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BBenenue

B nannom pedepare peub noiiaer 00 OAHOM U3 IPO3HBIX OCIOKHEHHUN psjia 3a00IeBaHHIH, C
HEINpeCKa3yeMbIM U MOPO MOJTHUEHOCHBIM Pa3BUTHEM KPUTUYECKOTI'O COCTOSIHUS, HE PEIKO
IPUBOJIAIIETO K JIETAILHOMY MCXO/y. 3a/laya Bpaya peaHuMaToJIora COCTOUT B CBOEBPEMEHHOI
JMAarHOCTUKY U BBISIBIEHUH IIPUUYUH CUHAPOMA, a TAK)XKe KOPPEKIMH COCTOSIHUS NAllUeHTa BCEMU
JOCTYITHBIMU CPEACTBaMU O KOTOPBIH 51 pacCKaxy B JaJIbHEHIIEM.

JucceMuHnpoBaHHOE BHYTpHUCcOCyarcToe cBepThiBanue (JIBC) —cuHapoM, 0CIOKHIIOMNMA

TeUeHHE 3a00JIeBaHN. XapaKTEePU3yeTCs CHCTEMHON aKTHBAIMEH MaTOJIOTUYECKHUX MyTEH,
MPUBOAAIICH K HAPYIICHUIO peryisiuuu koarynauuu. [IposiBisiercss o6pa3oBanueM GpuOpUHOBBIX
CTYCTKOB C IOCJICTYIOIICH OpraHHON AUCQYHKIIMEH U COMYTCTBYIONIUM MOTPEOICHUEM
TPOMOOITUTOB U ()aKTOPOB CBEPTHIBAHUS, KIMHUICCKH TPOSBIISIONIMMCS KPOBOTCUCHHUSIMH.
CwmeptHocTh oT JABC 32 mocneanue rojipl 3HaYUTEIbHO CHU3UIIACH, BBUAY TOHUMAHMUS
naToreHesa 3a0oJIeBaHMsl, YITy4IIEHHEM paHHEeH AUarHOCTUKH U MPUMEHEHHEM HOBBIX
poTokoJoB seueHus JABC-cunapoma.

ITHOJIOTUA

JABC uyacto pa3suBaercs Ha ¢one cerncuca 60 uHpekimu (30-51 %), TpaBMbI
(ueperTHOMO3TOBasI TpaBMa, 03KOTH, JKUPOBasi SMOOIINsT) WiIH OOJIBIIIMX OTIEPATUBHBIX
BMmemarenbetB (45 %). pyrumu npuuuaamu JIBC MOTyT OBITH IECTPYKIIUS OPTraHOB (TSXKEIIBIN
HAHKPEATHT), 3I0KaUeCTBEHHBIN IPOLIECC, TAXKEIbIEe aKyIIEPCKUe MaTOIOrHU (IMOOIHS
AMHHMOTHYECKOH >KUAKOCTBIO, OTCIONKA IIALEHTHI, TSDKENas MPe3KIaMIICHs, TIOCIEPOI0BOe
KpOBOTeUeHue), GyIbMUHAHTHAS IEUEHOYHAsI HEI0CTaTOYHOCTh, LIUPPO3 MEUYEHH, TXKeIble
TOKCUYECKHE UM MMMYHOJIOTHYECKUE PEAKIIMK (OTpaBJICHUE 1 JaMH 3MEH, IEPEINBAHNE
HECOBMECTUMOMN KPOBH, OTTOPKEHUE TPAHCIUIAHTaTa), COCYAUCThIE 3a001eBaHusl (FeMaHTHOMBI,
aHeBpU3MBI a0pThl, cuHApoM Kazabaxa-Mepputra). [latodusuonorus JIBC K passutuio JIBC
MPUBOJUT HAPYIIEHUE PETYIISIMKI MPOTUBOCBEPTHIBAIOIIEH 1 CBEPTHIBAIOLIEH CHCTEM KPOBH.
®dopmupoBaHre GUOPUHOBOTO CTYCTKA SIBIISIETCS IPOIYKTOM II€JIOTO KAacKajia peakiui, B
KOTOPBIX 3a/1eHCTBOBaHbI Kak (DAKTOPBI CBEPTHIBAHUS, TAaK U KJIETOUHBIE 3JIEeMEHTHI. BoiaensatoT
BHYTPEHHUH 1 BHEIIHUH IMyTH aKTUBALUH Koaryasuuu. MIHuInanus npouecca CBepThIBAHUS MTPU
JIBC 3agacTyro Ha4YMHaeTCs ¢ NOMNaAaHus B KPOBOTOK TKaHEBOro (axtopa — daxropa VII
(BHEIIHUH MYTBH).

