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JuccemunupoBanHOe BHyTpUcocyauctoe cBepTeiBanue (JJBC) — KIMHUKO-TIATOIOTUYECKUMA
CHUHJIPOM, OCJIOKHSIOIINI TeUeHHe pa3nuuHbIX 3a0oneBanuii. J[BC xapakrepusyeTcst CHCTEMHOM
aKTUBaLMEH NaTOJOrMYECKUX IMyTeH, MPUBOASAIIECH K HAPYIICHUIO PETYIISLIUN KOATryJIsIIHH;
nposiBisieTcs: 00pazoBaHueM (UOPHHOBBIX CIYCTKOB € MOCIEIYIONIEH OpraHHO qucyHKIme u
COITYTCTBYIOLIMM NOTpeOIeHHEM TPOMOOLIMTOB U (PaKTOPOB CBEPTHIBAHUS, KIMHUYECKU
IIPOSIBIISIOIMMCS] KDOBOTEUEHUSMHU.

CwmeptrocTs oT JIBC 3a mocneaHue rosl 3HAYUTENBHO CHU3MWIACK. [10 TaHHBIM MUHHCTEPCTBA
3npaBooxpanenus Anonun, cmeptHocTh 0T [IBC ymana ¢ 65 % B 1998 roay no 46 % B 2010 u
2012 ropax, Takas ke TeHaeHIus HadmogaeTcs U B CIIA (¢ 76 mo 51 % mexmy 2006 u 2010
rogamu). JlaHHOE CHIDKEHUE CMEPTHOCTH 00YCIIOBJICHO O0Jiee TITyOOKUM MOHMMAaHUEM
naToreHes3a 3a00JeBaHus, YIyUIlIeHHEM paHHEN JUarHOCTUKH U IPUMEHEHUEM HOBBIX
npoTtokoioB Jiedenus JABC.

dTnonorua

JABC uacto pa3BuBaercs Ha (oHe cencuca 1u6o napexunu (30-51 %), TpaBmbI (YepenHo-
MO3rOBas TpaBMa, 03KOT'H, AKUPOBask IMOONINS) WK OOJIBIIMX ONEPaTUBHBIX BMEILATENbCTB (45
%). Apyrumu npuarHamu JIBC MOTyT OBITh 1€CTPYKIIMS OPraHOB (TSOKEIBIN MMAaHKPEaTuT),
3JI0KaYeCTBEHHBIN MPOIIECC, TSHKEIbIC aKyIIePCKUE MaTOIOTHH (IMOOITNS aMHUOTHIECKOM
KHMJIKOCTBIO, OTCJIONKA MJIALIEHTHI, TSDKEask MPedKIaMIICHs], TOCIepOI0BOe KPOBOTEUEHHE),
(byIpMHHAHTHAS TIEYEHOYHASI HEAOCTATOUHOCTh, IMPPO3 MEYCHH, TKEIIIE TOKCHIECKHIE WITH
MMMYHOJIOTHUECKHE peakiuy (OTpaBiIeHHE SAaMHU 3MeH, epeIrBaHne HECOBMECTUMOMN KPOBH,
OTTOPKEHHUE TPAHCIUIAHTATa), COCYAUCTHIE 3a00sIeBaHMs (TeMaHTHOMBI, aHEBPH3MBI A0PTHI,
cunapom Kazabaxa-Meppurra).

