CVIH.quM aAncceMmmHNpoBaHHOIoO
BHYTPUCOCYyAUCTOIo CBepTbiBaHUA KPOBU

Onpbra @ununnosHa Cubupena, 10KTOp
MEJIMIIMHCKUX HayK, Ipodeccop kadeapbl
OMOXUMHH 1 MOJIEKYJISIPHOM OMOJIOTUU
Cubl'MY MunzapaBa Poccun



[ ;man nexkumu

[ToHaTtue OBC-cuHgpoma

OTnonorns
OCHOBHbIe 3BeHbd naToreHesa

KnuHnyeckue npossneHuns [ABC
[lnarHoctuka n nederune [1BC



OBC-cnHapom

Moo OBC-cmHapomom noHmmaeTtcs

LLUMPOKO  pacnpoCTpaHEHHbIN B
KIMMHNYECKOWU npakTuke
obLlenaTonornyeckni npouecc,
XapaKTepusyLLNCcs

ANcceMUHUPOBAHHbLIM
BHYTPMCOCYOUCTbIM CBepTbIBAHUEM
KpOBW, arperaymen KneTok n brnokagown
MUKPOLMPKYIALUUN B XXU3HEHHO BaXHbIX
opraHax C pasBUTUEM MOSIMOPraHHOU

HEeOOCTaTO4YHOCTW!, nosiBNeHnem

Tpomboremopparumin, akTuBaumem wu

nocrnegyowmm NCTOLLLEHNEM

Nra3MeHHbIX NPOTEONNUTNYECKNX

CUCTEM - CBepTbliBalOLLEN,
s ARTAEAYNAHTHOR,

00177 pI/IHOJ'II/ITl/I‘-IeCKOI/I N OPYyrmnx.




Crtatucrtuka

CmepTHOCTb Npu Hanu4nm octporo ABC-cnHgpoma, no
OAaHHbIM pa3nn4YHbIX aBTOPOB, Kornebnetcst ot 49 Ao 65%.
[Mpouecc conpoBoXXaaeTcst UHTOKCUKaLMEN opraHM3ma
npoaykTamu 6enkoBoro pacnaga v pa3BuTUeM TSXKenoro TpomMoo-
remopparn4eckoro cuHapoma

[lo paHHbIM Muller-Berghaus
[1999], wacTtoTa ]BC-cuHapoma
cocTtaBnsaeTt 0,1% o1 Yyncna nuu,
rocnuTanm3npoBaHHbIX B Meau-
LMHCKMNE yuypeXxaeHusa, a netanb- -
HOCTb gocTuraet no4Tn 50%

Ppt.online.org



TepmunHonorua BC-cnHapoma

OBC-cuHppom (mepmuH, npednoxeHHbil [JoHans0om Mak Keem, 1950)
Koarynonatus notpebnenus (lenibmym Jflaw)

Tpomboremopparnyecknn cuHgpom (FaHe Cenwe, M.C.Mayabernu)
CUHOPOM BHYTPUCOCYOANCTOro cBepThbiBaHMA 1 pudpuHonnsa (C.Owen,
W.Bowie)

OBC-cii HAPOM (Hauborsiee pacripocrmpaHeHHOe Ha3gaHue)
KomMmneHcupoBaHHbIN U OEKOMIMEHCUPOBaHHbIN (G.Muller-Berghaus)
ABHLIN N HesABHbINM [1BC-cnHapom (F.Taylor)

XpoHunyveckumn [1BC-cnHgpom (C.Owen)

. Cenbe u M.C. Ma4yabenu doka3sarnu, 4mo eHympucocyoucmoe
ceepmbi8aHUE KpOB8U BO3HUKAEmM He MOJibKO rpu akKywepckou namosioauu,
HO U rpuU camblIX pa3fuyHbIX comamuyecKkux 3abosiegaHusix u Hocum
obwebuornoaudyeckul xapakmep.



OBC-cnHgpom Omuornoausi

Lok (cenmuyeckul, cemoppazudecKkul, mpasmamuyecKkuu, 0XX0208bl1U,
aHagunakmu4eckuu, KapOuo2eHHbIU)
UHgbekuus u cenmuuyemMusi 3aHUMarom rnepeoe Mecmo, U Ha ux 00J1H rnpuxooumcs
30-50%
gcex criydaes amou rnamorsioauu
AKyLiepcKue OCroXHeHUsa (8Hemamo4Hasi bepeMeHHOCMb, aHmeHamarsbHas

auberib
rnnoda, cenmuyeckut abopm, npednexxaHue unu paHHss omcriouka riaueHmel,

UHMEHCUBHbIU

Maccaxx Mmameku, amM60ors1usi OKosornio0HbIMU 8odaMu, 3Kramricus u op.)

UHdeKkumnn (cericuc, nHeeMoHuUU, Heghpumal, MEHUH2UMbI U Op.; 8UPYCHbIE
UHgbekyuu)

TpaBMbl (mpasmamu4yeckue ornepauyuu, KOMbUHUPOBaHHbIE MpasMbl, Kpall-
CUHOpPOM,

mepMuYecKue oxxoau U 06MopoXKeHUs)

MaccuBHble KpoBOonoTepu
MaccuBHble TpaHCc(y3nn KpoBu

MaccuBHble TpomM603bl n ambonuu (T3/IA, uHghapkm muokapoa u OHMK, xupoesasi
ambornus u op.)