TxkaneBoii paktop (TD) mpencrapnsier codboit MEMOPaHO-aCCOITMUPOBAHHBIN TITMKOMPOTEHH,
HaXOJAIIUNCA B CyOIHAOTENNATIBHOM CJI0€ COCY/I0B, B (PM3HOJIOTHYECKUX YCIOBHUSIX HE
KOHTAKTUPYIOUIHH ¢ KpoBblo. BeIOpoc TkaHEeBOro (hakTopa MOTYT CIIPOBOLIMPOBATDH PA3JINYHbIE
MIPOLIECCHI, TAKHUE KaK MPSIMOE OBPEXKICHNUE COCY/I0B, BOCTIAIUTENIbHBIE U UIMMYHOJIOTHYECKHE
peaxuu. [Ipu cencruce T® HenmocpeACTBEHHO MPOAYLUPYETCS MOHOIIUTAMH, a TaKXKe
BBIJICJISICTCS B PE3Y/IbTaTe B3aUMOJICHCTBUS TPOMOOIIUTOB CO CTEHKOM COCYI0B, YTO MPUBOAMT K
3HAYUTEILHOMY YCUJICHHIO KOAryssinuu. Beiopoc mpoBocnaquTeNbHBIX IUTOKHMHOB U
XEMOKHHOB ITPOBOLIUPYETCs B3auMoieiictBueM TD, TpoMOMHA U IpyruX (GaKTOPOB KOAryJISLUH
C BOCHAJIUTENbHBIMU KJIETKaMU Yepe3 creruduueckue nporea3a-akTuBUPYEMbIE PELeITOPHI
(PARS) 1-4 tuna, a Tarxke JONOIHUTEIBHO TpoMOUHOM yepe3 Toll-like perienitopsr 4 Tuma
(TLR4). Paseurue [IBC Ha hoHE OHKOJIOTHUECKHX MPOIIECCOB UMEET CBOM OCOOCHHOCTH, TaK
KaK HEKOTOPBIE OITyXOJIM MOT'YT IIPOU3BOAUTH IPOKOATYIIIHTHBIE (PaKTOPhI (TKaHEBOU (aKTop U
[UCTenHOBas mpoTeasa (akropa X).



BaxHoe MecTo B mporiecce CBEpTHIBAHUS 3aHUMAET TPOMOWH: OH HE TOJIBKO y4acTBYET B
npeoOpa3oBanuu GpuOpuHOreHa B (PUOPUH, HO TAaKXKe aKTUBUPYET APYyrue (GakTopsl U KO-
dakropsl cBeprhiBanus (axropsl VII, X u XlI). TpoMOMH MHUIIMHUPYET CKPEILICHNE YaCTHIL
¢ubpuHOTEHa B MOHOMEPEI, a 3aTeM U B mosmMepsbl. [locnenyromas crabnnmzanus TpoMo6a
IPOMCXOTUT C TOMOILBI0 TPOMOUH-aKTHBHPYeMBIX (pakTopoB XIII (pakropa Xllla).

Peakuuu koaryinsinuyu KOHTPOIUPYIOTCS IPOTUBOCBEPTHIBAIOLIEH CUCTEMOMN KPOBH,
BKJTFOYArOIIEeH B ce0s: aHTUTpoMOuUH (Os1okupyeT paktop Xa u TpoMOuH), npoterH C
(mporeonmmtuyecku pazpymaer Va u VIlla gpaxkropsr), ”HTHOUTOP MyTH TKAHEBOTO (haKTOpa
(nHTHOMpYET KOMIUIeKC TKaHeBoi (akTop-VIla daxrop). Ilpu cencuc-unnyuuposanaom JIBC
HapylarTcs BCE TPU KOMIIOHEHTA IPOTUBOCBEPTHIBAIOIIEH CUCTEMBI.