MaTtocdmsnonorna ABC

K pazBuruto /IBC npuBoauT HapylleHUE pEryJIsiuu IpOTUBOCBEPTHIBAIOIIEH U CBEPTHIBAIOLIEH
cucreM kpoBu. PopmupoBanue GUOPUHOBOIO CTyCTKA ABJISAETCS MPOLYKTOM LIEJI0r0 KacKaaa
peakiuii, B KOTOPbIX 3a/IeHCTBOBaHbI KaK ()aKTOPbI CBEPTHIBAHUS, TaK U KIETOUHbIE 3JIEMEHTBHI.
BbiaenstoT BHyTpeHHUI U BHEIHUH IIyTH aKTUBALUU Koaryysauuu. Maunuanus npouecca
ceeprbiBaHus npu JIBC 3auacTyro HauMHaeTCs ¢ IoNaJaHus B KPOBOTOK TKaHEBOro (pakTopa —
¢axropa VII (BHewHMit myTh) (pHcC. 1).
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PucyHok 1 | lHuumaums npouecca ceepThiBaHus npu [BC 3ayacTyto HaunHaeTcsa ¢ nonagaHus B
KPOBOTOK TkaHeBoro ¢paktopa — cpaktopa VIl (BHEWHWI NyTh)
TxkaneBoit pakrop (TD) npencrasnser codoli MeMOpaHO-aCCOMUPOBAHHBIN TITUKOIIPOTEHH,
HAXOSIIUNCS B CyOIHAOTENMATHFHOM CJI0€ COCYOB, B (DM3HOTOTHYECKHUX YCIOBHIX HE
KOHTaKTUPYIOLINI ¢ KpoBbI0. BeIOpOC TkaHeBOro (hakTopa MOTYT CIIPOBOLIMPOBATH Pa3IUYHbIE
MPOLIECCHI, TAKUE KaK MPSMOE MOBPEKIEHUE COCYI0B, BOCTAIIMTENbHBIE 1 UMMYHOJIOTUYECKHE
peakuuu. [Ipu cencuce T® HenmocpeICTBEHHO MPOAYLIUPYETCS] MOHOITUTAMH, a TAKKE
BBIJICTISIETCS B PE3y/IbTaTe B3aMMOICHCTBHUS TPOMOOIIMTOB CO CTEHKOM COCY/IOB, UTO MPUBOIUT K
3HAYUTEIbHOMY YCHJIEHUIO KOoaryysiiuu. BeiOpoc npoBocnanuTeabHbIX IUTOKUHOB U
XEMOKHHOB TIPOBOIMpYyeTcs B3aumoeicTeuemM Td, TpomOuHa U Apyrux (PakTOpOB KOATYIISITUN
C BOCMAJIMTEIbHBIMU KJIETKaMU 4epe3 crerupuueckie nporea3a-akTUBUPYEMbIe PEeLENTOPBI
(PARs) 1-4 tuma, a Takke gonoaHuTenbHO TpomOuHoM uepe3 Toll-like penenrtopst 4 Tumna
(TLR4). PazButue JIBC Ha ¢poHE OHKOJIOTUUYECKHX MPOIIECCOB HMEET CBOM OCOOCHHOCTH, TaK
KaK HEKOTOPBIE OMTyXOJId MOTYT MPOU3BOIUTH MPOKOATYJISIHTHBIE (DaKTOPHI (TKaHEBOM (pakTop H
[MCTEeNHOBas npoTeas3a (akropa X) (puc. 2).
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PucyHok 2 | AkTnBauus npokoarynsHTHbIX chakTopoB B natoreHese OBC-cuHgpoma

BaxxHoe MecTo B mporiecce CBepThIBAHHSI 3aHUMAET TPOMOWH: OH HE TOJIBKO YYacCTBYET B
npeoOpa3oBanum GpuOpuHOreHa B (PUOPUH, HO TAK)KE AKTUBUPYET Apyrue (pakTopsl U KO-
¢daktopsl ceepthiBanus (pakropsl VII, [X u XI). TpoMOuH HHUIIMMPYET CKPEIICHUE YaCTHII
¢ubprHOTEeHa B MOHOMEDHI, a 3aTeM U B nosumepsl. [locienyromas crabunuzanus Tpomoa
MIPOMCXOAMT C MOMOIIBIO0 TPOMOUH-akTHBUPYeMbIX dakTopoB XIII (pakropa XlIlla).

Peakuyu koarysisiuu KOHTPOJIUPYIOTCS TPOTHBOCBEPTHIBAIOIIEH CUCTEMON KPOBH,
BKJIIOYAOLIEH B ceOst: aHTUTpOoMOUH (O10KkupyeT pakTop Xa u TpoMOuH), nporenH C
(mpoteonutnyecku paspymaer Va u VIlla dakropsr), ”HTHOUTOP MyTH TKaHEBOTO (haKTOpa
(uHrHOUpyeT KoMIUIeKC TkaHeBoH (akrop-VIla daxrop).

IIpu cencuc-unnynuposanHoM /IBC HapymatoTcst Bce Tpu KOMIIOHEHTa
MIPOTHBOCBEPTHIBAIOIIEH CUCTEMBI. BO-TIepBBIX, CHIYKAETCsl yPOBEHb aHTUTPOMOUHA B
pe3yJbTaTe HapyLIEHUs €ro CUHTE3a B I€YEHH, YBEIIMUECHHUS €ro KIMpeHca U3-3a 00pa3oBaHus



MpOTEa3a-aHTUTPOMONHOBOIO KOMITJIEKCA, IKCTPABACKYJISIPHBIX ITOTEPh M3-3a MOBBIIICHUS
MIPOHUIIAEMOCTH KJIETOYHON CTEHKH M pa3pylleHus dcTepa3oit HelTpoduios. B nononnenue k
3TOMY, B CTEHKE COCY/JIOB HAapyIIAETCs CUHTE3 MPOTEOrTTUKAHOB, CIIOCOOCTBYIOIIMX CBSI3U
aHTUTPOMOUMHA C renapuH-cyibharom. Bo-BTOpEIX, Mpu cerncuce CHUXKAETCS aKTUBHOCTD
npotenHa C u ero koakropa — MpoTerHa S, KOTOPBIA 00aaeT Kak aHTUKOATyJITHTHBIM, TaK U
B HEKOTOPOW CTENEHH NMPOTUBOBOCHAIUTENBHBIM 3 dekTamu. B-TpeTbux, Hapymaercs padboTa
CHCTEMBbl HHTUOUTOpA IyTH aKTUBAlMU TKaHeBoro ¢akropa (UIIT®). B nopme UTTTD
MIPUCYTCTBYET HA MOBEPXHOCTU SHAOTENIMUS COCYI0B WU LIUPKYJINUPYET B KPOBHU B CBA3AHHOM C
nunonporenHamu Buze. Ero poss B pazsutun JIBC noka niuoxo usydeHa.

