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I'emoduaus

1 KaH YIObIHA KaThICAThIH
IIa3MaliblK, (haKTopaap
KETICIICYIILIIr1HE OalIaHbICThI
OOJIaThIH, TYKbIM KyaJIalThIH
KOoarynomnarusiap KarapblHa
Karajapl. | eMouims TepMuyHI1
HET131H/1€¢ KaH YUBITAThIH €Kl
aKayJblH 00JybIHA OalIaHBICTHI:
VIII dakrop neduuri
(remounus A) xoHe IX dakTop
nepunuti (remodunus B).
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Typaepi
* VIII pakTopabiH KETICIECYUILIITTHE HEMECE
POKOATYJIAPJIbI OOJIIMHIH MOJICKYJISPJIbl aHOMAJIUSIChIHA

A (aHTUTrEMO(M MBI TTIOOYIMHHIH )0alIaHbICTHI , X-
XpOMOCOMa MEH PELECCUBTI OalIaHbICHIIT Oepiie/al

* 70 - 80 %

* [X (axTopabiH OeICeHAUIITHIH(TPOMOOIIACTUHHIH
IJ1a3MajiblK KOMIIOHEHTIHIH ) )KETICIICYIIIITTHEH
B TybIHAAFaH ,TYKbIM KyaJIalThIH FT€MMOPArusjbIK IUaTe3. X-
XPOMOCOMaMEH PECCECUBTI OCpLICIL

*6-13%

* XI pakTopabiH (ayTOCOMIBI PEIIECHUBTI MyTaIlysl),
C TaNIIbLIBIFBIHAH JJAMHUTBIH TYKBIM KyaJlayIlbLIbIK
KOaryjaoIaTus, HET131HEH eBpeli-alllkeHa3aap/a.



I'emopmiausa A

1 (46, XhY ) epruep, (46, XhXh ), (45, Xh O)
QUEIIJIED aybIpaIbl

1 - I'emodunus A+ (aHTUreH OH opMa —
anomanbabl VIILK Ty3uenn), 8 —10 %

1 - I'emounusa A- (aHTUreH Tepic popma —
aHomanbabl VIILK Ty3uimeiian), 90 —92 %

\



Kaunauka

1 YJIKeH OybIHJapFa KaH KYIOJybl, remaroManiap ( Tepl
aCThl, OVJIIIBIK €T 1K), KaTThI )KOHE aybIp
MOCTTPAaBMaTHUKAJIBIK KaH KETYJEp, KYpCakK KYybICHI )KOHE
aCKaszaH 1IIEK >KOJIAapbIHAa KaH KEeTyJIep 0O0Iybl MYMKIH




I'emopuausa B

1 (46, XhY ) epnep, (46, XhXh ), (45, Xh O) olieaaep
aybIpaabl

- I'emodunus B+ (anturen oxn ¢popma — aHomaibabl [X

(hakTOp TY3LIC/1 )

- 'emodunus B- (auturen tepic popma —IX dakrop
TY3UJIMEN 1)




FemaToma y [emaTOMa y pebeHkKa
HOBOPOXAEHHOro nocrie BbINoJsHeHUA

pebeHKa UHBbeKLUN



T'emodunus C

N0 4-xpomacomasa opHaJIaCKaH, COHJILIKTaH

S EPKEKTEp MEH auelaep OyJI AepTIEeH O1paci
aybIpajbl.

0 JIaTeHTTI -KaH ©31HEH 031 KeTIEeN /],
’KapakarTaH, onepalusgad FaHa KeTeal.

¥ | Kinmi -KaH TIC KYJTy CUSKTHI KIIITIPIM

| omnepanusiap Ke31Hae KeTeIl.

01 AHMKBIH -CIIOHTaH/Ibl KAH KETYMEH
cunarrajagsl (MyphIHHBIH KaHaybl, TEpI
KaHTajnayJIaphl) )KoHE JKapaKaTTap/iaH,
XUPYPTHUSIIBIK OTIEpAHsIAp/A KaH MO
KeTel, GI/IGJIIICPI[G MEHOpparus TypiHje
OaliKaybl MYMKIH.




AypYIBbIH aybIPJAbIK

HeHrenaepi

1« aybip: VIII(IX) dakTopasiH
neHrei1 0,1% acmaiiger;

1 * oprama: VIII(IX) nexrei
1% neu 5% nenin

1 xeHUL: VIII(IX) mexreii
5% Ter 30% neiin

1 Kaneimre! xxarganga VIII

Hemece I X nerreiil 50% nen
100% neiiim.

