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Y nauieHTiB 3 nonepeaHbO BiACYTHIMU Npobne
Bmp06nsu-oTbcs| CNeLUU@IiYHi aGHTUTING NPOTU TX BNACHUX
3ropTaHHs!

HaliuacTiwe 3ycTpivaroTbes iHribitopyu FVIII.!

B cepeaHbomy “acTotg HI" ctaHosuTb BiA 1 A0 4-X nauieHTIB Ha 1
MITH. HacesleHHs B pik.?

KposoTeui, B OCHOBHOMY, CMOHTAHHI | MOXYTb 6yTU pi3HOro
CTYNEHHO TAXKKOCTI.

1. Delgado J, et al. Br J Haematol 2003;121:21-35.
2. Collins PW, et al. Blood 2007;109:1870-7.




MaroTb abo m

» KposoTeui Biapi3HAFOTLCSA BiA BPOAXKEHOI FremMo
» B ocHOBHOMY KpoBOTeUi Y M'SKi TKAHUHU
» [lyxe piako remapTposu

» Bucokuii piseHb cmepTHOCTI: BiA 9 Ao 31%

» TTomipHi KpoBOTeui, gKi He nmpeGg/koTb NiKYBAHHS,
cnoctepirarotbcs B 30% sunagkis>~
1. Green D, Lechner K. Thromb Haemost 1981;45:200-3.
2. Lottenberg R et al. Arch Intern Med 1987;147:1077-81
3. Collins PW et al. Blood 2007;109:1870-7.

4. Baudo F, de Cataldo F. In: Blood Disorders in the Elderly; 2007:389-407.



Green (1991) m Green & Lechner
(1981)

Ha CTapLul

> CepegHiui BiKk 78
poKiB

» KonueaeTbcg Bia, 2 1 I ~
[0 92 pokig??®

Baudo F, de Cataldo F. In: Blood Disorders in the Elderly; 2007:389-407.
Collins PW et al. Blood 2007;109:1870-7.

Yee TT, et al. Clin Lab Haematol 2000;22:275-8.

Green D. Am J Med 1991;91:14S-9S.

Green D, Lechner K. Thromb Haemost 1981;45:200-3.
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[MoB'a3aHi 3
BariTHICTIO

» HabyTta remoinia piBHOMipHO po3nogineHa Mix XiHKamm
Ta YONOBIKAMU

1. Mo matepuanam Baudo F, de Cataldo F. In: Blood Disorders in the Elderly; 2007:389407.
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ACOLIVOBAHI CTAHW:!?
BariTHicTb
AYTOIMYHHI 3aXBOpHOBAHHS
INimeponponigpepaTUBHi 3aXBOprOBAHHA. ConiaHi NyXauHU
19 MeAUKAMEHTIB

anbea, CySbPOHINAMUAU, NPOKATHAMIA,

DPHOBAHHA,

1. Green D, Lechner K. Thromb Haemost 1981;45:200-3.
2. Hay CR. Baillieres Clin Haematol 1998;11:287-303.
3. Delgado J, et al. Br J Haematol 2003;121:21-35.




AyTOaHTUTING A0 gpakTopy VIII: noniknoHanbHi
MyHornobyniHu Ig6l vn IgG4, aki 6nokyoTb AiNaHKu
nomeHie 6inka FVIIT.

vWF, B3aemogais 3







Astopu | Cta Bik Barit
Tb (anHis) b
Frick PG, | M 0 2-a Hemae Hemae
1953 AAHUX
Broxson M 0 2-a Hemae 2 Hemae 1 TMXAeHb
EH, 1987
Vicente V,| M 0 2-a Hemae 150 Hemae 3 micsy
1987 /
Ries M, M 5 1-a BHyTpiWwHbO 5,2 hFVIII IB
1995 yepenHa IVIG
remaTtoma
LullaRR, | X 12 1-a Hocosa 34 hFVIII 3 micaui
2010 KpoBOTeua rFVIIa

pBOTA KPOB'HO




B 28 nybnikauiax 42 sunaaku HI™ y aiten:
5 - TpaHCcNaLeHTapHa nepeaavya BiA marepi;
37 - ayToaHTUTING:
~ Bik Bia 2 po 17 pokis (cep. 5 pokis);
< 8, FIX -6, FXI - 2, FVITI+FIX -

Franchini M et al., Pediatr Blood Cancer DOI 10.1002/pbc



Taxka abo 3arpoxyroya XUTTHO KposoTeua B >87 % Bunaakis?