[ToBpexxaeHre TpPOMOOLIMTOB UIPAeT LEHTPAJIbHYIO POJib B HapylleH!H koaryssauun npu JIBC.
TpoMOOLIUTE MOTYT aKTUBHPOBATHCS KaK HAIIPSIMYIO, Yepe3 MPOBOCTIATUTEEHBIC MEIUATOPHI
(paxrop akTuBaLMK TPOMOOLUTOB), TAK U ONIOCPETOBAHHO Yepe3 TKaHEBOW (PaKTOp U TPOMOUH.
BriocnenctBun Ha MeMOpaHe aKTHBUPOBAHHBIX TPOMOOIIUTOB MPOUCXOANT (uKcarus GudpuHa.
TpoMOUH cTUMYIHPYET SKCIIpeCcCUIo Ha MeMOpaHe TpoMOOIUTOB T-ceeKTHHA, KOTOPBIN
peryIupyer aAre3uto TPOMOOLMTOB K JIEUKOIITAaM M SHAOTEIUIO COCYIUCTON CTEHKH, a TAKKe
yckopsieT cekperuto T® MoHOHYyKIIeapaMu. B nonosnHeHne ko BceMy MOBPEXA€HUE SHAOTENUS U
B3aMMO/ICHICTBHE TPOMOOIUT-COCYIMCTAsi CTEHKA BBI3BIBAET BEIOPOC B KPOBB YIIBTPA-O00JIBIINX
MoHOMepoB (akTopa Gon Bumnebpannga (vWF). @aktop don BunneOpanna sBnsieTcsi BaXXHBIM
MEINATOPOM a/Ir€3MH TPOMOOIIMTOB M KOATYJISIIMH KPOBH, €T0 JeTPaalisi OCYIIECTBIISICTCS C
nomo1bio MetamtonporenHassl ADAMTS-13. JlokazaHo, 4TO HEAOCTATOK METAJIONPOTEUHA3BI
1, BCIEACTBUE 3TOr0, CHIKeHue nerpananuu vWFE ciocobctByet passututo IBC-cunapoma u
OoJiee TSKEIIOMY ero TeUEHHUIO.

PeHoTnn A1BC cuHpgpoma

[ToBriieHHOE 00Opa3oBanue TpomOuHa npu JABC-cunnpome npuBoauT K MaHU(ecTaluu
pa3nuYHbIX (PEHOTHUIIOB, KOTOPBIE HE 0043aTENbHO XapaKTEePU3YIOTCS MOBBIIICHHBIM
TpoMbooOpazoBanueM. Hanpumep, panssst runepdulOprnonutuyeckas (reMmopparuyeckas) gasa,
BBI3BIBAIOLIAS] BCIUIECK MTPOAYKLMU TPOMOMHA B paHHeH (aze Tsokenoit TpaBmbl. Uepes 2448
4acoB OHA CMEHSETCS MPOKOAryJISIHTHOM (TpoMOoTHYecKoit) (ha3oi, XapakTepHOil uepToit
KOTOPOH SIBJISI€TCSI TUIEPIPOLYKIMS IIa3MUH-UHTHOUPYIOLIETO0 KOMIUIEKCA, IPUBOIAILIAS K
cynpeccun akTuBHOCTH npoTenHa C. @enorun J[BC yacTUYHO 3aBUCUT OT 3THOJIOTHYECKOTO
¢axTopa, HO B OOJIbLIEH CTETIEHU 00YCIIOBIIEH MPeolIaaolliuM HapYLIEHUEM B PETyJIALUU
remocTtasa opranusma [2, 3]. Yacto HaOm01aeTCsl aKTUBAIMS CUCTEMBI CBEPTHIBAHUS
(moBbILIEHNE TPOMOMH-aHTUTPOMOMHOBOI'O KOMILJIEKCA), OJJHAKO CTENeHb PUOPHUHOIUTHYECKON
aKTUBHOCTU (MHTMOUTOpa aKTUBATOpa IJIA3MUHOT€HA) BapbUPYET B 3aBUCUMOCTH OT IPUYUHBI

(puc. 3).



Coagulation

Classification [TAT}I Fiorinolysiz Symptoms DD PAI T*!.fpical
(PIC) diseases
DIC with Organ /| Slightly [Marked i
suppressed fibrinolysis symptoms/ |elevated]increase P
DIC with f
balanced fibrinolysis / Cancer
| Aortic aneurysm
J L .H o
. \ ; : Abruptio placentae
DIC w&t’ln . >\ / Bleeding |giovated| BNt | apL, hemangioma
enhanced fibrinolysis / symptoms Increasel prostate cancer
Trauma

