Jlexums 5.3. OCHOBHBIE IPYMIIIBI IPENIAPATOB,
BJIUSIOIIMX HA CHCTEMY IréMOCTa3a



ILinan Kk Jekuuu «OCHOBHBIE IPyNNbI IPENnaparos,
BJAUSIOIIMX HA CUCTEMY reMoCcTas3a
1. Knmaccudukanus npemnaparoB, TOHUAKAKOIIUX
CBEPTBIBAEMOCTh KPOBH
2.1lpenaparsl, BIUIONIME HA JIe3arPEraHTHYIO (DYHKIIUIO
TPOMOOIIUTOB
3. IIpenaparbl ¢ aHTMOIIPOTEKTOPHBIM (D (PEKTOM
4 HoBbI€ OpaJibHbIE AHTUKOATYJISTHTBI, TPEACTABUTEIH,
MEXaHU3M JECUCTBUS, TPEUMYIIECTBA NEPEN APYTUMHU
AHTUKOAT yJITHTaMH
5.0011Ke NPUHIUIIBI JICYCHUS IPHU MaTOJIOTMH IreMOoCcTas3a
6. Jleuenne /IBC-cunapoma
7. IlpumeHeHne peKOMOMHAHTHBIX MpenapaToB



[lpenapamesl, NOHUXXarwue ceépmabieaeMocmsb
Kpoasu

Jle3arperantsl (aleTUICAIMLIMIOBAS KHUCJIOTa, IJIABHKC,
TUKJIW], KIOIMIOTPEIb, U JIp.)

AHTHUKOATYJIIHTHI

l.npsambie (remapuH, HMI' u CHHTETHYECKHE MOIMCaXapUIBbI,
psIMble UHTHOUTOPBI TPOMOKWHA — THPYJIOL, KCMMeEIararpaH)
2.HenpsiMble (KyMapuHbI — Bap(papyH U UHAAHIUOHBI )
[Ipenaparbl KOMIIJIEKCHOTO JEUCTBUSA C AHTUOIIPOTEKTOPHBIM

3pGHEKTOM M BIWSHUEM Ha TE€MOPEOJIOTHIO  (CYJIOAEKCHU/,
Ba30IPOCTaH, NEHTATJIOH , JETPOJICKC U JIP.)

TpoMOonuTHKH (CTPENTOKMHA3A, ANBTEIIA3a, YPOKHHA3A,
npenaparbl TIIA — akTrnuze, pereriasa)



CoBpeMeHHble aHTUTPOMOOTHMYECKUue npenaparbl

1. UHrMounTopbl (PyHKLUMN TPOMOOLIMTOB, 13 KOTOPHIX s IPOTOHTHPOBAHHOTO dddeKTa

HCIIOJIB3YIOTCA alCTHIICAJITMIHUIIOBAA KUCJI0TAa U TUCHOIIMPUAWHBI — KIIOIITNAOI'PEJIb (HHaBI/IKC).

2. MpenapaTtbl aHTUKOArynAaHTHOro 4eNCcTBUSA

2.1. AHTUKOa rYnAHTbl renapuvuHOBOIoO pAAA, x KoTopbIM MIPUHAIIEKHUT HEPPAKIINOHUPOBAHHBIN
renapud (HI') u ero ¢ppakunn — auzkomonexysnsipusie renapusl (HMI) - ppakcunapus, pparmuH, KiekcaH.
Peanusyror cBou cBOICTBA B KOMILIEKCE € (DU3UOTOTUYECKUM aHTUKOAryIsTHTOM — aHTUTpoMOuHOM 111 1 obnanarot
anTu-Ila n anTu-Xa neucreuem.

2.2. CuHTeTn4yeckue NneHTacaxXxapuabl (dponpanapuHyke WIK apuKCTpa, CAHOPT U JIp.), oOpasyromue
xomiuieke ¢ AT 11T u uarnOupyromnye neaeHanpaBieHHO Xa (pakTop CBEPThIBAHUA.

2.3. UHrubuTopbl cMHTE3a B Nne4YeHn ButammH-K-zaBucnmbix chakropos

CBepPTbIBaAHUA (pakropos VII, X, IX u II), k koTopbIM npuHaagexar KymMapuHsl (Bap(apuH, CHHKyMap, IEJIEHTaH).
OTuU npenaparbl yCJI0BHO 0003HAYAIOTCS TAKKE KaK aHTUKOAryJIsIHThI Henpsmoro aeicteus (AH/I).

2.4. npﬂMbIe I/IHFVI6I/ITOpr TpOM6I/IHa, K KOTOPBIM OTHOCSITCA THPYIHUH M €ro MPOU3BOAHbIE (THPYJIOT
U JIp.), a TaK)Ke Mpenaparbl MeJIaraTpaHoBOM IpynIbl (MeJararpaH U KCHMeJlaraTpaH).

