTCS
MHOKECTBEHHBIE 3BE€HbS KOATYJAIMOHHOTO KacKaja
C BOBJIEYEHUEM COCYIUCTO-TPOMOOIIMTAPHOTO 1 T1J1a3-
MeHHOTO KOMIOHeHTOB [22, 49]. Ilarorenernyueckas
apxurektypa [IBC-cunapoma mnpezacrasisger coboii
CeTh B3aMMOCBSI3aHHBIX U CAMOTIOZ/IEPSKUBAIOTIINXCS
MATOJIOTUIECKIX MEXaHU3MOB, CPeli KOTOPBIX KJIO-
YEBBIMH ABJSAIOTCS HEKOHTPOJUPYeMas aKTUBAIUS
CBEPTHIBAIOIIEN CUCTEMBI, TIOfIaBIeHne (GruOpUHOIN3A
U BhIpasKeHHast AucyHKIus sHgporeaus [39].

[IyckoBBIM TPUTTEPOM, 3aITyCKAIONUM KOATYJISAIN-
OHHBIN Kackaj, BbIcTymnaeT TKaHeBoil ¢akrop (TD),
BBICBOOOK/IAEMBIii B CCTEMHBbII KDOBOTOK IIPH CETICH-
ce, TSIKEJION TPaBMe, 3JI0Ka4eCTBEHHBIX HOBOOOPa30Ba-
HUSAX U BOCTIAJIUTEIBbHBIX COCTOSTHUSX, TTO/L /IECTBUEM
GaKTepUAIbHBIX 9HIOTOKCHHOB ¥ IPOBOCTIA/IUTENBHBIX
nUTOKUHOB [8, 9, 46, 49]. Byayun MOIIHBIM ITPOKOa-
TYJSHTHBIM TJIMKOTIPoTenHOM, TM, BHICBOOOKIASICH
M3 3JHOTETMATBHBIX W MOHOHYKJIEAPHBIX KJIETOK,
dopMupyeT akTUBHBIN KoMILIEKC ¢ dakTopoM VIla
(TF-FVIIa), koropsrit aktuBupyet 1X u X pakTopsl,
UHAYLIIPYsI MacCuBHOe oOpasoBatue TpombuHa [8, 40].
CdopmupoBaBImiics KOMILIEKC He TOJbKO YCUIUBAET
obpasoBatne (GhubpuHa, HO TaKKe aKTUBUPYET TPOM-
6ouuThl, criocobeTByeT BoipaboTke (hakTopos VIII, V,
XTI n XIII u onocpeayet JieMKOIMTAPHBIN TPOBOCIIA-
JuTebHbIN 0TBET [40].

Kackazx TkaneBoro ¢akTopa COMpoBOXKIAAETCS CHU-
JKEHUEM aKTUBHOCTU OCHOBHBIX 9H/IOT€HHBIX aHTUKOA-
rysasguToB: anTurpom6buna (AT), nporennos C u S, a
TaK)ke YrHEeTeHHeM BBIPAaOOTKH TPOMOOMOIYJIMHA W
uarubuTopa myt tTkanesoro dgakropa (TFPI), uro B
COBOKYITHOCTH TTPUBOJIUT K HAPACTAHUIO CUCTEMHOTO
TpoMboTIYECKOro TIoTeHnnana [37, 40].

OnHuM U3 I[EHTPAJIbHBIX 3JIEMEHTOB TaTOreHe3a
IIBC siBnsiercst mucperyasinust pubpuHosmsa [8]. B 3a-
BUCHMOCTH OT CTaJin 3a00JI€EBaHUSI U COITYTCTBYTOIIIE-
ro (hboHA BO3MOXKHBI KaK MATOJOTUYECKash aKTUBAINS,
TaK U yrHereHue (GUOPUHOJUTUYECKON aKTHBHOCTH.
JlucOanmanc Mexxy renepaiieil pubprHa u ero jerpa-
Jarell TpUBOJUT K HAKOIJIEHUIO TPOAYKTOB paciia-
na, Takux Kak D-aumep, oTpaskaionmnx MHTEHCUBHOE
paccacbiBanue crycTkoB [§]. Hapsiy ¢ 3TuM BO3MOXKHO
TOpMOsKeHUe (HUOPUHOJIIM3A 32 CUET TUITEPITPOLYKITHH
MHTHOUTOPA aKTUBAaTOpa IIa3MUHOTeHa 1-ro THHa
(PAI-1), mapymmmpyemoro rutokuHamu | 24]. Jlnckoop-
JAUHAIS (DUOPUHOTUTHYECKON aKTUBHOCTHU JOTIOJHST-
€TCst Ype3MEPHOI TIPOYKITNEH TPOMOMHA, 4TO CII0C00-
CTBYET OTJIO;KEHNIO GUOPHUHA B MUKPOITUPKYJISTOPHOM
pycuie, morpebieHno (hakKTOPOB CBEPTHIBAHKS U TPOM-
601uToB [8, 25]. DT0 (hopMHPYET ABOWCTBEHHYIO K-
HUYECKYI0 KapTUHY: TMIIEPKOATYJISIUSI COUETAETCS C
reMopparu4ecKuM CUHIPOMOM [4, 8, 24].
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[To mepe nporpeccupoBanHmst CHHIPOMA TIPOUCXOUT
KPUTUYECKOE MCTOIeHne (PAaKTOPOB CBEPTHIBAHUS U
TPOMOOIIMTOB, YTO MAPaJOKCATBHO YCUIUBAET PUCK
CTIOHTAHHBIX U MACCUBHBIX KPOBOTE€UeHWI HAa (oHe
COXPAHSIONIENCS KOATYISIIMOHHON TUTIEPAKTUBHOCTH
[8]. AkruBarst TpoMOMHA 3allyCKAaeT MEXaHWU3M T10-
JIOKUTETbHON 0OPATHOM CBSI3W: OH CTUMYJIUPYET €ro
COOCTBEHHYIO TPOJYKIIUIO M CIOCOOCTBYET JlaJIbHERi-
MIeMy CHUKEHWIO aHTUKOoaryJsiHToB [9]. B ycnoBusix
CHU)KEHHOTO (DYHKITMOHAJIBHOTO PE3EPBA reMOCTa3a 3TO
YCUJIUBAET CKJIOHHOCTh K KpoBoTeueHuto [9]. Takum
06pasoM, mapazoKcajabHas KOIK3UCTEHIMS TPOMOO-
TUYECKON ¥ TeMOPParndeckKoi ak TUBHOCTEN SIBJISIETCS
kauHUYecko cymuocTeio JIBC-cunapoma [39].

Suporenuii, TpoMOOIUTHI U (PaKTOPBI CBEPThIBAHUS
(DYHKITMOHUPYIOT B PaMKaX €/[MHOM, TUTIEPAKTUBUPO-
BaHHOM cucTeMbl, GOPMUPYIOIIEH AP0 MaTOTeHETHIe-
ckux uamenenuit [37, 49]. LlutokuH-mHAYIIMPOBAHHOE
MTOBPEK/ICHUE SHIOTEINS IPUBOIUT K €r0 TIPOKOAry-
JITHTHOU TpaHc(opMaliuu, HapylIIeHUIo Ba3operyJisi-
i u yewsennio axcrpeccun TD [37, 49]. Iloswi-
IeHHbIe YPOBHU UHTepJieliknHa- 1 u hakTopa HeKpo3a
OIYXOJIH-a CTUMYJIMPYIOT BBIpaOoTKY PAI-1, uTo mpu-
BOJUT K CHIZKEHUIO (PUOPUHOIUTHYECKON aKTUBHOCTU
U yCyryOJIeHnIO CepedHO-COCYTUCTOM ANCHYHKIIHN.
Bocrianenue, ak tTuBUpysi reMOCTa3, 0JIHOBPEMEHHO CTa-
HOBUTCS €T0 CJe/ICTBUEM, (DOPMUPYST TOPOYHBIN KPYT
B3anMHOU ctumysainu [37, 40].

PasBuBaromuiicss MUKPOCOCYAMUCTBIH TPOMOO3 Ha
(bone HapyleHus reMOAMHAMUKYA U TKAHEBOTO MeTa-
60m3Ma OBICTPO IPUBOAUT K IOJIUOPTAHHON HEL0CTa-
toyHocTH [37]. KimHn4yecku aTo mposIBIIsSeTCs OCTPOI
MMOYETHON U JIBIXaTeJIbHOU HEA0CTAaTOUHOCTHIO, Tiepe-
OpasibHOI rumonepdysueil U gaecrabuausauei cu-
creMHoro kposooOparienusi [37]. B nekotopsix ciy-
YasixX BO3MOKHA aKTUBAIUs MAaKPOCOCYIUCTOTO 3BEHA
C Pa3BUTHUEM BEHO3HBIX M apTePUaJbHBIX TPOMOO30B,
BKJII0Yast TpOMOOaMboIITIecKue ocaokuenust [37].

Takum  00pasoM, (yHAaMEHTaJbHBIM  aTO(hU-
3uonorndeckuM 3BeHOM /[[BC-cunapoma ocrtaercs
TTOBPEsKeHNE 9HIOTENNS W HEKOHTpoJHpyeMas ak-
THUBAIAA KOATYJIAINOHHOTO KacKa/a, 4YTo MPUHIIUIIN-
QJIBHO OTJIMYAET €ro OT APYTUX (OpM KOoaryJaomaTuit
[49]. I36bITOUHAS TIPOAYKITHSI TPOMOMHA HHLYIIUPYET
CTOMKMIT MUKPOCOCYIUCTBIN TPOMOO3, KCTOIIAET TPOM-
Go1UTapHO-OEIKOBBIE PE3EPBBI TEMOCTA3a U IIOABJIS-
et pubpuHOIUTHYECKUI OTBET [46]. DTN M3MeHeHMsI
CII0COOCTBYIOT OBICTPOMY HAPACTAHUIO MOJUOPTraHHON
HEeI0CTATOYHOCTY W BBICOKOH JieTambHOCTH [45].