PucyHok 3 | ®eHoTtunbl JBC-cungpoma. TAT — KoMnnekc TPOMOUH-aHTUTPOMOUH; PIC —
KOMMneKc nnasmuH-anbga-2-aHtunnasmmd; DD — O-anmep; PAl — nHrmbmntop aktmeartopa

nnasMmmHoreHa

B cronbue «Symptoms» 0003Hau€H nepexol OT KPOBOTEUEHUHM K OpraHHOMY NOPaKEHUIO
(pa3BUTHE MUKPO- U1 MAaKpOTpoMO030B). Ha maHHOM pHCYHKE HE 0003HAYEHBI MPOAYKTHI
nerpaganuu ¢pudpuna (I1J1dD), rem He Menee npu runepdudpuHoauTHYecKOM (peHoture IBC
nMeeTcs TeHaeHus K npeoomananuto [1J1d nan komudaectBom J[-aumepos. [Ipu Tepammm
npenaparaMmu TPaHC-PETUHOEBOM KUCIOTHI IPU OCTPOM MTPOMHENIOIUTAPHOM JIEUKO3€

I/IHFI/I6I/IpyeTCH OKCIIPECCHUA OITYXOJICBBIMH KJIICTKAMU aHHCKCHHA H, B PE3YJIbTATC YCTO MCHACTCA

u ¢enotun JIBC (Tepser XxapakTepuCTUKU TUTIEPHUOPHHOIUTHIECKOTO, IPHOOpeTast
XapaKTepUCTUKU MTPOKOATYIISTHTHOTO (peHoTHIA).

OnarHocTtuka

Kpurepun s Beisenenus [IBC-cunapoma o mkane ISTH (International Society of
Thrombosis and Haemostasis Scoring System):




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

metoTes nn y naumeHTa 3abonesaHns, KOTopble MOraM NOCAYKUTb NpuynHon JBC?
Ecnm pa, 1o LenecoobpasHo NPoBECTU NadopaTopHYO OUarHOCTUKY: ONpeaeniTs
NPOTPOMOVHOBOE BPEMS, KOJIMHECTBO TPOMOOLMTOB, YPOBEHE mbprHoreHa
M Mapkepbl 06pazosaHmns hrubpuHa.

Pesynstatsi 1abopaTopHbIX TECTOB Bannebl

Konn4yectso TpombounToB, x10%/n:

< 50 2
<100 1
> 100 0

MoBbileHe MapKepoB obpa3oBaHus pubprHa
(D-gumepbl nu NpoayKTbl gerpagauumn ubpuHay):

HET MOBbILLEHWNSA 0
YMEPEeHHO MOBbILLEHbI 1
3HaYMTESIbHO MOBbLILLEHbI 3
YannHeHue npotpoméuHoesoro epemennm (MNB), cek:

=3 0
3-6 1
>6 2
YpoeeHb ¢hubpuHoreHa:

>1r/n 0
<1r/n 1
sBHbIN [IBC-cruHapom 5-8
HesiBHbIM BC-cruHopom 0-5

OueHKy Mo AaHHOW WKaNe PEKOMEHQYETCS NOBTOPATL eXeAHEBHO

[aHHas Wwkana, No MHhopMaumm asTopoB, UMEET YyBCTBUTENBHOCTL 91 %
n cneumunyHocTb 97 % B OTHOWeEHUK gBHOMO [BC-cruHOpomMa NHMEKUMOHHOIO
N HEMHMEKLMOHHOMO reHesa. [Mpu BeisBneHun sisHoro [BC-cuHapoma no gaHHoM
LKane cMePTHOCTEL cocTarndaeT 43 %.

MEDACH.PRO

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

Kpurepuu Japanese Association for Acute Medicine (JAAM):



Kputepun JAAM

(Japanese Association for Acute Medicine)

Heobxo0aumMo NCKKOHMTL CNeayLLIve COCTOSHMA U 3ab0NeBaHns;

® TDOMBOLIMTONEHUIO

®* remMoaunnroLMio M aHoManbHOE nepepacnpeneneHne Kposn

1 ee KOMMNOHEHTOB

® MACCVBHYHK KDOBOMOTEPHD M MACCUBHYIO MHMDY3MIO PACTBOPOB

3a00neBaHNs CMCTEMbI KPOBETBOPEHUS
® YOMONATUHECKYHO WM TPOMOOTUHECKYIO
TPOMOOLIMTONEHNYECKYHD NypPrypy
® FeMOJINTVKO-YPEMNHECKNIA CUHODOM,

® renapuH-MHOyLMPOBaHHY TROMOOLIMTOMNEHWIO

® HELLP-cuHapom
® OONE3HWU MeYeHM
® ANOTEPMUIO

® OLLMOKK NabopaTopun NPY NPOBeASHUM aHaNW30B

PesynsTarel 1a60paTopHbIX TECTOB

Kputepmn CMCTEMHOro BOCNaNUTENLHOrO
otseta (CCBO):
* Temnepatypa Tena > 38° unm < 36°C;
* YCC > 90 ya/muH;
® TaxunHO3 (Y4 > 20 B MuH,
nmm PaCO, < 32 MM pT. CT.);
® KO/IMHECTBO NIENKOLMTOR
B riepuchepunHeckoi kposu > 12x10%n
(neikoLmnTo3) nnm < 4,0x10%n

(nevikorieHws), i > 10 % He3pesbIX hopM.

