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COBPEMEHHBIE 110AXOAbI K IUATHOCTURE
N JEYEHUIO CUHAPOMA ANCCEMNHUPOBAHHOI'O
BHYTPUCOCYAUCTOIO CBEPTbIBAHUA

YO «benopyccruil 2ocydapcmeeniviii MEOUUUHCKUU YHUGEpCUMEmM»

Jannvii 0630p rumepamypvl nocesuen aAKmyaibHolt npodieme MeOuyunbl = CuHOPOMY QUCceMu-
HUPOBAHHOZ0 SHYMPUCOCYIUCO020 ceepmuleanusi. ITomumo obwel Imuoi0euueckol, KAUHUYECKOU
u 1a6opamopHLIX Xapakmepucmux, ¢ cmamoe 0606wenvl cospemernHble/n00x00vl K _OudzHoCmuKe
U 1eUeHuI0 CunopomMa OUCCEMUHUPOBANNO20 GHYMPUCOCYOucmozo ceepmuieanus. C mouxu 3penus
namopu3uoi0zuU 0XaAPaAKMePU3I08aAnvl OCHOBHIE GAPUAHBL MeUeHUS CUHOPOMA.

Ilpedcmasnenvt pexomendayuu, xacarouuecs OUazHOCMUKU Ul leueHusi NAMosI02UuUecKoz0 npo-
uecca, paspabomarntvle cyoOKOMUMEMOM NO CUHOPOMY OUCCEMUHUPOBANHOZO SHYMPUCOCYOUCTNOZO
CBEPMBIBAHUS HAYUHOZO U CMAHOAPMUIAUUOHHOZ0 KOMUMEMA MeKOYHAPOOHO020 00ULeCEd MPOM-
603a u zemocmasa na ocnosanuu mpex pyxoeoocme (Bpumanckozo Komumema no cmandapmam
6 zemamoiozuu, Anonckozo obuwecmea mpombosa u zemocmasda u Hmaavsinckozo obwecmea mpom-
603a u zemocmasa). lomumo pazpabomannou mexOyHapooHviM 00ULecmeom mpombo3d u 2eMoOCMAa3a
6 2001 200y u axmyanvrou 00 HACMOSULEZ0 8peMeHU OAINbHOU CUCTNEMbL OUAZHOCTNUKY SIEGHOZ0, ONU-
cana mooupuyuposanuas cucmema sk OUAZHOCMUKY CKPLLIMOZ0, d MAKKE YNPOULeHHAS. OALIbHASL
cucmema Anonckozo ob6wecmea mpomob03a u 2eMocmd3@0is OUAzHOCUKY CENCUC-ACCOUUUPOBAHHOZO
CUHOPOMA QUCCEMUHUPOBAHHOZ0 BHYMPUCOCYIUCHIOO CBEPMBLEAHUSL.

IIpusedenvl axmyanvivie K HACMOSUWEMY MOMEHNY PEKOMEHIAUUU NO NPUMEHEHUIO CBEKE3AMO-
POKEHHOU NAA3MBL, PAKMOPOS CEEPMBLEAHUSLy MPOMOOUUMAPHOU MACCHL, AHMUKOAZYLAHMOE, KOH-
UeHmpamos (axmopos npomueoceepmMovl6AOUE CUCMEMbl U NPENAPAMO8 ¢ AHMUPUOPUHOIUMU-
4ecKol aKkmueHoCmoio.

Katouesovte caoea: cundpom 0uCCeMUHUPOBAHN020 GHYMPUCOCYOUCTNO20 CBEPMBLEAHUSL, JUdz-
HOCMUKA, JledeHue.

S. N. Kozarezov

MODERN APPROACHES TO DIAGNOSIS AND TREATMENT
OF DISSEMINATED INTRAVASCULAR COAGULATION

This review of the literature is devoted to the actual problem of medicine — disseminated intra-
vascular coagulation. In addition to the general etiological, clinical and laboratory characteristics,
the article summarizes the current approaches to the diagnosis and treatment of disseminated intra-
vascular coagulation. From the point of view of pathophysiology, the main variants of the syndrome
have been characterized.

Recommendations for diagnosis and treatment of the pathological process developed by the sub-
committee for disseminated intravascular coagulation of the Scientific and Standardization Committee
of the International Society of Thrombosis and Hemostasis based on three guidelines (British Committee
for Standards in Haematology, the Japanese Society of Thrombosis and Hemostasis, and the Italian
Society for Thrombosis and Hemostasis) are provided.

In addition to the International Society of Thrombosis and Hemostasis overt disseminated intra-
vascular coagulation scoring system, modified non-overt disseminated intravascular coagulation
diagnostic criteria, and the simplified modification of Japanese Society of Thrombosis and Hemostasis
diagnostic criteria for sepsis-associated disseminated intravascular coagulation are described.

The current recommendations for the use of fresh frozen plasma, coagulation factors, platelets,
anticoagulants, anticoagulant factor concentrates, and antifibrinolytic treatment are given.