3. CpeacrBa, ocnabnsawwme metabonmyeckme n BocnanureribHble

noBpexaeHnsa cCocyancToro IHAOTEeJIUA. K stoii pa3sHOPOIHON IPyIIIE OTHOCATCS IOJIMBATAMUHHBIC
npenaparsl, yCTPAHIIOUUE THIIEPrOMOIIUCTEMHEMUIO (AHTHOBUT U JIP.); HOPMAIU3YIOIIHNE JTUITUIHBII OOMEH (CTAaTUHBI U
¢bubparthl); cpeaCcTBa, MOBHIIAIOIINE CUHTE3 B IHAOTENNU OKcHuia a3ota (L-apruHuH) u HHruoupyome oopa3oBaHue
SHIOTENMHA- | ; mpenaparbl, yMEHbIIAONIKE AEHCTBUE TPOBOCTIAIUTEIbHBIX areHTOB (0EIKOB OCTpOH (ha3bl,
UHTEPJIECHKUHOB U JIp.) HA SHAOTEIHIA.

4. TpOM6OJ1 NTNYEeCKHMe npenapartbl, ucnons3dyeMsie 11l paCTBOPEHUS CBEKUX TPOMOOB U
3MOO0JIOB.(CTPENTOKMHA3A)



AHTHArperaHTHbIe mpenaparbl
OCHOBHBIE TPYIIIIBI:

1. AClIMpUH-UHTHOUTOP IIUKIOOKCUTEHA3bI, 3 CYET YETO CHUIKACTCS
coaepxanue TpoMOokcana B2. Taxke aciupuH OJIOKHPYET PEAKIUIO
BBICBOOOXKICHUSI TPOMOOIIMTOB, BEIIECTBA KOTOPHIX BhI3BIBAIOT
arperanuto. Heo0xoaumo nepen Ha3HaY€HUEM BBISICHUTD €CTh JIU
PE3UCTEHTHOCTH K IIpenaparaM aclupuHa.

2.IH1OMETaIlMH-UHTHOUTOP TPOMOOKCAHCUHTETA3I

3.ITupaneram, CyJIOKTOH-UHTHOUTOP BHICBOOOXKACHMS
TPOMOOIIUTAPHBIX KOMIIOHETOB

4. TueHnupuauHbl ; TUKIONIEANH, KJIOMUI0rPpeIb - 0OoKatopsl A J[D-
PELIENTOPOB, BCIEACTBUE YETO MPEIYNPEKIAIOT BOSHUKHOBEHHE
BHYTPUKJIETOYHBIX CUTHAJIOB, BEAYIIUX K aKTUBUPOBAHUIO [ 11
TPOMOOIIUTOB.

5. lunupuaaModt, TpeHTaI-uHTrHOUTOp pochoanrcTepassbl

6. AMOuMKcuMa0, kcemminopuoan-omokaropsl ['T1 penentopon
TPOMOOIIMTOB



Ilpenmaparsl, BausoIue Ha GPYHKIINIO
TPOMOOLIUTOB

HecejexTHBHDBIE I/IHFI/Iﬁl/ITOpI)I IHMAKJIOOKCUI'CHA3bI —

ALUETHJICAJIMIIAJIOBASI KUCJOTA (acnupun), KAPIUOMATHWI,
TPOMBO-ACC.

CelleKTUBHBIEC HHTHOMTOPHI TPOMOOKCAHCHHTETE3bI —
MHIOMETALNH, HAIPOKCEH, TIJIABUKC

NHrudouTopsl BHICBOOOXKACHUA TPOMOOUMTAPHBIX
KOMIIOHEHTOB — IIMPALIETaM , CYJIOKTOH, KypPaHTHJI

biokaropsl A/I®-penenTopoB — KIOMUIOTPEN, 3UIT THKIIH/T

Nurudurtopsnl dpochoaudcrepasbl (HAMD-MOTYIATOPHI) —
TANAPUIAMOJ, TPEHTAII,

BJ10KaTOpPHI NIMKONPOTEMHOBBIX PEHENTOPOB TPOMOOIUTOB -
a0bLIMKcUMa0, KceMuioprodaH

AHTAroHUCTHI KaJbI A



JABOPATOPHBIN KOHTPO.JIb 3A IEUEHUEM

AHTHUAT'PETAHTAMMU
METO/: l[EfICTBHE ITPEITAPATOB
* A/l®-arperauust e IIpenmyniecTBeHHOE IoJaBJICHHE

* AJIpeHaJIMH
arperanus

arperauMu mnoja JeMCTBUEM HMHIHOUTOPOB
peuentopoB AJ/ld®; mpenaparbl mukauo,
KJIOnuoozpen

IpeumyiiecrBeHHOE UHITUOMPOBAHME
arperamuu mojx 1euCTBUEM aCRUpPUHA

U ero AaHajJoroB (KapauoMarHui,
TPOMO0ACC), MEXAHU3M JAeiiCTBUA KOTOPbBIX
OCHOBBIBAETCS HA UHTHOMPOBAHUU
nukJgookcurenaspl (COX — 1)



