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JlucceMUHMpPOBaHHOEe BHYyTpHcocyaucToe cBeprbiBaHue (JIBC) _— KIMHUKO-NIATOIOTUYECKUNA
CHUHIPOM, OCIIOKHSIOIINN TeYeHHue pa3nuuHbIxX 3abosieBanuil. JIBC Xxapakrepusyercst CUCTEMHOM
aKTHBALlMEH MAaTOJOTMYECKUX ITyTeH, IPUBOSAIIEH K HAPYIIEHUIO PETYJISIIUN KOATYJISIHHN;
nposiBiIsieTcs: 00pa3zoBaHueM (UOPUHOBBIX CT'YCTKOB C IOCIEAYIOIIEH OpraHHON TUCQYHKLUEH u
CONMYTCTBYIOIIMM MOTpeOJIeHnEeM TpPOMOOIUTOB U (HaKTOPOB CBEPTHIBAHUSA, KIWHUYECKHU
MPOSIBIISTFOIIUMCS] KPOBOTEUCHHSIMH.

Cwmeptrocts oT JIBC 3a mociemaHue TOAbl 3HAYUTEIBHO CHHU3WJIACh. [0 JaHHBIM MUHHUCTEPCTBA
3npaBooxpaneHus Anonun, cmeptHocTh 0T JABC ymana ¢ 65 % B 1998 roay 10 46 % 8 2010 1 2012
rojiax, Takas ke TeHaeHnus Hadmogaercs u B CILIA (¢ 76 mo 51 % mexay 2006 u 2010 rogamu).
JlaHHOE CHW)KEHHE CMEPTHOCTH OOYCIIOBJICHO Oojiee TIyOOKMM IOHMMAaHHEM I1aToreHe3a

3360J'I€B3.HI/I$I, YIIydlieHuEeM paHHeﬁ JUArHoOCTUKNU W IIPHUMCHCHUCM HOBBIX IIPOTOKOJIOB JICUHCHUSA
JIBC.

ITHOJIOTHS

JABC wuyacto pa3BuBaetrcsi Ha ¢one cencuca nubo wmHPekmuu (30-51 %), TpaBMBI (YepernHo-
MO3TOBasi TpPaBMa, 0KOTH, KHPOBast IMOOIHS) MM OOJBIINX ONEPATUBHBIX BMEMIATENLCTB (45 %).
Hpyrumu npuunHamu  J[BC MoryT OBITh JeCTpyKLHUsI OpraHoB (TSDKEIbIH ITaHKpPEATHT),
3JI0KAYECTBEHHBIH TPOLIECC, TSDKENbIe AaKyHIepCKHEe NaToJOTUH (3MOONUS aMHHOTHYECKOU
KHUJIKOCTBIO, OTCIIOWKA IUIAICHTHI, TSDKEIas TPEIKIAMIICHS, IOCIEPOJIOBOE KpPOBOTEUEHHE),
GyTbMUHAHTHAS TIEYCHOYHAs HEIOCTaTOYHOCTh, IHUPPO3 TEUEHH, TSHKEIbIe TOKCHUYECKHE WU
MMMYHOJIOTHUECKHE peakluuu (OTpaBIE€HUE SAaMU 3MeH, MepeluBaHhe HECOBMECTHMMOHN KpOBH,
OTTOP)KEHHE TpaHCIIAHTaTa), COCYAUCTbIe 3a00ieBaHus (I€MaHTMOMBI, AHEBPHU3MBI AOPTHI,
cunapom Kazabaxa-Meppurra).

ITatodusnonorus JIBC

K pazsutuio JIBC nmpuBOIuT HapylI€HHWE PETYJISIMUA MPOTUBOCBEPTHIBAOIIEH U CBEPTHIBAIOIICH
cucreM kpoBu. DopmupoBanue (HUOPUHOBOTO CTycTKa SIBJISETCS HPOAYKTOM IIEJIOT0 KackKaaa
peakiuii, B KOTOPBIX 3aJeHCTBOBAaHbI KaK ()aKTOPbI CBEPTHIBAHUS, TaK U KJIETOYHBIC IJIEMEHTHI.
Boigenstor BHYTpEeHHM W BHEIIHUM MyTH aKTUBAallMK Koarynsuuu. WHumumamus mpoiecca
ceepthiBanus npu JIBC 3auacTyro HauMHaeTcs C MOMaJaHUs B KPOBOTOK TKAaHEBOTrO (akTopa —
¢axropa VII (BHemHMit myTh) (pHC. 1).
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KPOBOTOK TKaHeBoro ¢gakropa — ¢akropa VII (BHEITHUH TyTh)