Bo-nepBbix, cCHUXkaeTcs ypOBEHb aHTUTPOMOWHA B pe3yJibTaTe HAPYILIEHUS €r0 CHHTE3a B
MEYEHHU, YBEITMUCHUS €r0 KIIMPEeHca n3-3a 00pa3oBaHus MpoTea3a-aHTUTPOMONHOBOTO
KOMILJIEKCA, SKCTPABACKYJISIPHBIX MOTEPh W3-3a MOBBIIICHUS MPOHUIIAEMOCTH KJIETOYHON CTEHKH
U pa3pylIeHHs dCTepa3oil HeUTpodmioB. B mononHeHne K 3TOMY, B CTEHKE COCY/IOB HapyIIAeTCs
CUHTE3 MMPOTEOTIMKAHOB, CIOCOOCTBYIOIINUX CBS3M AHTUTPOMOWHA C TeMapHH-CYIb()aTOM.

Bo-BTOpBIX, ITpH CETICHCe CHIKAETCS aKTUBHOCTD IpoTenHa C U ero koakropa — npoTenHa S,
KOTOPBII 00J1a/1aeT KaK aHTUKOATYJITHTHBIM, TaK ¥ B HEKOTOPOH CTENEHH
IPOTUBOBOCTIATIUTENBHBIM 3 (PEeKTaMHU.

Brperpux, HapymaeTcs paboTa cUCTEMbl MHTUOMTOPA MTyTH aKTUBAIIMM TKAHEBOTO (hakTopa
(UIIT®). B nHopme UIITO npucyTcTBYeT Ha MOBEPXHOCTU SHAOTENUS COCYIOB UITU
HUPKYJIUPYET B KPOBU B CBSA3AHHOM C JIUTIONIpoTenHamMu Buje. Ero poinb B pazsutuu JIBC noka
10Xo u3ydeHa. [loBpexaeHrne TpoMOOIIMTOB UTPAET IIEHTPATIBHYIO POJIb B HAPYILICHUU
koarymsiuuu npu JIBC.

TpoMOOIUTHI MOTYT aKTUBUPOBATHCS KaK HAMpPSAMYI0, Yepe3 MPOBOCHAIUTEIbHBIE MEIUATOPHI
(paxTop akTHBaLIMK TPOMOOIIMTOB), TAK U OMOCPEAOBAHHO Yepe3 TKaHEBOU (PaKTOp U TPOMOUH.
Brnocnenctsun Ha MeMOpaHe aKTUBUPOBAHHBIX TPOMOOLUTOB MPOUCXOIUT pukcaus GudprHa.
TpoMOUH CTUMYIHPYET IKCIPECCHI0 Ha MeMOpaHe TPoMOOIIMTOB T-CeleKTHHA, KOTOPBIi
perynupyer aare3uto TpOMOOIMTOB K JIEUKOLIUTAM U SHJIOTEIIUIO COCYIUCTON CTEHKH, a TaKXKe
yckopsieT cekperuto Td MoHOHYKIIeapaMu. B nonoiaHeHne Ko BCeMy NOBPEKICHUE SHAOTENNS U
B3aUMO/JICHCTBUE TPOMOOIIUT-COCYTUCTAst CTEHKA BBI3BIBAET BHIOPOC B KPOBb YIBTPa-00JIBIINX
MOHOMepoB (akropa GpoH Bunedpanga (VWF). @axtop hon Buinedpania siBIsieTcs BaKHbIM
MeIMaTOPOM aJIre3uH TPOMOOIIMTOB U KOAryJISILIMM KPOBH, €0 Jerpaaliysi OCYIECTBIISETCS C
nomoteio MetayutonporenHazsl ADAMTS-13. JlokazaHo, 4TO HEJJOCTATOK METAJIONPOTEHHA3HI
U, BCIIEJICTBHE 3TOr0, CHIKeHHe nerpagauuu vWF cnocobetByet pazsutuio JIBC-cunapoma u
6onee Tsxenomy ero teueHuto. ®enotun JABC cunapoma IloBbiienHoe 00pa3oBanue TpoMOMHA
npu [IBC-cunapome npuBoAUT K MaHu(ecTaluu pa3iIunyHbIX (PEHOTHIIOB, KOTOPhIE HE
00s3aTeNbHO XapaKTepU3YIOTCS OBBIIIEHHBIM TpoMOooOpa3zoBanuem. Hampumep, panuss
runeppuOpuHOIMTHYECKas (reMopparnueckas) (a3a, BHI3bIBAIONIAS BCIIECK MPOIYKIIUN
TpoMOUHa B paHHeH ¢a3ze Tsokenoit TpaBMbl. Yepes 24—48 yacoB oHa CMEHsAETCs
IPOKOAryJISIHTHOM (TpoMOOoTHYECKOI) (hazoil, XapaKTEpHOM YepToi KOTOPOii sSBIseTCS
TUIEPIPOTYKINS TUIa3MUH-UHTHOUPYIOIIET0 KOMILIEKCa, TPUBOASIIAS K CYIPECCUU aKTUBHOCTH
nporenHa C. ®enotun /IBC yacTHYHO 3aBHCHT OT ATHOJIOTUYECKOTO (haKTOpa, HO B OOJBIIECH