Or1cyrcrBue 3¢gdexkra acnupuHa

Kiaunanueckas
ACIIMPUHOPE3UCTEHTHOCTD

Pa3Butne cocyaucThixX
OCJIOKHEHUHU Y MAIIUEHTOB,
JUTATEbHO NPUHUMAKOIIAX
aCIIUPUH

 Yactora 10-20%

JIaboparopHasi (OMoxuMu4eckas)
ACIIMPUHOPE3NMCTEHTHOCTh

HecnocoOHOCTh MOIaBIATh
arperanuio TpPOMOOILIMTOB 3a CUET
HEJIOCTAaTOYHOTO HHIHOMPOBAHHUS
OpOAYyKLIMH TpoMOOKcaHa A2,
BBISIBIISIEMasi MOCPEACTBOM
1a00paTOPHBIX METOIOB

* Yactora 5-45%



I Ipenaparsr
C aHTHOIIPOTEKTOPHBIM 3(P(HEKTOM

Beccen ys @ (Cynoaekcua) OTHOCUTCSA K CHCTEMHBIM
mpernaparam, IpUHAJICKAIUX K TPYIINE «TCIIapUHOUIOB.
OKa3bpIBa€T KOMIUIEKCHOE BIUSIHAEC HA CTEHKHU COCYIOB, a
TAKXE HA PA3JIMYHBIE 3BEHbSI CUCTEMbI TEMOCTA3a-
CBEPTHIBAEMOCTbD, BA3KOCTD, AAT€3UI0 U arperamuuio
TPOMOOIIUTOB, (GPUOPUHOIINS3.

JleiicTBue cynoaekcuaa: BazonpoTekTopHbiil 3P deKT,
['unonunuaeMnyeCcKoe, aHTUCKIIEPOTUUECKOE



TpombomTHYECKAA Tepanust

O deKT OT TPOMOOIUTHYECKUX MperapaToB (CTpeNTOKMHA3A,
aKTUJIa3€) OCHOBAH Ha CIIOCOOHOCTH T€HEPUPOBATh OOpA30BaAHUE
IJa3MHHA U3 IJIa3MUHOI€HA B CUCTEME KPOBOOOPAILICHUS UIIU B
TpoMOe. IIpy 3TOM MHTHOUTOPHI MIa3MUHA TOTPEOJISIIOTCSA
ObICTpee, YeM OH caM. BO3HMKAET TUTUYECKOE COCTOSIHUE, B
X0JI€ KOTOPOro pactBopsiercs GuopuH, GUOPUHOTEH U (DaKTOPbI
cBepThiBaHUs. Heo0X01uMO yUUTHIBaTh Pa3BUTHE
reMopparudyecKux ociaoxHeHul. I1oaToMy HE0OX0aAUMO
OnpeAeIeHUE B X0JI¢ TEpaluM 3TO: INIa3MUHOTEH, J[-qumep,
TPOMOMHOBOE BpeMs M KOHIIEHTpaIys GuOpUHOIreHa.

OuOPUHOIUTUUECKUE CPEJICTBA BBOJAT B NepUPEPUUECKYIO BEHY WIJIM HEIOCPEACTBEHHO

B 1€rounyto aprepuro ( CrpentokuHasa mo 250 000 ME B/B B Teuenue 30 MuH, 3aTemM

— 100 000 ME/u B Teuenue 1 cyT °
VYpokunaza o 4 400 ME B teuenue 30 muH, 3areM — 4 400 ME/kr/4 B Teuenue 12-24 4)



Koppeknusi peoiorndeckKux U KOaryJssiiMOHHbIX CBOMCTB
KPOBM IPOBOAUTCS IO CJAeIYIOIUM NPUHIIMIIAM:
1.YMepeHHass HOpMOBOJIEMHUYECKas TEMOIMITIOIHS
(OCylIECTBISAETCS B/B MH(PY3UIMHU PEOIOIUIIIOKHMHA , PACTBOpA
[JIFOKO3bI, aIbOYMUHA)
2.1lpuMeHeHne aHTHarperalioHHbIX NpernaparoB (aCIUpHUH,
KypaHTHII, TPEHTaJI, TUKJIW], IIJIABUKC, HHKOTUHOBAs KUCJIOTa,
KOTOpas Takke o0JIagaeT Ae3arperupyronyMy CBOMCTBAMMU )
3.B nocneonepaniiOHHOM IIEPUOEC U KOHCEPBATUBHO B KAYE€CTBE
AHTUKOAryJISSHTHOM Tepanuu MIPpUMEHSETCS: (parMuH,
(pakcumapuH, KJIeKcaH
4 HenpsiMble aHTUKOATYJISIHTHI: (D€HUJIMH, CUHKyMap, IeJICHTaH
5.I'emapunonsl : Beccen [dys @ (cymoaexcun)
6.ButamMuHbl: BUTaMUHBI TpynIibl B, ¢oneBas KkucaoTa, aHTMOBUT



HoBble opanbnble aHTUKOATYJISIHTbI
Jlaburarpan (nmpoagakca)

NMHarnoupyetr TpoOMOHH.
II. buomocrynaocts 6%.
[II. Max BpeMsa DOCTUXKEHMS -24aca.