TkaneBoit dakrop (TD) mnpexncraBiser cobOoil MeMOPaHO-aCCOIMMPOBAHHBIA TJIMKOIPOTEHH,
HaXOJAIIMKCA B CYOdPHIOTENMANIBHOM CJIO€ COCYJOB, B (DU3MOJIOTHUECKUX YCIOBHIAX He
KOHTAaKTUPYIOIIMKA C KpPOBbIO. BBIOpOC TKaHEBOrO (akTopa MOTYT CIPOBOLMPOBATH Pa3lIUYHbIC
MPOIIECChl, TaKHE KaK MPsIMOE TOBPEXKACHUE COCYIOB, BOCHAINTEIBHBIE M MMMYHOJIOTUYECKHE
peakmuu. [Ipu cencuce T® HEnocpeACTBEHHO MPOAYIIUPYETCS MOHOIIUTAMH, A TAKXKE BBIACISACTCS B
pe3yJbTaTe B3aMMOACHUCTBHUS TPOMOOIIMTOB CO CTEHKOW COCY/IOB, YTO NMPUBOJIUT K 3HAYUTEIHHOMY
YCHJICHHIO KOAryJisiuu. BeIOpOC MPOBOCTIANHUTENBHBIX UTOKHHOB M XEMOKHHOB IPOBOIMPYETCS
B3auMmoieiictBueM T®, TpomOnHa U APYTHX (HaKTOPOB KOATYJIISIIIMU C BOCTIATUTEIBHBIMH KIETKAMHU
yepe3 crnenuduueckue TmpoTeaza-akTuBupyembie pernentopbl (PARs) 1-4 Tuma, a Taxke
nonojHuTeIbHO TpoMOuHOM uepes Toll-like perientoper 4 tuna (TLR4). Pazsutue JIBC Ha ¢one
OHKOJIOTHYECKHX TIPOIIECCOB MMEET CBOM OCOOCHHOCTH, TaK KaK HEKOTOPHIC OMYyXOJIH MOTYT
MPOM3BOIUTH MPOKOATYJISTHTHBIE (PaKTOPHI (TKaHEBOW (DaKTOp U IMCTEHHOBAs TpoTeasa pakropa X)

(puc. 2).

TpomBouMTapHbIA CryCcTOK,
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Baxnoe mecto B Tmporecce CBEpTHIBAaHHMSA 3aHUMAET TPOMOHMH: OH HE TOJBKO Y4YacTBYET B
npeodpazoBanuu ¢udpruHOreHa B GUOPUH, HO TaKXKe aKTUBHPYET Apyrue (pakTopsl U KOo-PaKToOphI
ceepteiBanus (paxropsr VII, IX u XI). TpoMOMH HHUIIMUPYET CKpeIJIeHnEe YacTull GuOpUHOTeHA B
MOHOMEDBI, a 3aTeM U B noiumMepsl. [locneayromas ctabunuzanust Tpom6a MPOUCXOAUT C IIOMOIIBIO
TpoMOHMH-akTUBHUpYeMbIX (hakTopoB XIII (dhakTopa XIlIa).

Peakuyn koaryiasiiiuu KOHTPOIUPYIOTCA MPOTHBOCBEPTHIBAOIIEH CUCTEMON KPOBH, BKIIFOYAIOIIIECH B
ceOs: anTuTpoMOUH (Omokupyer daktop Xa u TpomOuH), mporenH C (IPOTEONUTHUECCKH
paspymaer Va u VIlla dakropsr), ”HTHOUTOpP MyTH TKaHEBOTO (hakTopa (MHTHOMPYET KOMILIEKC
TKaHeBO# ¢aktop-VIla dakrop).

ITpu cencuc-ungynupoBanHoMm [IBC HapymaroTcs BCe TPU KOMIIOHEHTa MPOTHBOCBEPTHIBAIOILEH
cucTeMbl. Bo-1iepBbIX, CHIXKAeTCs ypOBEHb aHTUTPOMOMHA B pe3yJIbTaTe HApYILICHUS €ro CHHTE3a B
MICUEHH, YBEIMYCHUSI €r0 KIUpEeHca M3-3a 00pa3oBaHMs MPOTEa3a-aHTUTPOMOMHOBOTO KOMILIEKCA,
9KCTPABACKYJIAPHBIX ITOTCPh M3-3a MOBLIMICHUA ITPOHUIIACMOCTH KJICTOYHON CTCHKU paspymicHus
acTepazoil HeWTpoduiaoB. B jomonHeHne K 3TOMy, B CTEHKE COCYIOB HapyllaeTcs CHHTE3
MPOTEOTIIMKAHOB, CIOCOOCTBYIOIINX CBS3H aHTUTPOMOMHA C TenapuH-cyibdaTtoM. Bo-BTOphIX, ipH
CerncHce CHUKAETCSl aKTUBHOCTH npoTernHa C u ero Kkogakropa — NpOTEHHA S, KOTOPHIH 00iagaeT
KaK aHTHUKOAryJsdHTHbIM, TaK U B HGKOTOpOI\/’I CTCIICHU IMPOTHBOBOCHAIHUTCIBHBIM 3(1)(1)6KT3MI/I. B-
TPEThUX, HapyIIaeTcs: paboTa CUCTEMBbI HHTHOUTOPA MyTH aKTHBAIMK TKaHeBOTo (hakTopa (UIITD).
B nHopme UIIT® npucyTcTByeT Ha MOBEPXHOCTH 3HJAOTENHNS COCYJIOB WM LUPKYJIUPYET B KPOBHU B
CBSI3aHHOM c JunonporenHamu Buze. Ero pons B pa3sutun JIBC noka minoxo uzyueHa.