3 v 6onee

MeHee 3

Konunyectso Tpomb6ouuTos (PLT), x10%/n:
< 80 nnn cHKeHne boree Yem

Ha 50 % 3a 24 4aca

> 80, HO < 120; UK CHWXXEHKE

tonee 4yem Ha 30 % 3a 24 4aca

120 1 bonee

MpoTpoMOMHOBOE BpeMS

(oTHoweHue MNB naunenTa/Hopma MNB):
=1,2

<1,2

dubpuHoreH, r/n:

=55

=035

dubpuH/NpoayKThl Aerpagauimn
cubpuHorena (MAD), mr/n:

=25

>10mn <25

<10

Wtor: > 5 6annoB — Hann4ue y nauneHta ABC-cuHgpoma.

MEDACHPRO
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PucyHok 5 | Japanese Association for Acute Medicine (JAAM)

JlaHHBIE MIKAJIBI OTINYAIOTCS PA3IMYHON YyBCTBUTEIBHOCTHIO B OTHOILICHUHU TIPOTHO3UPOBAHUS
CMEPTHOCTH: CYUMTAETCS, 9TO miKana JAAM rMeeT GOJIBIIYI0 YyBCTBUTENLHOCTh K HEIBHOMY
JABC-cunapomy, B pe3yabTaTe 4ero cMepTHOCTH npu JIBC-cuHapoMe, BEISIBICHHOM 110 TAHHOW
1IKaJe, HOYTH B JIBa pa3a Hike (0koio 22%).

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



Kputepun ABC no wkane JMHLW
Japanese Ministry of Health, Labor and Welfare

bannei
1. 9TUONOrns

EcTb nn atuonornyveckue gaktopsl AIBC?

Ha

Het

Y| =t

2. KNMHWYECKUE NMPOABJEHNA
KpoBoTe4eHus:

eCTb 1
HeT

OpraHHas pucyHKUMA:
eCcTb

HeT

) =

3. JAHHbIE NABOPATOPHbIX TECTOB
MpoTtpombuHoBoe Bpems (MNB), cek:
=20

>15mn<20

<15

YpoBeHb hnbpuHoreHa, mr/aon:

<100

>100un <150

> 150

MpoaykThbl gerpapgaunn pnbpuHa, MKr/mn:
=40

=20mn <40

=10mn <20

<10

KonuuyectBo TpoMbouuTos, x10%n:

<50

>50mn <80

>80um<120

=120

o =N

o =N

O =< N W

O =+ N W

NOATBEPXXOAKOLLUUE KPUTEPUW:

® CHWKEHUE YPOBHST aHTUTpOMOUHA l;

® CHWXEHWE MNA3MEHHOTO YPOBHS MNa3MUHOreHa;

® CHWXXEHWE YPOBHS anba-2-TpUncrHOreHa,;

® CHUWXKEeHWE YPOBHS chrbpuHoreHa 6onee Yem Ha 50 % 3a 3 aHs;

® MONOXKUTENBHBIV NPOTAMUH-XKENATUHOBLIN, 3TaHON->KENATUHOBLIN
WY KpUOUBPHHOrEHOBEIA TECT;

® yIyYLIEHNE KIIMHWYECKOW KapTuHbI v NabopaTopHbeix nokasaTene
nocne Tepanuu renapuHomMm;

® HaNM4KMe NOATBERXKAEHHbLIX (PUBPUHOBLIX TPOMOOB.

WUTOr:

> 7 6annos — [BC-cuHapomMm;

6 Bannoe v = 5 6aNN0B NPU HANMHUA MONOXKMTENBHBLIX 2-X U3 7 NOATBEPXKAAIOLLMX
kputepwes — [BC-crHOopOM BEPOSATEH.

[ns naumeHToB ¢ aniacTuHECKON aHeEMWEN, IENKeMIAEN, MDUHMMAKOLLINX
aHTUHEOMNIacTN4eCKme npenapare! M T. 1.:

= 4 6annos — OBC-cvHapom;

3 Banna unm = 2 6annoB NP HaNU4YUKM MONOXKUTENBHLIX 2-X 13 7 NOATBEPKAAOLLUX
kputepres — [BC-cuHopomM BeposATEH.

LaHHble KpUTepn He afarnTmpoBaHsl 18 NaymeHToB ¢ 3abo1eBaHnsaMid NeqeHm
WM HEHhPOTUYECKIM CUHIPOMOM.

MEDACH.PRO



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

JlaHHBIE KPUTEPUU HE aJalTUPOBAHBI ISl AIIMEHTOB C 3a00JICBaHUSMHU TICUYCHH WITN
HEPPOTUYECKIM CHHIPOMOM.

Ha ocHOBaHuUM NpeaCcTaBIeHHBIX BhIIIE KA BbicTaBisiercs auarno3 JIBC. Hauboinee
HOJIXOAAIIAs! IIKaJIa BEIOUPAETCs B 3aBUCUMOCTH OT BO3MOKHOCTH IPOBEJCHUS ONPEIEIEHHBIX
71a00paTOPHBIX TECTOB U KJIMHUYECKOH cuTyauuu. [Ipr BO3MOKHOCTH MAIUEHTy PEKOMEHAYETCS
IIPOBOJIUTH KOHTPOJIb JIAOOPATOPHBIX MMOKAa3aTeICH KOaryJIsauyu Kaxkple 8 4acoB.
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Tepanus dTuosorn4eckoro paxkropa
I'maBHBIM B TCpannn I[BC-CI/IH,I[pOMa ABJIACTCA JICYCHUC COCTOAHUS, BBI3BABIICTO €TI0 Pa3BUTHUC.