BHyTpucocyamucTbin reMonus (rpu riepesiugaHuu HecoeMecmumou Kposu,
2emMosiumuyecKue Kpu3sbl, ompaesieHuUs yKcycHol Kucriomodu, 2emoduarnus u op.)
Onyxonu (pak, capkombl, 1ielKo3bl - OCMpbIU rnpomuenoyumapHbit, 6riacmHbil

1LZ/INT I VWINNDLITLILIADANDLZ/NDZY M lﬂnf\nﬂlvll/f\’bﬁ ANMIIPDDOONAOARAIICT AALIADATMI/ARANALINCT Knnaoul_l



JNBC-cunapom

llamoecenes
dddexTop

| €ro moBpeXIeHus

CHuxeHre TpOMOOPE3UCTEHTHOCTH
IHA0TEIMS MUKPOCOCYI0B BCJIEACTBHE

TpomobomiacTuHemMus us3-3a
TPaBMbI U THIIOKCUH

'

Arperamusi KJI€TOK
KPOBH, MPeExKIe BCEro

Jlenpeccusi aHTUKOArYJIA
(AT-III, 6eaxoB S, h

TPOMOOLIMTOB // )

\

I'unepkoary/isinus ¢ HaNpsAKeHUueM
IPOTHBOCBEPTHIBAIOLIUX MEXAHU3MOB

|

Pe3koe ycuiieHue reHepanuu
TPOMOUHA

|

Ot1inoxenue GuOpUHA B MUKPOCOCYAAX

TPOMOOMOAYJINHA, HIIA3MHUHOT€HA)
— o
IloTpediieHue Hapymenune
(axTopoB KPOBOCHA0KeHUSsT

CBEpPTHLIBaHUs || OPTAHOB M TKaHEH

A A

(MpPHUCTEHOYHBIX, 3aTeM 00TYPHUPYIOLIIHX)

I'unokcusi, 0J10KaAa MUKPOUUPKYJIALUM, NOJTMOPTAHHAS HEI0CTATOYHOCTD,
reMopparu4ecKuii CHHIApPOM




[TaToreHe3 1BC-cnHapoma

MaToreHeTn4yeckKkmne MmexaHuU3Mbl

eceo
e

NABC-cuHapom

o00000
eve000

[MoBpeXxaeHne saHAOoTENUA N KOHTaKT KPpoOBU C
TKaHeBbiM doaktopom T

MaccuBHOe noBpeXaeHne TKkaHen, B TOM Yyucne
TKaHen Mmo3ra — MOLWHOro ncto4yHuka 1To

Lok

[MoBpexxaeHne spuTpoumnToB N TPOMOOLINTOB C
ocBoboxaeHmnem Kucnboix PJ1 BHyTpeHHeEN
NOBEPXHOCTN MeMbOpaHbl

MaccuBHoe noctynneHue JIINC 6akrepun,
aKkTUBMpyroLWMX makpodarm n obnagaroLmx
npoKoarynaHTHON akTUBHOCTbIO

UpeamepHasa aktuBaunsa n gerpadHynaumsa makpodaros
npu TAXXenom nHekLunmn ¢ BbiICBOOOXKaEeHNEM
TKaHeBoro gakropa




OCHOBHbIE 3BeHbSA NaToreHesa

1. AKTuBaUmMA CBEPTHLIBAIOLLEN CUCTEMbI KPOBU U
TpoMbOLMTOB

2. CucteMHoOEe nopakeHme cocyamcToro aHOoTeNnusa u
CHUWXKEeHne ero TpPoMbope3nCcCTEHTHOCTH

3. PaccesHHOe BHYTpUCOCYANCTOE CBEPTbIBAHME
KpPOBW, arperaymsi 3puTpoumMToB N TPOMOOLMTOB C
obpasoBaHMEM MUKPOCTYCTKOB 1 BNokKagon
MUKPOLIMPKYNSALUN B OpraHax MULLEHSIX

4. VlctoweHne pmnsnonorm4ecknx aHTUKoaryrnaHToB U
nna3aMmHoreHa

5. [ybokne UMpKynaTopHble, ANCTPODUYECKME U
OECTPYKTUBHbIE HAPYLLUEHUA B OpraHax-MunLLIEHUAX



NBC-cnHapom

[lamozeHe3 Kpogomovyusocmu

[MaToreHes [1BC croxeH un cBsaA3aH He TOSIbKO C pa3BUTUEM
Bblpa)XeHHOW rmnokoarynsuum n TpomMoounToneHNn, HO N ¢
«NPOTEONTIUTNYECKUM B3PbIBOM»:

YcTaHOoBMNEHO, YTO npu octpom ABC-cnHapome
KOHUEHTpaLUUs B KPOBU TPUNCUHA U NOAOOHLIX eMy EPMEHTOB
BO3pacTaeT B AECATKN pa3 Npwu LLIOKE pasfiMyHOW 3TUOSoruu,
TSHKenNbIX 3aboneBaHNAX NEYEHU N NOYEK, OCTPbIX
naHKpeaTuTtax, TpaBMaTUYHbIX Oorepauunsix, cericuce u ap.

TpuncuH akTnempyeT dpaktopbl ceepTbiBaHUSA (XILXLX VILVII K
XIll), akTBUPYET TPOMOOLUTEI, U CNOCODCTBYET
TPOMOOLIUTOMNEHMHU, YTO, B CBOIO OYepedb, M HapyLlast TPOUKy
aHAOoTEeNnMarnbHOW BbICTUIKMU COCYA0B, BEAET K KPOBOTEYEHUSAM.