Kiaunnueckue NMPOABJIECHUA

JIBC-cunapom tipescraBisier coO0N KIMHUYECKU
MOJUMOP(hHOE 1 IMHAMUIECKN U3MEHUNBOE COCTOSTHHE,
CIIEKTP ITPOSIBIIEHUI KOTOPOTO OTIPEJIETISIETCS XapaKTe-
POM TIOJIJIEKAIIETO TTATOJIOTUYECKOTO MTPOIIECCa, CTele-
HBIO KOATYJISIIIMOHHOM TUCHYHKITUY U PEAKTUBHOCTHIO
suporenus |8, 17]. DeHOTUIIMYECKIE ITPOSIBJIEHUS
BapbUPYIOT OT MPpeobJIaaHus FeMOPPArnYeCcKOro CHH-
JIPOMa JI0 BBIPasKEHHON TPOMOOTHIECKON IOMUHAHTBI,
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yacTo (hOpMUPYs CMeNTaHHbIe KIMHUYeCKHEe KAPTUHBI C
yJ4acTHeM MHOKeCTBEHHOM OpranHoii 1uchyHKIuu |8,
17, 40]. IlaTorHOMOHWYHOE COUETaHUE TUTIEPKOATY IS -
1Y C OJTHOBPEMEHHOM CKJIOHHOCTHIO K KPOBOTEUEHN-
M, 00YCJIOBJIEHHOI TUTIEPaKTUBHBIM (PUOPHUHOIUZOM,
(hopmupyeT mapaiokcaTbHYI0 KIMHIYECKYIO KapTUHY,
KOTOpas IBJSAETCS BAKHBIM TTPOSIBIeHNEM MaHUbecT-
noro /IBC-cunapoma [39].

B cayuasx, korma mnpeobiagaer TpOMOOTUYECKIi
KOMITOHEHT, BEAYIIUM KJIWHUYECKUM Pe3yJIbTaTOM
CTAaHOBWTCS TIOJMOPTaHHAS HEJ0CTaTOYHOCTh, OCO-
6eHHO Ha (hoHe MH(PEKIIMOHHO-BOCTIATUTEIBHBIX WU
TpaBMaTtmyeckux mpoieccoB [40]. HampoTus, rumep-
(OUGPUHOIUTUIECKUH CABUT 0OYCIIOBJIMBAET PA3BUTHE
CITOHTAHHBIX W MMOCTUHBA3UBHBLIX KpoBoTeueHuit [40].
[lepexon Meskty aTUME (DEHOTUTIAMU MOSKET ITPOUCXO-
JINTH CTPEMUTEJIbHO, 00yCI0BMBast (HasoByrO0 HecTa-
OUIBHOCTD KIMHUYECKON KapTuHbl [21].

Temopparnyeckuii CHHIAPOM, Kak IPaBUIIO, 00y-
CJIOBJIEH UCTOIEHUEM KOATyJISHTHBIX OeJIKOB, (hyHK-
[IMOHAJIBHOH ~ TPOMOOIUTONIATHEN U HapylleHHeM
dhopmupoBaHus cTabUILHOTO (PUOGPUHOBOIO CTYCTKA
[37]. ¥V mereit nanbosee yacthimu cummnromamu JJBC
SIBJIAIOTCS MHOKECTBEHHBIE KPOBOTEUEHUS — KaK W3
CJIUBUCTBIX 000JIOUEK, TAK U U3 JKENYOUHO-KUTIIETHOTO
TpaKTa U MECT MHBAa3UBHBIX BMEIIATEIbCTB (KaTeTephl,
npenaxu) [1, 8,9, 17, 40]. XapakTepHbl KOKHBIE TTPO-
SIBJICHUS B BUJIE TTETEXUI U 9KXMMO30B, OTPAKAIONIIX
BBIPAKEHHYIO TPOMOOTIUTOIIEHUIO U TIOBPEKIEHUE MU~
KPOIUPKYJIATOPHOTO pycaa |8, 9].

Opmnako y vactu feTeil kKinHWYecKas MaHudecra-
st GopMHUpPyeTCs TTPEUMYIIECTBEHHO 32 CYET TPOM-
603a [8]. ITo cBA3aHO € OAHOBPEMEHHOI aKTHBAI[HEiT
9K30TEHHOTO W 9H/IOTEHHOTO TYTel KOaryJIsIun, 9YTO
HPUBOAUT K 00pa30BaHUI0 MUKPOCOCYANUCTHIX TPOMOOB
1 HapyuieHuo Tkanesoil nepdysuu [8]. Tpomb03 Mo-
JKET MPOTEKATh CyOKTMHUIECKH, HE IOCTUTast CTA[UN
BBIPaKEHHOTO OpranHoro nospexaenus [17]. B nanbo-
Jiee TSIKEJIBIX CYYasiX OH TPOSIBIsieTCsT PyJIbMUHAHT-
HO, KaK TIPU MEHUHTOKOKIIEMUHU C PA3BUTHEM CHH/IPO-
Ma Yorepxayca—@DpuieprkceHa — 0HON U3 Hanboree
setanbabix hopm [IBC-cungpoma [40].

[Honmmoprannas aAuCHyHKIUS — YacToe CJIE/ICTBHE
MHUKpPOCOCyaucToit obcTpykinu. Hanbosree TUITHYHBI
0CTpOe TIOBpesKenne movyek (perucrpupyercs y 25%
MAIMEHTOB), JIbIXaTeJIbHBIE pPaccTPoiicTBa (OJBIIIKA,
TUIIOKCEMMUsI, KPOBOXapKaHbe), a TakKe Iepebpasib-
Hble HApYIICHUS: YTHETEHWE YPOBHS CO3HAHUS WU
ouaroBasi HeBpoJormueckas cumnromaruka [1, 8, 9].
[Ipu moueuynoii TUCHYHKIINHT BBISBJISIOTCS OJIUTYPUS,
anypus u rematypus [9, 17]. [letn yacTo geMoHCTpU-
PVIOT TSIKeJIOe COUeTaHe MACCUBHBIX KDOBOTEUEHMUIT U
TPOMOOTHYECKHX OCTIOKHEHHI Ha (hOHE TIOTMOPraHHOM
HezlocTarouHoct [37].

B knmHMYeckoil mpakTuKe pa3andaioT Be GopMbl
teuenus: JIBC-cunjapoma: ocTpyio U XPOHHUYECKYIO.
Ocrpast popma, Kak IIPaBUIIO, PA3BUBAETCS TIPU TEHE-
pPaJIM30BaHHBIX WHDEKIUX, TTOJUOPIraHHON TpaBMe,
CENTUYECKOM MIOKe, UMMYHOJIOTMUECKUX PEAKIUIX U
Ha (hOHE HEKOTOPBIX aKyIIEePCKUX OCJIOKHEHUH, TOTIa
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KaK XpDOHWYECKUUI BapUaHT MaHUdECTUpyeT Mpu OH-
KOJIOTUYECKHX 3200JIEBAHUSX, COCYIUCTBIX AaHOMAJIHSIX
(B YaCTHOCTHU, KPYITHBIX TEMAHTOMAX ) M XPOHUUECKUX
3abosieBaHusIX neveHn [15].

Kiunnueckoe reuenne JIBC-cunzpoma MosKeT ObITH
6eccumnromubiM [37]. CkpbiTast (haza XxapaKrepusyer-
cs1 CyOKJIMHUYECKOI THTIEPKOATYJISIIIUERT TP 4aCTHYHO
COXPAaHEHHBIX MEXaHU3MaX aHTUKOATYJISTHTHON 3a1u-
bl [37]. OHa yaie HabIOAAETCS TPH XPOHUUYECKOM
BOCIIAJIEHUM WJIM 3JIOKAYECTBEHHBIX HOBOOOpPa3oBa-
HUSIX U [IPOSIBJISIETCST CKIIOHHOCTBIO K TPOMOO3aM MpH
OTCYTCTBUHM SIBHOTO FeMOpparndyeckoro cunjpoma [37].

Kmunnueckas omenka /IBC Hepenmko 3aTpyaHeHa
13-32 MACKMPOBKK CUMIITOMOB IO/l OCHOBHOE 3a00J1e-
Banue [8]. [losmMopdhusm KIMHUUYECKOI KAPTUHDI, €€
[I€PEKPBITUE CUMIITOMAMU CETICUCA, TPABMbBI UJIU OH-
KOJIOTHYECKOTO Tpotiecca TpeOYIOT BEICOKOTO YPOBHSI
KJIMHUYECKOH HACTOPOKEHHOCTH U JTabOPAaTOPHOTO
MTO/ITBEP:KIEHUS JIJIsl CBOEBPEMEHHON IUArHOCTUKH.

Junaraoctuka

Csoespemennas uaentudukarmsa [[BC-cungpoma
CYIIECTBEHHO MOBBIIIAET MAHChI Ha OJIArONpPUsATHbII
UCXOJ y ZIeTel, HaXOANINXCA B KPUTUUECKOM COCTO-
suun [50]. Tem He MeHee, AMATHOCTHUKA JaHHOTO CO-
CTOSIHUST OCTAETCSI OIHO¥ U3 HanboJiee CJIOKHBIX 3a/1a4
COBPEMEHHON KJIMHUYECKOI MEIMIIUHbBI, 0OCOOCHHO B
neguaTpun [7]. To 00YCIOBIECHO OTCYTCTBUEM €[IH-
HOTO BAJIMIPOBAHHOTO TAOOPATOPHOTO TECTa, HU3KON
cnenmnpUIHOCTHIO KIMHUYECKUX ITPOSBIEHUT ITPH XPO-
HUYECKOM WJIU CYOKJTMHUYECKOM TEYEHWH, a TaKKe
3HAYUTETBHBIM ITEPEKPBITUEM CUMITOMOB C JIPYTUMHU
MTaTOJIOTUYECKUMU COCTOSTHUAMH [8].

Hu ous 13 cyiecTBy0Mux 1abopaTOPHbIX WU WH-
CTPYMEHTAJIbHBIX JIMATHOCTHYECKUX MapKepOB He 00-
JIaJlaeT OTHOBPEMEHHO BBICOKOIN YYBCTBUTEIBHOCTHIO
U CHeruUIHOCTBIO, JOCTATOUYHOHN /I HAJIEKHOTO
noarepxkaenus [ABC-cunapoma [8, 37, 47]. B cBsi3u
¢ 9TUM BeprUKAIUs [Mario3a TpedyeT KOMILIEKCHO-
ro KJIMHUKO-J1abopatopHoro noaxoaa. OcHoBy s1abo-
paropHoii onenku npu I BC-cunapome cocTaBisioT
TPOMOOIUTOIICHYSI, Y/JIMHEHUE BPEMEHN CBEPThIBAHUS
KPOBU U TIOBBINIIEHNE YPOBHS MPOYKTOB JIETPAIAIIUN
dbubpuna [8].