- cmepTHocn B 1-vi TUXAeHb € nereHesi
[Ti3HiWe - BHYTPiLWHbOMO3KOBI Ta

1. Green D, et al. Thromb Haemost 1993;70:753-7.
2. Collins PW et al. Blood 2007;109:1870-7.
3. Lottenberg R et al. Arch Intern Med 1987;147:1077-81.



Exximosu 1a rematomm,
KpOBOTeYi B M'AKi TKAGHUHW.

BUSIUBU | KPOBOTEYI i3 M’
m3oemx’

1. Baudo F, de Cataldo F. Cambridge University Press; 2007:389407.



JNNabopaTtopHa aiarHocTuka

BIACYTHICTb BOBYGKOBOIO AHTUKOG
» 3HWXeHHa akTuBHoCTi FVIIL,

» BuaesneHHs iHri6iTopy FVIIT i BU3HaUYeHHS MOro TUTPY
meToaom betesaa (1 BU - KinbKicTb GHTUTIN, 34ATHUX
Ha 50% 3HU3UTU akTUBHiCcTb FVIIT B HOpMaAIbHIl

nauieHTa npu 37 rpaaycax).



» He3anexH
AYTY, HeobxiaHO npu

» SKWO Y NauieHTa KpoBoTeYa, XapaxkTep
NpOBECTU MOBHY AUP. AIArHOCTUKY, HABITb AKLLO
NOBHICTHO HOpMarbHe

» MIKC tectn®

» [na aucpAaiarHOCTUKU MiX HASBHICTHO iHribiTOpY | AepiLmTOM
(pakTopa

» bertesna Tect*?
» BuasneHHsa TUTPY aHTUTIN

Hay CR. Baillieres Clin Haematol 1998;11:287-303.
Lossing TS, et al. Blood 1977;49:793-7.

Kasper CK. Blood Coagul Fibrinolysis 1991;2:7-10.
Kasper CK, et al. Thromb Diath Haemorrh 1975;34:612.
Verbruggen B, et al. Thromb Haemost 1995;73:247-51.
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AYTY 3p0BXeHe

TYnor
HOpMarbHi

Td 1
@I HopmanbHUM

TUp, OF |,
DD?

T4, O |,
DD HopmanbHun

ADA abo gedpiunt
doakTopiB BHYTP.
LLNAXY

[1B3 abo
dibpunHoni3

Oediunt
dibpnHoreHy

renapvH

dakTtopu VI, 1X, X,
Xl, XII HopmarsbHi

Hedpuunt daktopis
VI, IX, X, XI

Tectun TecTn Ha
Ha ADA iHriBGiTOpYU




NpOsSIBAMU PpiBH

» Hemae npamoro 38'a3ky Mik KOHUEHTPALUI€ErD iHFi
3SIMLWKOBOFO aKTUBHIcTHO FVIIIL:C!

» Tutp aHTUTIN i pieHb FVIIT He noka3yroTb pU3UK PO3BUTKY
KposoTey

» BepeHHs nauieHTa He NOBUHHO 6a3yBaTUCA Ha piBHI AHTUTIN | F

1. Delgado J, et al. Br J Haematol 2003;121:21-35.
2. Yee T T, et al. Clin Lab Haematol 2000;22:275-8.



BAXsnumee 3aCTocy

» SKUWO He NiKyBaTu, TO GHTUTINAG MOXYTb 3HAX
NALieHTIB MicaLi abO HABITb POKU

(y 6inbwocTi nauieHTi)?

» Y nauieHTa 36epiraeTbCa pU3UK 3arpoOXYHOUUX ANS XUTTA
KpOBOTeY 10 TOrO MOMEHTY, MOKU B OPraHi3mi 3aSIULLIAETLCS
IHFi6iTOp.

1. Hay CR. Baillieres Clin Haematol 1998;11:287-303.
2. Green D, et al. Thromb Haemost 1993;70:753-7



1. Collins PW, et al. Blood 2007;109:1870-7.
2. Lottenberg R, et al. Arch Intern Med 1987;147:1077-81.



» XipypriyHi
» FemocTaTtuyHi 3acobu.