Key words: disseminated intravascular coagulation, diagnosis, treatment.
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CMHApOM AMCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOrO
cBepTbiBaHMA (ABC-cMHAPOM) NpeACTaBASIET coboM
naToAOrMUYECKUIA MPOLECC, AAA KOTOPOrO XapakTepHa Cu-
CTeMHas aKTMBALUMS CUCTEMbI FeMOCTa3a, BEAYLLAsA K TPOM-
6006pa3oBaHUIO B COCYyAax MEAKOIO U CPEAHEro kaambpa
C NOCAEAYHLWUM pa3BUTUEM MOAMOPraHHOM HEAOCTATOUHOC-
™. ABC-CMHAPOM He ABASIETCSI CAMOCTOSATEAbHOM HO30AO-
TMYECKON EAMHULEN U BCErAa NPEACTaBASIET COOOM OCAOX-
HEHWE KaKMX-AMbOo MaToAOrMueckux npoueccos (Tabanua 1).
ITOT AMHAMUYECKUIN NAaTOAOTMUYECKUIW NPOLLECC AE30PraHm-
3alMK CUCTEMbI reMocTasa NPUBOAMT K TSXKEAOMY U, MOPOM,
HeobpaTMMOMy NMOBPEXAEHWIO OPraHOB U TKaHEW opraHu3ma
B pe3yAbTaTe aHOMaAbHOWM aKTUBaLMKM CUCTEMbI reMoCTasa,
CUCTEMHOIO TPOM600OPa30BaHMSA C MOCAEAYIOLLEN BAOKAAOW
MWKPOLIMPKYAATOPHOIO pycAa, NoTpebAeHUs TPOMOOLMTOB
1 GaKTOPOB reMOKOaryAsiLlMOHHOI0 Kackaaa, AMCPEryAALIMK
$dUOBPUHOAM3A M PA3BUTUSI MOBbLILUEHHON KPOBOTOYMBOCTH.
Mpu aTOM, HECMOTPSA Ha 06LWHOCTL NaTtoreHesa, ABC-cMHAPOM
6yAEeT UMETb XapaKTepHble YepTbl B 3@BUCMMOCTU OT OCHOB-
HOro npouecca, MHUUMUMPOBABLUENO Er0 Pa3BUTHE, UTO, He-
COMHEHHO, AOAXKHO YYUTbIBATbCA MPU €ro AeyeHuu [1].

Tabauua 1. KAMHUYEeCKUe COCTOAAHUA,
KOTOpbl€ MOTYT OCAOXKHATLCA pa3BuTtuem ABC-cuHapoma

 Cencuc/Taxenas MHGEKUMS (AOOO MUKPOOPraHU3m).

* TpaBMa (NoAMTpaBMa, XMpoBas aMO0oAWA, HEMPOTPaBMa U AP.).

* 3A0KAYECTBEHHbIE HOBOOOPA30BaHUSI (COAMAHbLIE OMYXOAM,
MWEAOo - U AMMOonpoAndepaTuBHble 3aboreBaHuUs).

* AKyliepcKkas naToAorusi (OTCAOMKa NAALEHTbI, SMOOAUS OKOAO-
NAOAHBIMW BOAGMM).

* AeCTpyKUMsi opraHa (TAXEAbI NaHKpeaTuT).

* CocyancTble aHOMaAuK (cMHApoM Kasabaxa-MeppwuTa, 3HauM-
TeAbHblE MO pas3mepy COCYAUCTblE aHEBPU3MbI).

* TaKeAble TOKCUUYECKME MAU MMMYHOAOTMYECKWE peaKkLmK (TPaHC-
dY3UMOHHbIE peaKkLuu, YKYCbl 3MeW, NPUEM HaPKOTUYECKUX Mpe-
napaToB, OTTOPXEHWE TpaHCNAaHTaTa).

* Taxenasi ne4yeHoUYHass HeAOCTaTOUYHOCTb.

C TOUKM 3peHUss NaTopU3MOAOTUU BbIAGAAIOT YeTbipe
OCHOBHbIX BapuaHTa ABC-cuHapoma..B cayuae AOMUHMPO-
BaHUA runepdubPUHOAM3A KPOBOTEUEHME ABASIETCS OCHOB-
HbIM KAMHUYeCKUM nposisreHneM ABC-CMHAPOMa — «BapuaHT
KPOBOTEUEHUSI». ITOT BapHaHT YacTo HabAIOAGETCS Y NaumeH-
TOB C AEMKEMUEN U aKylLepCKoW natonorven. Ecam pomu-
HUPYIOLLMM HapyLleHUEM B CUCTEME remMocTa3a ABASETCA
runepkoaryasiLms, 1o Ha NepBoe MeCTo B KAUHUKE BbICTY-
naet CUHAPOM MOAMOPraHHOM HEAOCTATOYHOCTU, KOTOPbIM
yacTo HabAtopaeTes Ha doHe cencuca. Ero HasbiBatoT «Ba-
PUaHT MOAMOPraHHON HEAOCTATOUHOCTW» (TMNEPKOAryALMOH-
HbIA UAW TUNOGUOPUHOAUTUYECKUI). AR 3TOrO BapuaHTa
XapakKTePHO Pe3KOE YBEAUUEHUE KOHLIEHTPALMN MHTUOUTO-
pa akTMBaTopa nAasmuHoreHa 1 Tuna 3a CYeT AeWcTBuUA
LMTOKMHOB U AMMONOAMCaxapmaa. Koraa y naumeHTta oAHO-
BPEMEHHO OTMEYAIOTCA ABAEHUS, KaK BbIpaXeHHON runep-
KoaryAsumu, Tak U BbipaxeHHoro runepdubpurHoAn3a, Bo3-
HWKAET «BapuaHT MaCCUBHOIO KPOBOTEUYEHHS», XapaKTePHbIN
ANSI XUPYPTUYECKUX BMELLATEABCTB U aKyLLEePCKOM NaToAO-
UK. NMpyU YMEPEHHbIX ABAEHUAX TMMEPKOAryAaLnn 1 runep-
dunbprHoan3a ABC-CUHAPOM KAMHMYECKM cebsa npakTuye-
CKMW He NPOABASIET, HO OTMeUatoTcs AabopPaTOpHbIE CABUTU —
«a@CUMMTOMaTUYHBIA BapuaHT uan npe-ABC-cuHppom». Anar-
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HOCTMKA M AeYeHUe pa3AMyHbIX BapnaHToB ABC-crHApOMa
oTAnyatotcsi. ABC-CMHAPOM accoLMMpPOBaHHbIN C CENCHUCOM,
OHKOreMaTOAOrMYECKOM U aKyLLIEPCKOM NaTOAOrMEN AOCTa-
TOYHO YCMELLIHO AeYUTCH, Yero HeAb3sl ckasaTb 0 ABC-cuH-
APOMeE, BO3HUKLLEM Ha GOHE COAMAHBIX OMYXOAEN, KOTOPbIN
MOXET He OTBeYaTb Ha CTaHAAPTHbIE METOAbI Tepanuu.