Kpumepuu ISTH npu ra6opamopnoii duaznocmu-
xe IBC-cunopoma. HanboJiee MIMPOKO UCIIONB3YEMOI
Y IPU3HAHHON IUAarHOCTUYECKON MOJIEIBIO OCTAIOTCS
KpuTepur MeskyHapoIHOTO 00IIeCcTBa 10 TPOMO03Y 1
remoctasy (ISTH), o6iagaroriyie BICOKOH MTPOTHOCTH-
YeCKOI 3HAYMMOCTBIO Y TIAITUEHTOB U3 TPYTIT BBICOKOTO
PUCKa, BKJIIOYAst IeTeil 1 HOBOPOKAEeHHBIX [50].

Jlabopamopnvie usmenenus 6KLIOUAIOM CLeOYIOUsUe
napamempuot [15, 24, 37, 40, 47]:

— CHUJKEHHE 4Yucsia TPOMOOIMTOB (TPOMOOIUTOTIE-
HUSA);

— nosbiienne yposHs [1/]1D, sriouass D-ngumep;

— yanuHeHue mporpombunosoro Bpemenu (I1B)
1 aKTUBHUPOBAHHOTO YaCTUYHOTO TPOMOOILIACTHHOBOTO
BpeMenu (AYTB);
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Taonuua 1. Mlkana nuardoctuxu sisuoro JIBC-cunapoma (ISTH, 2001 r.) [45]
Table 1. Diagnosis Scale for Overt DIC Syndrome (ISTH, 2001) [45]

[Mokasarenb

Peaynsrar Bannbl

YpoBeHb TpOMGOLUTOB

>100-10%n 0

50-100-10%n

<50-10%n

PacTtBopvMble MOHOMepbI dubpuHa/MAD

HeT yBennyenuns

YMepeHHoe yBenunyeHue

3HaunTenbHoe yBe/nyeHne

Yeennyenue MNB

<yeMm Ha 3 CeKyH/bl

Ha 3-6 cekyHp,

>4eM Ha 6 CeKyHj,

DrU6pHHOreH

>1r/n

“lo|NM|=|lO|lW|INM|O|N|—=

<1r/n

MprMmeyaHwue: cymmapHbin 6ann = 5 no wkane ISTH cootBeTcTBYET MaHUdecTHOMY (sBHOMY) [ BC-cuHgpomy (Overt DIC, ODIC) 1 goctoBepHO

accoummnpoBaH C NoBbllLEeHHbIM PUCKOM 1eTa/IbHOro ncxoaa.

— CHUKEHMe KOHIeHTpaluu GubOpUHOreHa.

ITH OKa3aTe M TOCTYITHBI B GOJIBITMHCTBE Tabopa-
TOPUII W TI03BOJIIIOT OIEHUTD KaK MTPOKOATYJISHTHBIE,
Tak U GUOPUHOTUTUIECKUE TIPOIECCHI, XapaKTEPHBIE
s JIBC-cunapoma [40]. B wactnoctu, I11B, AHTB,
YPOBEHb TPOMOOIMTOB U (DUOPUHOTEHA OTPAKAIOT
aKTUBHOCTH KOATYJSIMOHHOTO KacKa/a, TOTr/a Kak
ypoBetb D-aumepa u IIJJMD ciayxar mHAMKaTOpaMu
urrercusHocty pubpunoausa [40]. Asubiii IBC-cun-
IPOM BBICTaBJIsIeTCs TIpH > 5 Gasutos 1o mkame ISTH
(tabm. 1).

B 2025 1. MeskayHapoaHoe 001IecTBO o TpoMO03Y 1
remocrazy (ISTH) ony6inkoBano 00HOBIEHHOE OIIpe-
nenenue u fuarnoctudeckue kpurepuu /I BC-cunapo-
Ma [22]. HoBas Bepcust TKAJIbI aKIIEHTUPYET BHIMAHIE
Ha CCTEMHON aKTUBAIINY KOATYJISINH, AUCPETYJISAIINN
(bubpUHOIM3a U IHIOTENNATBHOTO MOBPEKAEHUS, a
TaK)Ke BKJIOYAET TEPECMOTP IOPOTOBBIX 3HAYEHMI
JnabopaTopHbIX nmokaszareseii. [Ipeanosaraercst 6osiee
paHHsd uAeHTH(hUKAIUA TAIlUEHTOB ¢ BBICOKUM PHU-
ckom pazsurtus JIBC. Opnako qanabie KpUTEPUN MoKa
He aflallTUPOBAHBI JIJIS MTeNATPUIECKON MPAKTUKU U
TPeOYIOT Aa/bHelIei KINHUYeCKO BaIugal[ii.

Y HOBOpOKIEHHBIX TpuMenseTcs nkana JSOGNH
(IlIkana SIoHckoro obimecTBa aKyIIepeKoi, THHEKO-
JIOTUYECKOI U HEOHATATBHON TeMATOJIOTUH ), KOTOPast
6biL1a pazpaborana B 2016 r. ciermanbio s JIBC-cun-
apoma ¢ auarnazorom ot 0 1o 8 Gasios (tabr. 2) [15].
Ona yuuTbiBaeT 0COOEHHOCTH TeMOCTa3a y HOBOPO-
JKIEHHBIX W HalpaBjieHa Ha paHHee BbISIBIEHUE U
onenky tskectu [IBC-cunapoma. IloporoBoe 3nave-
HUe >3 TOCTOBEPHO CBSI3aHO C PSIZIOM aHTEHATATbHBIX
U TepUHATAIbHBIX (haKTOPOB PUCKA: TeCTAIMOHHON
rurepreH3ueil, OTCaA0NKON MIalleHThl, IepUHATAIbHON
achukcueit, HI3KOI Maccoii TeJia /Il TeCTallMOHHOTO
BO3pacTa 1 HU3KOI OTIEHKOI 110 TIIKaje ATirap, 4To yBe-
smuyuBaet puck pazputus [IBC-cungpoma [40]. Itot
MOKA3aTeJb BBICTYIIAET KaK HE3aBUCUMbIN IIPOTHOCTHU-
4ecKuii MapKep OTPeGHOCTH B Ba30IPECCOPHOIT MO/I-
JIeprKKe U BEPOSTHOCTU JIETAIbHOTO UCXO0/1a, B OTJIUNE
OT B3POCJIOTO MOPOTOBOTO 3HAUeHus (=9) [46].
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Oezpanuuenus rabopamopvix mecmosg. BaxxHo yum-
TBIBATh, YTO TOBBIIeHNe ypoBHeil D-aumepa u [1]1D
y JeTeil MOsKeT HaOJII0IaThCs IPH Psijie APYTHX MaTo-
JIOTUYECKUX COCTOSTHUT (MHMEKITNH, OTTYyXOJIH, PAHHUT
MOCJICOTIEPAITMOHHBIIN TIEPUOJT), YTO CHUIKAET UX CIIe-
IU(PUIHOCTH B TPAKTUKE AETCKOW MHTEHCUBHOM Tepa-
riuu [47]. Ynounenue [1B u AHTB nipu JIBC-cungpome
00ycaioBsieHOo TIoTpebieHeM (haKTOPOB CBEPTHIBAHMSI,
OJ/THAKO CXO’KM€e N3MEHEHUS] MOTYT BO3HUKATH TIPU Tie-
YEeHOUYHON HEe0CTATOYHOCTH, JeduiluTe BUTAMIHA
K unu B pesysibraTe TeMOIUTIONIY TP MACCUBHOM
tpancdysun [47]. Bonee Toro, y uactu nanuenTos (710
50%) ToKazaTesau KoaryJaorpaMMBbl OCTAIOTCS B TIPeie-
JlaX HOPMBI, UTO UCKJII0YAET BO3MOKHOCTD ITOCTAHOBKHU
JIMarH032a TOJbKO Ha OCHOBAHUM 9TUX JIAHHBIX [47].

Dubpunoren kak 6es0K ocTpoil asbl MOKET ze-
MOHCTPUPOBATH HOPMaJIbHbIE UJIN JIa’Ke TIOBBIIIIEHHbIE
ypOBHM Ha paHHKX cTaaustx [[BC-cuuapoma, ocobeHHO
Ha (hoHe BhIpaKeHHOTO BocnaneHud [47]. Ero koHIeH-
TpaIMs CHUKAETCS JIUIIb [TPU HAPACTAHUU CUCTEMHOM
KoaryJionatuu. B cBsi3u ¢ TUM /11 TIOBBITIIEHUS 1A~
THOCTUYECKOI TOUHOCTH 11€J1eCO0OPA3HO UCTIOJIb30BATh
PYTHHHOE U3MepeHue ypoBHs (huOPUHOTeHA U JAPYTUX
MapKepoB B auHamuke [47]. /IluHamudeckoe HabJI0-
JieHue 3a JTabOPAaTOPHBIMU TTapaMeTPaMU B KOHTEKCTE
KJIMHUYECKOW KapTUHbBI JIA€T BO3MOKHOCTb CBOEBpE-
MEHHO pacIio3HaTh IePexo/i OT HESTBHOTO (JIATEHTHOTO)
[ABC-cunapoma x ero manudectroii opme [40].

JlonosiHuTEIbHBIE JTADOPATOPHbIE U UHCTPYMEH-
TaJIbHbIE METOJ[bI BKJIOYAIOT OIpejieieHre YPOBHS
reMorsi00MHa, JIEHKOIUTOB, GUOXUMHUUYECKYIO OIEHKY
(byHKIIMY TIeYeH U 1T0YeK, YPOBEHb JaKTATIETHIPO-
reHasbl, Ta30BbIM COCTAaB apTePUATBHON KPOBH, IIOCEB
KPOBU U METONbl BU3yanusanuu (peHTreHorpadus
opranoB rpynasoin kiaetku, MPT rosoBrOTrO M03Ta).
ITHU KCCJIEIOBAHUS TTO3BOJSIOT WAEHTU(DUITMPOBATD
TpUrTepHbIE (DAKTOPHI U OIIEHUTD CTENIeHh OPTaHHOU
muchynxnnm [40].