CTENeHU 00YyCIIOBIIEH MPe0dIalafoIM HAPYIICHUEM B PETyJISIUU reMocTasa opranmsma. Yacto
HaOJII01aeTCs aKTUBALUS CUCTEMBI CBEPTHIBAHUS (ITOBBIIIEHUE TPOMOMH-aHTUTPOMOMHOBOTO
KOMIIJIEKCA), OJJTHAKO CTETIeHb (PMOPHHOINTHIECKON aKTUBHOCTH (MHTHOMTOpA aKTHBATOpa
IUIA3MUHOTEHA) BapbUPYET B 3aBUCHMOCTH OT IPHYHHBL.

JlnarHocruka

Kpurepun mis BeisiBinenus JIBC-cunapoma no mkane ISTH (International Society of
Thrombosis and Haemostasis Scoring System):

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

Wmeiorca i y nanpeH ra 3abonesanvs, KOTOpeIe MO N0GHyKuThs npuavnon [18C7?
Ecnun aa, To uenecoobpasHo NPOBECTU NAbopaToPHYIO AMArHOCTUKY: ONPeaenTL
NPOTPOMBMHOBOE BpEMS, KONNMYECTBO TPOMBOLUMTOB, ypoBeHb hrbpuHoreHa
1 Mapkepbl 0bpasosaHuns hubpuHa.

Peaynbstatsl nabopartopHbix TECTOB Bannbi

Konu4yectso TpombouuTos, x10%/n:

<50 2
<100 1
> 100

MosblweHne mapkepoB obpasoBaHus hubpuHa

(D-aumepsbl nn NnpoayKThl Aerpagauuvn pnbpuHa):

HET NOBbILLEHUS

YMEPEHHO NOBbILLEHbI 1
3HAYUTENBHO NOBbLILLEHDI

YanuHenune npotpombuHosoro spemenu (MB), cek:

<3 0
3-6 1
>6

YpoBeHb (hpubpuHoreHa:

>11/n

<1r/n 1
sisHbIN [1BC-cnHapom 5-8
HesiBHbIN [1BC-cuHapom 0-5

OueHKy No AaHHON LLKane pekoMeHAYeTCsi NOBTOPATE EXEeAHEBHO

[aHHas wkana, No nHopmMaummn asTopos, UMeeT YyBCTBUTENLHOCTL 91 %
n cneumndmyHocTb 97 % B oTHOWEHUK siBHoro [ABC-cuHapomMa NHMEeKUMOHHOo
N HEeNHMEKUMOHHOIO reHesa. pu BoisisneHun sisHoro [ABC-cuHapoma no gaHHon
LUKane CMepTHOCTL cocTasnseT 43 %.



Kpurepuu Japanese Association for Acute Medicine (JAAM):

Kputepun JAAM
(Japanese Association for Acute Medicine)

HeobxognmMo NCKN0Y1MTE CNeayiowme CoOCTosHUS 1 3abonesaHns:

* TpOMBOLATONSHMIO

® reMoauNioLMIO 1 aHOMAaNbHOE NepepacnpeaeneHme Kposm
M €8 KOMMNOHEHTOB

® MacCCUBHYIO KDOBOMOTEPIO U MAaCCUBHYIO MHMY3UMIO pacTBOpOB
3aboneBaHus CUCTEMbI KPOBETBOPEHWS

® UOMOMNATUYECKYO MU TRPOMOOTUHECKYHO
TROMBOLMTONEHUYECKYIO NMyPNypY

® FEMONINTUKO-YPEMUHECKUNIA CUHOPOM,

® renapuH-HAYLUWPOBaHHYIO TRPOMBOLMTONEHWIO

e HELLP-cuHgpom

® DONE3HW NeYeHn

® FUNOTEPMIO

* oLLKMOKKM nabopaTtopun Npu NPOBEeaeHK aHann3os

Peaynerarsl 1abopartopHBLIX TECTOB Banssi

Kputepun CUCTEMHOro BOCNanuUTEeIbHOro
oTseTa (CCBO):
® TemneparTypa rena > 38° uam < 36°C;
* YCC > 90 ya/miiH;
e TaxunHo3 (Y49 > 20 8 MuH,
mmm PaCO, < 32 MM PT. CT.);
® KO/TNHECTBO NeKOLMTOR
B nepughepnHeckon kposu > 12x10%n
(neikoyTos) nmam < 4,0x10%n
(nevikonerusi), mma > 10 % He3persibix hopm.
3 v Bonee 1
mMeHee 3 0
Konunyectso tpombouutos (PLT), x10%n:
< 80 nnn cHwkeHue tonee 4em
Ha 50 % 3a 24 4yaca 2
= 80, HO < 120; nnu CHWKeHne
6onee yem Ha 30 % 3a 24 vaca
120 v 6onee
MporpombuHoBOE BpemMs
(oTtHoOweHwe NB nauywenTa/Hopma MNB):
=12
P e
DPubpuHoreH, r/n:
=35
=35
DOubpuH/NpoaykThl Aerpagauyun
ubpuHorena (MNADP), mr/n:
=25 2
=10mn <25
<10 0

o - Q - Qo -

—t

Wror: > 5 6annos — Hanu4yue y nauyueHTa BC-cunHgpoma.



JlaHHBIE IKAJIBI OTJIMYAIOTCS PA3JIMYHON YyBCTBUTEIBHOCTHIO B OTHOLIEHUH ITPOTHO3UPOBAHUS
CMEpPTHOCTH: cunTaeTcs, uto mKkana JAAM mmMeer GO JIbIIYIO YyBCTBHTEIBHOCTD K HEABHOMY
ABCcunapomy, B pe3yibTare yero cMepTHocTh npu JIBC-cunapome, BBISIBICHHOM IO TaHHOMN
HIKaje, IOYTH B JiBa pa3a Hibke (0kojo 22%). JlaHHble KpUTEpUU HE aaliTUPOBAHBI [T
MAIUEHTOB ¢ 3a00JIEBAaHUSIMU TICUCHU WM HeYPOTUIECKUM cHHIpoMoM. Ha ocHOBaHuM
MIPEICTAaBIICHHBIX BBIIIE MIKaN BhIcTaBisiercs auarao3 JIBC. Haubonee moaxoasias mkana
BEIOMpAETCS B 3aBUCUMOCTH OT BO3MOYKHOCTH IPOBEICHUS OTPEICIIEHHBIX JTA00paTOPHBIX
TECTOB M KJIMHUYECKOU cuTyaruu. [Ipy BO3MOKHOCTH MALIUEHTY PEKOMEHAYETCSl POBOAUTH
KOHTPOJIb J1a00PaTOPHBIX MOKa3aTesIel Koaryasuu Kax/ble 8 4acos.

Tepanus

['maBubIM B Tepanuu [IBC-cunapoma sBiIsieTCs IeUeHUE COCTOSIHUS, BBI3BABIIIETO €r0 Pa3BUTHE.
Brinenstor na Bapuanta teuenusi JIBC-cunapoma: — Konrponupyemsriit JIBC-cunapom:
XapaKTepU3yeTcs BpEMEHHBIM HapyIIEHUEM PETYJISIIH KOAryIsIIIMOHHBIX MEXaHU3MOB U
OBICTPBIM BOCCTAHOBJICHHEM IOCIIE JIMKBUAAINH TTPOBOIUPYIOMIETO COCTOSHHUS
(TpaHcdy3MOHHAs peakius, OTCIONWKA TIIALEHTHI).

B psne ciiyqaeB Moer pazpemiatbesi camocTtoATenbHo. Hekontponupyemsiit JIBC-cunapom
(BBI3BaH CENCUCOM WJIM TPABMOI1): B 3TOM CIy4yae MOMUMO JIMKBHUIALIMU OCHOBHOM
ATHOJIOTHYECKOM MPUUMHBI TpeOyeTcs He3aMeUIUTeTbHOE Hayallo Tepanuu. BaxxHo OTMETHTD,
YTO paHHEEe Hayajao MPUMEHEHHUs MPernapaToB, BIUSIONINX HA CHCTEMY CBEPTHIBaHUS KPOBU (10
pa3Butus JIBC-cunapoma), MOXKET B 3HAUUTENBHON CTEMEHN HAPYIIUTh PETYISINI0 TeMOCTa3a
1, BCJIEJICTBHE 3TOTO, YXYILIUTh COCTOSIHUE MaIlMeHTa. 3aMeCTUTeNbHas Tepanus PekoMeHnjanuu
o 3amectutenbHoi Tepanun JIBC caenansl Ha OCHOBaHUHM OOBEAMHEHUS JaHHBIX TaiiIJIallHOB
pazmrunbix coobmiects (British Committee for Standards in Haematology (BCSH), Japanese
Society of Thrombosis and Hemostasis (JSTH), Italian Society for Thrombosis and Hemostasis
(SISET)), 3anmmarommuxcsi HHTeHCHBHOM Tepanueii [IBC.