Bripenstor nBa Bapuanra teueHus JABC-cunnpoma:

— Konrpomupyemsiii JIBC-cunapoM: XapakTepu3yeTcsl BpeMEHHBIM HapyLIEHUEM PEryJIsUu
KOaryJIsIUOHHBIX MEXaHU3MOB U OBICTPBIM BOCCTAHOBJIEHUEM I10CIIE JINKBUALIUN



MIPOBOIUPYIOIIETO COCTOSTHUA (TpaHC(hy3UOHHAS peaKivsi, OTCIOWKA MJIaIeHThl). B psaae
CIIy4aeB MOXKET pa3pelaTbCs CaMOCTOSITENBHO.

— Hexontponupyemsiit IBC-cunapoM (BBI3BaH CENICUCOM WIJIM TPABMOI): B TOM CIIydae
MTOMUMO JINKBUJIAIIMHA OCHOBHOM ATHOJIOTHYECKON MPUUIUHBI TpeOyeTCsl He3aMeTUTEIIbHOE
Ha4aJo TEpanuu.

BaxHO OTMETUTH, YTO paHHEE HAYajI0 IPUMEHEHMS IIPENAPATOB, BIMAIOIINUX HA CUCTEMY
cBepThIBaHUS KpoBH (10 passutus JIBC-cunapoma), MOKET B 3HAYUTEIHLHON CTETIEHU HAPYIIUTh
PETYJISIIUIO TEMOCTa3a U, BCIEACTBUE 3TOr0, YXYALINUTh COCTOSIHUE MMALIUEHTA.

3amecTuTEIbHAS Tepanusa

Pexomennanmu no 3amectutenbHoi Tepanuu IBC cienaHbl HA OCHOBAHUU OObEIMHECHUS
JTAHHBIX TaiiaitHoB pa3nuaHbix coobmiects (British Committee for Standards in Haematology
(BCSH), Japanese Society of Thrombosis and Hemostasis (JSTH), Italian Society for
Thrombosis and Hemostasis (SISET)), 3annmMatonuxcst uHTeHcuBHOM Tepanueit /IBC. Ilpu
COYETaHNH aKTUBHOTO KPOBOTCUCHHSI MJIH PHCKA €r0 PA3BUTHS M OTIPE/ICIICHHBIX YPOBHEH
n1a0opaTOPHBIX TIOKa3aTeIeld PEKOMEH IyeTCsl IPUMEHEHNE TPOMOOIIUTAPHON MACCHI,
cBexxe3aMmopokeHHo# mna3msl (C3I1), kpuonpenunurara Wik KOHIICHTpaTa GUOpPHHOTEHa,
KoHIeHTpaTa npoTpomOuHoBoro komiiekca (KIIK). Bee HikenepeuncieHHble peKoMeHAalnu
KacaroTCsl KATErOpHUHU MAIMEHTOB C aKTUBHBIM KPOBOTCUCHHUEM.

Pexomenpayercs Tpancgy3us TpOMOOLUUTOB MPU HATUYUH MPU3HAKOB aKTHBHOTO
KPOBOTEUCHHUSIMH U ypOBHE TpoMOOIHTOB < 50 X 10”9 /1 11160 mpu 0TCYyTCTBUM KPOBOTCUCHUSI,
HO HAJIMYUHU BBICOKOTO PHCKA €ro pa3BUTHS U ypoBHE TpoMOoIuToB < 20 X 1079 /1. Tpancdysus
TPOMOOIIMTAPHOM MacChl HAUMHAETCS C OTHOM CTaHJApTHON B3pocioit 103bl (Oonee 240 x 1019/
). [lepenuBanne C3I1 moxeT nmpumensaThes npu yanunenun [IB/AYTB (6onbure 1,5 oT HOpMBI)
WIN CHWKEHUU ypoBHA (pubpuHorena menee 1,5 r/min. Hauanbnas noza C3I1 cocraBnser 15
MJI/KT, TIPH HEOOXOTUMOCTH 00JIee )KECTKOW KOPPEKIMH YPOBHS (DaKTOPOB CBEPTHIBAHUS
JOMYCTUMO HCIIOJIb30BaHKE 710361 30 MII/KT, OJTHAKO CIIEAYET MOMHUTH, YTO TAKHE BHICOKUE J103bI
C3II moryT BeI3BaTh Meperpy3ky oobemoM. KITK mnm koHmeHTpat pubpruHOTeHa MPUMEHSIOTCS
NIpY HAJTMYMU TOATBEPXKACHHOM Tshkenon runogudpunorenemuu (< 1,5 r/mr), HecMoTps Ha
ucnonb3zoBanue C3I1 nubo npu HaTMYUK MPOTUBOTIOKA3aHUM K €€ MpuMeHeHuto. [1pu
NPUMEHEHNH 3 TpaMM KOHIIeHTpaTa (UOpHHOTEeHa YpOBeHb (PUOPHUHOTEHA T1a3Mbl KPOBHU
MOBBINIaeTCs mpuMepHO Ha 1 /1. Takoi xe 3pdeKT ToCTUTaeTCs Mpu NMepeTuBaHuy 4 €TUHHUIL
C3II nnu 2 no3 kpuonpeuunurara (10 goHopckux enunui). [Ipu niaHUpoOBaHUM y MALMEHTOB
MHBA3UBHBIX MPOLIETYP HEOOXOAMMO KOHTPOJIUPOBATh YPOBEHD J1a00paTOPHBIX MOKa3aTesien
CBEpPTHIBAHUS KPOBH, U TIPU HEOOXOJUMOCTH ITPEBEHTHUBHO MPOBECTU TPAHC]PY3UIO TPOMOOIIUTOB
nmu C3I1. DddexTuBHOCTD U 6€30MTACHOCTh TPUMEHEHUST peKOMOMHAHTHOTO dakTopa VIlay
naruenToB ¢ JIBC tpelyeT nanpHENIIero uccue10BaHus.