AunarHoctuka ABC-cuHapoma

KanHnueckne nposiBaAeHns ABC-cuHApOMa 3aBUCAT
OT HO30AOTMMU, KOTOPAA MOCAYXMAA NMPUUMHON €ro pasBu-
™. OAHAKO MOXHO BbIAEAUTb Haubonee xapaKTepHble
AN ABC-cMHAPOMA KAMHUYECKME HaxoaKkK [13]:

* neTexmanbHas Cbimb;

* CMNOHTAHHO BO3HUKAIOLLME IKXMMO3bI;

* remaTtypus;

* FTMNOTEH3MUS;

* KPOBOTEYEHMSA CO CAM3UCTLIX PECTUPATOPHOrO 1 Xe-
AYAOUYHO-KULLEYHOrO TpaKTa;

* KPOBOTEUYEHUA U3 MECT BEHEMYHKLIMM U CTOSHUA Ka-
TETEPOB, MOCAEOMNEPALUOHHbLIX PaH;

* TPOM603bl (KOHEYHOCTb MAU KOHEUYHOCTWU XOAOAHbIE
Ha OLLYyMb, NYAbC HE ONPEAEASETCH).

B Ttabanue 2 npeacTaBAeHbl Havbonee xapakTepHble
Anst ABC-cuHapoma nabopartopHble caBuru [3, 13].

Tabanua 2: NabopaTtopHas xapakTepucTuka ABC-cuHaApoma

Tect Pesyabtar

KoanuecTBo TpoMbOoLMTOB | (noTpebaeHue)

AYTB 1
nB 1
B 1 (runodubprHoreHemus,
1 D-Aumep)
dubprHoreH | (noTpebaeHue)

YpoBeHb GpaKkTopos

| (noTpebaeHue)
reMOKOaryAsiUMOHHOro Kackaaa

NAD 1
D-Anmep 1
AT Il | (noTpebneHue)
MpotenH C | (notpebreHue)
MpoTtenH S | (noTpebaeHue)
TPOMEOMOAYAUH (pa3pylueHre HeNTPOOUABHOM

3aAacTa3on, AeMCTBME MPOBOC-
NaAUTEAbHbIX LLUTOKUHOB)
PanHuin ABC 1
MosaHun ABC |
PanHuin ABC |
Mosanun ABC 1

(3HAOTEAMAABHbIN)

TkaHeBOW aKTUBATOP
nAa3MUHoreHa (TpaBma)
MHrnbutop aktuBatopa

naasmuHoreHa 1

CaepyeT MOAYEPKHY T, UTO B HACTOSALLMM MOMEHT He Cy-
LLLeCTBYET 30A0TOMO CTaHAapTa AASt AMArHOCTUKKU ABC-CUH-
APOMa, U HWU OAMH TECT MAM CUMNTOM caMu o cebe, He no-
3BOASIKOT C MOAHOWM YBEPEHHOCTbIO YCTAHOBWUTb AMarHo3 [13].
Moatomy B 2013 roay Ha OCHOBaHUK paHee onybAMKOBaH-
HbIX TpeX pykoBoACTB no ABC-cuHapomy (BpuTtaHckoro ko-
MWUTETa N0 CTaHAapTam B rematonoruu (British Committee
for Standards in Haematology - BCSH), AnoHckoro obuie-
ctBa Tpombo3a M remoctas3a (the Japanese Society
of Thrombosis and Hemostasis - JSTH) n UtanbaHCKOro
obuiectBa Tpombo3a M remocrtasa (the lItalian Society
for Thrombosis and Hemostasis - SISET) [6, 14, 17]) cy6-
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komuteTom no ABC-CMHAPOMY HayyHOro W CTaHAAPTU3a-
uMoHHoro kKomuteta (the Scientific and Standardization
Committee - SSC) mexayHapoaHOro obuiectsa TPom60-
3a U remoctasa (International Society on Thrombosis
and Haemostasis - ISTH) Bonpochl, kacatolimecs AuarHoc-
™MK ABC-cuHAPOMA, BbiAn 0606LLEHBI B peKOMeEHAALMM [12]:

1. PekomeHAyeTcs UCNoAb3oBaHWe GaAAbHOM cucTe-
Mbl aAnarHoctnkm ABC-cuHapoma.

2. bannbHaa cuctema amarHoctukm ABC-cuHApOMa
KOPPEAMPYET C KAKOUYEBBIMU KAMHUYECKMMW HaXOAKaMMU
N UCXOAQMMU.