[lTaTOoreHe3 KpoBOTOUYMBOCTU
NMATOIN'EdE3 ABC-CMHOPOMA

MoepexaeHne

MaccreHoe pas3pylieHmne
TKAHU CElCcKnC sHgoTenusa

- BoicBoboxaeHue_
TKaHeBOro cpaktopa

Arperanasi Tp OMOOLIUTOB

PacnpocTpaHeHHbIN TPOMOO3 < |

l MUKPOUMPKYNATOPHOro pycna 3
;—XRTHB&IIHH IIIa3MBbI l I'lo1'pe6ne|-me
OKKMIO3USA COCYA0B thakTOpa cBepTbiBaHUA N

TpomMOoUuUTOB

1 MukpoaHrmonarm4yeckas

DHOPHUHOIH3 II 2t :
poTeosus pakTopa reMoNiMTUHECKana aHeMuUs
l CBEPTHIBAHHSA Nwemunueckoe

noppeXxXaeHue TKaHu

IIpOoayYKTEI pacClIeNJIeHHA
pHOpHHA

HHruoHIHua TPDOMOHHA,

Arperanusi TPOMOOIIHTOR H KPOBOTEYHEHME -
noIHMepH3anus PUOPHHA @ MyShared

Yy




OBC-cnHapom

Pa3Hocmb UsMeHeHuUU
2eMoKoazaynayuu

OcTpbit 1 nogocTpbin ABC-cnHapoMbl NPOXOAST B CBOEW 9BOMNHOLMN
YeTblpe cTaguu:

| - CTaguna 2unepkoa2ynayuu, Kotopad TemMm Kopo4e
(BNNOTb 40 HECKOJIbKUX MUHYT), YeM OCTpee NPOoTEKAET NPOoLeCc;

Il - nepexogHasi ctTagusi, Npu KOTOPOM NokasaHms KoarynsiuMoHHbIX TECTOB
pa3HOHanpaBereHbl; 3TO HapacTawLlas Koa2ysionamusi nompebrieHuUsi u
TpombouuToneHnsa 6e3 reHepanm3oBaHHOW akmueauyuu ¢ghubpuHosu3sa

lll- cTagMa XxapakTepuayeTcsi pe3ko BblipaXkeHHOWN 2unokoaayssiyuet BnnioTb
00 HECBEPTLIBAEMOCTU KPOBW € reHepanmM3oBaHHON akmueayueu
¢pubpuHonu3sa

IV cTaaus — eoccmaHo8Js1eHUs1  HopManu3saLuum napamMeTpoB reMocTasa, npu
HebnaronpusaTHOM TEYEHUN, pa3sumue nosiuop2aHHoU
HedocmamoYyHocmu.



OBC-cnHapom

Heomno)xHas ouacHocmuka

HuaeHo3 [JBC mMoxHO nocmasume Npn HabnogeHum 3a 605bHbIM
6e3 AononHUTENbHbIX NabopaTopHbIX nccregoBaHun. lNpakTnyeckn Bo
BCEX CIy-Yasix, Korga HabniogaeTtcs Taxernoe u, Tem boree, KpanHe
TSKENOE COCTOSA-HME BONBHOrO, yXXe MOXHO roBopuTb 0 Hannymn BC.
OcTtpbin ABC-cuHapom nerko pacrno3HaeTcs No KNUMHUYECKON KapTUHE
n Tpebyet HemMeOneHHbIX BMeLLATENbCTB Bpaya.
[MnepkoarynaumoHHas dasa BbIABSAETCA YXKe Mpu NYHKUNU BEHbl —
KPOBb TMpU OTOM CBEPTbIBAETCA B WUrMNe, a Ccocyn Hepeako
TpomMbupyetcs.

Ecnn kpoBoTeuyeHne COnpoBOXOAETCSA HECBEPTLIBAEMOCTbLIO UMK
MeOneH-HbIM CBEPTbIBAHWEM BbITEKAKOWEN KPOBWU Yy OOMNbLHOro, He
CTpadaBLUEro paHee KpOBOTOYMBOCTbLIO, TO Bpa4y MMEET AEr0 C OCTPbIM
OBC, ero runokoarynsaunmoHHom pason.



JIBC-cunapom

Imansvl OUACHOCMUKU

[ KnuHuueckas A4MarHocTmka (CyOCHHIPOMBI) ]

[ CuUTyauMOHHasA AMAarHOCTUKA ]

[ JlTabopaTtopHaa THarHoCTUKa ]




KnnHnyeckmne nposaBneHuns
NMpn3Haku 6nokaabl MUKPOLUMPKYNALUK

Heeposozcu4deckue: andopund, OTCYyTCTBUE KPUTUYECKOU OLIEHKM,
OnN3opueHTauuns, HecBa3aHHas pedb, OrfyLWEeHHOCTb, BMNOTb A0
rmyboKoro noMmpavyeHunsi CoO3HaHUs U KOMb,

NpUTYyNfeHne YyBCTBUTENbLHOCTU, CHUXKEHNE MbILLEYHOIO TOHYCa.
Koxka: akpounaHo3s; CMHue narsnblbl HOT, UWEeMUA, NOBEPXHOCTHAA
raHrpeHa.

lToye4Hble: CHNXEeHVE auypesa, HapacTaHue a3oTeEMUN U
YPEMUNYECKON MHTOKCMKaLIUN,

Jle2oyHble: oabilLKa, LNAHO3, TMNokKcemMud, nHorga
pecnupaTopHbIN ANCTPECC-CUHOPOM.

Xenyodo4yHo-KuweYyHble: CTPECCOBbIE 513Bbl, CHUXKEHNE
bapbepHON PYHKLNN CIIN3UCTOMN.

Nemamosnioau4yeckue: BHyTPNCOCYOAUCTbIN remonms (breaHo-
XenTtagd KoXka U CKnepbl).



KnnHnyeckmne nposaBneHuns

[Mpu3Haku KpoBOTE4YEHUA — CMOCOOHbLI MPUBECTU K
aHeMum, B TSKenbIX Crly4YasaX K remopparm4yeckomy
LLIOKY

Koxxa: CUHAKN, NeTexun, NoaKOXHbIe reMaToOMbl,
KPOBOTEYEHUNS B MECTaX BEHEMYHKLINMN.

Crniusucmabie 0607104KU: HOCOBbIE KPOBOTEYEHUS,
KPOBOTOYUBOCTb €CEH, MaTOYHbIE KPOBOTEYEHMUS.