IV. BriBeneaue noukamu 80%.
V. Haznauenue puKCUpOBaHHOW HO3HI,
VI. He tpe0Oyer MOHUTOpUHTA
[ Ipumensrot: ipu npopunaktuke BT, OKC,
POTE3UPOBAHNM KJIAMMAHOB, TPO(PHUIAKTHKE UHCYIIBTA,
npoduiakTuke peneansoB BTO.

MoxeT yuIuHATS |

, HO OOJIbIIIC YAJIMHCHUE AUTB

[Ipu no3e Boime 600Hr/Ma TB npeBbimaet
YyBCTBUTEJIBHOCTb U HE OIPEACTACTCS



HoBble opaibHble AaHTUKOATYJISAHTBI
Kcapearo (puBapokcadaH)

CeeKTUBHBIN MPSAMONM MHTHOUTOP (pakTopa Xa JJIs MprueMa
BHYTpb. buogoctynHocts kcapearo-80%

AxtuBanus dakropa X ¢ oopazoBaHueM (pakTopa Xa depes
BHCIIHME  IIyTH  HMIpaeT  LEHTPaJIbHYIO  poOjdb B
KOAryJISIIHOHHOM KacKae.

OCHOBHBIMH ITOKa3aHUSIMU SIBIISIIOTCS:

NpO(PUIIAKTUKA 8EHO3HOU MPOMOOIMOONIUU, TIOCTIE
IIPOBEACHMS MACIIITAOHBIX OPTONECIMYSCKUX OIlepallnii B
00JI1aCTH HUYKHUX KOHEYHOCTEI;

npo(PUIaKTHKA UHCYIbMA, CUCEMHOU

mpomooIMOonUU TIPU DUOPpUNIAYUU NPEdCcePOUl
HEeKIaNnaHHO020 NPOUCXOHCOEHUS U T.]I.



IIpsaMbie opajibHbIe HHTUOUTOPBI
(hbakTOPOB CBEPTHIBAHUS

X [Xa
PuBapokcaban
AnukcabaH
DHA0KCcabaH / naburarpaH

_

(uOpuHOreH (budpuH




IIpeumymecrsa IIOAK no cpaBHeHU10

et A

o000

B

¢ ABK/remapunom

[IepopanbHbIii IpUEM MperapaToB

beICTpBIil 3P eKT

be3onacHbie
(hapMaKOKHMHETHYECKHE/(DapMaKOAUHAMHUYCCKHUE
CBOKCTBA IIPEIApaTOB

[IIupokoe TepaneBTUUECKOE OKHO

KopoTkuil mepuo moayBbIBEICHUS
He3nauuTenbHOE BIMSHUE T€HETUYECKUX (PAaKTOPOB
MuHHUMaJIbHOE B3aUMO/JICHCTBUE C IPYTUMU
JIEKapCTBEHHBIMHU CPEJCTBAMU

He TpeOyeT NoCTOSIHHOIO MOHMTOPHHTA

He TpeOyroT KOppeKIuU A03bI



Obuue npunyunsl 1e4eHus npu
namo02uu 2emocmasa

1. 3amecTuTenbHaa Tepanust CHUKEHNSA PU3MONOTMYECKUX aHTUKOAryIsiHTOB,
nnasmuHoreHa, dakTopoB cBepTbiBaHMs ¢ nomoLlbio C3I1 nnm KoHUEeHTpaToB

(*)I/I3I/IOJ'IOFI/I‘-I€CKI/IX dHTUKOAryn4aHToB

2. NpmMeHeHne aHTUEPMEHTOB NpU AECTPYKUMK (NO NOKa3aHUAM)

3. TpaHcy3um KOHUEHTPATOB TPOMOOLMTOB (MO NoKa3aHUsM, B T.4. Npu
MaCCUBHbIX KPOBOTEYEHUSX, MPOrpeccnpoBaHnmn TPOMOOLIMTONEHNN)

4. Npwn yrpoxarLwmx XXN3HN HEKYMNPYIOLLIMXCA KPOBOTEYEHNSAX — NMPUMEHEHNE
npenapara HosoCeseH



Bbicokasi aghpgpbekmueHoOCmMb
3amMecmumersnibHOU mepanuu

1.KoHueHTpaTamn aHtutpomoduHa lll (knbepHuH 1 ap.)
2.Komnnekcom npotenH C + aHTUTPOMOUH Il
3.Komnnekcom npotenH C + TpombomMoaynmH +
aHTUTPOMOWUH Il

4.CeexesamopoxxeHHoun nrasmon - C3[1



JICHCHHUC A Db -CHHIPOMA

STnoTponHasa Tepanust (bbICTpoe N BO3MOXHO bonee paHHee
ycTpaHeHue npuinHbl ABC-cnHgpoma - Xmpypruiyeckuim remocTtas,
aHTUONOTUKK, aHTUAOTHLI U Ap.)