ITpu coueTanny akTUBHOIO KPOBOTEUEHHSI UJIU PUCKA €TI0 Pa3BUTHS U ONPEIEIICHHBIX YPOBHEN
71a00paTOpHBIX MOKa3aTened peKOMEH IyeTCsl IPUMEHEHUE TPOMOOIIUTAPHOIN MacCHl,
cBexe3amoporkeHHoH miasmsl (C3I1), kpuonpenunurara wiv KOHIEHTpaTa GUOpUHOreHa,
KOHIIeHTpaTa npoTpoMOuHoBoro kommiekca (KIIK). Bee HuxenepeuncieHHble peKOMEH AU
KacaloTCsl KaTeropuy MalleHTOB C aKTUBHBIM KPOBOTEUEHHUEM.

Pexomennyercs Tpancdy3ust TpoMOOLUTOB MPU HAIMYUK PU3HAKOB AKTUBHOTO
KPOBOTEYEHHUSIMU U YpOBHE TpoMOoLuToB < 50 X 109 /1 nmubo mpu OTCYTCTBUU KPOBOTEUEHUS,
HO HAJIMYMU BBICOKOT'O PUCKA €ro pa3BUTUSA U ypoBHE TpoMOouToB < 20 x 1079 /1. Tpancdysus
TpoMOOLIUTApPHON MacChl HAUMHAETCA C OAHOM CTaHAAPTHOM B3pocioi 103kl (Oonee 240 x
1079/m).

[TepenuBanue C3I1 moxeT mpumMensTbes npH yaauHenuu [IB/AYTB (6onbiie 1,5 oT HOpMBI)
WM CHUKEHUH ypoBHS ¢pubpuHorena menee 1,5 r/nn. Hauanbnas nosza C3I1 cocrasnser 15
MJI/KT, TIpH HEOOXOAMMOCTH O0JIee )KeCTKOW KOPPEKIIMH YPOBHS (PaKTOPOB CBEPTHIBAHHS
JOMYCTHMO HCTIONIb30BaHue 10361 30 MII/KT, OJTHAKO CJIeyeT MOMHHUTH, YTO TaKHE BHICOKUE JTO3BI
C3II MoryT BBI3BaTh MEPErpy3Ky 0OBEMOM.



KIIK mnu xoH1IeHTpaT GUOpUHOTEHA TPUMEHSIOTCS MPU HAJTUYHH TTOTBEP K ICHHON TSIKEIOM
runopubpuHorenemuu (< 1,5 r/min), Hecmotps Ha ucnonb3zoBanue C3I1 nubo npu HaTMUIUK
MIPOTUBONOKa3aHMi K ee mpuMeHeHuto. [Ipu npuMenenuu 3 rpaMM KOHIEHTpaTa GuOprUHOreHa
ypoBeHb (prOprHOreHa IJ1a3Mbl KPOBH TOBBIIIaeTcs mpuMepHo Ha 1 r/11. Takoi ke addext
nocruraercd npu nepenuanuu 4 equnun C3I1 nnm 2 103 kpuonpenunurara (10 1oHOpCKUX
eaunun). [lpu naHMpOBaHNY Y MALIMEHTOB UHBA3UBHBIX MPOLEAYP HEOOXOIUMO
KOHTPOJIMPOBATh YPOBEHbB JIAOOPATOPHBIX MMOKA3aTeNe CBEPThIBAHUS KPOBH, U IIPH
HE00X0IMMOCTH MPEBEHTUBHO MPOBECTH TpaHchysuto TpomOormToB miu C3I1.