[ToBpexxieHre TPOMOOLMTOB MIpaeT LEHTPalbHYIO PoJib B HapylueHuM koaryisuuu npu JIBC.
TpoMOOLUTEl MOTYT aKTHBHUPOBATbCS KaK HAMNpsAMY0, 4epe3 IMPOBOCHAIMTENbHbIE MeIUaTophbl
(akTop akTHUBalUU TPOMOOIUTOB), TaK M OMOCPEIOBAHHO uUepe3 TKAHEBOH (akTop M TPOMOUH.
BriocnenctBun Ha MeMmOpaHe aKTUBHUPOBAaHHBIX TPOMOOIMTOB MPOUCXOAUT (ukcanus (udpHuHa.
TpoMOUH CTUMYIHpPYET OSKCIPECCHI0 Ha MeMOpaHe TpoMOOIMTOB T-CeleKTHHA, KOTOPBIH
peryaupyer aare3uto TPOMOOIMTOB K JIEHKOLUTAM M 3HIOTENHIO COCYAMCTONW CTEHKH, a TaKKe
yckopsier cekpernio T® mMoHOHyKJIeapamu. B jomosnHeHne KO BceMy MOBPEKACHUE DHIOTENHUS U
B3aUMOJICHICTBHE TPOMOOIUT-COCYIUCTasi CTEHKA BBI3BIBAET BHIOPOC B KPOBBH YIBTPa-OO0JBIIMX
MoHOMepoB ¢akropa pon Bmmiedpanma (vWF). ®@akrop ¢pon BumineOpanma siBisieTcs BaKHBIM
MEINATOPOM aJre3MH TPOMOOIMTOB W KOATYJSIIUU KPOBH, €ro Jerpajamus OCYIIECTBISIETCS C
nomoInpio MetamtonporenHazsl ADAMTS-13. [loka3aHo, 9TO HETOCTATOK METAJIONPOTEHHA3HI U,
BCJIEJICTBHE 3TOTO, CHIKeHHE nerpananuu VWF crocoOctByet passututo JIBC-cunapoma u 6osee
TSKEJIOMY €r0 TeUEHHIO.

®enorun ABC cunapoma

IToBbiieHHOE oOpasoBanue TpomOuHa mnpu JBC-cunapome mnpuBOAMT K MaHH(ECTaLUU
pasNuYHbIX  (EHOTHIIOB, KOTOpble HE 0053aTeNbHO XapaKTEPU3yIOTCSl  TIOBBIIICHHBIM
TpoMOooOpazoBanueM. Hampumep, panuss runepduOpuHOIHTHYECKas (reMopparudeckas) ¢asa,
BBI3BIBAIOLIAS] BCIJIECK MPOJYKLIMU TPOMOUHA B paHHEH ¢a3ze Tsokenoit TpaBMbl. Uepes 24—48 vacos
OHAa CMEHSETCS MPOKOATYJISHTHOW (TpoMOoTHYeckoil) ¢a3oif, XapakTepHOH uepTol KOTOpOi
SBIISICTCA TUMEPHPONYKIMS TIa3MUH-UHTUOMPYIOIIET0 KOMILIEKCa, MPHUBOSAIIAS K CYNpPECCUU
aktuBHOCcTH TipoTenHa C. @enorun JIBC 4acTUYHO 3aBUCHT OT 3THOJOTHYECKOro (hakTopa, HO B
OouplIeii cTeneHn 00yCIIOBIIEH MPeobIalalouM HapyIIEHHEM B PETYJISIMHA IreMOocTa3a OpraHu3Ma
[2, 3]. YacTo HaOt01aeTCsl aKTUBALUSI CUCTEMBI CBEPThIBAHUS (ITOBBILLIEHHUE TPOMOUH-



aHTUTPOMOMHOBOI'O KOMILJIEKCA), OJHAKO CTENEeHb (PUOPUHOIUTHUYECKON aKTUBHOCTU (MHTHOUTOpa
aKTUBATOpa IUIa3MHHOI'€HA) BapbUPYyET B 3aBUCUMOCTH OT IPUYHUHBI (puc. 3).

Coagulation

Classification Pl Fibrinolysis Symptoms oD PAI Typical

(PIC) diseases

DIC with Organ /|Slightly |Marked s
suppressed fibrinolysis symptumy elevated]increase P
DIC with ,-’/
Cancer

balanced fibrinolysis

{

DIC with

; Aortic aneurysm
; : Abruptio placentae
>\. /B|€Edmg Elevated Slight APL, hemangioma

enhanced fibrinolysis /[ symptoms Increasel prostate cancer
Trauma
Pucynox 3 | ®enorunsl /[IBC-cungpoma. TAT — xkommiekc TpoMmOuH-aHTHTpOoMOMH; PIC —
KOMIUIEKC TIJa3MHH-anb(da-2-antumasmMud; DD — Jl-numep; PAI — wunruOutop aktuBaropa