3. BaxXHO AMHaMMYeCcKoe MOHUTOPUPOBAHNE OCHOBHbIX
AabopaToOPHbIX PE3YALTATOB U KAMHUUYECKUX NMPOSIBAEHWUI.

baanbHaa cuctema aMarHoctuku ABC-cuHapoma

OcHoBHOM Npouecc, MHULMUPOBaBLLMI pa3suTre ABC-
CMHAPOMA, MOXET BAUSITb Ha pe3yAbTaTbl AabopaTopHbIX
TECTOB, KOTOpble Haubonee YacTo MCMOAb3YIOTCS AAA €ro
AMArHocTuKK. MoaTomMy AAA 0BAErYeHUss AMArHOCTUYECKOTO
npouecca Heobx0AMMO UCMOAb30BaTb BAAAbHYIO CUCTEMY
AnarHoctmkn ABC-cuHapoma. OAHAKO KpUTEPUK, BXOASILLME
B HAAAbHYHO CUCTEMY, PA3HATCA B 3aBUCUMOCTM OT PYKOBOA-
CTBa. XOTA HEAaBHO NMPOBEAEHHOE NMPOCNEKTUBHOE UCCAEAD-
BaHWe He BbISIBUAO PA3AMUMIA B OTHOLLEHWM NPOrHO3MPOBa-
HUs ncxopoB ABC-cMHAPOMa, AMArHOCTUPOBAHHOIO Ha OCHO-
BaHWUU BAAABHOW CUCTEMbI 3TUX TPEX PYKOBOACTB [20].
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XoueTcsi MOAYEPKHYTb, UYTO UCMOAb30BaHWE BGaAAbHOWM
cUcTeMbI, pa3paboTaHHOW MeXAYHAaPOAHbIM 06LLECTBOM
Tpom603a 1 remocTasa B 2001 roay, paumMoOHaAbHO AAST AMar-
HocTukM ABC-cHAPOMA, BO3HUKLLETO Ha GOHE KaK UHOEK-
LUMOHHBIX, TaK U HEeUHEKUMOHHBbIX npoueccosB [13, 21].
AAs aMarHocTmku sisHoro ABC-cMHApPOMa MCMOAb3YeTCA
6annbHas cuctemMa, NpeacTaBAeHHan B Tabauue 3. Mpu aTom
ee NpMMeHeHUe BO3MOXHO AULLb Y MALMEHTOB ¢ 3aboneBa-
HUSAAMU, acCOoLMUMPOBaHHbIMK C pa3sutuem ABC-cuHApOMa
(tabamua 1). CAep0BaTEABHO, Y NALMEHTOB C HO30AOTUAMM,
He accouMMpoBaHHbIMK ¢ pa3BuTrem ABC-cuHApPOMa, OHa
MCMOAb30BaTbCA HE AOAXHA. MpK 3TOM B BAAAbHYIO CUCTE-
My He BKAKOUYEHbI KAMHUYECKUE NMPU3HAKWU OpPFaHHOM AMC-
YHKLMW/HEAOCTATOYHOCTU U KPOBOTEYEHUSA, BBUAY TOrO,
yto cam no cebe ABC-CMHAPOM MOXET SBAATLCS. MPUUK-
HOM BO3HWKHOBEHMWSA 3TUX HapPyLIEHWW. ECAM KOAMUYECTBO
6annoB 5 1 6onee, To ABC-CMHAPOM BEPOATEH, UTO TpebyeT
Tepannun U exepHEBHOrO MOBTOPEHWUS. TECTOB AASI OLEH-
KW HanpaBAEHHOCTW W BbIPaXXEHHOCTU M3MeHeHUn. Cymma
6ann0oB MeHee 5 MOXeT CBUAETEALCTBOBATL (HO He ABASIET-
CH UICTUHHBIM AOKa3aTeAbCTBOM) B+MOAb3Y ckpbiToro ABC-
CUHAPOMA.

OAHaKo AAA AMAFHOCTMKKM ckpbiToro ABC-cuHApOoma
MUCMNOAb30BaHWE BbILLIEONUCAHHOTO aAropuTMa npobaema-
TMYHO, HO BECbMa PAUMOHAAbHO AASl OMPEAEAEHUS AUC-
YHKUMK CUCTEMbBI remMocTada, Kotopas elle He AOCTUIAa

Tabamua 3. BaAAbHas cucTema AASl AMarHocTuku ABC-cuHApOoMa MeXAyHapoaHoro obuecTtea Tpom60o3a u remocTasa

MNokasaTtenb LindbpoBoe 3HaYeHUe v oueHKa B 6annax

5 >100,0 <100,0 <50,0

KoanuectBo Tpomboumntos, x10%/a 0'6arnos 1 6ann > 6anna
Hopma YMepeHHO NoBbIWEHO 3HauyMmOo NoBbIWEHO
POMK uv NA® 0 6annoBs 2 banna 3 6anna
YAAMHEHUE NPOTPOMBMHOBOIO BPEMEHM MO CPABHEHMIO <3,0 3-6 >6,0
C KOHTPOAEM, C 0 6annoB 1 6ann 2 banna
>1,0 <1,0 _

duOpuroreH, r/n 0 6annoB 1 6ann

Tabanua 4. MoauduumupoBaHHasa 6anAbHaA cucTeMa AN AUAarHOCTUKU CKpbiToro ABC-cuHApomMa

MNokasaTenb

LindpoBoe 3HaueHHe 1 oleHka B bannax

lNepBUYHas oueHka

5 >100,0 <100,0 <50,0

Koanuectso TpomboumToB, x10%/a 0 6arnoB 1 6amn 2 6arna
<10 >10-<25 >25

MA®, mr/n 0 6annoB 1 6anna 2 banna
MpoTpombrHOBOE BPEMS, C <14 >14-<17 >17

potp P ’ 0 6annoB 1 6ann 2 6anna
>1 <1->0,5 <0,5

Oy oreF/n 0 6annoB 1 6ann 2 banna

AMHamuuyeckas oLeHKa yepe3 1-2 AHA

Koanuectso TpomboumToB, x10%/a

CHuxeHue >50%

CHuxeHune >50%

+1 6ann +1 6ann
YBeAnueHue B 5 pas YBeAnueHue B 5 pas
MA®, mr/n +1 6ann +1 6ann
YAAMHEHUE >2 C YaAMHEHUE >2 C
MpoTpombUHOBOE Bpewms, C +1 6ann +1 6ann -
OUBPUHOTEH, /A CHuxeHue >50% CHuxeHune >50% B
P ’ +1 6ann +1 6ann

AHTUTPOMOUH Il <70 %, +1 6ann

POMK > 10 Mr/A AU KOMMAEKC TPOMOUH-aHTUTPOMOUMH > 10 MKr/A, +1 6ann
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CTEMEeHU AekoMneHcauuu. Mpu aToM NOAYEPKUBAETCA BaX-
HOCTb eXXeAHEBHOr0 AaBOPaTOPHOrO MOHUTOPUHIa, AAHOLLEEFO
npeACTaBAEHUE O BPEMEHHOM TPEHAE, UTO, HECOMHEHHO,
NOBbILLAET YYBCTBUTEABHOCTb, BKAKOUEHHBIX B CUCTEMY KpU-
TepueB.

B 2010 roay rpynnoi uccaepoBatener bbina NPeano-
XeHa MoAMUUMPOBAHHAA CUCTEMA AASI AMArHOCTUKM CKPbI-
Toro ABC-cuHApOMa, npeacTaBAeHHas B Tabauue 4 [16].
Mpu cymme 6annoB 5 1 Boaee y naumMeHTa AMarHoCTUpPYOT
ABC-cuHapom nan npe-ABC-CcMHAPOM.