D¢ dexkTuBHOCTH U 6E30MACHOCTH MPUMEHEHHs peKOMOMHAHTHOTO (pakTopa VIla y manueHTOB €
JIBC TpebyeT nanbHENHIIEro uecie1oBaHus. AHTUKOAry/IsiHTHas tepanus [Ipumenenue
AQHTUKOATYJIIHTOB IPOTHBOIIOKa3aHO Ipu pazsutuu JIBC-cunipoma B pe3yabTaTe TpaBMbl, MU
IPU TPABMAaTHUECKOM IIIOKE B COUETAHUU C AKTUBHBIM KPOBOTECUEHUEM.

s ucnonwzoBanus npu IBC-cunapome ¢ mpeobiaaganruemM TpoMO030B PEKOMEHAYETCS
HedpakronupoanHbli renapud (HOI') nin Huzkomonexyssipasie renapuasl (HMID). HOT
npuMeHsieTcs B HadanbHOU 03¢ 10 EJl/kr/gac mox kontponem AUTB ¢ mognep:kanueM ero
yBenuueHus B 1,5-2,5 pa3a ot Hopmbl. Heo0xoauMo MOMHHTE 0 TpOGHIIaKTHKE TPOMOOIMOOIIHH
HOTI ymm HMI y TsixensIx manueHToB 0e3 MPU3HaKoB KPOBOTEUCHUH. Y POBEHb aHTUTPOMOMHA
III MO>XeT 4aCTMYHO UCHOJIb30BATHCS JUIsl OLIEHKH JalbHelel 3¢ (heKTUBHOCTH TPUMEHEHUS
rernaprHa, HO 3a4acTyl0 UMEIOTCS CIIOKHOCTH (BBICOKAsi CTOMMOCTh, OTCYTCTBHUE PEAreHTOB) MpU
U3MEPEHUH aKTUBHOCTU aHTuTpoMOuHa III. Ha naHHbIi MOMEHT KpyIHbIE UCCIIEI0BAHUS O
npumenennn HMI' y nanmenTtos ¢ /IBC-cHHAPOMOM OTCYTCTBYIOT, U BO3MOKHOCTh
npodmnakTuk HMI™ cTpouTcs Ha JaHHBIX WX WCHOJIB30BaHMS Y MAIIUEHTOB XUPYPIHYECKOTO
npo¢uist. CHHTeTHYeCKHe HHIMOUTOPHI ITpoTeas (rabekcara Me3usar, HadaMmocTata Me3uaT)
pa3peneHsl K MCoJIb30BaHuIo B Anonun, ogHako kpynasle PKH, nokassiBaroniue ux

s dextuBrocTh TipH [IBCcunapome, OTCYTCTBYIOT.

KoH1ieHTpaTsl aHTUKOATyJISIHTHBIX (akTopoB VccrenoBanus B JaHHOM HalpaBJIEHUU BEAYTCS
Ha MPOTSHKEHUH YK€ MHOTHX JIET; Tak, ¢ 1980 rosna nmpoBoaATCs UCIIBITAHUS KOHIIEHTpaTa
aHTUTpOMOMHA, o1HaKo ero 3¢ dexkTuBHOCTH NpH IBCcunapome no cux nop He qokaszaHa. Ha
OCHOBaHUU Ipeanooxenus, uro npu JIBC npoucxoaut yruerenue BoipadboTku npotenta C,
3apojauiIach ujes NpuMeHeHus aktuBupoBanHoro npoterta C. [locie npoBeaeHust 00IbIINX
MCCJIEJIOBAHUI JTaHHBIN Ipenapar noka3an 3¢ (eKTUBHOCTh B IpyNIax ¢ TSHKEIOM
COITYTCTBYIOIIEH marosoruei (cencuc).