Memoodvt mpombosnacmozpadpuu 6 ouazmnocmu-
ke /IBC-cundpoma. B ycnosusix JIBC-cunmpoma y
nereit Tpomboasactorpadust (TIAT) memoHcTpupyer
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Taoauya 2. llkana SInonckoro o0uIeCTBa AKYIEPCKOIi, THHEKOJIOTHYECKON 1 HeoHaTaabHOill remarosnorun (JSOGNH)
Table 2. Japanese Society of Obstetric, Gynecological, and Neonatal Hematology Scale (JSOGNH)

Mapametp Ycnosus Bannbl

Tpom6ouuThI, - 10°/MKA > 70 M CHUMEeHWe Ha = 50% 3a 24 4 1
50-70 1
<50 2

DubpurHOreH, mr/an 50-100
<50 2
CooTHoweHue MNB naumeHTa/lNB pedepeHCHOro 3Ha4eHnsa 1,6-1,8 1
21,8 2
nAad wnm D-gumep < 2,5 OT BepxHew rpaHuLibl pedepeHCHOro 3Ha4yeHus 0
2,5-10 OT BepXHeN rpaHuLibl petepeHCHOro 3HaYeH A 1
> 10 OT BepxHen rpaHuLbl peepeHCHOro 3HaveHus 2

MpurMeyaHwe: ecnm ypoBeHb TPOMBOLMTOB = 70 - 10%/MKA, HO HAaBNIOAAETCA CHUMEHUE Ha = 50% B TeueHue 24 yacos, gobasnsetcs 1 6ann; npu
MHPEKLMOHHOM 3abonieBaHnM fobaBnaeTca 1 6ann 3a CHUeHne GUBPUHOreHa; NOCKO/IbKY BEPXHAA rpaHuLa HopMbl Ansa D-gumepa moxeT pasnu-
4aTbCA B 3aBMCUMOCTU OT MCMNONIb3yemoro Habopa, yseanyerune MAD nnn D-gumepa B 2,5 nnm 10 pas oT BepxHen rpaHuLbl pepepeHCHOro 3Ha4eH1s
OLIEHMBAETCA COOTBETCTBEHHO B 1 Mnn 2 6anna. MHTepnpetaumsa pesynsratos: 0-2 6anna — HusKas BepoAaTHocTb [1IBC-cuHapoma; 3 6asina — nofo3peHne

Ha BC-cuHapoma; = 4 6annos — JBC-cUHAPOM NOATBEPHAEH.

Taoauua 3. CpagHUTEIbHAS XaPAKTEPUCTHKA CENICHC-UHAYIUPOBaHHOi Koarynonatuu u [IBC-cunapoma y nereit
Table 3. Comparative characteristics of sepsis-induced coagulopathy and DIC syndrome in children

MNMokazarenb CUK 'y petei AsHbii BC-cnHapom (Overt DIC)
TpomGouuTbl YMepeHHOE CHUKEHWE 3HaumMTeIbHOE CHMMEHE (4acTo < 100 - 10%n)
NMB/MHO Jlerkoe yanuHeHve BbiparkeHHoe yannHeHue
PurbprHoreH HopmanbHbIi nan cnerka CHUMHKeH Pesko cHumeH (< 1,5-2 r/n)

D-anmep YMepeHHO MoBbILLEeH

Pe3Ko noBblLeH

KnunHnyeckne npoasnexuns

OTCYTCTBYIOT UM CAGO BbIPAKEHDI

HKpoBoTeyeHus n/unnm TpomGo3bl

BBICOKYIO KIIMHUYECKYIO 3HAUMMOCTb KaK MHCTPYMEHT
JTMHAMUYECKON OIEHKHN TeMOCTa3a, YTO TT03BOJIIET BbI-
SBJIATH CIBUTU OT TUIIEPKOATYJISAINN K TUTTOKOATYJIS-
UM 1 u3MeHeHnio GuOGPUHOIN3A ¢ BBICOKOU CKOPO-
cTbI0 1 uyBcTBUTENbHOCTDIO [50]. Tlokasarenun TIT-R
(Reaction Time) u TOI'-K (Kinetics Time) oTpaskaioT
3ajiepsKKy Hadasa cryctkoobpasosanus, a TAT-G (Clot
Strength) mu MA (Maximum Amplitude) — orjennBaioT
CTabMIIBHOCTD M IPOYHOCTH (DUOGPUHOBOTO CTYCTKA, UTO
0COGEHHO BaykKHO TIPU CBOEBPEMEHHOM OOHAPY KEHUH
TUTIOKOATYJISATTMOHHOTO COCTOSTHNUS, aCCOIMUPOBAHHO-
ro ¢ 6oJiee BBICOKOIA JieTanbHOCTBIO [42]. Kpome Toro,
TIT no3BoJISIET BHIABIATH HapyIeHust GuOPUHOIN3A,
KOTOPBIE YaCTO HEJOCTYTTHBI TPAAUINOHHON KOAryJIo-
rpamme: ipu /I BC-cunapoma y meinaTpryecKux maiu-
€HTOB BBISIBJISIETCSI KaK THIIEp-, TaK ¥ TUTTO(MUOPUHOIINS,
omnpeessgeMblil o sHavenusm lysis at 30 min (LY 30),
U 3TO CBSI3BIBAETCS C TSYKECTBIO MOJUOPTaHHON HEJ0-
cTtaTouyHoCTU U TiporHo3oM [6]. IIpumenenue TIT B
nepratpun mpu Mmountopunre /I BC-curmpoma mo3so-
JisieT 0O00CHOBAHHO TPOBOJMTH KOPPEKIMIO IeMOCTa-
TUYECKUX HAPYIIEHWH B PEKMMe PeayibHOTO BPEMEHH,
1ooMpast aIeKBaTHYIO 03MPOBKY TEMOKOMITOHEHTOB
(C3II 1 TpoMOOIMTOB) B 3aBUCHMOCTH OT IIpeobJiajia-
IOIIETO FeMOCTaTUYecKoro capura [29].

JuddepennuanbHas THaTHOCTUKA

Tak kak HanboJee yactoii npuuwnnoii /| BC-cunapoma
y ZleTeld SIBJISIeTCSI CEIICHUC, BO3HUKAeT BOIIPOC o audde-
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PEHIMAIMN CENICHUC-UHAYIIUPOBAHHON KOATyJIOTATHH
(CUK) u IBC-cunapoma. B memnarpraeckoit mpakTh-
ke CUK paccmaTpuBaeTcs Kak paHHss, 9aCTO «CKPBI-
Tast» hopMa KoaryJIonaTuu IpH CETICUCe, TIPU KOTOPO
OTMeYaeTcst yMEPEHHOE CHIKEHUE YHC/Ia TPOMOOIIUTOB,
yMmepennoe yanunenue [IB/MHO u oTcyrcrBue BbI-
paskeHHOTO CHUKeH Vs (PUOPUHOTEHA — TTOKA3ATEJH, He
nocruraiorue moporos Overt JIBC-cunapoma. B mpo-
THUBOTIOJIO’KHOCTH 3TOMY TIpHt siBHOM /| BC-cunpome y
neTell HabMIoMAeTCsT 3HAYUTENBHOE CHUKEHUE TPOM-
6oruros (< 100 -10°/n), cnmxenne ¢dubpuHOreHa
(< 1,5-2 r/n) n pe3koe noBbilieHre D—aumepa, 4To
OTpakaeT CUCTEMHOE TIOTPeOIeHIEe KOATYJISIIMOHHBIX
(haxTOpoB 1 HUOPUHOINS € KIMHUYECKUM PUCKOM KPO-
BOTeYeHU 1 TpoM6030B [25] (Tabir. 3).

NuTeHcuBHad Tepanus

Oowgue npunyunovt. Ha ceropusnnuii 1eHb He cylie-
CTBYET YHUBEPCAIHLHOTO KIMHUYECKOTO KOHCEHCYCa B
orHomennu teparuu JIBC-cunapoma, 0co6eHHO B Tie-
marpuueckoit momysiyn [ 11, 37]. 910 obyciosieHo
KaK CJIO’KHOCTBIO MATO(PU3NOJIOTHH JTAHHOTO CHH/IPOMA,
TaK ¥ TeTePOTEHHOCTBIO MTPOBOIUPYIONNX (HaKTOPOB.
Bonee monosunsl coryuaes /IBC passuBaiorcst Ha hone
CEICUCa, YTO OOBSICHSIET TOMUHUPOBAHKE CETICUC-OPH-
EHTUPOBAHHBIX PEKOMEH/IAIIA B OOJIBIINHCTBE CYyIIle-
CTBYIOIIUX MEXKIYHAPOIHBIX PYKOBOJCTB, BKJIIOYAS
MIPOTOKOJIBI, paspaboranubie B Smnonun, EBpore u
Cesepnoit Amepuke [11, 37].
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Tem He MeHee, BHE 3aBUCHMOCTH OT STHOJIOTHH,
KJIIOYEBBIMU TTPUHITUTIAMY MTHTEHCUBHON Tepanuu pu
JIBC-cunapome ocraiorcs caemyiontue [40]:

1. dnumunauus ocros1ozo namosozuueckozo mpuzze-
pa, BKII0Yasg XUPYPrudecKyto caHaiuio ouyara nHgek-
1Y UJTH y/IaJieHue 37T0KaYeCTBEHHON OITyXO0JI — B 3a-
BUCHUMOCTH OT KOHKPETHOM KIMHIYECKON CUTYaINH.

2. Tpancysuonnas noddeprcka KoMNOHEHMAMU
Kpoeu, HaTIpaBJieHHAd Ha BOCCTAHOBJEHUE (PYHKITNO-
HaJIbHOI aKTHBHOCTH TEMOCTa3a: TIPU HEOOXOAUMOCTH —
BBeJIeHIe TPOMOOIIUTAPHON MaCChl, CBEKE3AMOPOIKEH-
Hoit mmasmbl (C3IT) u koHIleHTpaTa (hubpHUHOTEHA.

3. Cruocenue zunepkoazyisiyuil, CBSI3aHHO ¢ U30bI-
TOYHOW MPOAYKIIMEN TPOMOUHA, YTO BKITIOYAET WHIIM-
BUYaJIbHO OOCY’KIaeMoe TIPUMEeHEHWe aHTHKOary-
JITHTHOW Tepanuu (Harpumep, HU3KOMOJIEKYJISIPHBIX
renaputoB — HMT).

4. Henpepvienwlil KIunuKo-1a60pamoptiii MOHUMO-
purz, ¢ 00s13aTEIBHOIN OIEHKOI AMHAMUKN TPOMOOIIH-
toB, IIB, AUTB, yposusi ¢pubputorena u D-aumepa.
Cuietyer yuuTbiBaTh, 4TO JJAOOPATOPHbIE OTKIOHEHUS
MOTYT OBITh PE3YJIBTATOM COBOKYITHOTO BO3JEMCTBUS
MHO>KecTBa (haKTOPOB, BKJIIOUAs BOCHATIEHUE, THTIEPKa-
TabOJIM3M, TIOJIMOPTAHHY O HETOCTATOYHOCTH 1 3(hDek-
THI TEPAIINH, a He TOJIbKO cobeTBerHo [ BC-cunapoma.