IJIa3MHHOI'CHA

B cronbne «Symptoms» o0003HaueH mepexosi OT KPOBOTEUEHHH K OPraHHOMY HOPa)KEHHIO
(pa3BuUTHE MHUKpPO- M MakpoTpoM0o30B). Ha naHHOM puCyHKe He 00O03HA4Y€HbI NPOIYKTHI
nerpagamu ¢pudpuna (I1JIdD), rem nHe menee mpu runeppudpuHomuTHIeckoMm (enorune JIBC
uMmeeTcs: TeHaeHuus K mnpeoOnananuto [IJI® nHan kommuectBom Jl-mumepoB. Ilpu Ttepanuu
npernapaTaMu TPAaHC-PETHHOEBOW KHUCIOTHI MPH OCTPOM IMPOMHEIOIUTAPHOM JIEHKO3e
MHTUOMPYETCsl SKCIIPECCUs OITyXOJIEBBIMU KJI€TKaMH aHHekcuHa II, B pe3ynbpTare uero MeHsercsa u
denotun  JIBC  (Tepser  XapaKTEpHCTHKH  THUNepGUOPHHOIMTHYECKOTO,  MpuobdpeTas
XapaKTEePUCTUKH MTPOKOATYJITHTHOTO (PEHOTHIIA).



JAmnarnocruka
Kpurepun s Beissnenus IBC-cunapoma no mxane ISTH (International Society of Thrombosis
and Haemostasis Scoring System):

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

MmetoTes nun y naumeHTa 3abonesaHnsl, KOTOPbIE MOTIW NOCAY>XUTb NpudnHon [1BC?
Ecnu na, To LenecoobpasHo NPOBeCTU NabopaTopHYO OMarHOCTUKY: OnpeaeniTs
NPOTPOMOVHOBOE BPEMS, KONIMHECTBO TROMOOLMTOB, YPOBEHL (IMBpUHOreHa
1 Mapkepsl o6pazosaHys pudprHa.

Pesynbtarsl nabopaTopHbIX TECTOB Bannel

KonuyectBo Tpombouutos, x10%n:

<50 2
<100 1
> 100 0

MoBbileHne mapkepoB obpa3oBaHus ombpuHa
(D-gumepsbl nnn NpoayKThl gerpagauun hnbpuHa):

HET MOBbILLIEHUSA 0
YMEPEHHO MOBbILLIEHbI 1
3HA4YUTENBHO MOBbILLEHD! 3
YannHeHune npotpombuHosoro epemenn (MNB), cek:

=5 0
3-6 1
>6 2
YpoeeHb thubpuHoreHa:

>1r/n 0
<1r/n 1
sBHbin [1BC-cuHapom 5-8
HesiBHbIM [BC-CcHOpOoM 0-5

OueHKy Mo AaHHORN LWKale PeKoMeHAyeTCs NOBTOPATL exeaHEeBHO

[aHHas WwKana, no nHpopMaLn aBTopoB, UMEET HyBCTBUTENLHOCTL 91 %
1 cneumunyHOCTb 97 % B oTHOLWEeHWUM fBHOro [BC-cuHapomMa MHEEKLIMOHHOMO
N HeMHMEKLIMOHHOTO reHesa. [pu BoisiBneHW seHoro [BC-crHapoma no gaHHoM
LUKane cMepTHOCTL cocTasnaeT 43 %.

MEDACHPRO
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Kputepuu Japanese Association for Acute Medicine (JAAM):

Kpntepun JAAM

(Japanese Association for Acute Medicine)

HeoBxoauMo UCKNKOHATL CNeayioLLMe COCTOSIHUS 1 3a60/1eBaHNA:

* TPOMGOLMTONEHUIO

® remogMniounK U aHoManbHOE nepepacnpeneneHne Kposu

“ ee KOMMNOHeHTOB

® MaCCKBHYIO KDOBOMOTEPHO 1 MACCUBHYIO MHAY3WIO PACTBOPOB

3ab0neBaHus CUCTEMBI KPOBETBOPEHUS

® IAMONATUHECKYIO MU TPOMOOTUHECKYHO
TPOMBOLMTONEHUHECKYIO NMYPypPY

® FeMONINTUKO-YDEMMYECKUIA CUHIOPOM,

* renapuH-UHAYLMPOBaHHYID TPOMBOUMTONEHNIO

e HELL P-cuHgpom

* 60NE3HW NMeYeHN

® MUNOTEPMMIIO

* OLLMGKK NabopaTopun NpK NPOBEAEHUM aHANNM30B

PesynbTatsl 1abopaTopHbIX TECTOB

KpuTtepun cucTeMHOro BOCNanuTenbHOro
oteera (CCBO):
® Temnepartypa Tena > 38° unm < 36°C;
* YCC > 90 ya/muH;
e TaxunHos (Y4 > 20 B MuH,
v PaCO, < 32 mm pT. CT.);
® KO/IM4ECTBO NIBUKOLMTOB
B nepupepn+eckoi kposu > 12x10%n
(nevikoumnTos) nmm < 4,0x10%n
(nevikorierns), mian > 10 % He3pesbix hOPM.
3 v bonee
MeHee 3
Konuyectso TpombouuTtos (PLT), x10%n:
< 80 nnn cHWxeHne Bonee 4yem
Ha 50 % 3a 24 4aca
> 80, HO < 120; unu CHKEHWE
bonee 4em Ha 30 % 3a 24 Haca
120 v 6onee
MpoTpombuHoBOE BpemMs
(oTHoweHue MNMB naymeHTa/Hopma MB):
>1,2
<22
dubpuHoreH, r/n:
<35
=35
dubpuH/NpoayKThl gerpagaynn
cdubpuHoreHa (MAP), mr/n:
=25
>210mn <25
<10

Wror: > 5 6annoB — Hanu4me y naymerHta ABC-cnHgpoma.

