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OGCTPYKLNSA NEroYHbIX
— CNa3M NerovHbIx
Kanunnsapos
cocyaoB

.

HegocTaToyHOCTL NPBOro Xenyno4ka

CTaHOBKa . M'Mnokcemua u WyHTUpoBaHue

cepaua

l

nepuHatTaribHas °

HeBponornyeckue HapyLueHuUs

AOBC-cuHapom
 KpoBoTeuyeHue

CMEepPTHOCTb 25-60%

Pa3BuBaEeTCcs Bl LHeHunda nnm B

TeyeHune 30-40 m
[1bIxaTenbHaga Hego ‘
ApTepunarnbHas rmrnoToHV ernbHOCTM

OcTpbin ABHbINM [ BC-cuHAPOM C oTEepen




HapyLweHunsa B CUCTE A8 U reMocTa3a npu

OcTpas kpoBonoTeps

YmeHbLweHue OLIK 1 BeHO3HOro npuTokKa K cepauy

B
CHMXeHUue cepaevyHoro Bbiopoca u apTepuanbHOro AaBneHus

B
BbIOpoc KaTexonaMmnHoB, nepudepnyeckas Ba3OKOHCTPUKLUA

YMeHbLeHue KanunnsapHou nepdysunn

T
YcuneHue MOCTKaNUIJIAPHOIro NpuToKa BOAbLI N coneun
KneTto4yHasa runokcma v aumaos
CHMXeHue KONnouaHo-OoHKOTUYECKOro AaBneHus nnasmbl
Pacu.mpeHMe KanunnsapoB v noBbilleHne NnpoHnLuaemMoCcTu MeM6paH

MoBbIilWeHne BA3KOCTH KpoBU U cnap,x«bopmel-u-lblx SJIeMeHTOB

BTopunyHoe cHuxeHue OLIK

.
o
PacnpocTpaHeHHasa BHyTpucocyaucTas Koarynsiumsi, MUKpoTpomMm603

\ 4 B

MNMporpeccupoBaHue ABC, runokoarynauusa (koarynonartus notpebneHus, aktuBauums
¢nbpuHonun3za)




2004 2005




BennynHa KpoBonoTepu B

AKTUBHOE BefeH1e TpeTbero nepnoaa
poaoBs

0.5% macchbl Tena

LI ° AHTNPONOPUHONUTUKM TONBKO Npwn
BbICOKNX (paKTOPOB pucka
NHdoy3noHHasa Tepanud

MNaTonornyecka [Mpu pogax 6onee 500 mn KOMMOHEHTbI KpOBU TONBKO MO CTPOrMMm
nokasaHuaM(npu npogonxatroLemcs

4 [Mpn KC 6onee 1000 M KpOBOTEYEHUN)
AHTUPUOPUHONUTUKN

Bonee 30% OLIK OnepaTtuBHOE NeveHne
(o)

NHoy3noHHasa Tepanud
KoMNOHEeHTbI KpoBM 06A3aTeNbHO
dPaKkTopbl CBEPTHLIBAHNA U UX
KOHUEHTpaTbl

AnnapaTtHas penHdy3nsa Kposu
AHTUPUOPUHONUTUKN

NBII

Bonee 150 mn/MuH
Kputnyeckas
MoTepsa 6onee 50% OLIK 3a 3 yaca

Bonee 1500-2000 mn



B Tepanuu

OCreaHen Hagexxabl»,



MHTeHCuB CCUBHbIX

BOCIOJ1

[1pn 3aTOM
rMnoBosieMU nyeckoe gasreHue
N yrposy pasBu










OueHKa TAXXeCTU pc NP MacCUBHOMU

B
NMoka3aten

MoyacoBou

auypes
(mn/yac)

CocTtosiHune LIHC

OTtcyTcTBYyeT



Cxema 6a3o0BoU MH(PY3NOHHO-TPAHC(PY3MOHHOM Tepanun B
3aBMCUMOCTU OT OO bEeM:E noTepu (Macca tena 70kKr)