Aumumpomoun Il — o0un u3z ocnoenwvix
nepeUUHLIX (PU3U0102UYECKUX
AHMUKOAYIAHMOB

OnHoueno4Ye4yHblii INIMKONMPOTEUH
Mou. macca — 58 KJI (424 aMMHOKHCJIOTHI)
MecTo cHTE3a - BACKYJISIPHbIE U NEPUBACKYJISIPHbIE
TKAHH NeYeHH, MMoYeK U JIeIKHX
Pacnpenenenue B Tkansix - miaazma (40%)
ynporesui cocynon (10%)
IKCTpaBacKyJasipHo (50%)
Ilepuon mosyBbIBeIeHUST - OKOJIO 65 4.
Konuentpanus B miazme - 150-300 mxr/mu
YpoBeHb AKTHUBHOCTH - 80-120% (100% = 1ME/mu)

MMHHMAJIbHBII YPOBEHb AHTUTPOMBOTUYECKON AKTUBHOCTH B ITJIASME
KPOBH - 70%



JIIBC-cunapom

Cocmosnusi ¢ nomeHuuaaIbHviM oehuyumom
akmueHocmu aumumpomouna 111

@ 1.-octpbii u nogocTtpbini IBC-cnHapom (notpebneHue)

2. - ApnuTenbHas Unn maccueHas renapmHoTepanma 0ObIYHbIM
renapnHOMm

3. - nosblweHHble notepu AT Ill npn aHTeponatuu,
HepoTUYECKOM CUHOPOME, NedeDbHOM nnasmadepese

4. - npnuem ropMoHarsnbHbIX KOHTpPaLENTMBOB

5. - NleyeHmne L-acnaparnmHasou

6. - HapyweHune cuHTesa AT Il (umppo3 neyeHn)

7. - BpoxgeHHbin gedonunt AT Il (pacnpocTpaHeHHOCTb

1/2000-1/5000)
L



JIIBC-cunapom
Jlozuposanue C311

BbicTpo B/BEHHO KanesibHO no 1-2 ao3bl (okorno 230-260 mn B oo3e)
2-4 pa3a B CYTKM Nog KOHTPONeM LeHTparibHOro BeHO3HOro AaBreHus
(obwasn cytouHasa ngosa C3I1 800 u 6onee mn unu 15-20 mn/kr maccobl
Tena).

CkopocTb BBeaeHuss — 1 gosa 3a 15-20 muH.

C ogHon po3omn C3I1 BHocAT 500-1000 e renapuHa.

MepenueaHue C3I1 dosmkHO, KaK rnpaeusio, npedwecmeoeamsb nepe-

JlueaHuro apumpoyumoe (ecsu 0sis1 nocsieGHe20 UMeromcsi noKasaHusl),
6 3MmoM cJiy4ae coomHouweHue o6LemMoe mpaHcy3uli npumepHo 3:1.

bapkacan 3.C. I'emoppazuueckue 3a001eeanusn u cunopomst, 1980.
Iopaook oeiicmeuii mpancghyzuonoza npu ocmpoii MacCuHoll Kpogonomepe —
Bopooves A.U., I'opooeykuii u op. Ocmpasn maccugnas kpoeonomeps, 2001.



JIIBC-cunapom

[TepenuBanust C3I1 B no3ax ot 800 no 2000 Mi/CyTKH KU3HEHHO HEOOXOAMMO,
MOCKOJIbKY B OOJIBIIIMHCTBE CJIy4aeB MO3BOJISIET JOCTUYD MOJIOKUTEILHON KIMHUYECKOM
JUHAMUKHU TIPOIecca U BOCCTAHOBIICHUSI aKTUBHOCTH (DM3UOJIOTHYECKUX aHTUKOATYJIsTH-
TOB U IJIa3MUHOTEeHa B KpoBU. Hemocrtatounslie 1o oobemy Tpanchysuu C3II (MeHee

800 mu/cyTkn) B 2.4 pa3a yBEJIUYUBAIOT JETAIBHOCTh MIPU ATON MaTOJIOTHUH.

