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AKTYanbHOCTb
Peakune (opdaHHbie) 3a6oneBaHua (1:10 000 )

Mpobnema opdaHHbIX 3abonesaHuii — 3To npobnema lfocypgapcTsa u cembu

* npoasnAtoTca B 1tobom Bo3pacte
*  UMeloT pa3Ho0bpa3HbIN CUMMNTOMOKOMMAEKC KAMHUYECKUX NPOSBNEHUN

* pasn4YHble HO30/I0rnYecKkune rpynnbl/dopmol
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(1)
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9P PEeKTUBHOCTb

HepoctaTouHoCcTM 6MOTUHMAA3DI

(neTtanbHbIN Ucxoa Ha 1 roay *KU3HU UK
WHBANNAHOCTb)

JleueHune ogHoro pebeHKa B rog,
— 100 000 py6nei

be3 neueHunsa: (peaHnmauma - okono 15
HeAeNb B rog, C Lenbto KynmpoBaHUA
3NNNENTUYECKUX CTATYCOB,
NOXWU3HEHHAA aHTUINUNENTUYECKaA
Tepanus, cpeacTsa peabuautauun).

JledyeHne cMMNTOMOKOMIMJIEKCA ,EI,ETCKMIZ

uepebpanbHbI Napanmy (MpUcyTCTBYET Y

60/1bHbIX C HE4OCTATOYHOCTbIO
6notnHmnaassbl) - 1 079 500 pybnein.

CpegHAaa CTOMMOCTb aHa/IM3a Ha
HacneacTBeHHble bone3Hn obmeH

— 1000 pybnewn

Yncno HoBopoXKaeHHbIX B 2016 roay —
143390 yen.

3aTpaTbl NP MacCOBOM UCCAeA0BaHUMU
— 143 390 000 py6eii

NMpoBeaeHo uccnegosaHni 8 2016 roay
(Npu couyeTaHUm KANHUYECKUX
cumnTomoB) — 2512

3aTpaTbl N0 NporpaMmme CeNeKTUBHOro
CKpUHUHra — 2 512 000 py6nei

JKOHOMUYECcKun apdeKT
(oueHouHO)

= 140 878 000 pybnei
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V' «OJHOTO OKHA»

MynbTUANCUUNNTUHAPHAA MHOTOMNPOPU/IbHAS
KOMAHAA 1. PopmupoBaHue

perncTpoB
YcnoBua:

NegunaTp, eHeTuK, *CTaLMOHapHO 2. dopmuposaHue
Hesponor, Hedbponor, *AMBYNaTOPHO noTpebHoCcTH ANA :
[femaTonor, Pesmatonor LEHTPAANS0BaHHOW
[ACTpO3HTEpONOT, 3aKYyNKH

MynbmoHonor, JeTcKkuit ®opmbl 3. Bbigaya B ANTEUYHbIX
oHKosor, JeTckuii *IKCTpeHHas nyHkTax N6Y3 « LU0 A3M»
3HAO0KPUHONOT, [leTCKuni *HeoTnoxHas

KapAMONOT M AP *[1naHoBaA
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OpUrMHanbHOCTb

’ _ A CKPUHWHT MOMOXKET
AHANIE. YCTAHOBWTL NPABUILHbIA IMATHO3!
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HepocTaTo4YHoCcTb CPS1 n3
rPynnbl HApyLWeHMA UMKNA
MOYEBUHDI,
HeaocTaToyHocTb COX10 13
rPynnbl MUTOXOHAPWUANbHbIX
3aboneBaHni, CUHAPOM
MUKpouedanmm c
KanuANapHbIMK
Manbdopmaumnamm

\ J

\ JIMD

Journal of Inherited Metabolic Di

Bnepsble

B Mupe

BbISiB/IEH MaLMEHT, C
MUTOXOHAPUANIbHBIM
3aboneBaHnem
(benoTUn
MUTOXOHAPWNANBHOIO
3aboneBaHus,
BbI3BAHHOTO
MYTaLUUAMM B reHe

\ DNA2 vy peteit) j

-

M0pgygpchht




OpUrMHanbHOCTb

1. HayuHble cTaTbu -7

2. MeTtoaunyecKkune peKomeHaauumm -2
3. WHPopmaumoHHble maTepuanbl —4
4

. Doknappbl - 24

NPABHTEIBCTBO MOCKBBI

JIEnapraMeHT UIPASOOXPRHCHHA TOPols MOCKEM

CONJIACOBAHO YTREFAENOD
JavecTHTENL NpeacelaTe
YUNoro MeaCEoro coner ] /
> / )
2014 roaa
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uTo HFORXNNUMOD

3aNAWATECH HA NPHEM K BPAVY, KOTOPBIA
Habmopats pebenka (8 Tom uucne

* nanpasnenme $,057/y - 04;

*no 8 (495) 695-01-71,
81495) 959-87=74;

NOCOUIEHMA NPEAOCTABMTS
J_‘) # MeAHMO=TEHETHUECKOS * B perucTpaType * CHANC:

Lnn penancepworo
HABANACHHS W CBOCBREMENHOTO
nexapc
P s e
MeAMKD=rCHETUNECKOTD OTACNEHHS
MUTKB (MocxoBExOro LenTpa
HEONATANLHOTO CKDMHMHTA)
fyn. Mumian, 4. uf

oraenenme MATKB
[Mocxoscxoro uewTpa
HEOHATANRHOIO CxPyHmHra)
BLINMCKY W3 MERWLIANCKDR
ACKYMEHTBLK POBENKD

(3 Geaepansmoro, ropoacxoro
YUDERACHAR 1 AD.).

axcnepTuanl,

** JloKapCTBONNIIE MPERapaTI N0 MOJONOHN
AMYKDGMHCUMA0T® BGIOTCR 10 POUOTTTY

# anreunom mywxre N* 5-2 (Y3 «LU10 [13M>,
KOTOPM HAXOIHTCR @ 2434 MOCKOBCKOID
LLONTDE MEOWITANUNOTO CRPIUMMNTE

lyn, Mo, 2. 24),

* Hanpaanewwe gopuu 057/y-04
PEAOCTANNNOTCR CawM P33 B IOR

* NDCNOPT / CBMALTENLETBO O POXACHUN;

« cnpauxy MCD (meauxo-coumansmo

*** [lam oopunenin obposomEHOrD

HIDOPMHPOINNOID COTNICHR.

AvcnaxcepHoe HabnwaeHne nauvenTos ocywecrenserca HE PEXKE YEM OZ1UH PA3 B TPU MECHUA.




HapéXHocTb

BHELWHUN 1 BHYTPEHHUN KOHTPO/Ib KauecTBa

Pe3ynbtaTbl HEOHATAaNAbHOrO CKPUHUHIA

nabopartopHbIX nccnepoBaHUn

2015 2016
(99,3%) | (99,6%)
ExXerogHblii ayAnT MeANLMHCKOMW OpraHu3aumum DO 145252 | 143 390
O6caenoBano 144 260 | 142 750
1338¢:0:5 (3: (1) 122 128
(0,08%) | (0,09%)
o aJIpEeHOr€HUTAJIbHBIN
KonunuecTBo KOHcynbTaLuii BpayaMu-reHeTUKaMm VARV 21 21
raJlakTO3eMHUSI 7 12
M Bcero -
BPOKACHHBIN 57 63
M MNepBUYHbIE TUIIOTUPEO3
MYKOBHCIU03 27 12
(heHUIKETOHY pHS 15 20

6onblue, yem B 2015r.

+49,4%

2015 rop, 2016rop,

BbiasBneHo 13 pgeteit ¢ YHUKaNIbHbIMU

HacneAacTBeHHbIMU 6one3HaAMU obmeHa U3
rpynnbi U3 rpynnbl OpraHUYecKux
aumaypuin/amumHoaumnaonatui (0,52%).

B ctaumoHape B 2016 r. nponeyeHo Ha 34%

(7584 ven.-2015r., 10 169 yen. -2016r.)

M0ppyopckh®




O6uwecTtseHHOe NpuU3HaHue

- | Beepoccmickoe
( obuecreo

Bpauam Mockosckoro
opdaHHOro uentpa
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O6uwecTtseHHOe NpuU3HaHue

1. VYvyactue B 3acegaHunax - 12
2. [oknaabl - 24

FOCYJAAPCTBEHHAA AYMA
QEAEPANBHOIO COBPAHMA POCCHACKON QEAEPALIUH

WIECTOrO CO3BIBA COBPEMEHHAA NEPUHATONOIUA:
KOMHTET I10 OXPAHE 3/I0POBbS OPFAHW3ALIMA, TEXHONOr UMW, KAYECTBO

Teoprnencand nep, . 2, Mocxsa, Ten RAVS)SO2-T347  Grac BAVS)SH2-50-16  E-msal cheadh @duma gov 1y rocgAeHHy It 90-neTHO O AHA POIAEHWA aKaneMika BA. Tabonura
MOCKOBCKUI

|| i
DENEPANBHOE COEPAHWE POCCUNCKOW DEAEPALIMKA MBLLKPORYC SKCTO"
KOM"TET COB ETA QEAEPA“M “ 29-30 HOABPA 2016 . «TP’VAI-!I:!I’I AWATHO3» B MEAVNATPUM

Nno COUMANBHON NONUTUKE NMPOrPAMMA

. B AwaTo0sea, & 26, 1. Mocesa, 103428

-‘L- m 20‘8 r.

OBUIECTBEHHAS TAJIATA
POCCHHUCKOW ®EJIEPALIMHA

KOMHCCHA MO BEONACHOCT I H BIARMOEACTEHIO C OHK

Muyeosaw wa . Loep 1, Mocwnn, PO, 129703, ser: (409) 2205500, danc: (899) 2506004, calit: waw.apifog u H c T u T y T

12 moas 2006 . MNe SOTIK-5




He yctaHOBMB AMarHo3, HEBO3MOXHO 1eUnTb 60ne3Hb.
Ecan npotuBoaama patb CBEpPX Mmepbl,
OHO NoAEeUCTBYET BpeaHeU, uem aAa.

Anu Ac-CamapKaHou

CNACUBO
3A BHUMAHME!

bone3Hb nepecmaem 6bimb pedKol, o e
w -
K0o20a Kacaemca camozo bau3Koz20 yenoeeka ""Poaont\‘““

22 orphancenter@morozdgkb.ru



