OpraHunsaums MmeguunHCKON NOMOLLM
B3POCIbIM NMauneHTam C
remodounmen B Pecrnybnuke
benapycb

PecnybnukaHcknm reMmopunnyecknm LEHTP
3MavnHckumn B.A.



KonnyecTtBo nauneHToB ¢ remodounuen B Pb
(anpenb 2016)

* [emoounua A
— B3pocnble 454 (Taxenas doopma 232)
— Netn 91 (Tshkenas dpopma 58)

* [emodounua B

— Bapocnble 109 (Taxenasa doopma 50)
— [etn 22 (Taxenaa dpopma 14)



OunHamunka konnyecTtBa 3aKynaemoro caktopa B
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CpegHee konnyectBo FVIIIl Ha 1 nauyneHTa B 3aBUCUMOCTHU
oT BBI1
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BBl Ha gywy Hacenernus B gorapax CLUA

[aHHble MB® 2015 roa
Wisengapmsa 80675 $

CLWA 55805 %
ScToHKS 17288 %
Nutea 14210 $
NatBusa 13618 $
MonbLua 12495 $
Benapycb 5749 %
33,69
577

0-1,04 $ 1,044,1% 41-12,7 %

48,8

Benapycb B3pocnble

89,76

>12,7$

151,2

Benapycb getu



[lomaluHee nevyeHne Ans
B3POCIbIX

e 250ME Ha 70 kr —7% FVIII
e 500ME Ha 70 kr - 14%FVIII

« 10000ME
— 20 gHeun no 500 ME vnun
— 40 gHeun no 250 ME

— 1500x3=4500ME
— 500x3=1500ME
— 500x6=3000ME

Adherence Decreases With Age
Global Survey of Adherence to Prophylaxis

% Adherent Patients

EEEEEEEEE




Kyoa obpalaTtbca ¢ npobnemont

 [ne ecTtb npenapar
e [ e ecTb remaTonorug

« ObnacTtn — B obnactHyto bonbHULY, BCe
MHOTronpoMunbHbIE

* MuHck — 9 Kb, npun HeobxoanmMocTu
drakTop Oyaet nepeBegeH B Mnodyto
b6ornbHuyy r.MmnHcka



XEHWWHbI - HOCUTEIJIN
TEHA TEMO®UITUN

e HOCUTENen MOXXHO pa3dennTb Ha ABe rpynnbi -

"oonuratHble" n "Bo3MOXHble".

« Krpynne "obnuraTHbIX" OTHOCUTCS Ta XXEHLUWHA, Y

KOTOPOW
— oTeL boneH remodunmnen
— ABa unun bornee cbiHa 60NbHLIX reMounmnen,

— JKEHLLMHbI, Y KOTOPbIX CblH, @ TaKke pPOACTBEHHUK-
MY>XX4MHa Mo NUHUKM MmaTtepu, 6onbHbI remodunmen



XEHWWHbI - HOCUTEIJIN
TEHA TEMO®UITUN

* . Krpynne "BO3MOXHbIX" HOCUTENEN
reMoMunnnun OTHOCATCA XKEHLUUHbI, Y
KOTOPbIX

— B OWNH 1 bonee poacTBEHHUKOB C
remounmen no INHUM MaTepu,

— remocununen 6oneH TonbKo OAWUH CbiH, Y
OPYrMX pOACTBEHHUKOB-MY>XYMH TaKOW
ONarHo3 OTCYTCTBYET.



YJypexageHna meguko-
reHeTU4YEeCKon Crnyxobl

 PHIL «Matb v uta» - meguko-
reHeTn4yeckoe KoHcynstupoBaHue, JHK-
OVarHoCTUKa, NnpeHaTanbHasa AnarHocTmka

« ObnacTHble MeaunKo-reHeTn4yeckue
LIeHTPbI: KOHCYNbTUPOBAHWE



[lpobnema obesbonmeaHna y
NaLMEHTOB C reMoMUINeEn

« Bocnpusatue 60nn cyobLeKTUBHO U onpeaenseTcy
NCUXONMOrMYECKUM COCTOSAHUEM YenoBekKa.