[ToyeyHbie: MUKPO- UM MakporemaTypusi.
Heespornoauyeckue: BHYyTPUMO3roBoe KpOBOTEYEHME.
JlecoyHbie: obixaTenbHas HeOOCTaTO4YHOCTb.

XKernyOo4Ho-KuweYHbIe: MaCcCUBHOE KPOBOTEYEHUE U3 A3B,
KpoBaBas pBOTa, B T.4Y. NepeBapeHHON KPOBbIO 13
KULLEYHUKA.



[NBC-cnHapom

He cymiectByeT 01HOTO

HPOCTOTO TecTa A Yro rakoe [1BC-cuHppom?
nuarnoctuku JIBC-
CHHIpOMa. o

o
XPOHMYECKOR
3abonesanne

J1J151 KOMITJIEKCHOM Oo, &
JIMATHOCTUKH e
HCIIOJIb3YETCsl HAabop
1a00paTOPHBIX TECTOB.

NEYUTH
NNAIMOH

10 ocrpoe
3abonesanme
Pesynbrarel 3THX

UCCJIEIOBAHUU TOJIKHBI
MHTEPIPETUPOBATHCA C
YUETOM KIMHUYECKOH
KapTUHBI U T10JIy4aEMOTO
JICUCHUS.

HyMHO NeyuTb
AHTHKOAYNAHTAMM

KpOBOTEYEHME

https://infourok.ru/prezentaciya-na-temu-krovotecheniya-pri-koagulopatiyah-chast-pr
iobretennie-koagulopatii-3260850.html
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OBC-cnHapom

Bo3moXkHbIe 1abopamopHbie npu3Haku
JBC-cuHOpoma

YBenuyeHme ypoBHS MapKkepoB TpoMOHeMumn (ondpmH-
MOHoMepa u ero komnnekcos — POMK, D-gumepa, TAT n
ap.)

[ Mnep/rmnokoarynaunoHHbIN CABUT KoarynorpamMmmel

r anarnaratl
1 |u

NBC-cuHapom ‘7 '

lD




OBC-cuHapom

[loamariHbie 38eHbs1 r1TabopamopHOU
duazHocmuku [JBC-cuHOpoma

1. OnpepeneHne KNeToYHbIX MapKepoB:
NnoAcYyeT KonmyecTBa TPOMOOLIMTOB B KPOBU

2. BbisiBneHue npu3HakoB TPOMOMHEMUN U

akTuBauum oubpunHonusa
yBenMyeHne cogepxaHnust pactBopumoro pnbpumHa

(POMK), D-gnumepa n gpyrmx mapkepoB TpOMOMHEMNU

3. lekomneHCcUpoBaHHOe CHWXeHue ou3nonornyeckKux
aHTUKOArynsiHTOB U KOMNOHEHTOB hnbépuHonu3a:
onpeneneHne aHTUTpomMouHa lll, npotenHa C u

NnJasaMmmMHoOreHa



1. OnpeaeneHue KneTovHbIX

MapKepoB:
noacyHeT KOINMMYeCcTBAa TDQM6OLII/ITQB B KpOBI/I
- "' KOCTHbIN MO3r 'KpoBeHocHoe pycno Cene3eHka
MecTto TpombGounuT B KPOBOTOKE PaspyuweHune
TpombounTonoasa Haxoautca 9-10 cyTok B ceneseHke
Hopma
«® o
O O
: e -y o -
st N o o o o o
e
- - e o o o
> L]
L o : o
Ctumynauna

(Harpyska, crpecc)

https://en.ppt-online.org/66973 u



2. BbisBNneHne npn3sHakoB TPOMOMHEMUU U

akTuBauumu domnbpmHonunsa
yBENMYeHMe cogepxaHns pactBopumMoro dondpuHa
(POMK), D-gumepa v gpyrmx Mapkepos TpoMonHemMum

Mapkepor mpomounemuu
dnbpuHonenTna A

D-oumep

dparmeHTbl NpoTpomMbuHa 1+2
Komnnekc TpoMounH-aHTUTPOMOUH Il
PactBopumbin bnubpuH (POPMK)

PndpunH-MOHOMEP



NBC-cnHapom

Bpemsi )xu3HU omoesibHbIX MapKepos
mpomM6uUHeMuUu 8 KPO8OMOKe

Mapkep mpombuHemuu Bpemsi nonyxu3Hu
®pazmeHm npompombuHa (FP,,,) 30-90 MUH
TpombuH-aHMumpom©6. komnsiekc (TAT) 2 4aca
®ubpuUH-MOHOMEP U €20 KOMIJIEKCbI HeCKOJIbKO 4Yacos
®dubpuHonenmud A (FPA) 3-5 MUH

dakmop 4 mpombouumos (PF4) = eeeeviiaanaas
B-mpom602s106yIIUH (B-TG) = eeeiieiieeieeaaa,
D-Oumep 8 yacos

CB06GOAHbLIN TPOMOMH NPAKTUYECKU HE LIMPKYIIUPYET B KPOBU

Davie et al., 1991; Coller, 1991



. JleKkoMneHCupoBaHHOEe CHUXeHue
pU3NoNorn4YecKnx

aHTUKOArynsiHToB U KOMNOHEHTOB
dombpuHonunsa:

Oﬂp eaﬁg %ﬁ@%@#MMQ%I%QMQ%%ﬁ@QFHMKoaI'yJ'IHHTOBZ

rriasmuHoOeceHa




OBC-cuHgpom

BapuaHmbi nokasaHuu riabopamopHbIX

mecrmaoe
KonuyecTtBo TpomboumTOB Yyalle TPOMOOLIMTONEHUS
AlTB hazoBble N3MEHEHUS
TpomMbuHoBOE BpeMS chas3oBble M3MEHEHUS
YposeHb POMK B nnasme noBblLLUeHNEe, kKpome Il dasbl
AKTUBHOCTb @aHTUTPOMbBUMHA MeHee 70%
CHmKeHue ypoBHs rnpoTtenHa C CHWXXEeHNe