AHTHKOAryJSIHTHAs Tepanus

[IpuMeHneHre aHTUKOAryJIsTHTOB MPOTUBOIOKa3aHo npu pa3Butuu JIBC-cuHapoma B pe3yJibTaTe
TpaBMbl, WIH MIPU TPABMATUYECKOM IIOKE B COUETAHUU C aKTUBHBIM KpoBoTeueHueM. J1jis
ucnonb3oBanus npu JIBC-curapome ¢ npeodiiajanieM TpoMO030B pEeKOMEH Ty ETCs
HedpakunonupoBaHHbli renapud (HOI') nwin Huzkomonexyssipasie renapunsl (HMI). HOT
npuMeHsieTcs B HadanbHOU 03¢ 10 EJI/kr/gac mox korTposiem AUTB ¢ nmognepxanuem ero
yBenuueHus B 1,5-2,5 paza ot Hopmbl. Heo0x011MO MOMHHTE 0 TpopHIaKTHKE TPOMOOIMOOIUN
H®TI" wiin HMT' y TspKenbIx manueHToB 0e3 MPU3HAKOB KPOBOTEUEHUN. Y POBEHb aHTUTPOMOMHA
III Mo>keT YaCTUYHO UCTIOIH30BATHCS /ISl OLICHKH JaNbHeNIe 3pPeKTHBHOCTH TPUMEHEHUS
rernapuHa, HO 3a4acTy0 UMEIOTCS CII0)KHOCTH (BBICOKAsi CTOMMOCTh, OTCYTCTBHUE PEareHTOB) MpH
M3MEpeHUN akTUBHOCTH aHTUTpoMmOuHa III. Ha naHHbIi MOMEHT KpyIHbIE UCCIIEIOBAHUS O
npumeHennn HMI' y nanuenToB ¢ [IBC-cuHApOMOM OTCYTCTBYIOT, U BO3MOKHOCTh



npodmnaktuka HMI™ cTpouTtces Ha TaHHBIX UX UCTOJIB30BAaHUS Y MALIMEHTOB XUPYPTrUUIE€CKOro
npous.

CuHTeTHYecKre HHIMOUTOpHI poTeas (radekcara Me3usar, HadaMmocTaTra Me3usarT) pa3pereHbl
K UCTOJIb30BaHuI0 B Slnonun, onHako kpynuele PKH, nokassiBatomue ux 3pPpeKTuBHOCTb pU
JABC-cunapome, OTCyTCTBYIOT.