Jeuenue ocnoenozo sadonesanus. IBC-cungpom
He SBJISIETCSI CAMOCTOSTENBbHOM TTaTOJIOTHER U BCer/ia
pa3BUBaeTCs BTOPUYHO, HA (POHE OCHOBHOTO 3THOJIO-
riuyeckoro daxkropa. B aToit cBA3U cBoeBpeMeHHAs U
MHTEHCUBHAsSI Teparysi OCHOBHOTO 3a00JieBaHUs pac-
CMATPUBAETCS KaK KPAEYTOJIbHBII KaMeHb CTpaTerun
Begenus nanurentos ¢ JBC-cunapomom [5, 9, 17, 27,
28, 37, 40].

B cayuae cencuca uiam cenTuyeckoro Moka, Hau-
6osee yactoix tpurrepos [IBC B nepmarpuyeckoii
MpaKTUKe, Teparus J0JKHA CTPOUTHCS B COOTBET-
CTBUU C MEXKJYHAPOJIHBIMU ITPOTOKOJAMU BeJECHUS
cericuca [43]. DTo BKIIOUYaeT paHHIO UeHTU(hUKA-
U0 BO30YIMTEIsT, CBOEBPEMEHHOE HAauaJI0 aHTHOAK-
TEePUATBHON TEPANUK IIMPOKOTO CIIEKTPA AEHCTBUS
(B TeyeHUe MEpPBOro 4yaca OT MOMEHTA MOCTAHOBKHU
JMarHo3a), CTabUIN3aIII0 FeMOAMHAMUKN, KOPPEK-
U0 MeTabOJNYECKUX HAPYIIEHUI 1 TIOCHHIPOMHYTO
tepanuio |5, 17].

[Ipu TpaBmaruyeckom renese /[JBC kiioueBbiM
HalpaBJieHUeM SBJsIeTCST OBICTPOE yCTpaHeHWe
MCTOYHUKA MOBPEXKIEHUS — OCTAHOBKA KPOBOTEYE-
HUSI, XUPYPTUYECKas pernapaius TKaHeil, KOHTPOJIb
nHGEKINY 1 MUHUMU3ATUS perepdy3UOHHOTO T0-
Bpexaenus 9, 17].

B onkosornueckoM KOHTEKCTe Tepamus JI0JKHA
ObITH OPUEHTHPOBAHA Ha HEMeJIEHHOE HAdasio IIpo-
TUBOOITYX0JI€BOTO JiedeHst. OcoOeHHO 9TO aKTyaIbHO
MIPU OCTPOM IIPOMUEJIOITUTAPHOM JIeKO3€e — O/THO¥ U3
Hanbostee yacteix ipuund [[BC-cunapoma, acconnu-
POBaHHOTO ¢ OHK03aboIeBaHusiMK y jieteit [ 18], TTosis-
JIEHWE KOAryJIONATUU ITPU OCTPOM ITPOMUETIOITUTAPHOM
JIeiiKo3e 00y CJIOBJIEHO MPOLYKITMEN JIEHKEMIYECKIUMU
6JracTaM¥ TKaHEBOTO (haKTOPa U IIMCTENHOBBIX TPOTEA3,
AKTUBUPYIOIIUX KaCKaJl CBePThIBaHUA [28].

Hasnauenne tpaHcpernHoeBoii kuciaotrbl (ATRA)
JIOJIZKHO TIPOU3BO/IUTHCS HE3aAME/IJTUTENIbHO TIPU KJIH-
HUYECKOM WJIM MOP(OJIOTUYECKOM IO/I03PDEHUN Ha
OCTPBIN TTPOMUEJIONUTAPHBIN JIEHKO3 — Jlaske /10 TO/1-
TBep:kaeHus quarnosa [28]. ATRA unpynupyer nud-
(hepeHIMPOBKY OJACTHBIX KJIETOK, CHYKAET UX IIPO-
KOAryJISTHTHYI0 aKTHUBHOCTb ¥ TIPUBOIMT K OBICTPOI
cTabUIN3AIIY TTAPAMETPOB TeMOCTa3a. ITO J0CTOBEP-
HO CHUZKAET PUCK paHHEl TeMopparudeckoil cMepTHO-
CTU Y JAaHHOU KaTeropuu naiuesTos [28].

Takum 06pa3oM, ajieKBaTHast STHOTPOITHAS TePaITHs,
HE3aBUCHUMO OT TIPUYUHBI, CIIOCOOHA ITPEPBATh MaTore-
Hernueckuit kackas /[ BC-cunapoma 1 OCTaHOBUTH €T0
nporpeccupoBanue [ 17]. Tem He MeHee, TP pa3BepHY-
Toll (MaHubecTHOI) hopMe CUHIPOMA KOAryJIOTIaTus
MOJKET COXPAHSITHCS JIasKe TI0CJIe JIUMUHAIIUI OCHOB-
HOTO TPUTTEPA. ITO CBIA3AHO C MPOIOIKAIOIINMCS 9H-
JOTETNATbHBIM ITOBPEKIEHUEM 1 TPEOYET IPOBEICHUST
CHeIaIu3upoBaHHON MHTEeHCUBHOM Tepanuu [27].

3aMecTuTeapHas Tepanus (mepeauBaHue
KOMIIOHEHTOB KPOBH)

KoMIoHeHTbI KPOBH, BKJIOYass TPOMOOIUTAPHYIO
maccy, C3IT, KpHOIperumITaT U KOHIEHTPaThl Grubp-
HOTEHa, UTPAIOT BAyKHYIO POJTH B TIOZ/IEPKKE TeMOCTa3a
y neteii ¢ /I BC-cunapomom [9, 27, 28, 40]. Oxrako nx
[PUMEHEHHE [OJKHO OBITh CTPOro 0OOCHOBAHHBIM U
OTPaHMYEHO KJINHUYECKNMU TToKazanngamu. CoryacHo
NEHCTBYIONINM PEKOMEHAANNAM, TpaHchy3noHHas
TTO/I7IEP;KKA TOKAa3aHa TOJIBKO TTPU HATUIUH aKTUBHOTO
KPOBOTEUYEHM:, BRICOKOTO PUCKA €TO Pa3BUTHS (HATIPU-
Mep, Ha GOHEe BBIPAKEHHOI TPOMOOIIUTOIIEHIHI) WU
HEOOXOMMOCTH TPOBE/IEHNsT MHBAa3WBHBIX BMeIa-
TenscTB [9, 27, 28, 40].

Caenyet yuntbiBarh, uto /IBC-cunapom sBisercs
MTPOKOATYJITHTHBIM TIpotieccoM. [loaTomy perenue
0 TIepeIMBaHUU HE [[OJDKHO OCHOBBIBATHCH WCKIIIO-
YUTEJSBHO Ha JIAOOPATOPHBIX JAHHBIX B OTCYTCTBHE
KJIMHWYECKUX TposBieHni. [Ipumenenue Tpancdy-
3MOHHOII TEPAIINH B TAKUX CUTYAIUSIX MOKET ObITh HEO-
TpaBJAaHHBIM U Ia’Ke MMOTeHITUAIbHO onacHbIM [27, 38].

Tpomboyumapnas macca. llepenvBanue TPOM-
601uTOB TOKa3aHo AetsiM ¢ J[BC-cuHapoMoM 1 ak-
TUBHBIM KPOBOTEYEHUEM IPU CHUKEHUH TPOMOOIIN-
tapHoro ypoesst < 50-10°/s1. B ciryuasix orcyrcTBus
KPOBOTEUEHMWS, HO HATNYNS (haKTOPOB BBICOKOTO PHCKA
(HampuMep, MJIaHUpyeMasi THBa3UBHAA MAHUITYJIAINS,
TSKEJI0E COCTOSTHUE ), IOy CTUM yposenb 10-20-10° /1
B KaueCTBe HIKHETO TIopora /71 Tpancdysun [9, 27, 28,
40]. Ha ¢one yposus Tpombonutos 10—-20-10° /1 ipu
OTCYTCTBUU TPHU3HAKOB KPOBOTEUEHUS TPOBEIECHUE
Tpancdysun He TIOKasaHo 1 Hereaecoobpasmo [1]. ¥V
TSKET0O0MBHBIX fIeTell ¢ cerncucoM u/mau JIBC-cun-
ZPOMOM TIPA OTCYTCTBUH YMEPEHHOTO WJIM CUIBLHOTO
KPOBOTEUEHUS MOXKHO PacCMOTPETh TIepeTMBaHue
TPOMOOIMTOB, €CJIF KOJTUYECTBO TPOMOOIIUTOB COCTAB-
nger < 10-10°/m [31].

[TpodumakTuveckoe TepennBanue TPOMOOIUTOB
MPpU OTCYTCTBUM TeMOPPAruyecKoro CUHApPOMA Y
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neteii ¢ /IBC-cuanpomom He pekomenayercs [27, 40].
ITO CBSA3AHO C TEM, YTO PUCK KPOBOTEYEHUS OTIpe-
JIeJISIETCST HE TOJIBKO KOJIMYECTBOM TPOMOOIIUTOB, HO
U MX (YHKIMOHATBHON aKTUBHOCTHIO, COCTOSTHUEM
COCYJIUCTOU CTEHKHU, COIYTCTBYIOIIEH Tepanuei u
Metabosmueckumu Hapyuenusmu [27, 40]. Bmecro
Tpanchy3un TpPOMOOIIUTAPHON MACCHI TIPEIITIOYTEHUE
JIOJKHO OTHABATHCS TIIATEIBHOMY KJIWHUYECKOMY
HAOJIOIEHUIO € IMHAMUYECKO OIEHKOI COCTOSIHS
pebenka.

Ocoboe BHUMaHWE CJELYET YIEJIATh IPYIiie HOBO-
POKIEHHBIX, OCOOEHHO HEIOHOIIEHHDBIX, Yy KOTOPbHIX
TPOMOOIIUTOIIEHVSI MOJKET OBITh HICXO/IHO BBIPAKEHHOIA.
WccneoBanns MOKa3bIBAIOT, YTO B MENATPUIECKON
MOITYJIATINH PUCK KPOBOTEUEHNT CYIIECTBYET JIasKe TIPU
YMEPEHHOM CHYKEHUU TPOMOOIIUTOB, 4TO TPeOyeT 1H-
JMUBUAYAJIU3UPOBAHHOTO TToxoa [27].