KoHueHTpauns gmnbpuHoreHa LUMPOKUIA AnanasoH



[Nloka3aTtenu remocTtasa npu pasfiM4HbIX BUaax
BHYTPUCOCYAUCTOro CBepTbiBaHUA KPOBU

['pymms
OOJIbHBIX

. bonruwie ¢
JABC-cunapo-
MOM

II. bonpHbIE C
«TUIEpKOary-
JSUUOHHBIM
CHUHJIPOMOM))
IIpU pake

B OCTpPBIU IIE-
puoa Tpom003a

P

I-1I

Hopma
(KOHTPOJIB)

78

65

80

AT 111, %

73,042,7

97,1%1,6

97,9+12

94,16,2
<0,001

100,1£1,5

annvie @edepanvrozo Akademuuecko2zo yeHmpa no OUAZHOCMUKe U J1euenulo Hapyuienuil 2emocmasa, bapnayn

CxpuHUHT
B CHCTEME
pOTEHHA

C, HO
0,65+0,03

0,87+0,03

0,91+0,03

0,740,04
<0,001

1,1+0,02

[Ina3zmu-
HoreH, %

59,8+1,9

105,9+2,1

105,5+2,4

107,1+4,3
<0,001

100,1+1,3

PO B
[IasMme,
MKT/MJI

12,320,7

12,30,8

13,4+1,1

8,4+1,2
<0,02

3,0+0,1

dubpu-
HOT'CH,
/1

4,8+0,1

4,2+0,1

4,1%0,1

4,120,2
<0,001

3,1+0,1

Tpomb6o-
LUTHI,
x109/n

108,1+11,6

259,7+11,2

264,0+12,0

240,4+13,0
<0,001

232,1+3,7

['unepkoa-
TYJISILUSA 110
AIITB (%)

17

25

28

13

0



OBC-cuHapom

Uacmoma HapyweHuu 8 cucmeme eaemocma3sa y 60r1bHbIX ¢
ocmpbiM U nooocmpsbim [JBC-cUHOPOMOM (n=102)

MeToabl nccnegoBaHUsA U BbisiBIIeHHbIe COBUMMN Yucno 6onbHbIX, abc. (%)
AMNTB

- HOpMarnbHble NoKasaTenu 84 (82,1%)

- rMnepkoarynsiuus 6 (5,4%)

- rmnokoarynauus 12 (12,5%)

mmanafArsaisAaAmNAA mnARsm

- HOpMarnbHble NoKasaTtenu 82 (80,1%)
- rMnepkoarynauus 11 (11,2%)
- rMnoKoarynsiuus 9 (8,7%)

TpormBunuosoe enema

~~ aspe~siviss

- HOpMarnbHble NoKasaTenu 78 (76,1%)
- rMnepkoarynauus 12 (11,8%)
- rmnokoarynauus 12 (11,8%)

KonuuecTro TNOMBOIIMTOR R KNORU

- HOpManbHble NnoKasaTtenu 22 (21,6%)
- HNXXe HOPMblI 79 (77,5%)
- Bbille HOPMbI 1(0,9%)

annvie @edepanvrozo Akademuueckozo yeHmpa no OUAZHOCMUKe U J1euenulo Hapyuienuil zemocmasa, bapnayn



NBC-cnHapom

Uacmoma HapyweHuu 8 cucmeme eaemocma3sa y 60r1bHbIX ¢
ocmpbiM U nooocmpsbim [JBC-cUHOPOMOM (n=102)

MeToabl nccneaoBaHUsA U BbisiBIIeHHbIe COABUTN Yucno 6onbHbIX, abc. (%)
KoHueHTpauMA priSpincrena

- HOpMaribHble NoKa3aTenu 33 (32,6%)

- runopmnoépuHOreHemMus 6 (5,8%)

- runepdunbpUHOreHeMus 63 (61,6%)

PPMK B nnasme (o-PT)

- HOpMarbHble noKasaTtenu 12 (11,7%)
- Bbille HOPMbI 90 (88,3%)

YpoBeHb D-gumMepa B nnasme

- HOpMaribHble NoKa3aTtenu 19 (18,6%)
- Bbille HOPMbI 83 (81,4%)

AKTUBHOCTb aHTUTPOMOMHa llI

- HOpMaribHble noKasaTenu 13 (12,9%)
- HUXXe HOpPMblI 89 (87.1%)
- BblLLle HOPMbI 0(0,0%)

annvie @edepanvrozo Akademuueckozo yeHmpa no OUAZHOCMUKe U J1euenulo Hapyuienuil zemocmasa, bapnayn



OBC-cuHapom

Yacmoma cHuXxeHusi akmusHocmu AT I,
KOMIOHeHmMoe8 cucmemal ripomeuHa C u ypo8HS
rnrasmMuHo2eHa y 60sibHbIX ¢ 0CMpPbIM U M0O0CMPbIM
LBC-cuHOpomom

KOMMNOHEeHTbI cuctembl Mrna3MUHOreH

AT I npotenHa C

lpumeyaHue:
FOJNTYBASA 4yacTb Kpyra - CHUXeHue nokasartens (< X-2SD)
PO30BAA{ - HopMmanbHble 3Ha4eHUSA NoKa3aTenen

Jannvie @edepanvnozo Akademuueckozo yenmpa no OUAzZHOCMuUKe u iedenuio napyuienuii zemocmasa, bapnayn



MpuHUMNbI Ne4YeHUs
OBC-cuHgpoma

1. 9TMOTpONHaa Tepanus (bbICTpoe N BO3MOXHO Doriee paHHee, yCTpaHEHUE
npuynHbl ABC-cuHgpoma: Xnpypruieckuim remocTas, aHTUbUOoTUKMN,
aHTUOOThLI U Op.)

