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3a4yeM HYXXHbl peecTpbl NaLlMEHTOB? ‘§ &N

A CKOAbKO GOAbHbIX C PEAKUM AUArHO30M? UAK He4TOo GoAbLLee?

OnpeneneHune uenen BegeHns peectpa \ perucTtpa

Tun peecTpa (NAUMEHTCKNI \ KITMHUYECKNIA \ « CTAaTUCTUYECKNNY)

OnpeneneHune obbema cobmpaemblix AaHHbIX

Mcnonb3oBaHne cobrupaemMblx AaHHbIX

3alwuTa nepcoHanbHbIX AaHHbIX U NPEeaoCTaBnAemMon MHdopmalum

O6HoBMEHNE OaHHbIX (PEECTPbI — XXMBOW UHCTPYMEHT, HE MOXET CYLLLeCTBOBATb CTaTUYHO)
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Bo3MOXHOCTM AaHHbIX PEECTPOB OT THRFATM

B 3aBucuMocCTH OT TUnNa peecTpa 1 uenun (NaumMeHTCKUN VS KITMHUYECKNIA)

Core data set \\ Expanded data set

OuHamnyecknn \ ctatnyeckun

YacTtoTta o6HoBNeHus gaHHblx \ O6bem 06HOBSEMbIX aHHbIX HA NEPUOL BPEMEHU

M cTopmnyecknin KOHTPOIib

KnuHnyeckas oueHka cocTosiHuS naumenTa \ apdekTMBHOCTM Tepanum (Mo Lwkanam)

PROMs (patient reported outcome measures)

YpoBHM gocTyna \ NpoBEPKM N KOHTPONSA JaHHbIX

Mcnonb3oBaHue ans MapLwpyTtmndaumn n npeemMcTBeHHOCTN NnaumneHToB

Y,
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CMA

» Cempu CMA ¢ c

«Cembn CMA» — poccumnckas HeKommep4veckasa opraHnsauusi, 06 eauHMBLLIAA B3POCHbIX NALMEHTOB
n cembn ¢ getbMmm co CMA.

OpraHusaumnsa 6oina cosgana B 2014 rogy, 3apernctpmpoBaHa B KoHue 2015r (doHa)

Hawa muccusa — noctpoeHve HaumoHarbHON 3(PPEKTUBHON KOMMIMEKCHOW CUCTEMbI MOMOLLM U
nogaepXxku nauyneHtoB co CMA, nx cemen n 6nmskux.

Hawa npuopuTeTHasa 3agada — JOCTYMNMHOCTb 1 CBOEBPEMEHHOCTb NMNOMOLLN KaXkgom ceMbe

Ham BaXxHO, 4TOObI KaXkaas ceMbsl — He ocTaBanach OAWH Ha oAuH ¢ Bone3Hb, Morna
paccunTbiBaTb Ha MHPOPMAaLMIO, NOMOLLb U NOAAEPXKKY.

Peanusauusa atux 3agady — HEBO3MOXHa 6e3 cucteMHon paboThl

D C 2017 roga poccumckmin gpoHa «Cembn CMA»
- uneH Esponenckon Accoumnaumm SMA EUROPE, o6beguHsaowen nauneHTckmne
obbegmHeHns CMA 13 19 ctpaH

SMA Europe
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eecTp Mal¥eHTOB CO CIMHAJIbHbIMU
MbIIIIEYHBIMHY aTPOPUAMU

LLEAMU:

B Poccuu

 NMoHuMaHUue «macLuTadba 6eACTBUAY

NnauUnMeHTOB

e OLEeHKA KOAUHMEeCTBA U COCTOSHMSA

+ OB600OLLEHME MHADOPMALMU MO NALMEHTAM
* HOAOQAMTb B3AMMOAEUCTBUE MEXKAY
BPAYOMM, MALMEHTAMM KU MOMOTAIOLLLMAMM
OPraHU3ALUMIMM AAS DFFEKTUBHOTO
. OKA3AHMA MEAMLLMHCKOM MOMOLLLU
* [IpOBECTU AHAAU3 U CUCTEMATUIALLUIO
npobaem 1 NOTPeBHOCTEN MNALMEHTOB.
BO3MOXXHOCTb BbICTPOUTL BOAEE
SAPDEKTUBHYIO CUCTEMY MOAAEPXKKM
cemen (MHPOOPMALMOHHYIO, COLUMAABHYIO,