\

Crenexn Taxectn 3aboneeanna

HopmanbHbin

YpoeeHb paxropa
ceepruisaemoctyt Vill wam IX
wnm IX: 50 - 150%

@
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Nerkan ¢opma remopunum

~ Ypoeexn dpakTopa

ceeproiaemoct VIl
wam IX: 5 - 40%

Cpeauan popma remodpunum
Ypoeexns $akropa

- ceeproiaemoctu Vil

wan IX: 1- 5%

Taxenan gopma remopunum

~ Ypoeeun pakTopa

ceeproiaemoctu VIl
wan IX: bIYHO MeHee 1%

HEMOPHILIA ﬂ,

O Beomupuan dunepauen ramodsann, 2005 1.



J/lmarmocruka

-AHAMHE3

-Kapay

-I'eMocTasuorpamma kacaraH Kesje
MPOTPOMOMH TY3iJIYydiH 0Y3bLITybIHA
0aMJIaHBICTHI THNMOKOATYJIAIMS 0alKaJIAAbI
KaH yroabiH Oipinuni (pa3acbiH, IIKi
TPOMOILUIACTUH HEeMece MPOTPOMONHA3AHbIH
TY3iJ1yiH aUKBIHAANTHIH TECTTEP

-JIu — YailT 1ma KaH yrobl YAKbITBIHBIH KO0€I0I
10 MUHYT KOFapbI.

-AIITB - akTUBHUPOBaHHOE NAPUHUATIBbHOE
TPOMOOILIACTHHOBOE Bpems (HopMma - 35 - 45) ,
TUIOKOATYJISIIMA Ke3iHae y3apaasbl (
remopuiusa - AIITB 45« ken).




I'eMouausiHbI eMaeyre 0arbITTAaJIFaH
Heri3ri OarnITTap

[. I'emodunusacel Oap HayKacTapaa KaH KETYA1H
PO UIAKTUKACHI

II. «Tananka 0alIaHBICTED) €M
I1I. 'eMO(UIKSHBIH aCKbIHYJIAPBIH EMICY

IV. PeaOunuranus

—_—



IpopuiaakTukaabIK eM
VIII pakTOop KOHIEHTPATHIH
anracbina 3 per 20-40 ME/kr (25

ME/Kr) nozaaa eHrisy.




1 AHTHreMO(UIBIIK OpernaparTapabl KOKTaMbIpFa aFbIHMEH
CHI13¢41, THPY3usIHbI 8-12 cararTaH KeWi1H KauTaaaubl
(VIII- pakTopapiH kapThLIail ©MIp IIEPUOABI).
TpaHcPy3nOHABIK €eMA1 OaKbLIaFraHa KaH CapbICYbIH/IAFbI
VIII- dbakTOopabIH KOJIEMAIK JCHICHIHE Ha3ap ayaapa/ibl.

1 CBIPTKBI KQHCBIpaAy Ke31HJI€ TPaHC(PY3HOHAbI EMMEH KaTap
PKEPTUIIKT1 €M1 i€ KOJIJaHaAbl: TPOMOOILIACTHH,
TPOMOMH, CAJIKbIHAAThIJIFaH aMUHOKAMPOH KbIIIKBLIBIMEH
(5-6% epiTiHAl).

1 I'emoToManapapl XUpyprusjblK xKOJIMEH emaeunal. Tipek
KMMBLI alIapaThl 3aKbIMAaHFaH1a KOMILUIEKCTI €MMEH
karap duznorepanus, peHTreHOTEpanus,
0aIbHEOJIOTHSUIBIK 9IICTEP KOJIJAHBLIA IbI, OPTONEAUSIIBIK
arraparrap, CHAHOBIKTOMMUS sKaca ibl, aXWJJIOIIACTUKA
»Kacauibl.