» BuaaneHHs iHribitopa:

» MeToau egpepeHTHOI Tepanit;
» IMyHocynpecuBHa Tepanis. /

» CUHAPOMHa Tepanis.
» J1iIKyBaHHS CynyTHIX 3aXBOPHOBAHD.



» Tepanisa I
» rFVIIa
» aPCC

» LUyHTOBI npenapath He AOCTYMHi:
» JTroacbkmu FVIII

» [ecmonpecuH /
» Bci nonepeaHi 3acobu He AoCTynHi:

» CBUHHWUK FVIII /
» Tepanis I niHii He eeKTUBHaA:

» ImyHocopbuia i/abo nnasmadcpepes



PekombiHaHTHUU FVIIa

KOXHiI 2-3 roa A0 AOCATHEeHHS remoc
4 6,12 rogp.

AKTUBOBAHUM KOHLEHTpAT n3p0Tp0M6i|-|oaoro KOMNJIeKCy
«FEIBA» 50-100 O/kr 2-3 pa3 8 poby (max - 200
OO/kr B noby).

KgHBLLSHTpaT FVIIT 100-200 MO/kr npu TUTpi iHribiTopy /
< :

TBGHZKCGMOBG kucnota 10 mr/kr BHYTpilWHbOBEHHO abo

20-25 mr/kr BHYTpiwHbO 3-4 pasa B AeHb.

OecmonpecuH 0,3 mkr/kr 8/8 a6o 300 mkr
IHTpaHa3anbHO 3 iHTepeanom 8, 12, 24 roag.




» TTnasmampepes abo |
>10 BO 3 noaanbWUMm BBEAEHH
abo koHueHTpaty FVIIT 100-200 MO/kr.

» rFVIIa 90 mkr/kr koxHi 12 rog i FEIBA 50-75 O4/«kr
KOXHi 12 rop 3 6-TU rOAUHHUMU IHTEPBANAMU MIX
BBeJeHSIMU KOXHoro 3 npenapatis (koHTponb TET i D-

aumep). /

G.G.Miranda et al. Haemophilia (2008), 1-3.
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KomnoHe
» Ht<24%;
» Tpomboumtu < 50x10°/n;
C3TT:

» TT4> 1,5 HopmanbHoOrO; > Ht>24%;

» AYTY > 1,5 HopmanbHOro; » &i6puHoreH > 1 r/n;
AHTMCPiGpMHOJ'IiTMKM: » TpombouuTsbr >

» [inepibpuHonis; 58x109/n;
&l abo kpionpeuunirar: » pH>7.2. /

» [inogibpuHoreHemis (< 1r/n);
IHWwi npenapatu 3a nokasamu:
» KTITK, npenapatu gakTopis;

» [ecmonpecuH.

» BeepeHHsa rFVIIa.

Vincent JL et al. Crit Care.2006;10(4):R120



Bianosiab Ha BBeAEHHSA
» 90% npu He XipypriyHUX KpoBOTeua
» 86% npu XipypriyHUX KpoBoTeYax
» Cxema nikyeaHHa"
» bonrocHe BeeaeHHa - 90 MKr/Kr KOXxHi 2-3 roa Ao BiANOBIAi

» [Ticna AOCATHEHHS remoCTasy, iIHTepBas MiX IHEKLIIMU MOXe
6yTh 36inbweHun ao 4, 6, 8, abo 12 roa

» [Hyuke f03yBaAHHS®

» 3MiHa A03YBAHHS KOXHI 2-3 roA aKLWO He 3y NUHAETbCS
KposoTeua

Sumner MJ, et al. Haemophilia 2007;13:451-61.

Hay CR, et al. Thromb Haemost 1997;78:1463-7.

Baudo F, et al. Haematologica 2004;89:759-61.

Novo Nordisk Health Care AG. European Public Assessment Report. 2008.
Green D, Lechner K. Thromb Haemost 1981;45:200-3.
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ImyHocynpecito HeobXiAHO NOYUHATU 3pasy MiCNs BCTAHOBIIEHHS
giarHosy Hr !