TpaHcdysum C3I1 TpaHcdysnmn C3I1
300-750 mn/cyTku 800-2000 mn/cyTkun
MCXOLI,bI n=62 n=40

Yncno 6onbHbIX, abe. (%)

BnaronpuaTHbIN

47 (75,8) 36 (90,0)
ncxon

JleTanbHbIN
15 (24,2)— 4(10,0) —

Jannvie @edepanvnozo Akademuueckozo yeHmpa no OUAZHOCMUKe U 1edeHulo napyuwienuil zcemocmasa, bapuayn



JIBC-cunapom

Hokazanua ona mpauncghysuu
KOHUeHmpama mpomoouumoe

[lepennBaHne KoHUEHTpaTa TPOMOOLIMTOB NOKa3aHo npwu
CHDKEHUU X YpoBHSA Huke 100x10°%/1, HO TONBKO NPW MosiB-
NeHun rnetexmanbHOW KpOBOTOUNMBOCTU (TepaneBTUYeCKas Oo3a
— 4-6 003 KOHUEeHTpaTa TpoMboUMTOB); ONYCKAETCHA UCMOSIb-
30BaHMeE KIEeTOK OT HECKOSbKMX OOHOPOB.

lMopsidok deticmeuli mpaHcghy3uosioz2a rnpu ocmpoli MaccueHoOU Kpoesoromepe —
u3 kH.: A.N.Bopobbesa u coaem. Ocmpasi MaccueHasi Kposornomepsi, 2001.

B ciydasx HeyInpapisieMbIX KPOBOTCUCHUH, YIPOKAIOIINX KU3HU OOJBHOTO —
B/BeHHBIE BBeJieHUs npenapaTta HoBoCeseH B go3ax 60-90 MKkr/kr



JIIBC-cunapom
3nokayecTBeHHasi nyprnypa HOBOPOXAEHHbIX

CTpenToKOKKOBbIA CEencuc
C OCTEOMMUEJINTOM U CenTUYECKUM
apTpUTOM.

PesynbTathl 06cnegosaHns

NMpotenH C <5%

NMpoteuH S 30%
AT III 38%

P PeKkT 0T NpUMEeHeHUsI KOHIleHTpaTa nporenHa C —

https://200.gl/i "'YTT3D
ps:/goo.gl/images)] JEeTAIBLHOCTH CHIIKAETCS ¢ 85% 10 7%.

https://goo.gl/images/cpYlJez https://goo. gl/images')kRDcXV

Ilpugeoeno no oannvim P. Bolton-Maggs [Consultant Paediatric Haematologist Royal Liverpool Children’s Hospital (2003)]



JIBC-cunapom

Ycnex 60pb0sb1 ¢ JIBC-CHHAPOMOM JOCTHKUM IIPH
AOCTATOYHO OBICTPOM, MH(POPMATUBHOM JUATHOCTHKE,
CBOCBPEMEHHOM JICUCHUH U JUHAMHUYHOM KOHTpPOJIE 32
[OJy4aeMbIM TEPAIIEBTUYECKUM A(PHEKTOM




JIeyeHne nmpu pasjanuHbIX
(bopMax KPpOBOTOYHUBOCTH

* BEICOKOOUMIIICHHBIN IIpenapar pakropa
VIII (nmedeHue reModuiinm)

* FEIBA-akTUBUpOBaHHBIM KOHLICHTPAT
(hakTOPOB MPOTPOMOMHOBOTO KOMILJIEKCA, B
ero coctaB BxogdaT (phakTopsl VII, IX, X. Ero
BHYTPHUBECHHOE BBEIICHUE AKTUBUPYET
00pa3zoBaHHUE MPOTPOMOMHOBOIO KOMILIEKCA



[Ipenapat HoBoCaBeH® -

pekoMOMHaHTHBIN VI E 3
AKTUBHUPOBAHHBIN (haKTOP Novoseven*
CBEPTHIBAaHMS YEIOBEKA

(Recombina;

T T
NDC 0169-7062-01
List: 706201
®

NovoSeven

Coagulation Factor Vila

(Recombinant) § Cosutatic
For i.v. administration only (F;nm o .

i ose vial e o Recombina

ilgs:len?ster within 3 hours of reconstitution S rrCie

servative .y O admi tion
Contains no preservat Nordisk o
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PEKOMBHHAHTHBII
AKTHBHPOBAHHBIH ®AKTOP VII
B KIMHHYECKO#H MPAKTHKE

MocoGue 1151 Bpaueii-reMaTo10ros

https://goo.gl/images/gFUFKz

2004

Hcnons3yercs B Mupe ¢ 1995 rona

B CHIA o6bem npoaaxx HopoCasen B 2000 I. mpeBBICKI 00bEM MPOIaK HHCYJIMHA
2000 r.- HoBoCnaBeH 3apeructpupoBan B Poccun

Hos16pb 2001 roga — HoBoCnaBeH BkitoueH B [lepeuens JKu3HeHHO BasKHBIX
JIEKApPCTBEHHBIX CPEJICTB

1 Mmr=1080 $, mosuposka 40-120 MKI/KT.
CTouMOCTb JICUeHUS ogHOTO B3pociaoro namueHata — 5 000-10 000 $



dacoBKa npenapara

60 KME/dnakoH (1,2 Mmr/donakoH) + 2,2 mn Boabl A4NS UHBbEKUNM.
120 KME/dnakoH (2,4 mr/dponakoH) + 4,3 mn Boabl ANA MHBEKLUMIA.
240 KME/dpnakoH (4,8 mr/dpnakoH) + 8,5 mn Boabl 4NA MHLEKLUMNA.