 OgHa 1 Ta xe 6onb pasnM4YHO BOCNPUHMMAETCS
CO3HaHWEM 4YernoBeKka B 3aBUCUMOCTU OT MHOIMNX
doaKkTopOB.

 VlccnenoBaHua nokasanu, Yto 00nbLUMHCTBO
BOOMbHbLIX FrEMOMUITUEN UMEIOT CHUXKEHHbIW
boneson nopor



OnbiT CLUA

* B 2012 rogy B CLLUA nposeneHo
nccrnengoBaHmMe, B KOTopoe BoLnn 764
BbonbHbLIX remodounnmen.

* 39% ucnbiTbiBana 60nb nroxo
nogadaroLLyoCca Tepanuu.
* CpeaHAaAst MHTEHCUBHOCTb

— ocTpoun 6onu 6 bannos (no 10 6banbHOM WKane)
— XpOHu4eckon b6onun 4 dbanna



OnbiT CLUA

* bopbba c 6onbio — npenapat FVIII vnn F IX n komnnekc
RICE (nokon, nen, komnpeccua, NpuUnogHAaToe
NonoXeHne)

« ObGesbonueatoLlme npenaparbl

— 53% nauneHToB MCnosib3oBanm napayeTamorn
— 46% npumeHann onmounabl

[axe HENPOAOOJTKNTESIbHOE BPEMA NpUemMa ornmonaons
conpoBoXxXaaeTcqd pa3BUTUEM TONEPAHTHOCTU U
HEOOXOANMOCTbLIO NOBLILLEHUST J03bl, 3aBUCUMOCTb

Ha HayanbHOM 3Tane onuonabl OKasbiBatoT
obe3bonuBatoLLnin 3PPEKT, KOTOPbIN CMEHAETCH
dbopMmnpoBaHMEM OTCPOYEHHON rmnepanbresnm



Bbibop aHanbretnkos

JTMHNW Tepalrnnmnn

e 1-9 — HEHAPKOTUYHECKNE aHaJIblI€TUNKA

e 2-94 HaApPKOTUYECKNE ONUonaHbIe
aHanbreTukn



PekomeHaoauun BOI 2012r

1-9 NIMHNUS HeonMonaHbIN aHaNbreTukK
[Tapauetamon 200 mr, 500 mr
‘Bpemsa Havana gencteuga 15-30 MuH
MakcumanbHaga cytodHas gosa 4000 mr
[lpoTMBONOKAa3aH AeTAM A0 6 neT

[Tobo4yHOEe gencrTBme renatToToKCUYHOCTb.
NccnepgoBaHne B Benukobputanmn 2008 roay
nokasaro, 4TO NPUMEHEHNE NapaueTamona y
B6onbHbIX remounuen ctpagarowmx renatntom C
MOXXET NMPUBECTU K pa3BUTUIO NEYEHOYHOU
HEeQOoCTaTOYHOCTH



PekomeHaoauun BOI 2012r

» 2-9 nnHnsa HINBC (MHrmbuTtopbl
LIOI'-2)

 [lencTBre 0CHOBaAHO Ha YMEHbLUEHUN
BOCNanNUTENbHOWU peaKkLun

* imeeTca adpdoeKkT «noTonkay,
yBENMMYEeHNe 003bl BblLLE
MaKCUManbHOW HE AAaEeT YBENMNYEHUS
o0e3bonnBaHugA, a yBenninBaeT
TOKCUYHOCTb



PekomeHaoauun BOI 2012r

— Lenekokcunb (Llenebpekc) BHyTpb 100Mmr,
MaKkcumanbHaga cytoyHaa gosa 400 mr

— Menokcukam ( MoBanuc) BHyTpbL 7,5 Mr, 15
M, MakcuManbHaga cyTodHas gosa 15 mr

— Hnmecynua (Humecun, Hans) BHyTpb Mo
100 mr , makcumanbHasa cytodHaa gosa 400
Mr Henb3a getam go 12 ner,