B 2018 roay rpynna nccaepoBatener NPeaNOXMAO YIpo-
LLEHHYO BanAbHYHO cucTeMy ANoHckoro obLlecTsa Tpom6o-
3a U remocTasa AN AMArHOCTUKM CEMNCUC-aCCOLLUMPOBAHHO-
ro ABC-cuHapoMa (Tabauua 5), He ycTynaroluyto nNo cBoein
3G HEKTUBHOCTU OPUTMHAABHOM, HO C YYETOM MEHbLUEro KO-
AMYECTBa TECTOB, AAHOLLYIO BO3MOXHOCTb €€ LUMPOKOro Npw-
MEHEHNA B NPaKTUUYECKOM 3APaBoOXpaHeHuu [2]. Mpu obien
cymme 6annoB 4 U1 Bbille pAnardos ABC-cMHApOM npaBo-
MOYEH.

Tabanua 5. YnpoweHHasa 6anabHas cuctema
finoHckoro o6wecTBa Tpom603a U remMocTasa ANl AMArHo-
CTUKU cencuc-accouumposaHHoro ABC-cuHppoma

MNokasaTtenb LndpoBoe 3HaueHWe 1 oLeHKa B Bannax
CoaepxaHue TpombouuTtos, | >80 -<120 [>50 -<80| <50,0
x10°%/a 1 6ann 2 6anna |3 banna

>20
MNAD, MKr/MA 1 6ann - -
e oo [s125 17 s167 |

p U 1 6ann 2 banna

K KOHTPOABHOMY 06pasLy

<70

0 —_ —_

AHTUTPOMOUH Il (%) 1 6ann
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NeueHue ABC-cuHpapoma

AHaAAOTMYHO PEKOMEHAALMSM MO AMArHOCTUKE, Ha OCHO-
BaHWW paHee onybAMKOBaHHbIX TPEX PyKoBOACTB no ABC-
CUHAPOMY cybkommTeToM o ABC-CMHAPOMY Hay4HOro U CTaH-
AAPTU3ALMOHHOTO KOMUTETA MEXAYHApPOAHOro obliecTsa
Tpom603a U remocTasa BOMPOCHI, Kacarowuecss Tepanuu
ABC-cuHApOMa, Takxe ObiAv 06001LEHbI B peKOMEHAALNN
(tabaunua 6) [12].

PekomeHpaumun no aevenuto ABC-cuHapoma [1, 4, 5,
7-13, 15, 18, 19, 21-23]:

1. KpaeyroabHbIM KaMHeEM Tepanuu ABASIETCA AeUyeHne
HO30A0rMK, NOBAEKLLEN pa3BuTre ABC-cuHaponma. Mpu atom
paHHAS MHULUMAUMA LEAeBOW aHTUMUKPOOHOW Tepanuu,
OCHOBAHHOW Ha BbIAEAEHUW KYABTYPbl BO3OYAUTEAS, ABASIET-
CH KAHOYEBBIM MOMEHTOM B AedeHun ABC-crHApOMa acco-
LMMPOBAHHOIO C CEMCHUCOM.

2. PekomeHpaLmm no NPUMEHEHUIO CBEXE3aMOPOXEH-
Hol naa3mbl (C3MM), bakTopoB CBEPTLIBAHWUA M. TPOMOOMACCHI:

* TpaHCcPy3Ma TpoMboMacchl PpeKOMEHAYEeTCS NauneH-
Tam ¢ ABC-CMHAPOMOM, Y 'KOTOPbIX 06HAPYXXEHO aKTUBHOE
KpoBOTEUEHWE U YypOBEHb TpOMOOUNTOB < 50 * 10%/A, UAK
nauMeHTaM ¢ BbICOKUM PUCKOM KPOBOTEUYEHUS U YPOBHEM
TpoMbouuToB < 20 * 10%/;

* TpaHcdysnsa C3M nokasaHa naumMeHTam ¢ akTUBHbLIM
KpOoBOTEUEHNEM B coueTaHun Anbo ¢ yaarHeHuem MB nan
AUTB 6onee uem B 1,5 pasa, AMO0O CHUXEHUEM YPOBHA GU-
6puHoreHa <. 1,5 r/a. TpaHcoyauns C3I AOAXKHA MAAHMPO-
BaTbCA NaumeHtam ¢ ABC-CMHAPOMOM C aHaAOrMUHbIMU
AabOpaTOPHBIMU HaxoAKaMK, KOTOPbIM MOKa3aHO MpoBe-
A€HWE UHBA3MBHOIO BMELLIATEAbCTBA;

* Ha3HaAYeHMe OUMLLEHHbIX KOHLEHTpaToB pubpuHore-
Ha UAM Kpronpeuunutata MoxeT bbiTb pPeKOMEHAOBAHO na-
LUMeHTaM C aKTUBHbIM KPOBOTEUYEHMEM B COUYETAHWUU C Nep-

Tabanua 6. Pa3aanuna mexay pykosoactBamu (BCSH, JSTH, SISET) u pekomeHaauuu ISTH/SSC