2. 3amecTuTenbHas Tepanuns CHKEHNS PU3NONOrn4ecknx
aHTUKOAryrnsiHToB, Nna3MmnHoreHa, akTopoB cBepTbiBaHMSA ¢ nomoLLbio C3[T
NITN KOHLUEHTPAaTOB (PU3MNONOrM4YecKnX aHTUKOarynsHToB

3. MpmeHeHne aHTUhEePMEHTOB NPY AECTPYKLMM (MO NokasaHMsM)

4. TpaHCcAy3UKM KOHLIEHTPATOB TPOMOOLMTOB (MO NOKa3aHUsIM, B TOM YMCIe,
MPY MACCMBHbIX KPOBOTEYEHUSAX, MPOrPeCCMpPOBaHUM TPOMOOLIMTONEHNN)

5. [Npwn yrpoxatowmx XXU3H1n HEKYNMUPYHOLLMXCS KPOBOTEYEHUSAX — MPUMEHEHMNE
npenapata HosoCeBeH



OBC-cuHgpom

OueHKa agbghbekmusHocmu mepanuu
LBC-cuHOpoma

KnuHu4yeckue kpumepuu

OGpaTHoe pa3BuUTME OPraHHbIX HapPYLLUEHUI,
KyrnunpoBaHue remopparm4yeckoro cMHapoma

JlabopamopHsbie kpumepuu

KynupoBaHune TpoMOoLIMTONEHUIN, HOpMann3aLms KOHLEeHTpaLum
unbpunHoreHa, cHXKeHne TPOMOUHEMINN, BOCCTAHOBIIEHMNE YPOBHS



1)

2)

3)

OBC-cuHopom
MecTo renapuHoTepanuu B nevyeHun [1BC-
CUHApOMA

lMpu4yuHbI oMpuyaHusi MaccueHoU 2enapuHomepanuu
npu [1BC-cuHopome:

OBbIYHbIN renapuH Npu pasnn4yHbliX crocobax BBeAEHUS
CNOCOOCTBYET MOBLILLIEHUIO KaK CIOHTAHHOM, TaK 1 HOYLMPOBaHHON
arperayum TpoMmbouUnTOB,, TEM CaMbIM yCyryonsiet
MUKPOTPOMOUpPOBaHNE U MONUOPraHHYK HEOOCTAaTOYHOCTD;

[enapuH NOBLILLIAET PUCK KPOBOTEYEHUIN N CITOCODCTBYET
doopMUHpoOBaHUIO reMopparn4eckoro cyocmHapoma;

[enapuH pe3ko yMeHbLLIAET BPEMS MOSY>KN3HM B LNPKYNPYOLLEN
KpoBu AT Il 3a cHeT yTUnmaaumm nevyeHbto Komnriekca renapuH-AT il



Bbicokasa acpheKTUBHOCTb
3aMeCTUTeNIbHOU Tepanuu

1.KoHUeHTpaTamMmn aHTUTPOMOUMHA Il (KNDEepHUH 1 ap.)

2.Komnnekcom npotenH C + aHTUTPOMOUH |

3.Komnnekcom npotenH C + TpomboMoaynmH +
aHTUTPOMOUH I

4.CBexe3samopoxkeHHon nnasmoun — (C3I1)



JIleueHue [1IBC

AHMumMpomOuH Il — 0OUH U3 OCHOBHbIX
riep8uYHbIX pu3uoIo02u4ecKUx

aHmMukoazayrnsHmoas
OagHouenoYeYHbIn rMUKONpPoTENH
Mon. macca - 58 K[] (424 aMWUHOKNCNOTbI) AHTUTPOMBWH lli
MecTo cnHTe3a - BacKynspHble 1 '
nepuBacKkynspHbie KoHueHTpaTATIIl,
TKaHW NeYeH, MOYEK 1 NErkmx et B"pyc"iﬂakt"“poaambm
PacnpepeneHue B TkaHsx -  nnasma (40%) N
aHOoTenun cocynos (1 e E:ggﬁmop CBEPTBLIBAHUS
3KCTpaBacKkynsapHo (50' R
[lepuog nonyBbIBEAEHNS - OKOJSIO 65 u. O ———
KoHueHTpauua B nriaame - 150-300 MKr/mMr e e
0, o/ —
ypOI;&HE/?AI;IT)VIBHOCTVI - 80-120% (100% = MUHUMATBHBI yPOBEHvb
AHTUTPOMBOTHNYECKOWU

AKTUBHOCTW B NMIA3SME KPOBW He
OOSTKEH ObITb MeHbLUue 70%



OBC-cuHgpom

CocmosiHUsI ¢ nomeHuuasbHbIM
oegpuyumom akmusHocmu
aHmumpombuHa lll

1.- ocTpbi n nogocTpbin BC-cnHapom (noTpebrneHmne)

2. - AnnTenbHas UM MaccmuBHasa renapnHoTepanusa 06blYHbIM
renapvHoOMm

3. - noBbilWeHHble notepu AT Il npu aHTeponaTtun,
HedpoTn4YeCcKoM cuHOpome, rie4ebHom nnasmadpepese

4. - NpMeM ropMoHanbHbIX KOHTPaLEeNTUBOB

5. - rnevyeHune L-acnaparnHasou

6. - HapyweHune cuHTesa AT Il (UMppO3 NeYveHn)

7. - BpoXaeHHbIn gedoununt AT 1l (pacnpoCTpaHEHHOCTb
1/2000-1/5000)



Henpotun, pupmel bakctep

NEYEHUWE OABC -cuHapoma

the physiological answer
to Protein C Deficiency

MPOTEWUH C

KoHueHTpaT npotenHa C
BUPYCUHAKTUBUPOBAHHbLIN

lNoka3aHusa K NpUMeHeHuIo:
Cutyauum npu BPOXXOAEHHOM U NPUOOPETEHHOM
Aecduuutom npotemHa C
(BapcpapuHOBbIe HEKPO3bI U AP.)