MEDACHPRO
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JlaHHbBIE MIKaTbl OTIUYAIOTCS PA3IMYHON YYBCTBHUTEIBHOCTHIO B OTHOUICHHM MPOTHO3HPOBAHUS
CMEpPTHOCTHU: CUUTaeTcs, uTo mkana JAAM umMeeT GOJIBIITYIO YyBCTBUTEIBHOCT K HesBHOMY JIBC-

CHUHJIpOMY, B pe3yJbTaTe yero cmeptHocTh npu JIBC-cuHapome, BBISIBICHHOM IO JIaHHOM IIKaje,

MOYTH B JIBa pasza HIwke (0Koyo 22%).



Kputepuu JIBC Japanese Ministry of Health, Labor and Welfare (JMHLW):

Kputepuun O1BC no wkane JMHLW
Japanese Ministry of Health, Labor and Welfare

Bannel
1. 3TMONOrnA

EcTb nu 3TMonornyeckue cakropbl ABC?

Oa 1
Het 0
2. KIMHWYECKHWE NPOABNEHMUA

KpoBoTeuyeHus:

eCTb 1
HeT

OpraHHas guchyHKuns:

ecTb 1
HeT

3. AHHBIE NABOPATOPHbIX TECTOB
MpoTtpom6uHoBoe Bpema (MB), cek:
>20 2
=161 <20 1
=15

YpoBeHb hmbpuHorena, mr/gn:

<100

>100 1 < 150

> 150

MpopykThbl perpapaunm hubprHa, MKr/mn:
> 40

>20un <40

>10un <20

= 10}

KonnuectBo TpombGouuToB, x10%/n:

<50

>50um <80

>80mn=<120

>120

O =N

O =N W

O =N W

NOAOTBEP>KOARLUWME KPUTEPUN:

® CHIPKEHWE YPOBHS aHTUTpoMGuHa lll;

® CHIPKEHWE M1a3MeHHOro YPOBHS Na3MUHOreHa,;

® CHIPKEHWE YPOBHS anba-2-TpUncrHoreHa;

® CHIDKEHUE ypoBHst onbprHoreHa 6onee Yem Ha 50 % 3a 3 gHsi;

® MONIOKNTENbHbBIN ﬂpOTaMMH-)KeﬂaTVIHOBbII;I, 3TaHON->XXENATVHOBbIN
NN KPMOPUOPUHOrEHOBBIN TECT;

® yryULlEeHUe KITMHUHECKOR KapTWHbl MK labopaTopHbIx nokasaTesnei
rioce Tepanui renapuHoMm;

® HaMYMe NOATBEPAEHHBLIX (PUBPHMHOBBLIX TPDOMOGOB.

UTOT:

> 7 6annos — [BC-cuHapom;

6 H6annoB nK = 5 6anNoB NPU HAMMYUM NONOXKUTESBHBIX 2-X U3 7 NOATBEPXKAAOLLMX
kpuTepveB — [ABC-cnHOpOM BEPOSITEH.

[ns naymeHToB ¢ ansiaCTiHeCKON aHEMWNEN, NTENKEMUEN, MPHNHIMAIOLLNX
aHTUHeonnacThdeckme npenapars! u T. ..

> 4 6annos — [1BC-cuHapom;

3 Banna nm = 2 6a10B NPU HATMHMA NONOXKUTENBHBIX 2-X M3 7 NOATBEPXKAAIOLLIMX
kpuTepreB — [BC-CUHOPOM BEPOSITEH.

LlarHHble KpuTepm He afanTyPOBaHk! A1 NALUVEHTOB C 32601eBaHUSMI MeHeHN
VI HEPOTNHECKM CUHEPOMOM.

MEDACHPRO
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JlaHHbIE KpUTEpUM HE aJanTUPOBaHbl /JId NALUHUEHTOB C 3a00J€BaHUSAMH TIE€YEHH WU
HEe(POTUUECKUM CHHIIPOMOM.