KoHueHTpaThl aHTHKOATYJISAHTHBIX (DAKTOPOB

HccnenoBanus B 1TaHHOM HallpaBJIEHUU BEIYTCS HA MPOTSHKEHUU YK€ MHOTHX JIET; Tak, ¢ 1980
rojia MPOBOJISATCS UCTIBITAHUS KOHIIEHTPAaTa aHTUTPOMOMHA, OJTHAKO ero 3(PPEeKTUBHOCTD MPH
JIBC-cunapome a0 cux nop He AokazaHa. Ha ocHoBanuu npenmnonoxenus, yto mnpu JBC
MIPOUCXOUT YTHETEHUE BhIpaOboTKU mpoTenHa C, 3apoAuiachk uaes NpUMEeHEHUS
akTuBHpoBaHHoOro npotenHa C. [Tociie mpoBeneHust OOMBIINX UCCIIEAOBAHUN JAHHBIHA Mpernapat
noka3ai 3(pQeKTUBHOCTD B IPyIMIMax C TSHKEJIOW COMYyTCTBYIONIEH MaTOJIOTHEH (Cerncuc).
KpymnHbix nccnenoBanuii, cpaBHUBaONIMX () PEKTUBHOCTE PEKOMOMHAHTHOTO
AKTUBHPOBAHHOIO Y€JIOBEYECKOro nporenHa C U Moixy4yeHHOTo U3 IJIa3Mbl KOHLIEHTpaTa
nporeuHa C, He nmpoBoausoch. KonnenTpat nporenna C npumMeHsieTcs B BUIE
MPOJOHKUTEIHLHON HH(Y3UU CO CKOPOCTHIO 24 MKI/KI/4ac B TeUeHUU YeThIpex aHei. [Ipu
HE0OXO0JMMOCTH MIPOBEJCHHSI MHBa3UBHBIX IpoLeaAyp BBeAeHHE TpoTernHa C nmpepbIBaeTcs A0 UX
BBITIOJTHEHHUSI (TIEPHUOJ MOTYBbIBEACHHS 0KOJIO 20 MUHYT), a 3aTeM BO300OHOBIISIETCS Yepes
HecKouibko yacoB. [Tpu npumenennu nporenHa C HEOOXOAMMO YUUTHIBATH MOBBILIEHUE PUCKOB
kpoBoTteueHus (2—3,5 %) u BHyTpuuepenHnoro kpoousnusuus (0,1-0,3 %), a Taxxe To, 4TO B
MCCIIEIOBAHMSX TIpernapaTa He y4acTBOBAJIH MalUeHThl ¢ TpomOonuTonenuei ( < 30 x 1079/m).
Jlist koHTpoOIs Tepanuu ucronb3yercss AUTB. MccnenoBanus mo mpuMeHeHH0 TH()AKOTHHA
(peKOMOMHAHTHOT'O UHTMOUTOpA IyTH TKAHEBOTO (haKTOopa) HE YBEHUAIHCH YCIIEXOM.

Ha maHHBII MOMEHT MMEETCs PSi/I UCCIIeIOBaHMM 10 6e301macHOCTH U 3PGEKTUBHOCTH
PEKOMOMHAHTHOTO PACTBOPUMOTO YesioBeueckoro Tpomoomoyunaa (thTM), onnako ux
pe3yNbTaThl reTeporeHHbl. [IpoBeIeHHBIN MeTaaHaTU3 JaHHBIX UCCIEI0BAaHUN TOKa3all, YTO
npenapatsl thTM oka3pIBalOT MONOKUTENBHBIN 3(()EKT Ha BEIKUBAEMOCTH B IPYIIIIE TSHKEIOTO
Cercrca 1 MaIeHToB ¢ KonndecTBoM OamioB 1o mkane APACHE II 6onee 24 unu mo mikane
SOFA 6Gonee 11. Ha nannbrit MoMeHT rccienoBanus npenaparoB rthTM nepenuin B TpeTbio
dazy.

AHTHQPUOPHUHOJIUTHKH

[Tpu JIBC-cunnpome GpubOpuHOIN3 3a0JJ0KMPOBAH MOBBIIICHUEM YPOBHS HHTHOUTOpA
aktuBatopa ruiasmuHorena (PAI-1). CnenoBarensHo, Ipu KpOBOTEUEHMSIX, BbI3BaHHBIX J(BC-
CHUHJPOMOM, IPUMEHEHNE aHTU(PUOPUHOIUTUKOB HE PEKOMEHAYETCs], 32 UCKIIIOUCHUEM CIIy4aeB
pazBuTua runeppudpunonuTHyeckoro ¢penoruna ABC, Bo3HUKIIET0 HA GOHE OCTPOi
IIPOMHETIOLUTAPHOMN JIEHKEMHUH, OTCIIONKH IUIALEHTh] WK KapLIUHOMBI IPOCTATHI.

OTnuuTensHBIMU JTA00OPATOPHBIMU OCOOCHHOCTSAMU TUNIEPHUOPUHOIUTUYECKOTO (PEHOTHITA
SBJISICTCS HAJIMYKE TIOBBIIIEHHOTO YPOBHS TPOMOMH-aHTUTPOMOUHOBOIO KoMILIekca (= 20 MKr/i)
U TUIa3MHUH-UHTHOUpYoLero komiuiekca (= 10 MKr/i), a Takke CHU)KEHHE aKTUBHOCTH ajib(a-2-
uHruburopa miazmuHa 6osuee yem Ha 50 %.

ITpu TakoM (eHOTHIE TOKa3aHO MCII0JIb30BaHUE TPAHEKCAaMOBOM KMCIIOTHI B 103€ 10 1 rpammy
(10—15 mr/kr) yepe3 kax/pie § 4acoB. Y MAIMCHTOB C JISHKEMHEH 9acTO TPOBOIUTCS JICUCHHE
IpenapaTamMy TpaHC-PETHHOEBOM KUCIIOTHI, HO, IO JaHHBIM UCCIIEJOBAHNMN, €€ COYETaHUE C
TpaHEKCaMOBOM KHCJIOTOM MOBBIIIAET PUCK Pa3BUTUS TPOMOO030B. J[aHHYI0 KOMOMHALINIO
HE00X0IMMO MIPUMEHSTh B KpailHeM cilyuae, IpHU HAJIMYUU IPU3HAKOB JKU3HEYTPOKAIOIIETO
KpOBOTECYCHUS.
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