Ob6nem 2 cpeabl (Mn)
KpoBornoTtepu




A0 bl

Hepocrta

bbICTpbI

[ocTyn

Bocnor
KpOBOMO

B0oO3MOXHC
CEKBECTUPOE
NHTEepCcTULNna
Xnakoctu (80%)

3CKUX OTEKOB
>OYMUHEMUSA)




LLIeNTOYH




TOUAHbLIX

A
' OcmonsapHocTb,(MOc
PacTtsop )

MUHTepcTnuman
A XKMAKOCTE

NaCl 0,9%

PuHrep-nakrta
(FapTmaHa)

l _

CtepeocdyHaANH
M30TOHUYECKUHN

WoHocTepun Auertar
IR— 3,674
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130/0.4 (BontoBe

120 /N NDIRaunchyvvuniiu ToarTnarcrnau)

Mobo4YHbLIEe

acddekTbI

OrpaHun4yeHue










XapakTtepuctuka coanaHcMpoBaHHbIX

CocTtaB

AueTtaT(MMO

Manat(mmornb/n) AnbOyMnH:30-52

_ll




XapaKkTepucTy AHTETUYECKUX

HbIV
MoneKkynapHbl
n Bec(Mw),Da
r

200000

CteneHb 1
3amelleHusd 0,5
(Ds)

b, MOCM/I
KOL, mm.pT
CT.

Bonemuyeck
N apdeKT,%

60-70
145%(14)
100%(34)

Bpewms
BOIEMUYECKOT
0 adpdbekTa, 4

MakcumanbHa
1 03a, MI/Kr
B CYTKM










LLikana gunarHoc DOBOTEYEHNEM)

MokasaTenb

PacTtBC
¢punbp

PubpunHoreH

Bonee 1 r/n
MeHee 1 r/n




R - Bpems peakuuu (OT Havana usmMepeHus Ao Ha4yana obpasoBaHus
CrycTKa)

K - Bpemsi obpa3zoBaHus

Yron O — CKOPOCTb C




XenaTtnHoBas
PuUObpUHOBLIN

KoMOGUHMpOBaHHE
cpeacTBa







CBexe3amMopoxe
(C3I1) npen
CMECb U3 T[

benkos: a .
rnobynuH

KoHueHTpa 1+ 200000
pasa 6o

nB 15 pa
prBpPUHC

75% KO C3
cyeT anbb
PekomeHA
MI1/Kr

CooTHOLIEeHue
NHJY3MOHHbIE P&
1:3

MMOJIb/N uMTpaTa




nopaxeH







npenaparos
nakTtarta (< 2 MMO




nony4e




Of€Ha B

Nna3mMu







XII  XIla
X1 KTUBMpys

HH (10JIUMeEp




KoHueHTpa epTbiBaHusA

NMpoTpomnnekc 600* PaKkTopbl CBEpPTbIBaHUA
KpoBull, Vi, IX, X B
KOMOMHauuu
(MpoTpOMOUHOBLIN
KOMMEeKC)

Conoepxut goaktopsbl I, IX 1 X
NPenMyLLeCTBEHHO B
HeakTMBUpPOBaHHON hopMme ,
a Takke aKkTMBUPOBaHHbIN
doakTop VII; KoarynaHTHbIN
aHTureH dpaktopa VIII ( FVIII
C:Ag) NpUCYyTCTBYET B

KOHUeHTpauuu oo 0,1 E[l
yHa 1 E[1 akTUBHOCTM
npenapara.