CMEPTHICTb, ane BUKIUKAE YCKNAAHEHHS | 3aroCTpeHHs
k2.3

BaHO*

") ('}

Collins PW, et al. Blood 2007;109:1870-7. . Green D. Am J Med 1991;91:14S-9S

Delgado J et al. Br J Haematol 2003;121:21-35. 6. Green D et al. Thromb Haemost 1993;70:753-7.
Hay CR et al.. Br J Haematol 2006;133:591-605. 7. Aggarwal Aet al. Haemophilia 2005;11:13-9.
Lottenberg R et al. Arch Intern Med 1987;147:1077-81. 8. Sperr WR et al. Haematologica 2007;92:66-71



TTepwa niHis
KOPTUKOCTEpOiAn + LIMKIIopocmamia'?

SIS

Collins PW, et al. Blood 2007;109:1870-7.
Franchini M, Lippi G. Blood 2008;112:250-5.
Ma AD, Carrizosa D. Hematology Am Soc
Hematol Educ Program 2006:432-7.
Aggarwal A, et al. Haemophilia 2005;11:13-9.
Wiestner A, et al. Blood 2002;100:3426-8.
Maillard H, et al. Am ] Med 2006;119:86-8.
Kain S, et al. Br J Haematol 2002;119:578.
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12.

Sohngen D, et al. Ann Hematol 1997;74:89-93.

Lian EC, et al. Ann Intern Med 1989;110:774-8.
Eisert S, et al. Thromb Haemost 2005;93:792-3.
Schulman S, et al. Thromb Haemost 1996;76:344-6.
Brox AG, et al. Am J Hematol 1998;57:87-8.
Petrovic M, et al. Haematologica 2000;85:895-6.
Saxena R, et al. Haemophilia 2000;6:78-83.



» KopTtukoctepoiau + uuk

» PeTpocnexkTuBHe AOCNiAXeHHS BUNAAKIB
3apeeCTPOBAHUX Ha TepUTopii BermkobputaHii He
NOKA3ano AOCTOBIPHOI Pi3HULI MiX 2-Ma TUNAMU
Tepanii’

» He nomiyeHo 38'a3Ky MiXx TUTPOM iHribITOpY | piBHEM
FVIII 3 pesynbtatamu Tepanii

1. Green D, Lechner K. Thromb Haemost 1981;45:200-3.
2. Sperr WR, et al. Haematologica 2007;92:66-71.
3. Collins PW, et al. Blood 2007;109:1870-7.



» KOHTpOnb NOKA3HUKIB remoc
» Tlepwi 6 micauis - LWOMICAYHO.
» TTpoTarom poky - KOxHi 2-3 micaui.
» [pyrum pik i aanblie - KOXHi 6 micauis.

» TTicna 3HUKHeHHs iHri6iTopy xBopum HITA pexomeHaye
npoBsefeHHs NPOMINAaKTUKU Tpombosis, 0cobnmeo np
3HaYHOMY niasuLleHHi pisHa FVIII:C.

Haematologica | 2009; 94(4), 566-575
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PiakicHe, ane yacTo 3arpoxyroye XUTTHO 3aXBOPHOBAHHS

3B8MYAUHO panNTOBUMN, HECMOAIBAHUM NMOYATOK B
nauieHTiB 6e3 koarynonarii B aHaMHesi

OparivHi yCKnagHeHHs y >87 7% nauieHTiB

~ 4 O



Hemae 38 a3Ky
KpOBOTeui Ta pigHe
IHri6iTopy FVIIT

BiacyTHICTb yCBIAOMNEHHS XBOPObU MOxe
CrpUATU HeonTUManbHOMY Ta / abo 3aTpumui
NiKyBAHHS

TToaBivHa cTpaTterii NikyBaHHS:
JlikyBaHHS KpoBOTeY

HeravHui no4aTok iMyHOCYnpecUBHOT Tepa
/ BUKOpiIHeHHsq iHribiTopy

Vs



TTepwa niHis:
» rFVIIa

» pd-aPCCs

He Bci enizoan KpoBOTeuYi BUMAraroTh J1iKyBaHHS

ImyHoOcynpecusHa Tepanis
TTepwa niHis
» KopTukocTepoiau + LMKNnogocgamia

ImyHocynpecuBHa Tepanisa NOBUHHG

NAaLi€HTIB, HE3aNeXHO Bif TUTPY iHr
FVIII:C

6

03MoYUHATUCS Y
iTOpY Ta piBHS

Vs