Ha ocHoBaHuM npeCTaBIEHHBIX BbIlIE 1IKal BeIcTaBisercs auarHo3 JABC. Haubonee noaxonsias
IIKana BbIOMpPAETCs B 3aBUCHUMOCTH OT BO3MOYKHOCTHU IPOBEJIECHUS OIpPENEICHHBIX JIa0OpaTOPHBIX
TECTOB M KJIMHUYECKOM curyaruu. [Ipm BO3MOXKHOCTH MAlMEHTYy PEKOMEHAYETCS IPOBOAUTH
KOHTPOJIb JJAOOPAaTOPHBIX MOKA3aTeNel KoaryJsiuy Kax/ble § 4acoB.
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PucyHok 7 | AnropuT™ TaKTHKH BesieHus manueHToB ¢ [IBC-cunapomom (aBTopckas pabdota
Medach)

Teparmus 3THOJIOTHYECKOTo (hakTopa
FJ'IaBHI)IM B Tepam/m ,ZIBC-CI/IH)IpOMa ABIACTCA JICUCHUEC COCTOSAHHA, BbI3ZBABLICTO €TO paSBI/ITI/Ie.
Brinenstor na Bapuanta teuenus JIBC-cunnpoma:

— Kontpomupyemsiit JIBC-cunapom: XapakTepus3yeTcsi BPEMEHHBIM HapyIICHHEM peryJisiiuu
KOaryJasSUMOHHBIX MEXaHU3MOB U OBICTPHIM BOCCTAaHOBJIEHHEM TOCIE JUKBUIALUHU
MIPOBOIUPYIOLIETO COCTOSHUS (TpaHC(hy3UOHHAsI peakiys, OTCIOWKa IUIalleHThl). B psne ciayuyaeB
MOXKET Pa3pelaTbCsi CaMOCTOATEIBHO.

— HexonTponupyemsiit JIBC-cunapom (BbI3BaH CEIICHCOM HJIM TPABMOI): B 3TOM ClIy4yae MOMHMO
JUKBHJIAIIUN OCHOBHOW THOJIOTHYECKON IPUYNHBI TpeOyeTCs He3aMeUIUTEILHOS HAYall0 TePaITiH.



BaxxHo OTMETHTH, YTO paHHEE HAYAJIO NPUMEHEHHUS NPENaparoB, BIUAIOIIMX HA CUCTEMY
cBepThiBaHUsI KpoBH (10 pasButus [IBC-cunapoma), MOXKET B 3HAUMUTEIHHON CTETICHW HAPYIIWUTh
PEryJsiLUI0 reMOCTa3a U, BCIEACTBUE ITOT0, YXYAIUTh COCTOSIHAE MAIUEHTA.

3amecTuTeNbHAS Tepanus

Pexomenpanmu o 3amecturenpHoi Tepanuu JIBC caenaHbsl Ha OCHOBaHUHM OOBETUHEHHS TAHHBIX
raifiaifHoB pasnuuHbix coodmecTB (British Committee for Standards in Haematology (BCSH),
Japanese Society of Thrombosis and Hemostasis (JSTH), Italian Society for Thrombosis and
Hemostasis (SISET)), 3anumatomuxcst naHTeHCMBHOM Tepanueit JIBC. Ilpu coderanun akTHUBHOTO
KPOBOTEUEHHSI MJIM PUCKA €ro Pa3BUTHUS U OIpPENeJIeHHbIX YPOBHEH J1a0opaTOpPHBIX MOKa3aTenei
PEKOMEHIyeTCsl TPUMEHEHHE TPOMOOIIMTAPHOM Macchl, cBexe3zamopokeHHO# mmiasmbl (C3I1),
KpHUOTIPEIUINTAaTa UM KOHIIEHTpaTa (UOpHMHOreHa, KOHIEHTpaTa MPOTPOMOMHOBOTO KOMILIEKCA
(KIIK). Bce HmxemnepeuncieHHbIE PEKOMEHIAIMKU KacaroTcsl KaTerOpUU MAIMEHTOB C aKTUBHBIM
KPOBOTEUYEHHUEM.

Pexomenayercst TpaHcy3usi TPOMOOIIMTOB MPH HATHMYUH NMPU3HAKOB aKTUBHOTO KPOBOTCUCHHUSMHU U
ypoBHe TpoMOouToB < 50 x 10"9 /i1 16O MpH OTCYTCTBHU KPOBOTEUEHUS, HO HAJTMYHH BBICOKOTO
pHUCKa ero pa3BuTUs U ypoBHe TpoMOouuToB < 20 x 1079 /n. TpaHcdy3us TpoMOOLUTAPHON MacChl
HAYMHAETCS C OJHOW CTaHIAapTHOW B3pocioil mo3bl (Oosnee 240 x 107°9/m). IlepenuBanue C3II
MOXKeT npuMeHATbes nipu yanuHeHun [IB/AUTB (Gosbmie 1,5 o HOpMBI) WM CHIDKCHHH YPOBHS
¢ubpunorena menee 1,5 r/mn. Hawanpaas mosza C3II cocraBmsier 15 MII/Kr, Ipu HEOOXOAMMOCTH
OoJiee KECTKOM KOPPEKLUHU YpOBHS (PAKTOPOB CBEPTBHIBAHUS JOMYCTUMO HCIOJIb30BaHUE 103bI 30
MII/KT, OJIHAKO cJelyeT NMOMHHUTb, 4TO Takue BbIcOkMe 03bI C3II MoryT BBI3BaTh MHEperpysKy
oobemoM. KIIK unu koHnentpar ¢puOpHHOTeHa NPUMEHSIOTCS MPH HAJIWYUU MOATBEPKICHHOM
Tsokenol runodudpunorenemun (< 1,5 r/mn), HecmoTps Ha wucnoib3zoBanue C3I1 mmubo npu
HAJIMYUM TIPOTUBOMOKA3aHUM K ee mnpuMeHeHuto. llpum mnpumeHneHnn 3 TpamMM KOHILIEHTpaTa
¢ubpuHorena ypoeHs (pUOpHUHOTEHA IUIa3Mbl KPOBH MOBBIIIaeTCs mpuMepHo Ha 1 r/n. Takoii e
apdekr mocturaercs mpu nepenuBanuu 4 eamaun C3I1 wim 2 no3 kpuonpenumnurtata (10
TOHOPCKUX eauHuI). I[lpW TuTaHUpOBaHMM y TAIMEHTOB HWHBA3WBHBIX MPOIEIYp HEOOXOAUMO
KOHTPOJIMPOBATh  YPOBEHb JIA0OPATOPHBIX TOKa3aTelei CBEPTHIBAHUS KPOBH, W  IIpH
HEO0OXOJMMOCTH MPEBEHTUBHO NpoBecTH TpaHcyszuto TpomOouuToB unu C3I1. DddexTuBHOCTE U
0e30macHOCTh TMpUMEHEHUs pexkomOuHaHTHoro (akropa VIla y mamumentoB ¢ JIBC Tpebyer
JabHEUIIEro UCCIIe0BAHUS.