Nepuoa nonyBbiBeaeHUa 2,5 yaca

Bce mooounsie 3¢ dextol < 3%
TpombOoTHueckue ocnoxxkHeHus <0,5%
I'emoTpancmuccuBHbIX BUpycoB (BUY, remarut u ap.) HET

MoTeHuupyrouwaa komouHaumsa HosoCaBeH
C Apyrumum cpeancrsamm

1) Tpancgpyzuu C3I1

2) Aumughuopunorumuku

3) Konyenmpamut pakmopoe VIII unu IX HoeoCr6en + Konyenmpamot
HPOMPOMOUHOBO20

xomnekca (Peliba)

HexenatenbHasa KomouHauus




I'emocmamuueckue 3¢ppexmot HoeoCreena
HANPaeJieHvl HA 0O1ACHb NOBPENHCOCHUA
cocyoa.

B ¢uzuonozuueckux konyenmpayusax
HoeoCreen oelicmeyem Kak akmugamop
C6EepmMbléAHUS MOJIbKO 8 KOMNJIEKCE C
MKaneevbim haxkmopom.

Prothrombin (®
B ¢papmayeemuueckux konuenmpayuax \
HoeoCreen cnocoben noeviuiamo
ceepmuvléaHue nOCPeOCmeom Cea3u C Thrombin
AKMUBUPOCAHHBIMU MPOMOOUUMAMU
: Fibrinogen @
Ipumensarom npu eporcoeHHom oepuuume \
(cunonpokoHeepmuHemusi), aQymoCcoOMHO- |
peueccusHblll NPUHAK Fibrin

Https://www.lookfordiagnosis.com/mesh_info.php.




NovoSeven KOHIIEHTPAT PEKOMOMHAHTHOIO

AKTUBUPOBAHHOIO (pakTopa VII.

* B 0CHOBE MEXaHU3Ma Ir€MOCTAaTUYECKOIO
JIEUCTBUA JIEKUT aKkTUBaIug 1-ro »rara
BHEIIIHETO KACKaaa, IIPOUCXOAAIIAs IIPHU
koHTakTe T® u pakropor VII. Kpome sToro,
3TOT Iperapar B TEPANCBTUUYECCKUX
KOHIEHTPAIAAX CIIOCOOCH aKTUBUPOBATH
daxrop IX, X Ha MeMOpaHEe aKTUBUPOBAHHBIX
TpOMOOLIUTOB 0€3 yyacTusi TO.



Pe3ynbraTtbl npuMmeHeHus npenapata HoBoCaBeH nNpu TepMUHanNbHbIX
dopmax kpoBoTounBocTu (IBC-cuHgpom)

b-sa: B.J1.A., 33 200a, pocm 166 cm., eec 79 k2. bepemeHHoCcmMb 3, pOObI 2

Haxogwunace B otaeneHnn ¢ 19.10.2004 no 5. 11.2004. [lnarHo3 npu NocTynneHnn:
bepemeHHocTb 39 Hea., ronosHoe npeanexanune, XPIH, 'ectos nerkon ctenexu,
BapukosHasa 60ne3Hb HUXHUX KOHEYHOCTEN.

5.11. nepeBeaeHa B poausibHbIN 3ar, B CBA3KU € nepeHalumBaHnem (bepemeHHocTb 41-42 Hep)

5.11. npousoLwnu poabl KpyrnHeim nnogom 4119 r/56 cm.
[Mocrnen otoenuncsa caMoCTOATENBHO Yepes 3 MUH.

C 13 °° yauanochk NPody3HOe KPOBOTEUEHNE TEMHON KPOBLIO 6E3 CrycTKOB
Uepes 50 MuH. poamnbHuua nepeseneHa B onepaunoHHyto. KposonoTtepsa oo nepesoa B
onepauunoHHyto coctasuna 1500 mn. KpoBoTteyeHne npogomkanacb 50 MuH.

14°° nposefeHa onepauusa nanapoTomus, nepessaaka BH/NOAB3OOLLIHOW apTepuu,
MpocTasa akcTUpnauma MaTkm 6e3 NnpuaaTKoB.

BonbHol 6bin BBeaeH HosoCageH B 18°°. KpoBoTeueHmne npekpaTunnocs.

Bcero nepenuto C3I1 400 mn, kposezameHutenen 1000 mn, koHTpukan 150 TbiC.