06racTb pekomMeHAaLUM BCSH [JSTH|SISET| ISTH/ SSC 1 ypoBeHb AOKa3aTeAbHOCTH
BaanbHas cuctema Anst anarHocTnkm ABC P P P P (cpeaHee KauecTBO)
MoHoTecT aAst anarHocTvkun ABC HP | HP | HP HP (cpeaHee kayecTBO)
NeuyeHne 0CHOBHOro 3aboneBaHuA P P P P (cpeaHee KauyecTBO)
YpoBeHb TPOMOOLMTOB P P P P (HU3Ko€e KauecTBO)
can P P P P (HM3KOE KauecTBO)
®ubpuHoreH, kpuonpeuunuTart P |HO| P P (HU3Koe KauecTBO)
KoHLEeHTpaT ¢pakTopoB NpoTPOMOUHOBOIO KOMMAEKCA HO | HO | HO HO
®akrtop Vlla HP | HO | HP HP (HM3KOe KayecTBO)
Mpenapatbl HeGPaAKLUOHUPOBAHHOIO renapuHa (AeueHue Tpomo03a) P P | HP P (HM3KO€E KauecTBO)
MpenapaTtblHEPPAKLUMOHUPOBAHHOIO renapuHa (npodpuaakTuka P lHO!| P P (cpeaHee KauecTso)
TPOM60IMOOANM)
Mperapatbl HUBKOMOAEKYASIPHOTO renapuHa (rAeueHue Tpom603a) P P P P
MpenapaTbl HU3KOMOAEKYASIPHOTO renapuHa (MpoduAakTka TPoM603aM6O0AK) P |HO| P P (BblICOKOE KauyecTBO)
lenapuH cyabdat HO | P | HO HO
CuHTETUYECKME NpoTEeasbl HO | P | HP HO
PekoMObMHaHTHbIV YeAOBEeUYECKMI aKTUBUPOBaHHbIN protein C P |HO| P neP
Protein C koHueHTpaT HO [ HO | HP HO
AHTUTPOMOUH HP | P | HP npe
PekoM6WHaHTHbIN YeAOBEUYECKUIA TPOMBOMOAYAUH HO [ HO | HP MNP
AHTUOUOPUHOAUTUYECKAS TepanuUs P | HP | HO P (HM3KO€e kauecTBo)
Mra3zmadepes HO [ HO | HP HO

P - pekomeHayetcq, HP - He pekomeHayeTcs, HO - He onpeaeneHo, MNP - NoTEHUMAABHO PEKOMEHAYETCS, HY)XXAQETCA B AOMOAHM-

TEAbHbIX AOKa3aTeAbCTBax.
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CUCTUPYIOLLIEN TAXEAON runooubpuHoreHemuent (< 1,5 r/a),
HecMoTps Ha TpaHcoyauto C3IT;

* B CAy4yae OTCYTCTBMS BO3MOXHOCTM TpaHCchy3umn C3I
MOXET ObITb UCMOAL30BAH KOHLEHTPAT GaKTOPOB NPOTPOM-
6MHOBOrO KOMMAEKca.

Hu3kre ypoBHM TPOMOOLMTOB M GaKTOPOB KoaryAsiLmm
MOTYT yBEAMUMBATb PUCK KPOBOTEUEHUS. OAHAKO TPaHC Y-
3WOHHaA Tepanusa He AOAXKHA Ha3HaYaTbCHA UCKAKOUYUTEABHO
Ha OCHOBaHMU pe3yAbTaToB AabopaTopHbIX TecToB. Ee npo-
BEAEHWE OMpaBAaHO NauMeHTaM C akTUBHbIM KpOBOTeYe-
HWEeM, NauneHTam, KOTOpbIM NOKa3aHO NPOBEAEHUE UHBA-
3UBHOM0 BMeLLATeAbCTBA, @ TakXe nauueHTam C BbICOKUM
PUCKOM KPOBOTEUYEHUSA.

AAS KOPPEKUMN AEDEKTOB KOAryAsiLlMK, NOATBEPXKAEH-
HbIX HA OCHOBaHWW YAAMHEHUSA B 1AM AYTB, AK CHUXEHUS
YypOBHA dPUbPUHOreHa, He0bBXOANMMO UCTMIOAb30BaTb AOCTATOY-
HO 60oAblUMe 0bbeMbl C3M1. PekomeHAOBaHHasA HavyaAbHasn
AO3a cocTaBAsieT 15 MA/KT, XOTS1 AOKa3aHO, UTO UCMNOAb30Ba-
HUe BoAee BbICOKMX AO3 Ayulle KOPPUTMPYET YPOBHU dak-
TOPOB KoaryasiuMn. OAHAKO MCMOAb30BaHUE OOAbLLMX AO3
MOXET MPUBOAUTL K MEPErpyske opraHnama XUAKOCTbBIO.
Mo3TOMy aAbTEpPHATUBOM MOXET CAYXMWTb MCMOAb30BaHME
KOHLIEHTpaTa GaKTopoB NPOTPOMOUHOBOIO KOMMAEKCA, He-
CMOTPSI Ha TO, YTO OH AMLUEH HEKOTOPbIX 3CCEHLMAAbHbIX
GaKTOPOB reMoKOaryAsilMOHHOrO Kackapa (Hanpumep, V),
a TakXe Ha3HauyeHue Kpuonpeuumnurata UAM OYMLLEHHBIX
KOHLEHTPaToB GUOPUHOreHa B CAyYae KOPPEKLMUU TUMO-
dnbpuHoreHemuu. Mpu aToM HeobXxoAMMaA OLEHKa OTBETa
Ha TpaHCOhY3UID, KOTOPas BKAKOUAET Kak KAMHUYECKYHO, Tak
1 AabopaTopHYHO COCTaBASIOLLME (KOAMYECTBO TPOMOOLMTOB
W KoarynorpaMmma). IoPpeKTMBHOCTb M 6€30MacHOCTb UCMOAb-
30BaHusi pekoMmbuHaHTHOro Vlla dakTopa y nauneHTta ¢ ABC-
CMHAPOMOM W YTPOXaLEM XU3HU KPOBOTEUYEHUN HEN3BECT-
Ha, NO3TOMY €ro UCMOAbL30BaHWE CAEAYET OrPaHUYUTL pUMeE-
HEHWEM B PaMKax HayUHbIX KAMHUUYECKMX UCCAEAOBaHWUIA:

3. PekomeHaauUmK MO MCNOAL30BAHUIO aHTUKOAFYASIHTOB:

* npu ABC-cHAPOME C MpU3HaKaMu-Tpom6b03a peko-
MEHAOBaHO UCMOAb30BaHWE TepaneBTUYECKUX AO3 renapu-
Ha. [pn aTOM CAeAyeT OTAATb MPEANOYTEHUEM NpenapaTam
HU3KOMOAEKYASIPHOTO renapuHa, a He npenapatamMm Hedpak-
LMOHMPOBAHHOIO renapuHa;

° NauneHTamMm B KPUTUYECKOM cOCTOssHUKU ¢ ABC-cuH-
APOMOM 6€e3 MNPU3HAKOB KPOBOTEUYEHMA PEKOMEHAYETCSH
MCMOAb30BaHME MPOPUAAKTUUECKMX AO3 MpenapatoB He-
GpPakUMOHMPOBAHHOIO UAU HU3KOMOAEKYASPHOIO renapu-
Ha AASt NPOGUAAKTUKM BEHO3HOM TPOM603IMbOoANK. Ho nps-
MbIX AOKa3aTenbeTB 3OOEKTUBHOCTU aHTUKOAryASHTOB Npu
ABC-<CHAPOME AO HACTOSILLErO BPEMEHU He CyLLeCTBYET.