KpynHbix uccinenoBanuii, cpaBHUBAIOUINX 3PPEKTUBHOCTh PEKOMOMHAHTHOTO
AKTUBHPOBAHHOTO Y€JI0BEUYeCKOro nporenHa C 1 MOIy4eHHOr0 U3 TU1a3Mbl KOHIIEHTpaTa
npoteuna C, He npooauiock. Konnentpar nporenna C npuMeHsieTcsi B BUJIE
HPOJIOJDKUTEIBHOM HH(Y3UHU CO CKOPOCTHIO 24 MKI/KI/4ac B T€UEHUH YeThIpex JHel. [lpu
HEOOXOIMMOCTH TPOBEICHHUSI MHBA3WBHBIX ITPOIENYp BBeaeHHE npoTernHa C mpepbiBaeTcst 10 UX
BBITMIOJIHEHUS (II€PHOJ] MOITYBbIBEACHUS 0K0JI0 20 MUHYT), @ 3aTeM BO300OHOBIISIETCS Yepes
HECKOJIBbKO YacoB. [Ipu mpumenenun nporerHa C HEOOXOIUMO YUUTHIBATH MOBBIIICHUE PUCKOB
kpoBoteuenus (2—3,5 %) u Buyrpuyepentoro kpopousausaus (0,1-0,3 %), a Takxke TO, 4TO B
UCCIIEIOBAaHMSX TpenapaTa He y4acTBOBAJIM MalUeHThl ¢ TpomOonuronenueit ( < 30 x 1019/m).
Jnis koHTposis Tepanuu ucnoib3yercst AUTB. McecnenoBanust mo npuMeHeHUIo TH(aKoruaa
(peKOMOMHAHTHOTO UHTUOUTOpA MTYTH TKAHEBOTO (paKTOpa) HE YBEHUAIHUCH YCIIEXOM.



Ha nanHBIl MOMEHT MMEETCS PsAJT UCCIIeIOBaHUM 110 0e30MmacHOCTH U A (PEKTUBHOCTH
PEKOMOMHAHTHOTO PACTBOPUMOTIO YesoBeueckoro Tpomoomoymunaa (thTM), ogHako ux
pe3yNbTaThl TeTepOreHHBL. [[pOBEICHHBIN METaaHAIN3 JAHHBIX HCCIICIOBAHUN TIOKA3all, YTO
npernapatbl INTM 0Ka3bIBaOT MOJOKHUTEIBHBIH 3Q(EKT Ha BEBDKMBAEMOCTD B TPYIINE TIKEIOTO
cercrca U MaueHToB ¢ KoaumdecTBoM Oayos 1o mkaine APACHE Il Gonee 24 unu o mikane
SOFA 6omnee 11. Ha nannsiii MOMeHT uccienoBanus npenaparoB thTM nepenuiun B TpeThio

da3zy.

Antududbpunonutuku [Ipu IBC-cunapome hpudpuHoIN3 3a0JIOKMPOBAH MOBLIIICHHEM YPOBHS
uHruouTopa akruparopa miasmuHoresa (PAI-1). CnegosarenbHo, Ipu KpOBOTEUEHMSIX,
BbI3BaHHbBIX JBC-cuHapOMOM, TpMeHeHHe aHTH(PUOPUHOTUTHKOB HE PEKOMEHIYETCS, 3a
UCKJTFOYCHHEM CITydaeB pa3BUTHs runephudopuHomuTraeckoro genorumna JIBC, BO3HUKIIETO HA
¢dboHe oCTpoil MPOMHUENONUTAPHON JIEUKEMHH, OTCIONKY TIIALEHThI WM KapIIUHOMBI TIPOCTATHI.
OTnUYUTENBHBIME TA00PATOPHBIMU OCOOCHHOCTSIMU TUNIEPPUOPHUHOTUTUYECKOTO (PeHOTUIIA
SBIISICTCS] HAJTMUKE TIOBBIIIEHHOTO YPOBHS TPOMOMH-aHTUTPOMOMHOBOTO KoMILIekca (> 20 MKr/i)
U IJIa3MUH-UHTHOUPYIOIEro Komruiekca (> 10 MKr/i), a Takyke CHUKEHHE aKTUB HOCTH alb(ha-2-
MHTHOHUTOpA TU1a3MuHa 6ostee yem Ha 50 %.

[Tpu TakoM (peHoTHIIE TOKA3aHO HCIIOJIb30BAHNE TPAHEKCAMOBOW KHMCIIOTHI B /103€ 1O 1 rpammy
(10— 15 mr/kr) uepe3 Kaxibie 8 4acoB. Y MAIMEHTOB C JICHKEMHUEH 4aCTO MPOBOUTCS JICUCHHE
IpernapaTamMy TPaHC-PETUHOEBOM KUCIIOTBI, HO, II0 JaHHBIM MCCIIEJOBAHMM, €€ COYETAHUE C
TPaHEKCaMOBOW KHUCIIOTOM MOBBIIIAET PUCK pa3BUTHS TPOMO030B. JlaHHYI0 KOMOMHAIIUIO
HEOOXOMMO MTPUMEHSTh B KpailHeM ciiydae, IpHU HAIWYUU PU3HAKOB KU3HEYT POXKAIOILETO
KPOBOTEYCHHSI.
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