PekoOMOUHaHTHbIN
aKTUBMPOBAHHbLIN PaKTOpP
VII*




Oro KomMnrsekca

BeBeaneHne BB cTp

nocrne BBegeHunsda ogHo T KNUHUYECKOMN cutyaumnum




NMoka3aHusa OHLeHTpaTa




KoHUueHTpa BepTbiBaHUA

C3I1 (ME/mn) NMpoTpomnnekc OkTannekc
(ME/mn) (ME/mn)

F-Ii
F-VII
F-IX
F-X

npotenH C

NPOTEUNH S

AHTUTPOMOWUH Il

[enapuH







MapameTpbl TAI

PedepeHcHble
3Ha4YeHus

UcxogHble

35,2+ 14,6
21,5+11,9
20,1 +8,9

36,9+15,1

15,8+8,2*
8,8+4,3*
38,2+11,1*

47,3+13,8




10 miumeters {

J PMA G EPL A a LY30
g d/sc Y% mm Yo
1,0 3.1 7.0

Pucynok 4(6). TOI' mocne BBeneHus 750 Mr TpaHekcama, COXPaHSACTCS [HIOKOAryyIsIHs IO

BCEM 3BEHBSM FeMOCTa3a, H30BITOUHbIH (GHOPHHOIH3 YCTPaHEH.

PMA G EPL A
d/sc % mm
- 68,7

9,9
36K — 8,5k 0—15

Pucysiok S (8). TOI' BumonHeHHAs Ha ciexyioumee yrpo mnocine seexenus KITK u Ha4aTo#

repamut BirtaminoM K. HopmokoaryJisuus no riasMeHHOMY 3BeHy, yBEJIMYEHHE MA 3a CHeT

MOBKIICHHON KOHUECHTPaHl GuOpHHOTEeHA.

10 millimeters {




OAUTCS C MOMOLLbIO
eM BBeeHUS reHa
AeTeHbIlWwa

Mpenapat NovoSeven
pPeKOMOMHAHTHOM
dakTopa Vi

NDC 0169-7060-01
List: 706001

NovoSeven®
Coagulation

Factor Vlila
(Recombinant)

For i.v. administration only

Single dose vial

Administer within 3 hours of reconstitution
Contains no preservative

Rx only

NDC 0169-7061-01
List: 706101

NovoSeven®
Coagulation

Factor Vlla
(Recombinant)

For i.v. administration only

Single dose vial

Administ ithin 3 hours of reconstitution
preservative

NovoSeven
Coagulation
Factor Vila
(Recombinant)

NovoSeven®
Coagulation
Factor Vila
(Recombinant) 4.8 mg
2.4 mg For intraveno*
For i.v. administr: administratlo_w Novoseven@ thin 3 hours of reconstitution
P c;gfggggg;ed Reconstitute wii IESEEIVELTI [ecovative
_8° & ; actor Vila
8.5 mL Steriles (Recombinant)
Water for

& = ) 1.2 m
'.vlnjedlon: -~ 28 For i.v.gadministr-

stration only




MEHEeHWNA







PekomeHaa HUw rFVila B

HOJ1IN3a

OBTOpPHOE




peakuu
« CymMmmapHa
peakummn <0,8%




[TlpumeHe







NocTTpPaHC




[lpegonepauuno
OOnNbHOrO

[1pen n UHT
apTepun,
BBeneH
YnpaBsn

CuncTteMHb
CoBpemMeH
(pekombuHaH
KomMnnekc n ap.)

exXeHus
e KpOoBMU

HOBbIU







UNLUUA C

NYecKou

remMartorsior
nocreornepay,




oaunroung

BPEMEHMU




lMoka3aHusa ans

AOOQOMUH
rpynnbl p
(

T'MHeKkonor
KpoBonoTep

NMpw oTKase nay
KOMMOHEHTOB KPOB

BOJIeMUYeCKOM




TOJINHECKOe

nas
neyeHwm,

3aboneBaHusA K




nepaLmMoHHas

TPOLUTOB B

OMOLLU
ymnBaet

n3
biIBaHWE
BO3BpaT

0e pycro
ODMUHATbHbIX




Noka3aHus n OMUHANTbHOM

npeanexa OpPpMaJibHO

pas3pbIB
pacwumpe
(MMOM3KTO
peAakue rpynnb

OTAroweHHbIU re
neperiuBaHuUsA AOHOPCKN




[MlpoTuBONO

AOCONIOTH

cny4vae
aKyLlepcT
3aboneBaH
NpPOBOAUTCSH

dounsTpoB!