A hekT npumeHeHus Npu 3110Ka4eCTBEHHOM
nypnype HOBOPOXAEHHbIX — NIeTarlbHOCTb
CHUXaeTcs ¢ 85% A0 8-10%.

YnakoBka: 500 ME v 1000 ME



INNeyenwne OBC-cuHgpoma

NBC-cnHgpom
Lo3uposaHue C3[1

BbicTpo B/BeHHO KanernbHO no 1-2 no3bl (okosno 230-260 mn B Aqo3e)
2-4 pa3a B CYTKU Nog KOHTpPOJieM LeHTparibHOro BEHO3HOro gaBrieHus
(obwan cytouHasa no3a C3I1 800 n 6onee mn unu 15-20 mn/Kr maccol
Tena).

CKopocTb BBeaeHus — 1 goza 3a 15-20 muH.

C oaHon nosoun C3I1 BHocsAT 500-1000 e renapuHa.

lNMepenueanue C3IT OOJyIKHO, Kak npaesusio, npedwecmeoeams repe-
nueaHuro apumpoyumoe (ecsiu Osisi nocrsiedHe20 uMeromcsi rnNoKasaHusl),
8 3MmMOoM criydae coomHouweHuUe o6bemMo8 mpaHcy3ul npumMepHo 3:1.

BapkazaH 3.C. l'emoppazu4veckKue 3abosiegaHusi U cCuHOpombi, 1980.
Mopsidok dedicmeultl mpaHcgy3uosio2a rnpu ocmpou MmaccusHoU Kpoegoriomepe —
Bopobbeeg A.N., lopodeykutl u Op. Ocmpasi MmaccueHasi Kpoeornomepsi, 2001.

Iopaook neiicTBuil mpancgyzuonoza npu ocmpoit MaccugHoii Kpogonomepe —
Bopooves A.U., I'opooeykuii u op. Ocmpasn maccugnas kpoeonomeps, 2001.



JleyeHne OBC-cuHpgpoma

[MepenunBanua C3I1 B go3ax ot 800 Ao 2000 Mn/CYTKN XXN3HEHHO
Heobxoanmo, MOCKOSIbKY BOCCTaHaBnMBaeT aKTUBHOCTb
oM3nMONOrMyecknx aHTUKoarynaHToB W MnasMMHOreHa B  KPOBW.
HepocTtatoyHble no obbemy TpaHcdysum C3I1 (meHee 800 mn/cyTku) B
2,4 pasa yBenu4ymBatoT neTasibHOCTb Npu 3TOM NaTOMNOrnu.

TpaHchy3nm C3l1 TpaHchy3snm C3l1
300-750 mn/cyTKHM 800-2000 mn/cyTKu
Mcxoak! n=62 n=40

Yncno 6onbHbIX, abc. (%)

BraronpuATHbIN ncxon, ' 47 (75,8) | 36 (90,0)

JleTanbHbIM UCxon, IETE) 4(10,0)

annvie @edepanvrozo Akademuueckozo yeHmpa no OUAZHOCMUKe U J1euenulo Hapyuienuil zemocmasa, bapnayn



OBC-cnHapom

lloxazanus o1 mpaucgysuti
KOHYEeHmpama mpomoouumoas

IlepenvuBaHue KOHIIEHTpATa TPOMOOIIMTOB MMOKA3aHO MPU
CHIKEHUH UX ypoBHs Huke 100x10°/1, Ho TOABKO IpH NOSIBICHUH
IeTeXUaabHOM KPOBOTOUMBOCTH (Te€paneBTUUECKas J03a — 4-6 103
KOHIICHTpaTa TPOMOOIIMTOB); JOIYCKAETCS MCIOIb30BAHNE KIIETOK OT
HECKOJILKAX JOHOPOB.

IHopaook oeiicmeuii mpaucgysuonoza npu ocmpoit MaccusHoil Kpogonomepe — u3 ku.: A.H.
Bopoovesa u coaem. Ocmpan maccugnas kposonomeps, 2001.

B ciydasix HeyInpaBisieMbIX KPOBOTCUCHUH, YIPOKAIOIIMX KU3HU OOJIBLHOTO —
B/BeHHbIE BBeJieHUs npenapaTta HoBoCeseH B go3ax 60-90 Mkr/kr



JleyeHue ABC-cuHapoma

e |10 Em—
MpenapaT HoBoCaBeH" - Z foten
6uHa A VI WEEET S
PEKOMOUHAHTHBIV .
AKTMBMDOBAHHEIN (DAKTOD B 2 g NER| e
CBEepTbIBaHWSA YeroBeka R g e

icnonb3yeTtca B mupe ¢ 1995 roga

B CLLUA o6bem npogax HosoCaBeH B 2000 r. npeBbICUIT 00beM Nnpoaax
NHCYNKMHa

2000 r.- HoBoCaBeH 3apernctpupoBaH B Poccun

Hos16pb 2001 roaa — HoBoCaBeH BKnto4veH B NepeveHb XKM3HEHHO BaXKHbIX
neKkapCTBEHHbIX CPeacTB

1 Mr=1080S, nosmpoBka 40-120 MKr/Kr.



JIleyeHue A1BC

NovoSeven KOHUEHTpAT PEKOMOUHAHTHOro

akTuBupoBaHHoOro @aktopa VII. B ocHoBe
MeXaHu3Ma remMoCTaTU4ecKoro OeUCTBUA NEXUT
aKTMBaLUSA BHELLHErO Kackaaa, npoucxoasilas rnpu
KOHTaKTe TKaHeBoro paktopa (Td) n gpaktopa ViI.