AHTUKOAryJIsIHTHasl T€panus

[IpuMeHeHre aHTHUKOAryJIsSHTOB IPOTHBOINOKa3aHO npu pa3zutuu JBC-cunimpoma B pe3yibraTe
TPaBMbI, WM TPU TPABMATUYECKOM IIOKE B COYETAaHWH C AKTUBHBIM KpoBoTeueHueM. Jliis
ucnionb3oBanus npu  JBC-cunmpome ¢ mpeobOnagaHueM — TPOMOO30B — PEKOMEHIYETCS
He(paknuonnpoBanubiii renapud (H®I) wunm Hu3komonexyssipueie remnapunabl (HMID). HOI
npumeHsieTcss B HadanbHOM go3e 10 EJl/kr/gac mox xonTpoisem AUTB ¢ momnepskanuem ero
yBenudeHus B 1,5-2,5 paza ot HopMbl. HeoOxoauMo MOMHUTE O NpoduiIakTHKE TpoMO03IMO0Iuu
HOTI wiim HMI' y TsbkensIx nanueHToB 0e3 MpU3HAKOB KPOBOTEUEHUH. YpoBeHb aHTUTpoMOuHa 111
MOXET 4YaCTUYHO MCIIONb30BaThCs IS OLEHKH JanbHeimedl 3¢dQekTuBHOCTH NpUMEHEHUs
rernapyuHa, HO 3a4acTyl0 MMEIOTCS CJIOKHOCTH (BBICOKAsh CTOMMOCTb, OTCYTCTBUE PEAareHTOB) NPHU
U3MEpEeHUN akTHUBHOCTH aHTUTpoMmOuHa III. Ha naHHBII MOMEHT KpyHHBIE HCCIEIOBaHHUA O
npumeHennn HMI y nanmenToB ¢ JIBC-cuHAPOMOM OTCYTCTBYIOT, U BO3MOXKHOCTH MPO(UIAKTHKH
HMI ctpouTcst Ha JaHHBIX UX UCIIOJIB30BAHUS Y IAIIMEHTOB XHUPYPIHIECKOTO TPOQHIIS.



CuHTeTHYecKHe MHTMOUTOpBI IpoTea3 (rabexcara Me3usar, HajaMmocTaTa ME3WIaT) pa3pelieHbl K
UCIONb30BaHuIo B AAnoHun, ogHako kpynHeie PKU, nokaseiBaromue ux s dexrusaocts npu JIBC-
CHUHIIPOME, OTCYTCTBYIOT.