Pe3ynbraTthl npuMeHeHnsa npenapata HoBoCa3BH npu TepMUHarbHbIX
cpopmax KpOBOTOUMBOCTH

®UO, BospacT | [lnarHo3 (06em KpoBonoTepu) auiﬁ:::ubuu HNo3upoBka Tﬁg’i‘zﬁ;

1.B.JIA., 33 | Ombonus okononnogHeimu Bogamu, ABC (3,0 n.) 55r1/n 60 MKr/kr | +++
AMmnyTauust MaTku ¢ npuaaTkamm no noBoay

2.1.T.N., 85 | MMOMbI, OCNOXHEHHAs KPOBOTEYEHMEM. 45 r/n 75 MKr/kr | +++
['emopparnyeckun wok, ABC-cuHapom. (3,5 1.)
bep-Tb 34 Hef., aHTeHaTanbHas rubenb nnoaa,

3.K., 20 MMNOTOHMYECKOE KpoBoTeYeHne, [1BC-cuHapom, 53 r/n 40 mKkr/kr | +++
(2,5 n.)
Poab! B 41 Hep, TpomboLmToneHus,

4. CM.N., 22 | TunoToHnyeckoe kpoBoTeyeHne, [1BC-cuHapom 74 t/n 34 mKr/kr | +++
(1,5 n.)

5.C.M.J1.,22 | Octpbin akywepckun ABC-cuHapom (1,6 11.) 70 r/n 6O MKI/KM | +++




Pe3ynbraTtbl npuMmeHeHus npenapata HoBoCaBeH npu TepMUHanbHbIX
chopmMax KPOBOTOUUBOCTU (NTEUKO3bI)

®WO, BozpacT | [lnarHo3 auix:::ubuu [loanposka Tafii';

1.B6.M.B., 24 | OcTpblit npOMMENoUUTaPHbINA NENKO3 57 r/n 60 mMKr/kr | +++

2 BIA. 56 OcTpblil NpoMUenouUTapHbIi NENKO3, MHIMOUTOP 570 60 Mk/kr | 444
K dpaktopy VIl

3. X.ATl, 31 | OcTpbiin HeaMhepeHUMPOBaAHHBIN NENKO3 M4r/n | 34 MKr/kr

411.AA., 20 | Octpbin HeaMePEHLMPOBAHHBIN NENKO3 47t/n 68 MKr/Kkr | +++







Pe3ynkraThl nccnegoBaHusa 6onbHou L. ¢ rmyGokum

aAedunuutom paktopa Vil oo n nocne npumeHeHUs npenapara
HoBoCaBeH BO Bpemsa poaos

ITocae BBenenus «HoBoCeBrHa»

K o /1o BBeneHust
JlaGopaTopHble MeTOIbI PO HosoCemonay| 4ePe3 | vepea60 | uepes 180 | uepes 24
30 MUWH MUWH yaca
MWH
[IpoTpoMOrHOBOE BpeMmsi, C 11,3 8,0 7,6 11,3 26,0
[IporpoMOuHOBOE Bpemst
¢ OBIYBUM TPOMOOILIACTUHOM, C 66,4 213,2 24,4 24,3 29,6 175,7
AIITB, ¢ 35 38 35 36 36 38
VYposens dakropa VII, % 100 2 120 -//- 100 3

[emMopparnyeckunx u

Kaknx-nmbo akyLepCKMUX OCITIOXKHEHNN HE BbIso.

Pogurncsa 300poBbi Manbvnk 6e3 remopparny4eckux rnposiBrieHUn.




Tpombare, hbupmsl baiiep, I{enpotun, pupmer bakctep

AHTUTPOMBMWH lii

KoHueHTpaT ATIII,

\ — BUPYCUHAKTUBUPOBaHHbIN
e it = o ";'Mw%" [T
Hytand Immun__——— MBIN mn ; 0oLy,
o ATiOD ono L0 T

A =L BAXKHENLLWWA

; == ®OU3NONOMUYECKMIA
WHIMBUTOP CBEPTbIBAHUSA

i KPOBW

i ;

Ynakoeka: 500 ME/10mn, 1000 ME/20mn

Kaxaas ynakoBKa yKoMmnsieKtroBaHa BCeM Heob6xoaAuMbIM Ans npuroToBneHusA
pacTtBoOpa u BBeaeHuA (VIF.HI:I, wnpuubl n T.A.)

XpaHeHue: 3 ropa npu 2-8°C



[lenpotuH, pupmer bakctep

MPOTEWH C

SR KoHueHTpaT npoTenHa C
o the phy§iological a.nswer v
f‘:t ¥ ;§ to Protein C Deficiency BU pycw HAKTUBU po BAdHHbBLIUN
a0

3 5. g Moka3aHUA K NPUMEHEHMIO:
'e L; Cutyauumn npuv BpOXOEHHOM U NPUOOPETEHHOM

)@ aAeduumuTom npotenHa C
(BapcpapuHOBbIE HEKPO3bI U Ap.)
A heKT npuMeHeHUs1 Npu 3110Ka4eCTBEHHOMN

nypnype HOBOPOXAEHHbIX — NeTanbHOCTb
cHuxaetcs ¢ 85% no 8-10%.

YnakoBka: 500 ME v 1000 ME




Crmacu00 3a BHUMAaHHE