BapuanT remopparuii

Heo0xonuMbiii ypoBeHb
(¢axrTopa VIII B u1azme

/lo3a KOHIIEHTpaTa aHTUTeMO(UIBHOIO
100yJIMHA

JlecHEBBIE KPOBOTECUEHUS, OOJIBIINE MTOAKOXKHEIE
reMaToMBbl, TEMOPPAruu MOCIe HE3HAUYUTENbHOU
TpaBMaTU3aINH, TOSIBICHUE IPEABECTHHKOB
reMapTpo3a, Ipope3sIBaHNe 3y00B, HOCOBOE
KpPOBOTEUCHHE IIPU OTCYTCTBUH d(hhekra
AHTU(HUOPHHOINTHKOB, IPEIyPEKACHIE
KPOBOTEUCHHH BO BpEMsI aKTUBHBIX (PU3NIECKUX
YIPaXKHEHUN.

[Toueunsle mMakporemarypusi Oojee 2-X CyTOK

CchopmMupoBaBIIHecs 0CTpbIe TeMapTPO3BL,
BHYTPUMBILIEYHbIE T€MATOMBI, KDOBOTEUEHUS B
POTOBYIO IOJIOCTH MOCIIE IPUKYCHIBAHUS,
TpaBMaTU3aLMsl, MaJIble XMPypPrUdecKue
BMEIIATENILCTBA (B TOM YHCIE CTOMATOJIOIHYECKHE).

I'emopparuu B [THC, B ToM 4mciie BHyTpHUYEPEIIHBIE,
reMopparui B OPIOIIHYIO MOJ0CTh, MHPUIIUPOBaHHE
kpynHbx remarom, )KKT kpoBoTeueHus,
TOH3WIIDKTOMHUS, TPABMBI TOJIOBBI

OOumpHBIE XUPYPrHYeCKUE BMEIIATEIbCTBA, B TOM
4HClIe OPTONEANIECKUe

20-40%

20-40%

30-60%

80-100%

okoito 100%

20 ME/kr. Yepes 12-24 gaca cnemyer BBECTH TOBTOPHO
TaKyI0 JKe J103Y, €CIIH COXPaHIETCS KPOBOTCUCHHUE.

20 ME/kr/cyT. Ecniu coxpaHsieTcst KpoBoTeueHue, gepes 12-24 gaca
ClJIelyeT BBECTH OBTOPHO TaKyIo Xke /103y. MIHorma ciemyer
MPOIOJIKHUTH TEPAIHIO B YKa3aHHOH 103€ 110 3-5 CYyTOK.

15-30 ME/kr. Uepe3 12-24 gaca cienyeTr BBECTH IIOBTOPHO TaKyIO
e JI03Y, IIPH FeMapTpo3ax WU €CIIH COXPAHSETCsl KPOBOTCUEHHE
HCIOJIb30BaTh TAKyIO K€ JO3UPOBKY uepes 48 d.

[TepBas no3za — 50 ME/kr.
[ToBropHas no3a — 40-50 ME/kr. 3arem uepe3 kaxzapie 8-12 4 B
TEYEeHUE HECKOIBbKUX nuen 25-40 ME/xr*.

Jo xupyprudeckoro BMernratenscTBa — 50 ME/kT. B Teuenne nByx
TTHEW He pexe ueM 2 pa3a B CyTKH UCIONB30BaTh 103y 40-50 ME/kr,
a 3aTeM MPOI0JDKATh JIeYeHNE KOHIIEHTparaMu B o3e 25-40



Ipenmaparrap

1 HoBoceBen (Vila) — Tek 3aKbIMJAIFaH KEpre acep
erelll, X )koHe Xa (PaKTOpBIH OCICEHIIPE/I].
['emounusa A xoHe B KonmaHagsl

1 VIII dakTop koHueHrparsl, UmmyHar (bakcrep -
CIIA), IX dakrop , npenapar deiidoa THUM 4
NmmyHo (bakctep - CIIIA), PexkomOunar (bakctep -
CHIA) —tuOpua0MIbI TEXHOJOTUSAMEH aJbIHFaH
PEKOMOMHAHTTEI IpenaparTap.

\



’ 2 —

HosoC>sena™

'm‘.m CF S wer)

DIV ST ST L A G - i

-~ - o W e TR T T i ——
§ — —— [

P B W wry v m— - O — -
Bt o C g vy -
T A T T ——n N - — -

‘”I - —— g —
e W WO -
DCUE 3 T e

TV - — =

: =
- el
-

——
-—

:

S -

BT -
o = -

Antihemophilic
Factor (Human) j |
! Koate™-DVI
E

[

e Wt e
-

- e enme o o

—_—-—

S




3@;

HA3APNAPbIKbI

.
-
M

Z _risovac

h.ru