YuutbiBan ToT ¢pakT, uto npu ABC-cMHAPOME OTMEeYaeT-
CS1 BblpaXeHHas runepkoaryAums, NpUMeEHEHWE aHTUKOa-
FYASIHTOB MOXET ObITb PaLMOHAABHO. DKCNIEPUMEHTAAbHbIE
MCCAEAOBaHUA NokKasaM, UTo renapuH cnocobeH YacTUYHO
MHIMOUPOBATb aKTUBALIMIO CUCTEMbI FEMOKOAryALIMW Y Na-
umeHToB ¢ ABC-cuHapomom. OpAHAKO paHAOMM3UPOBAHHbIX
KOHTPOAUPYEMbBIX MCCAEAOBAHWN, AEMOHCTPUPYHOLLMX, YTO
MCMNOAb30BaHMWe renapuHa y naumMeHToB ¢ ABC-cMHAPOMOM
NPUBOAUT K YAYUYLLEHUO KAMHWUYECKW 3HAUMMbIX UCXOAOB,
He cyllecTByeT. M3BecTHO, YTo naumeHTtsl ¢ ABC-cMHAPOMOM
NOABEPXEHbI BbICOKOMY PUCKY BEHO3HOM TPOMBHO3IMOOAWM.
[oaTomMy UCMOAb30BaHWE NpenapaTtoB HUSKOMOAEKYAAPHO-
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ro UAM HeOPAKLMOHMPOBAHHOIO renapuHa U/MAM MexaHu-
YeCKMX METOAOB AASI MPODUAAKTUKM BEHO3HOM TPOM6OO3M-
60AMM CTANO CTAHAAPTOM OKa3aHWsi MOMOLUM MauMeHTam
¢ ABC-cuHapomom. UccaepoBanne, npoeepeHHoe B 2007 ro-
AY, BbISIBUAO HE3HAUUTEABHOE MOAOXKUTEABHOE BAUSTHWE NPU-
MEHEHWS HU3KMX AO3 renapuvHa Ha nokasaTeAb AeTaAbHOC-
™M Ha 28 CYTKM, U MOAYEPKHYAO BaXHOCTb MOCTOSHHOMO
npUMeHeHUsa renapuHa y nauueHToB ¢ ABC-CMHAPOMOM
1 U3MEHEHHbBIMU FEMOKOAryAsiMOHHbIMKW TecTamu. pu aTom
NpPUMeEHeHWe rernapuvHa He PEKOMEHAYEeTCs Y NauMeHTOoB
¢ ABC-CMHAPOMOM «BapuaHT MacCUBHOIO KPOBOTEUEHUS».

MpUMEHEHWE NEKAPCTBEHHbIX CPEACTB, MHIMOUPYOLLMX
AKTUBHOCTb Xa PEKOMEHAOBAHO AAA MPOOUAAKTUKU TPOM-
603a rAyboKMX BEH MOCAE OPTONEANUYECKUX XMPYPTUUYECKMX
BMELLATEABCTB, OAHAKO OMblTa UX NPUMEHEHUA Y KpUTHUYe-
CKM BOAbHbIX NALMEHTOB HEAOCTATOUHO. MOMMUMO.3TOrO HET
PaHAOMM3MPOBAHHbIX KOHTPOAUPYEMbIX UCCAEAOBAHUM, Ae-
MOHCTPUPYIOLLMX CHUXEHWE YPOBHA AETAAbBHOCTU UAM 3a-
TpaT HY AeveHune nauneHToB.c ABC-CMHAPOMOM. AHAAOrMY-
Hble pPe3yAbTaTbl MOAYMEHbl AAS CUHTETUUECKWUX UHTMOUTO-
poB npoTeas.

4. PekoMeHAaLUW N0 UCNOAb30BAHMIO KOHLEHTPATOB
$aKTOPOB NPOTUBOCBEPTLIBAIOLLEN CUCTEMBI:

* TpebyeTca NPOBEAEHUE AAAbHEWLLIMX UCCAEAOBaHWUM
C LEeAbl0 MOAyYEHUS AOKa3aTeAbCTB MOAb3bl UX MCMOAb30-
BaHUS;

* NpUMeHeHne aHTUTpombuHa I, pekoMObUHAHTHOrO
YeNOBEYECKOro TPOMOOMOAYAMHA WAM aKTMBUMPOBAHHOIO
npotenHa C MOXeT paccmaTtpuBaTbea y naumMeHToB ¢ ABC.