Pexkomenayemasi 103a TPOMOOIIUTOB 3aBUCUT OT
BO3pacTa 1 Macchl Tesia pebenka. J{us gereii ¢ maccoii
tesa MeHee 30 KT OpUeHTHPOBOYHAS 1032 COCTABJISIET
10—15 MJI/KT, B TO BpeMsI KakK JJIsl [eTeil cTapiiero
Bo3pacTa — 4—5 craugaptueix 103 (E/) Tpomborm-
TapHoii Macchl [27].

Csexncezamoposcennan naazma. C3I1 comepxut
TIOJIHBIH CTIEKTP MJIA3MEHHBIX (DAaKTOPOB CBEPTHIBAHUS
U puMensietcs y neteii ¢ /I BC-cunapoMom ipu HasIu-
YUW aKTUBHOTO KPOBOTEUEHUS U BBIPAKEHHON KOAry-
JIONIATHH, TIOAITBEPsKIEHHOIT tabopaTtopro. Kpureprem
st Tpancdysuu cayskut yaaunenue [1B u/man AYTB
6oJiee yeM B 1,5 pasa 110 cpaBHEHUIO ¢ BO3PACTHBIMU
pedepencubiMu 3HayeHUIMU [40].

Pexomennyemast moza C3I1 cocraBmsier 10—20 M /K,
BBo/IMMast B Tevuenue 30 muH [ 1, 40]. Undysusa nomxna
MPOBOIUTHCS TOJ] TIIATETHHBIM TeMOAMHAMIYECKUM
MOHHUTOPUHTOM, TTOCKOJIBKY Y narueHToB ¢ J[BC-cun-
JPOMOM BO3MO3KHO TTIOBTOPHOE U MAaCCHUBHOE IE€PEeJIt-
BaHMe KOMIIOHEHTOB KPOBU, UTO YBEJIMYUBAET PUCK
runiepsosiemun [1, 40]. Beemenue C3II B obObeme
15—20 MJI/KT' TI03BOJISIET IOBBICUTH KOHIIEHTPAIUIO
(hakTOpoB cBepThIBaHM TTpUMepHO Ha 30% OT UCXO/-
HOTO ypoBH: [1].

Y T1axkenob0MbHBIX JeTell € CEeICUCOM W/WIn
[IBC-cunapoMoM 1 yMepeHHbIM KPOBOTEUYEHUEM Iie-
peauBanne C3II MokeT GbITH OECIIOTIE3HBIM, €CIIH
MESK/IYHAPOIHOE HOPMATIM30BaHHOe OTHOTIeHME < 1,5
[30]. Baxxno moguepknyTh, uto Tpancdysus C3II ne
MPUMEHSIETCS ¢ TPOMUIAKTUIECKOI 11eJIbI0 U HE PEKO-
MEHJIyeTCs IPU OTCYTCTBUY KIMHIUYECKUX MTPU3HAKOB
KPOBOTEUEHMS, Ia’Ke B YCJIOBUSIX YMEPEHHO BbIPAKEH-
HBIX HApymIeHui koaryasiuu [1].

K norenmmanbubiM ocnoxkuennsam seenennsa C3I1
otHocsites [27, 40]:

— nepefaya BUpycHbIX uHdexiumii (BUY, Bupyc re-
natuta B, renatura C, mapsosupyc B19);

— aJutepruyeckue peakiuu (OT KPArUBHUIIBI 10 aHA-
unakcun);

— TpaHchy3rOHHOE OCTPOE TIOBPEK/ICHIE JIETKHX, KO-
Topoe Habmogaercs yanie npu nepesmannu C3I1 o
CPaBHEHUIO ¢ TPOMOOIUTAPHON MU SPUTPOLUTAPHON
Maccoi;
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— TUIIEPBOJIEMUS C PA3BUTHUEM OCTPOU MEPErpy3Ku
obbemom [27].

Takum o6pasoM, nokasanus k nepeausanuio C3I1
JOJKHBI  OBITH CTPOTO  OTPAHUYEHDBI KJIMHUIECKON
HEOOXO/IMMOCTBIO, & CaMO BMEIIATEJTbCTBO — COIPO-
BOK/IATHCS OLEHKON reMOJAMHAMWYECKOTO CTaryca U
PHCKOB, OCOGEHHO TIPHU MIPEAITOJAraeMOM TOBTOPHOM
UCIIOJIb30BAaHNY KOMIIOHEHTOB KpoBu [9, 40].

Konuenwmpam npompomoéumnosozo xomnuexca.
Konuenrpar nporpombunosoro komiuiekca (KIIK)
npejcrasiaser coboil Iperapar, CoAepsKallii BUTa-
MuH-K-3aBucumMbie (haKTOPbl CBEPTHIBAHUS KPOBU
(1L, VII, IX u X). Yerbipexdaxrtopabie hOPMbI TaK-
ke MoryT Brodarhb Gesiku C u S, AT 111 u ciieioBbie
kosmuectBa renapuna [31]. Msnavamsno KIIK 6bun
paspaboTaH /st KOPPEKIIUN TeMOCTa3a y HalueHTOB
¢ reModumeir u nipu peduiute ButamuHa K, Ho B
HaCTOsIIIlee BPeMs PACCMATPUBAETCS KAK BO3MOKHBII
KOMITOHEHT TePAIny TSIKEJION KOoaryJaonaTuu, B TOM
yucse npu IBC-cunapome [31].

KIIK mosket GbITh UCTIOIB30BAH Y feTeit ¢ mpodys-
HBIMU KPOBOTEUEHUSIMU B CJIyuae HEBO3MOYKHOCTH
tpancdysun C3II, 0cOOEHHO TIPU HATUYUU BBICOKOTO
pucka runepsosiemun [27, 28, 31, 40]. Pexomenmnye-
Mmag no3a KIIK B megmaTpudeckoil mpakTuke Bapbu-
PYeT, OpUeHTHPOBOYHO cocTaBisast 25 ME /kr, ograko
BBIOOD JI03UPOBKH JIOJKEH OBITH CTPOrO MHIAUBHULya-
susuposat [31].

HecmoTpsi Ha psiji MOTEHIIMAJIBHBIX TPEUMYIIECTB,
npumenennie KIIK npu /JIBC-cunapome n0mKHO OCy-
IIECTBJISATHCS ¢ 0c000iT 0OCTOPOKHOCTBIO. [Ipemapar He
COJIEPKUT HEKOTOPBIX KPUTUUECKU BAKHBIX (PAaKTOPOB
cBepThIBaHU (BKI0Yas hakTop V), nepuint KOTopo-
ro xapaktepet ipu JIBC-cunapome, rie HabogaeTcst
TOTATBHBIN Ae(UITUT FeMOCTAaTUIECKUX KOMITOHEHTOB
[27]. Kpome ToTo, Ha (hoHE aKTUBAIINY TTPOKOATYISTHT-
Horo Kackana BBeieare KITK MokeT mOBBICUTD pucK
TPOMOOTUYECKUX OC/I0KHeHuT [9, 40].

Manubie o 6esomacHocTy, 3(PGEKTUBHOCTU U OII-
TUMaJIbHBIX pexxnmax npumeHeHus KIIK y mereir c
[IBC-cunapoMoM B HacTosIIee BpPeMsl OTPAHUYEHBI
U He MO3BOJISTIOT BHIPAOOTATH CTAHIAPTU3UPOBAHHbIE
pekomenzgaruu [27]. OTaesnbHble KIMHUIECKHE CO00-
IIeHN YKa3bIBAIOT HA BO3MOKHYIO 3(PHEeKTUBHOCTH
rperapaTta B YCJIOBHUSAX HEOTJOKHON KOPPEKINN KOa-
TYJIOTIATHN, O/THAKO OHU COTIPOBOKIAIOTCS BBICOKOM
BaprabeTbHOCTHIO KICXOIOB U OTCYTCTBHEM JI0JITOCPOY-
HBIX TaHHBIX [40].

Takum o6pasom, KITK moskeT paccMaTprBaThest Kak
KOMIIOHEHT KOMOMHMPOBAHHON IeMOCTaTHYECKOI Te-
panmuy TPU MAaCCHUBHBIX KPOBOTEUEHUSX, KOT/IA CTaH-
maptHad Tpanc@ysmoHHas MOAAepKKa HEBO3MOXKHA
WM HegocTatoyHa. Ero ncrnosbsosanme Tpedyer 00s1-
3aTeIBHOTO y4eTa KIMHWYECKON CUTYallld, OIEeHKH
TPOMOOTHYECKOTO PUCKA U TOCTYITHOCTH aJbTepHa-
TUBHBIX BAPUAHTOB 3aMEeCTUTETHHON TEPATTU.

Dubpunozen. Koppexius runodubpruHOreHEMUH
ABJISAETCA BAKHBIM KOMITOHEHTOM 3aMECTHTEJbHON
teparun nipu Manugectaom /[BC-cunapome. Ilpu
HAJIMYNHI aKTUBHOTO KPOBOTEYEHUS W CTOMKOTO CHU-
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JKeHus1 ypoBHs hubpuHorena menee 1,5 r/71 (Ui MeHee
1 /1 — npu oTcyTcTBUM oTBeTa Ha Tpancdysmuio C311),
MOJKET OBITh PACCMOTPEHO TIPHMEHEHNE KOHIIEHTpaTa
dubpunorena [27, 28].

CornacHo pekoMeHmaUAM MeKIyHAPOIAHOTO
obmectBa 1Mo Tpombo3y u remocrasy (ISTH), Boc-
nosHeHue aepunura GubpuHOreHa Ienecoobpas-
HO TOJIBKO Y JIeTel € aKTUBHBIM FeMOPParndecKuM
CUHIPOMOM 1 ypoBHeM (pubpunorera < 150 mr/ i,
HECMOTPS Ha CTaHAAPTHYIO 3aMECTUTEIbHYIO Tepa-
nuio C311 [10].

KonreHnTpars! (hubprHoreHa repBoHavaibHO ObLIH
paspaboTaHbl VIS TEpATii BPOKAeHHON ahubpuHore-
HEMUH U TUoGUOPUHOTEHEMIH U B Psijie CTPaH o(pu-
IIMAJTLHO 3aPETUCTPUPOBAHBI TOJBKO /I 3TOH HO30J10-
ruu [40]. OgHako qanbble U3 KIUHUYECKOU TTPAKTUKH
U OT/IEJTbHBIX UCCJIE/IOBAHUI Y B3POCJIBIX YKA3bIBAIOT
Ha TMOTEHINAJIBbHYIO 3(D(hEKTUBHOCTh KOHIIEHTPATOB
dubpunorena npu JIBC-cungpome [40].