lepcTBe n

Ooro,

a3aHHbIX
opoaa,

UUTOB B
OrMYEeCKUM




OB3BECHU




AnNroputmMm okasaHusa NOMOLLU NPU NocneponoBOM
KPOBOTEYE€HUU NPEeE )FIOrM4YecKmm oobLem,

r‘ﬂﬂ:f"“[‘".-‘

NYECKYH0, HO

e

OcmoTp poaoBbIX MyTEN
Py4Hoe obcnenoBaHue Mo
MaTku

YwmsaHne pa3pbiBOB MATk
TKaHewn poaoBbl nyTeu
KnemmMmnpoBaHne marto-
apTepun MArKUMN 33

ocTu

3amecTuTenbHasa Tepanus

« C3Il

* Kpnonpeunnuta

+ Tpombomacca

+ OpuTpouuTapHasa macca

* Peudpysunsa aytosputpoLUTOB

———

KMUCNnoTa

KPBO Y\,;" Ia I,'l-




OueHunTb
NCTOYHUK N
0abbem
KpoBOMnoTepwu
PasBepTbiBaHne
ornepaunoHHON
KoHTponb
anypesa
BeHO3HbIN
AocTyn
JTabopatop
KOHFROI

[Mpn nabopaTtopHom
Koarynonartuu:
* TpombouuTbl MeHee 5000
B MK/
*  ®unbpuHoreH meHee 1 r/n
« MHO, AYTB bonee yem B
1,5> HOPMbI

TpaHcdyausa C3I1 n/vnu
TpombouunTapHON Macchbl
TOMbKO NPV NPEACTOSILLEN
onepaumn Unn NHBa3UBHbIX
MaHUNYyNAUnaX

KpoBoTeyeHue oCTaHOBJIEHO

KoHcepBaTUBHbLIN
remocras
NHranauyus
Kncnopoga nnu
B

HavaTtb
BHYTPUBEHHYIO
NHQY3MI0 20 MN

Mpun ALl cnct Gonee 90 MM.pT.

CT. — HQDY3KnS Konnouabl :
Kpuctannoungbl(1:2,1:3) He
©onee200% oT obbema
KpoBOMnoTepu

emoTpaHcysna npu Hb
mMeHee 70 r/n

60
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OueHunTb
NCTOYHUK N
obbem
KpoBOMnoTepwu
PasBepTbiBaHne
ornepaunoHHON
KoHTponb
anypesa
BeHO3HbIN
AocTyn
JTabopatop
KOHFROI

3amecTuTtenbHas

Tepanus:
C3I1, kpuonpeuunurar,
TpombouunTapHas macca,
drakTopbl CBEPTbIBAHUS
QpUTPOLUTI
AnnapaTtHas pevHpy3us
KpOBWU

V kpoBonotepu >

KoHcepBaTUBHbLIN
remocrtas
NHranauyus
Knucrnopoga unm
NBJ1

HauyaTb
BHYTPUBEHHYIO
NHY3M0 20 Mn/Kr

Mpu ALcuct Hxe 70 MM.pT.
CT.— Basornpeccopbl
0 OCTaHOBKN KPOBOTEYEHUS
Alcuct He Bonee 90 MM.pT.CT.
Konnowuabl : kpuctannounabl
(1:2,1:3)
NHy3unsa ¢ komnoHeHTamu
KpoBu 40 300% oT o6bema
KpoBonoTepu




nocriepoaoBor

B onwxanwe

npodomnakTuy
9HOKCcanapuH(Kn
OCTaHOBKU KpOBOTEY
BbIMUCKW.

epaLuoHHOro

OHHOM nepuogae:
pBble 6-12 u,
KM B NepBble

a npogomkaeTcs 0o