LinpokomacwtabHoe MyAbTULEHTPOBOE PaAHAOMMU3U-
POBaHHOE KOHTPOAMPYEMOE UCCAEAOBAHWE, MPOBEAEHHOE
C LLEABIO OLUEHKM BAUSIHUA NPUMEHEHUSA KOHLUEHTPATa aHTH-
TpombuHa Il Ha AeTaAbHOCTb CPEeAU MALMEHTOB C TAXEAbIM
CENCUCOM, HE BbIABUAO €€ CHUXEHUA. B antepatype otcyT-
CTBYIOT PaHAOMU3UPOBAHHbIE KOHTPOAUPYEMbBIE UCCAEAO-
BaHWA, PEKOMEHAYIOLLME MPUMEHEHUE KOHLEHTpaTa npo-
TerHa C ANl Ae@YEHUA MaLMEHTOB € cencucom uan ¢ ABC-
CUHAPOMOM. BbIIBAEHO 3HauMMoe yBeAUYEHUE CTOMMOCTH
AEYEHUA, NPU OTCYTCTBUU CHUXEHUS YPOBHA CMEPTHOCTU
y nauueHtoB ¢ ABC-CMHAPOMOM, MOAyYaBLUWMX Npenapat
PEKOMOMHAHTHOTO TPOMOBOMOAYAMHA MO CPABHEHMIO C Na-
UMEeHTaMu1, NoAyYaBWMMK NpenapaTt HedpaKLMOHUPOBaH-
Horo renapuHa. MccaepoBaHue 3OGEKTUBHOCTU PEKOM-
6MHAHTHOrO MHrMbUTOpPa NYTU TKAHEBOro dakTopa Takxe
He BbISIBUAO 3HAUUMbIX NPEUMYLLECTB.

5. PekomeHAaLMK N0 aHTUGUOPUHOAUTUUYECKON Tepanmu:

* y nauneHtos ¢ ABC-CMHAPOMOM HE PEKOMEHAYETCS
PYTMHHOE MCMOAb30BaHWE NpenapaToB ¢ aHTUGUOPUHOAM-
TUYECKOM aKTUBHOCTbIO;

* naumeHtam ¢ ABC-CMHAPOMOM W MacCCWMBHbIM KpO-
BOTeUueHneM Ha GoHe AabopaToOPHO AOKA3aHHOM BbICOKOM
AKTUBHOCTU cUCTEMbI GUBPUHOAM3A (HanpUMep, NaUuUeHTbI
C AeMKEMMEN AU TPaBMOM) MOTYT BbiTb Ha3Ha4YeHbl npe-
napatbl ¢ aHTUGUOPUHOAUTUUECKON aKTUBHOCTBIO.

MpenapaTtbl ¢ aHTUGUOPUHOAUTUUECKOW AaKTUBHOCTLIO
3O EKTUBHBI Y MALMEHTOB C KPOBOTEYEHMEM, OAHAKO WX
MCMOAb30BaHWUE Y NALMEHTOB C KPOBOTEYEHUEM, BOSHUKLLUM
B pesynbtate ABC-cMHAPOMA, HE pekomeHAyeTcs. UCKALo-
yeHue COCTaBASIIOT CAyYau, KOrAa B KAMHUUYECKOW KapTuHe
60NE3HU AOMMHUPYIOT SIBAEHUSI BbIPAXEHHON aKTMBaLMK
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cucTeMbl GUOPUHOAN3E, HANPUMEP NPU KOAryrnonaTumn acco-
LIMMPOBAHHOWM C OCTPOM NPOMUEAOLMTAPHOM AEMKEMUEN.

Mcnoab3oBaHUe MHIMOUTOPOB GUOPUHOAU3E dDDEKTUB-
HO y NAUMEHTOB C OCTPOM NPOMUENOLUTAPHON AeMKEMUEN,
OAHaKO, COBMECTHOE UCnoAb30BaHne ATRA 1 TpaHekcamo-
BOW KMCAOTbI COMPOBOXAAETCA TAXEABIMU TPOMOOTUYECKU-
MW OCAOXHEHWUAMU. B HepaBHEM MCCAEAOBAHUM BbINO MOKa-
3aHO0, UTO MCMOAb30BaHUE TPAHEKCAMOBOW KUCAOTbI 3HAUM-
MO CHWXaeT AeTaAbHOCTb Y NaLMEHTOB C TPaBMOK. B Takoi
CUTyaLMKU Ha3HauYeHUe UHTMBUTOPOB GUOPMHOAM3A AOAXKHO
OCYLLECTBAATLCS KaK MOXHO paHblLLe, eLle A0 TOro MOMEHTa,
KaK YPOBHU MHIMOWUTOPA akTMBATOpa NAa3MUHOreHa 1 1 Apy-
TMX 9HAOTE€HHbIX UHTMOUTOPOB GUOPUHOAM3A NMOBLICATCS.

B Tabauue 7 npeacTaBAeHa cTpaTervsa Tepanvu pasamy-
HbIX NaTodusronormyeckunx sapuarHtos ABC-cuHapoma [20].

Tabavua 7. NeueHue ABC-cuHApPOMa B 3aBUCUMOCTH
OT BapuaHTa

BapwuaHTt ABC-cvHapoma
Hanpagnetiue Tepanin | Acumnto- | |1OMOPraH- KpoBo- MaccuBHoro
. | HOW HepocTa- KpoBoTeue-
MaTUUHbI TeyeHus
TOYHOCTH HUA
/\eueHne 0CHOBHOrO
P P P P
3aboneBaHuA
lemoTtpaHchysnm - - =] P
fenapuH P - HP HP
AHTU-Xa - - HP HP
CuHTeTHYeckue b b
MHIMOUTOPbLI NpoTEas
MpupoaHble
prpoA ~ P B Hp
MHIMOUTOPbI NpoTeas
NHrMbuTopbI
P HP HP p p
dnbprHoAn3a

P - pekomeHayeTca, HP - He pekomeHAyeTcS.

He yAnBUTEABHO, YUMTbIBAA MHOroobpasune natonoruu,
BeayLLen K passutuio ABC-cuHapoma, BaprabenbHOCTb ero
KAMHWUYECKON U AabopaToOpHOM XapaKTEPUCTUK, UTO MOAXO-
Abl K AMArHOCTUKE U A€UYEHUIO 3TOMO FPO3HOI0 OCAOXKHEHUS
CPeAM pPasAMYHbIX HayUHbIX LUKOA U 0OLIECTB UHOrAa pas-
HsATCA. Mo3TOMY B CTaTbe Mbl NOCTapaAUCh CyMMaLMOHHO
npeACTaBUTb HaMboAee aKTyanbHYHO MHGOPMALMIO, Kacato-
LLLYtOCA A@HHOK NpoBAEMBbI.
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