B negmaTtpuyeckoil mpakTUKe MCIIOIb30BaHNE KOH-
neHTpara (puGPUHOrEeHa OCTAETCS HEJIOCTATOYHO U3Y-
yeHHBIM. VIMelomuecs JaHHble OrPaHUYEHBl OTEJb-
HBIMU KJIMHIYEeCKUME HAOTIO A€ HUSIMU U HeOOJIbITUMU
CepUSMU CJIYYaeB, YTO HE TI03BOJIAET C(HOPMYTUPOBATH
O/THO3HAYHBIE PEKOMEH/IAIUN OTHOCUTEIHHO ero ad-
(dhekTuBHOCTH, GE30MACHOCTH ¥ ONTUMAIBLHOTO [[03H-
posanus nipu /IBC-cunapome y nereii [40].

TakuM 0O6pa3oM, HECMOTPST Ha MEPCIEKTUBHOCTD
3TOTO TIOX0/a, HEOOXOAUMOCTDH TPOBENEHUST Mac-
TabHBIX PAHIOMU3UPOBAHHBIX MCCJEJ0BAaHUN ¢
y4acTueM IMeMaTPUIecKuX IMarfueHTOB OCTAeTCs aK-
TyasbHOM. TOTHKO Ha OCHOBAHWY TAKMX JJAHHBIX MOJK-
HO OyzeT 060CHOBAHHO OIIEHUTH POJIb KOHIIEHTpATa
(bubpuHOTEHAa B CTPYKTYypE MHTEHCHBHON Teparuu
JIBC-cunapoma y nereii.

Kpuonpeyunumam. Kpuonpenumnurar IpeiCTaBIsi-
eT coOOoMl TIa3MEHHbIIT KOMITOHEHT KPOBH, 00OTaIleH-
HBII KJIIOUEeBBIMU 3JIEMEHTAMU reMOCTa3a: PakTopaMu
VIII, XIII, ¢pon Bumnebpanga (VWF), pubpurorenom
u pubponexTHHOM [27]. ITO 0COOEHHO BA)KHO MPU
KOMIIJIEKCHBIX KOAryJIOMaTHUsX, COMPOBOKIAIONIIXCS
TOTAJIBLHBIM JIePUINTOM HECKOJBKUX (HDaKTOPOB CBEP-
teiBaHust Kposu [40]. On ucnob3yercs y JieTeii ¢ ak-
TUBHBIM KPOBOTEYEHUEM TIPU ypoBHE (huOpuUHOTreHa
menee 1,5 1/71, 0cOOEHHO B YCTIOBUSIX, KOT/Ia CTaHIapT-
Hast 3amectutenbHast Tepanus C3I1 He obecrieunBaeT
a/IeKBaTHOM Koppekiy niau B kombuHaruu ¢ C31T —
pu OBICTPOM CHUKeHUN prbprHoreHa b0 ero Kpaii-
He Hu3KuX 3navenusix |10, 12, 40].

C TexXHOJIOTUYECKOI TOUYKU 3PEHUsI, KPUOTIPEIUTIN-
TaT MOKET OBITH [TOJIYY€H 13 OTHOMN €IHUIIBI [IeJTbHOI
JIOHOPCKO# KPOBH € MOCTEAYIONIM 00beINHEHNEM B
ILyJI JIJIST IOCTYSKEHVST TePAIleBTHYECKOro 00beMa Uiin
MpoU3Be/ieH MeTo/IoM acepesa Mmia3mMbl OT OJTHOTO J10-
nHopa [Horst]. CranmapTHbie 103UPOBKU KPUOTIPEIU-
MUTATa 3aBUCST OT BO3PACTA U MACCHI TeJia Mal[UeHTa.
Y B3pocabix (=70 kr) o6braHO HazHayaroT 10 103 [1].
Y nereii — pacder poBoAuTCs U3 pacyeta 1 103a Ha
10 kr maccol Tesa, a y HOBOPOXKIeHHbIX — 1 1032 Ha
nanuenTa [1].

Anmuxoaeyaaumot. HecMoTpst Ha TO, UTO HA CETO/I-
HSIIHWUI JIeHb MHOTHUE PETPOCIIEKTUBHBIE MCCJIE/[0BA-
HUSI WJIM MeTaaHaJu3bl OOHAPYKUJIM CBSI3b MEKILY
UCIIOJIb30BAHUEM AHTUKOATYJISIHTOB U yJIy4llleHUEM
BbUKUBaeMocTH y zereii ¢ JIBC-cunapomomM, BhI3BaH-
HBIM CEIICHCOM, He BCE PaHIOMU3UPOBAHHbBIE KOHTPO-
JIUpYeMble UCCJIeIOBAaHUS CMOTJIU TIPOJIEMOHCTPUPO-
BaTh 9(GEKTUBHOCTD AHTUKOATYJISTHTHON Tepanuu B
neauatpudeckoit nomyssanuu [32]. [loatomy anTnkoa-
rysasgaTHas Tepanus npu I BC-cunapome y gereti ipes-
cTaBJsteT OO0 CI0MKHBIN U IPOTUBOPEUNBLIIL pas/el
WHTEHCUBHOI TEPAIIMHU, B KOTOPOM BBIOOP KOHKPETHOTO
BMEIIATEIbCTBA OTPE/IE/ISIEeTCsT DATaHCOM MESKILY PUC-
KOM KPOBOTEYEHMSI ¥ HEOOXOIMMOCTBIO MOaBJICHUS
MaTOJIOTUIECKON KOATyJIITMOHHON aKTUBHOCTH.

ITenapunwvt. Posb rennapunoB B Tepanuu [[BC-cun-
IpoMa y JleTeil ocTaeTcsl CIIOPHOU U OTpaHWYEHHOI.
VX mpuMeHeHMe 11e/1ec006pasHo MPENMYIIECTBEHHO
B CJlydasix ¢ TpeobJaaHueM apTepuajbHON NI Be-
HO3HOU TpoMboamboiu [9, 27, 40]. [Tpu Hammun BbI-
COKOTO PUCKA KPOBOTEUEHMSI MOKET PACCMATPUBATHCS
HeripepbiBHAA UHGY3UsA HebPaKIIMOHUPOBAHHOTO Te-
napuHa, 0COOEHHO B MEMaTPUYECKOI TIPAKTUKE, I/Ie
€ro KOPOTKUII Tepro/l MoJypaciiaja 1 BO3MOKHOCTb
OBICTPOIT HEHTpaIU3aIMU IPOTAMIHA CYJIb(haroM Io-
3BOJISIOT OoJiee TUOKO KOHTPOJIMPOBATH €ro a(pdeKT
[27, 40]. IIpu aToM HepaKITMOHUPOBAHHBIN TeTTapH
[IPOTUBOIIOKA3aH JIETSIM C AKTUBHBIM KPOBOTEUEHU-
eM, a naTepnperanus AYTB nipu koHTpoOJIE Tepanu
MOKeT ObITh 3aTpyAHEHa BCJEACTBUE TapafoKCajb-
HOTO €ro YKOPOYEHWUsI [PU BBIPAKEHHOUM aKTUBAIMU
tpombuna [40]. HauanbHast mo3a remapina coCTaBJIsi-
et 5-10 Ex/xr/49ac B BUme MOCTOSAHHON WHGY3UN 1
MOZKeT OBITh TIOCTEIIEHHO yBEeJNY€eHa TIPU OTCYTCTBUN
reMopparndeckux mpospienuii [1].

[lannpie o mnpumenennu HMI mpu octpom
[ABC-cunnpome y meTeli 0CTAlOTCS OTPAaHUYEHHBIMH,
O/IHAKO OH HEPEeJKO HCIOJb3yeTcd B NPODUIAKTH-
YeCKUX JI03aX y ZleTeil ¢ OCTphIM Jieitko3oM [9, 27].
[Tpenmymiectsamu HMT siBiisiiorest crabusibHast (hap-
MaKOKMHETUKA, CHUKEHHBINI PUCK KPOBOTEYEHUN U
MEHbIIIas YaCTOTa TeMapUH-UHAYIIUPOBAHHBIX TPOM-
6oruroniennii [40]. OgHako MpU HANTUYWK HapyIie-
ausa byaknuu nodek HMI MoxeT kymyanpoBartbes,
YTO OTPAaHUYNBAET €T0 UCMOIb30BAaHNE Y KPUTHYECKU
6osbHbIX fereii [27, 40].

[IpeBentuBHOE HazHauenne HMI, Taknx kak sHOK-
camapyuH, B TEAMATPUYECKON TPAKTUKE CUNTAETCS
6e3omacHoil 1 a(hPEKTUBHOI cTparerueil mpeaoTBpa-
MIEHNS TeMOCTA30JOTUYECKUX OCTOKHEHUH, BKITIOYas
cumkenne pucka pazsutusa [IBC-cungpoma. Henas-
HUIT CUCTEMAaTHYeCKUIT 0630p TTOYEPKUBAET, UTO MPU
FOCTIMTATN3AINN JIETEHl ¢ BBICOKUM PHCKOM TPOMOO-
o6pasoBaHust (HAPUMED, MOCJIe OTIEPATIUI VJIH ITPH T5I-
JKeJTbIX MH(MEKIIMOHHBIX COCTOSHUAX ) BBesienne HMI' B
pesKIMe TPOMOOTIPODUIAKTHKY CYTIIECTBEHHO CHIKAET
gacrory TpomboTHueckux 1 [[BC-1ogo6HbIX OCTOKHE-
HUil 6e3 yBeJInYeHus: pucka KpoBoTteueHui [35].