Kpome aTOro, npenapatr B TepaneBTUYECKUX
KOHUEHTpaUNsIX CrocobeH akTuBupoBaTb akTop
IX, X HA MeMmbpaHe akTUBMPOBAHHbLIX TPOMOOLMTOB
6e3 yyactua TO.



MexaHuU3mM genucTBUA
HoBoCa3BeHa

femocmamuyeckue agpcpekmbi HoeoCageHa
HarnpaeJsieHbl Ha 0b6s1acmb nogpexoeHus1 cocyoa.

B ¢pu3uonoauvyeckux koHueHmpauyusix HoeoCaeeH
delicmeyem Kak akmusamop ceepmbi8aHUsI MOJIbKO
8 KOMrIJieKce C mKaHeebIM hbaKmopOM.

B ¢papmaueemuyveckux koHueHmpauusix HoeoCaeeH
crnocobeH nosbiwamb ceepmabieaHuUe nocpedcmeom
cesi3u ¢ akmuesupoeaHHbIMU mpomMmbouyumamu.

lMpumeHsirom npu epox0eHHoM deghuyume
(2unornpokKoH8epMUHeMUSs), ayMoCOMHO-pPeUeccU8HbIU
rnpu3HaK



Pe3ynbraTthl npuMeHeHUs npenapata HoeoCaBeH
npuv TepMUHanbHbIX
dopmax kpoBoTouusocTu (ABC-cnHgpom)

b-s: B.JI.A., 33 200a, pocm 166 cm., eec 79 k2. bepemeHHocmb 3, poObI 2

Haxomunacek B otnenennu ¢ 19.10.2004 no 5. 11.2004. Jlnarno3 npu nOCTYIJIEHUN:
bepemennocts 39 Hen., rosioBHOE npemiexkanue, XPITH, ['ecto3 serkoun creneHu,
Bapuko3Has 001€3Hb HMDKHUX KOHEYHOCTEH.

5.11. nepeBenieHa B poAWIIbLHBIN 341, B CBSI3U C NepeHamnBanueM (bepemennocts 41-42 Hen)
5.11. npouszonunu poabl KpynmHbIM 11oaoM 4119 r/56 cm.
[Tocnen oTaenuiacs CaMOCTOSATENBHO Yepe3 3 MUH.
C 13 % gauanoce nmpody3HOE KPOBOTEUEHHE TEMHOI KPOBBIO 06€3 CIYCTKOB
Uepes 50 MuH. poariibHHIA IEPEBEACHA B ONEpAllMOHHY0. KpoBomoTeps 10 nepeBoa B
onepanuoHHyro cocraBuia 1500 mi. KpoBoreuenue npoaomkanacs S0 MuH.

14 mpoBenieHa onepanys JanapoTOMUs, ePEBA3Ka BH/IOAB3I0IIHON apTepuH,
[Ipocras skcTUpIALMs MaTKu 0€3 MPUIATKOB.

BonpHoi 0611 BBeeH HoBoCasen B 18°. KpoBoTeueHne npekpaTHiocs.

Bceero nepenmuro C3I1 400 mit, kpoBezamenutenen 1000 mu, konTpukan 150 TbIC.

annvie @edepanvrozo Akademuueckozo yeHmpa no OUAZHOCMUKe U J1euenulo Hapyuienuil zemocmasa, bapnayn



Pe3ynbTaTbl NPUMEHEHUSA Npenapara
HoBoC3BH Nnpu TepMUHANBbHbIX
dopmax kpoBoTounsocTu (ABC-cnHgpom)

®Hno, CteneHb [losupos S dhek-
AnarHo3s (06 bem KpoBonoTepu) aHemusauy TUBHOCT
BO3pacT n Ka i

IAmbonusa okononnoagHbiMmn Bogamu, [1BC 60

1.B.J1.A,, 33 A A a 55r/n +++
(3,0 n.) MK /Kr
AmMnyTauma MaTkmn ¢ npuaatkamm no
noBO4Y MUOMBbI, OCIOXXHEHHas 75

2.T.T.W, 55 Ay . 45 r/n t
KpoBoTeudeHnem. [emopparnyeckmn LLOK, MK /KF

NBC-cuHgpowm. (3,5 n.)

Bep-Tb 34 Hea., aHTeHaTanbHas rmbenb 20
3.K, 20 nroga, rmMnoToOHNYECKOE KpOBOTEYEHME, 53r/nm +++

OBC-cnHgpowm, (2,5 n.) MKr/Kr
Poabl B 41 Hefl, TpoMOoLIMTONEHUS,
4. CM.WU., 34
['MnoToHn4eckoe kpoBoTeyeHue, [1BC- 74 /N +4++
22 MKI/Kr
cuHgpom (1,5 n.)
5. C.M.JT..22 OcTpbin akywepckumn BC-cuHapom (1,6 70 t/n 65 s
n.) MK /KT

Jannsie @edepanvnozo Akademuueckozo yeHmpa no OUAzZHOCMuUKe U jleueHulo Hapyuwienuil zcemocmasa, bapuayn



OBC-cnHapom

3akntouyeHue

Ycnex 6opbbbl ¢ ABC-cnHapomMom AOCTMXUM
npu
OOCTaTOYHO ObICTPOW, MHCPOPMATUBHOM
ONarHoCTuKe, CBOEBPEMEHHOM JIeYEHUN U
OVHAMWYHOM KOHTpPOJIE 3a Nosiy4yaemMbiM
TepaneBTUYECKNM 3PP EKTOM



bosabimoe crmacu6o 3a BHUMaHue!