NCUXOAOTUYECKYIKD, MATEPUAABHYIO M T.1M.
* [1OArOTOBMTL 6A3Y 1 CO3AATb YAOOHbIM

me

ikl

BeAeHml HCIY‘-IHI:IX 7]
|-|m4 3000AEBAHMA U

ecne4vyeHus AOCTyna / a‘efp/aﬂuﬂm

hitp://f-sma.ru/proekty/reestr-sma

e

PETUCTPALMOHHAS ®OPMA 111 YHACTHA B POCCMACKOM PEECTPE BOJIBHbBIX
CMWHANBHOMW MBIWEYHOW ATPO®HER

+ Bee rpadi Aomws! Burms 3anoness nom

Enanrwn

damaniuz Heamos

- BHICNATE
¢mwa 115408, Mocxea, yn.
C

19.10.2014 flon

SHO waTzpu [

Hosa Huwa NeTpossa

Maarioa Hean Onerosis

KowTaTer (naunewTa wnm poanTens
info@mail.ru

Omcx

#, ecnn NaunenTy Mekes 18 ner)

Tensdon 8-503-123-4567
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Poccumckmm peectp CMA ¥ gcria
(SMA Family Foundation Registry - Russiq)

BeaeTcsa c HOs6ps 2014r. YacTb eBpoOnenckoro peecTtpa
* Treat-NMD

y HO KOHEL, 20] 5r- — OK ]OO «  Mea. kypartop — Aptembesa C.b.

e Ha KOHEL, 20] 6r. — OK 300 » Self-report registry (Patient reported)
+  KoopauHaums n seaeHme — Cembnt CMA

« Ha koHel, 2017r. — ok. 480 e

e Ha koHeL, 2018r. — 668 4yeA.
e Ha koHew, 2019r. — 898 yeA.

 Ha 31 auBaps 2020 - 928
YeA.
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AATANCKMM KPaK 18
baluKkopTOCTaH pecn. 25
BeAaropoackas OOA. 12
BpsHckas 0BA. 15
BoArorpaackas o0A. 11
928 GoAbHEIX CMA B PeecTpe NaUMEHToB CMA  gononoscran o6n, 20
Poccum HO KOHELL dHBAPS, M3 HUX : Aarecran pecn. 13
- MpkyTCKas ODA. 11
741 AeTe” 7! HOApOCTKOB AO ]8 AET U Kemeposckas OOA. 10
187 B3pocAbIx cTapLue 18 AeT Kmposckas 06A. 12
KpacHoAQpCKUi KpaK 51
KpacHosgpckui kpam 14
Kpbim pecn. 15

PermoHbl PP, rae BbISBAEHO Mocksa 136
HAMBOAbLLIEE KOAMYECTBO Mockosckas 0OA. 52
Hiokeropoackas O0A. 19
naumeHtos co CMA (6oaee 10 HOBOCMBMPCKAS OBA. 1
yeAaoBek) - 31 permoH MepMCKMit Kpar 15
PocTtoBcKas ODA. 21
B 79 13 85 perMoHOB BbISBAEHDI gagzziigzg; o6 ﬁ
©oAbHble CMA No AGHHbIM CBEpPAAOBCKAS ODA. 37
permcTpa CTABPOMOABCKMM KPAW 22
TatapcTaH pecn. 26
TBepCKkas OOA. 10
TioMeHCKas OBA. 23
YAMYPTCKQOS pecn. 10

Y AbSIHOBCKQS ODA. 11

4 6 OA. 17
- ////////////// // / ‘-ljé\;u_lwcHK(;iloggcﬁ 15
// s, APOCAQBCKAS OBA. 10
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Kakme AQHHbIE Mbl CODUPAEM? 2

AMYHbIE AOHHbBIE
PO naumeHTa
oA

PUNO poANTEAEN\3AKOHHBIX MPEACTABUTEAEN (€CAM MPUMEHUMO)

D N N NN

KOHTAKTbI NAUMEHTA AU POAMTEAEM\3AKOHHbIX MPEACTABUTEAEN, ECAM NALMEHTY meHee 18 aeT (email,
TEA)