KoHueHTpaThl aHTUKOATyJITHTHBIX (DaKTOpPOB

HccnenoBanus B JaHHOM HalpaBiIeHUH BEIyTCs HAa MPOTSHKEHUH YK€ MHOTHX JIET; Tak, ¢ 1980 roxa
MIPOBOJISAITCSI MCIIBITAHHSI KOHIIEHTpaTa aHTHTPOMOWHA, OgHako ero >¢dextuBHOCTh mpu JIBC-
CHUHJIpOME 10 CHX IOp He jaoka3aHa. Ha ocHoBanum mpeamnosnoxenus, uro npu JIBC npoucxoaur
yrHeTeHue BblpaboTku nporenHa C, 3apoausiachk uesl NpUMEHEeHUs] akTUBUPOBaHHOTO mpoTenHa C.
[Tocne mnpoBenmeHuss OONBIIMX HWCCICAOBAHWM JaHHBIA Mpenapar moka3zanl 3(()EKTUBHOCTH B
Ipymnmax ¢ TOKEJIOH CONMyTCTBYIOmeH martojioruei (cericuc). KpymHBIX — HCClIeIOBaHUMA,
CpaBHUBAIOIINX 3(PPEKTUBHOCTh PEKOMOMHAHTHOIO aKTHUBUPOBAHHOI'O YesoBeueckoro nporerHa C
U TIOJIyYE€HHOT'0 M3 IUIa3Mbl KOHIeHTparta nporenHa C, He npoBoauiock. Konnenrpar nporenna C
IOpUMEHSETCs B BUJAE MNPOJOJDKUTEIbHON HMH(QY3UHM €O CKOPOCTbIO 24 MKI/Kr/4yac B TEUYEHUH
yeTelpex JTHel. [Ipn HeoOX0oIUMOCTH NpOBEIEHUsI MHBAa3UBHBIX MpoLEAyp BBeAeHUE mpoTtenHa C
IIpEpBIBAETCAd 10 UX BBINOJHEHUS (NEpUOA TONyBbIBEAEHUs Okoido 20 MHHYT), a 3areM
BO300HOBIISIETCS Yepe3 HECKONbKO yacoB. [Ipu mpumenennu nporenHa C HEOOXOIUMO YUHTHIBATH
MOBBILIEHHE PUCKOB KpoBoTeueHus (2—-3,5 %) u BHyTpuuepenHoro kposousnusauus (0,1-0,3 %), a
TaK)Ke TO, YTO B MCCJIEJOBAaHUAX Mpenapara He y4acTBOBAJIM MALMEHTHI ¢ TpoMOouuToneHuen (<
30 x 1079/m). Hns xoutponst tepanuu ucnoibzyercs AUTB. MccnenoBanus mo mpUMEHEHHUIO
TU(akoruHa (peKOMOMHAHTHOT'O MHIMOUTOpA IMYTH TKAHEBOTO (PaKTOpa) HE YBEHUAIHNCh YCIEXOM.

Ha nanHBIii MOMEHT HMeEETCS psAa HCCIeAoBaHUM 10 0e30macHOCTH W A(PHEKTUBHOCTH
PEKOMOMHAHTHOTO PAacTBOPUMOIO yesjoBedeckoro TpomOomomaynmuaa (rhTM), omHako wmx
pe3yibTaThl reTeporeHHbl. [IpoBeleHHBIM MeTaaHaau3 JaHHBIX HCCIENOBaHWM TOKas3al, 4YTO
npernapatsl thTM OKa3bpIBaIOT MONOKUTENBbHBIN 3(()EKT Ha BBIKUBAEMOCTh B TPYIIIE TSKEIOTO
cerncuca U ManueHToB ¢ KonmuecTBoM OamnoB mo mkaie APACHE II Gonee 24 wiu mo mikane
SOFA 6onee 11. Ha nannsiit MOMEHT uccienoBanus npenapatos rhTM nepeniu B TpeThio dasy.

AHTHQUOPUHOTUTHKH

[Tpu ABC-cunapome (hubpuHONINU3 3a07I0KHPOBAH MOBBIIIEHUEM YPOBHS HHTHOMTOpA aKTUBATOpa
mwiazmuHoreHa (PAI-1). CnemoBarenbHO, MpH KpOBOTEUYEHHSX, BbI3BaHHBIX JIBC-cuHapomom,
NpUMEHEeHHEe aHTHU(GUOPUHOIUTUKOB HE PEKOMEHIYeTCs, 3a HCKIIOUYEHHEM CIy4yaeB pa3BUTHUS
runepudpunonuTryeckoro ¢exnoruna /IBC, Bo3HuKIIEro Ha (OHE OCTPOH MPOMUETOLUTAPHOMN
JeKEeMUH, OTCIIOMKHU IUIALIEHTh] UM KapLIMHOMBI IIPOCTATHI.

OTIIMYUTENTFHBIMA  JTAOOPATOPHBIMH ~ OCOOCHHOCTSIMU  THIIEPUOPUHOIUTHICCKOTO  (PeHOTUTIA
SIBJIIETCS. HAJIMUKE MOBBIIIEHHOTO YPOBHS TPOMOMH-aHTUTPOMOMHOBOTO KoMILIeKkca (> 20 MKr/in) u
IUIa3MUH-UHTHOMpYIoIIero Komiuiekca (= 10 MKr/im), a Takke CHUKEHHME aKTUBHOCTH aibda-2-
uHruOuTOpa mia3MuHa 6osuee yeMm Ha 50 %.

IIpu TakoM (eHOTHIIE TOKA3aHO UCIIOJIB30BAHUE TPAHEKCAMOBOM KUCIIOTHI B 103€ 1o 1 rpammy (10—
15 mr/kr) depe3 kKaxzable 8 YacoB. Y MaIMEHTOB C JIHKEMHEW 4YacTO NPOBOAMTCS JICUEHUE
IpernapaTaMi TpPaHC-PETUHOEBOW KHUCIIOTBI, HO, 1O JAHHBIM MCCIEJAOBAaHUM, €€ COYETaHUE C
TPaHEKCAMOBON KHCIIOTOM TMOBBIMIAET PHUCK pa3BUTUS TpoMOO30B. JlaHHYI0 KOMOHMHAINIO
HEOOXOMMO TNPHUMEHATh B KpallHEeM ciyd4ae, MpH HAJIMYUM TPU3HAKOB HKU3HEYTPOXKAIOIIETO
KPOBOTEUYEHHMSI.
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