[10O0OYHbIE NENCTBUS
nHrmoutopos LIOI-2

[Topa)keHune XenyaouHO-KULLIEYHOro TpakTa
(A3Bbl, raCTPUTLI, KPOBOTEYEHMUS)

HEPOTOKCUYHOCTb
[loBbILLEHME pUCKa NMHMAPKTAa

TopmMoXeHne KOCTHOW penapauum (nepenomsl,
ornepaummn Ha KOCTAX)

HeratnBHOE BNMMAHME Ha CyCcTaBHOWU XpALL
(Menokcnkam B MEHbLLUEWN CTEMNEHMN)

[enaToTOKCUYHOCTb (HMMecCynua)



HeonnonaHbIn aHanNbreTuk
(pekomeHgaunm «l'emaTonnorM4ecknim HayvHbIu
ueHTp» MockBa

* Hedponam BHYTpL 30-60 Mr 3 pas3a B AeHb.
MakcumanbHaa cytodyHas gosa 270 mr.
* MoxeT coyetartbesa ¢ HINBC.

* [loObOYHOE aencrteue
— Taxukapausi, HapyLleHue cepaedHoro putma
— [onoBOKpyXeHue, TPEBOXHOCTb
— TOLWHOTAa



PekomeHaoauun BOI 2012r

e 2-9 NMNHUNSA

— HapkoTunyeckne onmongHble aHanbreTuku,
MoryT codetaTtbca ¢ HINBC

— bnokupytot npoBegeHne 6oneBoro curHana

— He nmetoT adpdekTa «noTornkay, 4o3a MOXET
TUTPOBATLCA 40 NoNyyYeHna adpdekTa unum
Pa3BUTUSA NOOOYHbIX MPOABNEHNN



OnnongHble HapKoTUYECKUE
aHanbreTuKn

* [ToboYyHble OencTBUS:

— YrHeTeHue gblxaHus (Henb3a AeTtam o 3 ner,
NOXWUNbIM)

— CepatuBHbLIN 9 PEKT (COHNNBOCTDL)

— 3anop, TolwHoTa, pBOTa, CYXOCTb BO PTY

— Cynoporu

— CyxeHue 3padka

- 3yA

— Ouncdopus (6onesHeHHO-NOHUKEHHOE HACTPOEHME)
— lNanmouunHauumn (obpasbl BO3HMKAKOLWNME B CO3HAHNN)
— 3aBUCUMOCTb U TONMEPaHTHOCTb



PekomeHaoauun BOI 2012r
Tpamagon
* BHyTpb, BHYyTpMnBeHHO 50, 100 wMmr,
* MakcumanbHasa cytodHaa nosa 400 mr

. |'|p|/| nepego3npoBKke yrHeTeHE ObiXaHNA,
cyaoporun, aHypmd, KoMa



PekomeHaoauun BOI 2012r
[mapomopdoH (XKypHucra)

* [lpnem BHYTpb 1 pa3s B CYTKW.
* B 5-10 pa3 akTnBHee, YeM MOPPUH.

* MakcnmanbHasi KOHUEHTpaLUKns Yepes
13-16 yacoB, cTabunbHasa B Te4eHue
18-24 yacos

« HayanbHaga no3a 8 mr



PekomeHaoauun BOI 2012r
MopduH

* B\BeHHO 10 mr/mn, 4-6 pas B CyTKU

* MakcnmanbHbIM 3dpdekT Yyepes 20 MuH,
NPoOOOSIKUTENBHOCTL 5-6 YacoB



KoaHanbretTuku

« BanepunaHa tabn 200 mr 3-4 pa3a B AeHb

* TpaBa nycTblpHUKaA — 15r Ha cTakaH
KUNATKA, HacTamBaTb 1-2 yaca 3CT. NTOXKU

0o 4 pa3 B AeHb
 [lanaBepuH — CHMXKaEeT cnasm MblLLL,
Tabn. 40 mr 3-4 pasa B CyTKHK

* [lnazenam — npenapaTt CHMXaroLLNA
4YyBCTBO TPEBOIM, HaNpPsXXeHud, cTpaxa.
Tabn. 5 Mr 2-3 pasa B CyTKM