Anmumpomoun. AT, kak GU3NOJTOTUUECKUN UHTH-
OGUTOP CepUHOBBIX MpoTeas, BKouast tpombun (F1la),
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axroper Vlla, [Xa, Xa u Xla, urpaer nmeaTpasbHyio
poJb B perymsanuu remocrasa [33, 37]. Ilpu /IBC-cun-
npoMe ypoBenb AT 3HaYnTETbHO CHUKAETCS 3 CUET
ero norpebeHust npu GOPMUPOBAHUN KOMILJIEKCOB C
TPOMOMHOM, a TAaKsKe B PE3yJIbTaTe MHAKTUBAIIUH 9JIac-
T30l HEHTPODUIOB 1 HaKTEePUATBLHBIMU IIPOTEA3AMH,
TakuMu Kak tepmosusut [5]. Jdedunur AT pacema-
TPUBAETC KaK He3aBUCUMBIH MTPOTHOCTHYECKUH (Pak-
TOP JieTaJIbHOCTHU TIpU cenTudeckoM /IBC-cunmapome
U KOPPEeJTUPYeT € BHIPAKEHHOCTHIO KOATYJIOMATUH
[37, 40]. HecmoTpst Ha orpaHUYeHHOCTH JAaHHBIX, OT-
JleTbHBIE MCCJEeIOBAHNS JIEMOHCTPUPYIOT TTOTEHIIN-
anpHYyI0 3(PHEKTUBHOCTH 3aMECTUTEIBLHON Tepanun
AT. Buactuoctn, BBefienuie AT y TpyTIIbI HEZIOHOIIEH-
HBIX ¥ JIOHOTIIEHHBIX JIeTell TO3BOJIIIIO HOPMAJIN30BaTh
rapaMeTpsl reMocTasa B Tedenne 24—48 4acoB, 0/THAKO
WHTEpIpeTalusg pe3yJbTaToB 3aTpy/HEeHA U3-32 O]l-
HOBPEMEHHOTO UCTI0JIb30BAHUS [PYTUX KOMITOHEHTOB
kpoBu [40]. B ucciemoBanuu ¢ yuacruem 65 pereit
¢ /IBC 28-gHeBHass cMepTHOCTHh coctaBujia 6,8%, a
paspeleHne KoaryJaonatuu K TPETbUM CyTKaM ObLIO
NOCTUTHYTO Y 54,5% naruenToB Ha (oue Tepanun AT
B no3ax 30—-85 E/I/kr [33].

Axmusuposannviii npomeun C. AKTUBHPOBAHHBIN
nporent C (AIIC) nelicTByeT Kak aHTHKOATYJISTHT <IT0
TpeboBanunIo», CHUKasA oOpasoBanue TpoMOuHa [36].
AIIC yyacTByeT B MO/IaBJIEHUM KOATYJIAIUU TTyTEM
nHaktuBaiuu (akropoB Va u VIlla, a Takke mposiB-
JITeT BhIPayKEHHBIE TTPOTUBOBOCIIATTUTEIbHBIE CBONCTBA
[13, 27]. On peryaupyer B3auMOjeiiCTBHE HENTPO-
(buI0B 1 MOHOIUTOB C MOBPEKIEHHBIM DH]IOTEJIUEM,
CHUZKAET TIPOJIYKITHIO TPOBOCTIATTUTETbHBIX IIUTOKUHOB
U, TEM CaMbIM, BJIUSET KaK Ha KOATYJSIIMOHHbIE, TaK
U BOCTIAJIUTEbHbIE MEXaHU3MbI, YIACTBYIOIIME B TI1a-
torenese [IBC-cungpoma [13, 40]. CymiectByioT 18e
dopmbr ATIC: pekOMOMHAHTHBIN YeJIOBEYECKUN aK-
tuBupoBanubiii iporenn C (PYAIIC) u BupycuHak-
TUBUPOBAHHBIN TIpenapar, MOJyYeHHbI U3 TJ1a3Mbl
yesioBeka. Ilocyepnnii paccmarpuBaercss Kak MOTEH-
IUaIbHO GoJiee OE30MACHBIN BapUAHT Y HOBOPOJK/IEH-
HBIX B CBSI3U C MEHBIITUM PUCKOM KpOBOTeueHui [27].
Xorts yposenb angiorennoro AIIC y pereii ¢ cencucom
00BIYHO CHUIKEH, YOETUTEIbHBIX IAHHBIX B MTOJIEPIKKY
kauHnyeckoit appextusHoct PYAIIC B neguatpun
Hegocratouno. B nccinenoBarnun PROWESS (Protein
C Worldwide Evaluation in Severe Sepsis), nmposejieH-
HoMm cpeau 1960 B3poc/bIX MalneHToB, pUMeHeHe
PYAIIC B 103e 24 Mxr-kr '-u ! B Teuenue 96 yacos rnpu-
BEJIO K CHIKEHU IO OTHOCUTEILHOTO U aOCOJIFOTHOTO PH-
cKa JeTajabHoro ncexona Ha 19,4% u 6,1% coorBercrsen-
Ho [40], omHAKO MTOCTeTyTIOIIIEe NCCIeIOBAHNS Y IeTel
HE TTO/ITBEPVIIN OJTHO3HAYHOH TTOJTh3bI U TIOYEPKHY TN
BBICOKHUH PUCK TeMOPPAarnyecKUX OCTOKHEHIH.

Pexomounanmuoiit mpoméomooyaun. TpomGomo-
JYJIUH — TPpaHCMeMOPaHHBIN OEJIOK IHA0TETNATHHOM
MOBEPXHOCTH KJIETOK, KPUTUUYECKN BAXKHBIH 7T Pery-
JISSTIUY BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBU [ 26].
PexoMOMHAHTHBIN YeI0BEUECKII PACTBOPUMBII TPOM-
6omonynua (PUPT) npeacrasiister coboii eperekTus-

HBIN TIpenapar ¢ aHTUTPOMOOTHYECKIM, TIPOTHBOBOC-
TAJTUTETHHBIM U IUTOTPOTEKTOPHBIM TTOTEHITAIOM.
Ot cBsI3bIBaETCS ¢ TPOMOUHOM, aKTUBHPYET poTent C
U T€M CaMbIM OIIOCPEI0BAHHO MOZIABIIsIET 0Opas3oBaHue
tpom6uHa [27, 40]. B otsmmume ot renapuna uau AIIC,
PYPT oxasbiBaeT MUHIMAJIBHOE BIUSHIE HA (PaKTOPBI
CBEPTHIBAEMOCTH KPOBU U CBA3aH C MEHBIITUM PUCKOM
kpoBoteuyennii [23]. PHPT ucnosbayeTcs aiis JedeHust
cencuc-unaynupoBannoro JIBC-cuazgpoma, opnako
MOCJIE/IOBATETHHBIX KIMHUYECKUX PEKOMEHIAINI OT-
HOCUTEJLHO €r0 Ha3HAuYeHUs TIPU JJAHHOW MaTOJIO0TUN
He cyIecTByeT [26].

B Anonum mpemapat mpumenserca c 2008 T
U JIONyIIEeH K ucrnob3oBanmio y neteii ¢ JABC-cun-
ZPOMOM; TTPOBEICHHbIE KITMHUYECKIE UCCIEIOBAHUS
moATBepAUIN ero GesomacHocts [16, 19]. IoTenmm-
ampHasg addextuBnoctb PUPT paccmaTpuBaetcs
TaKykKe B KOHTEKCTE JIEYEeHUS CEICUca U OCTPOro pe-
CIIUPATOPHOTO IUCTPECC-CUHAPOMA, OCJOKHEHHBIX
koarynonatueit [49]. CrammapTHas TepareBTHYe-
ckas nmosa cocrasasger 380 E/l/xr/cyt, npu moyey-
HOW HEJIOCTATOUYHOCTU U B HEOHATATHHOM TIEPUOIE —
130 E[J-krt-cyr! [40].

Takum 06pa3oM, HECMOTPST Ha HAJIMYKE Psifia TIOTEH-
IIUATTHHBIX AaHTUKOATYJITHTHBIX CTPATET Ui, T0KA3aTeb-
Hast 6a3a B [eINATPUHI OCTAETCS OTPAaHUYEHHOI. BbiGop
AHTUKOATYJITHTHON Teparyy 0JKEH OCHOBBIBATHCS Ha
CTPOTOH OIleHKE COOTHONIEHUS PUCK,/TIOIb3a, KIIMHH-
yeckoii popme JIBC-cunmpoma u MHINBUAYATbHBIX
0COOEHHOCTSIX MAIMEHTA.

3akaoueHue

JIBC-cunapom y Jnereil ocraercst kpaiite HeOJia-
TOMPUATHBIM COCTOSHUEM C BBICOKOH JIETATbHOCTHIO
U BBIPAKEHHON KJIMHUKO-7T1ab0paTopHOil Baprabeib-
HocThio. CyTecTBEHHbIE OTINYNS TIPOSIBIEHUN y HO-
BOPOJKIECHHBIX U JIETEil cTapIiero Bo3pacra TpeGyioT
WHUBU/Y AJIM3UPOBAHHOTO IMATHOCTUYECKOTO U T€Pa-
TIEBTUYECKOTO IMO/IX0/1a. PaHHAsA MyJIBTUANCIIATIINHAD-
Hasl TaKTHKa KPUTHUYECKU BaKHA [T CTAOMIIN3AIN
reMocTasa W IMpefoTBPAICHUS TIOJNOPTaHHONl Helo-
CTaTOYHOCTH.

CepbesHoil 1pob6JIeMoil 0CTaeTcst OTCYTCTBUE Ba-
JINJINPOBAHHBIX JAMATHOCTUYECKUX TITKAJ, aalTHpPO-
BaHHBIX K BO3PACTHBIM 0COOEHHOCTSIM. IIprMeneHie
B3pocsioii mkanel ISTH TpeGyer KOPpPEeKTUPOBKHU C
y4eToM pedepeHCHBIX 3HAaUeHUH U CJI0KHOCTH J1abo-
PaTOPHOrO MOHUTOPUHTA Yy HECTAOUJIBHBIX TTAI[EHTOB.
Jleyenne ocHOBBIBaeTCS Ha yCTPAHEHUW 3THOJIOTHYE-
ckoro daxropa W TpaHChY3MOHHOHW Tepanuu; aHTH-
KOATyJISTHTBI HA3HAYAIOTCS CTPOTO WHIUBU/YaIbHO, B
OCHOBHOM I10 COTJIACOBAHUIO C TEMATOJIOTOM.

BonbmmHCTBO TPOTOKOJIOB OCHOBAHBI Ha JIAHHBIX
B3POCJION MOTYJISAIAN, UTO TIOYEPKUBAET HACTOSTEb-
HYIO HEOOXOIMMOCTD B TIEIMATPUIECKUX MHOTOI[EHTPO-
BBIX HCCJICZIOBAHUSX JIUIS Pa3pabOTKU BaJIMIHBIX JHa-
THOCTMYECKUX KPUTEPUEB U OTeHKe 3(hheKTUBHOCTH
Teparvu y JieTeu.
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