AN

POXXAQHCTBO

AApPEC (MEeCTO NPOXMBAHUI U\MAM perncTpaummn) [PO — PermoH — HaCeAEHHbIM MyHKT]
- AMQATHOCTMKO

v AmarHos (CMA)

v Tun CMA

v' AHK-noatsepxaeHme amarHo3a (SMNT) 1 koamyecTso konmm SMN2 (ecan nposoamAcs) (C 2019 He BHOCUM
TOABKO MO KAMHWUYECKOMY AMATHO3Y)

v CemerHaa MCTopmS (ECTb AW ELLLE B CEMbE CAYYAM 3000AEBAHMS)

D ) //////// /////// ", | = ////
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Kakme AQHHbIE Mbl CODUPAEM? ¥Famn

AMATHOCTUKA (MPOAOAXEHME)
BO3paACT NPOABAEHMS MEPBLIX CUMMTOMOB

Bo3pacT \AATa MOCTAHOBKM AMATHO3A

AN NN

YypexxAeHMne NOCTAHOBKM AMATHO3A

e OCODOEHHOCTUM MUTAHMS NMALLMEHTA

v Cam \ 30HA \ TactpocTtoma

* AbIXOTEABHAS COYHKLLMA

v COMOCTOSTEABHO (6€3 MOMOLLM ANNAPATOB)

v HMBA (BEHTMAIUMS Yepe3 MACKY) - MNocTosHHas (6oaee 12 Yacos), HacTuiHas (MeHee 12 HaCOB, BTY TOABKO
HOYbIO)

v UBA (BEHTMASLMS YepEe3 TPAXeOCTOMA) - oCTosHHAS (Goaee 12 yacos), HacTnyHas (MeHee 12 HaCOoB, BTY
TOABKO HOYbIO)

v' BO3pACT HOYAAQ BEHTUAALLMM

v MeCTO HOXOXAEHMUA MALUMEHTA, HYXXAQIOLLLETOCS B PECT.NMOAAEPXKKE (CTALMOHAP\AOM)

- ///////////////// @)
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Kakme AQHHbIE Mbl CODUPAEM?

O
i gcra

*  ABUIATEAbHbIE BO3SMOXHOCTM NALMEHTA

B HOCTOSLLUA MOMEHT

XOAUT COMOCTOSTEALHO
XOAMT C MOAAEP>KKOM MAM MPUCNOCOBAEHUAMM

[MoAsaer

CTouT y onopel

CTOUT HO YETBEPEHBKAX

CUAUT COMOCTOSTEABHO BE3 MOAAEPXKKM\OMOPbI

CHANT TOABKO C MOAAEPXKKOM
Y AEP>KMBAET FOAOBY

He yAep>XMBAET rOAOBY, MAAOMOABMXKEH

- ///////////////// @)

Hausbiclwias moTopHas coyHKLMSA, KOTopas GbIAQ AOCTUTHYTA
(ykaxxuTe B KOKOM BO3PACTE ... C U AO...)

Mor XO0AMTb COMOCTOSTEABHO
Mor Xo0AMTb C MOAAEPXKKOM

Mor noA3aTb

Mor CTodTb C MOAAEPXKKOM

Mor craeTb COMOCTOATEABHO (6€3 MOAAEPXKKM,
MCMOAB3OBAHMS CMELL. MPUCNOCOBAEHMM, BE€3 30BAAMBAHMM)

CHAEA C MOAAEPXKKOM
Mor Aep>XATb FOAOBY, HO HE CUAEA

HUKOTAQ HE YAEP>XKMBAA TOAOBY

/s

‘s, ,/////
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Kakme AQHHbIE Mbl CODUPAEM? ¥Famn

BTopumyHblE OCAOXHEHUSA (HOAMYME AedoOpPMALLUM)
OT1CcycTCTBYIOT

Aedbopmaumm rpyAHOM KAETKM

KoHTpakTtypsl

MoABbIBMXM T.6 CYCTABOB

D N N N NN

CKOAMO3

«  OnepaTMBHbIE BMELLIATEABCTBA

v Onepaumm No yCTAOHOBKE METAAAOKOHCTPYKLLMM B MO3BOHOYHMK
v Apyrve BUAbI ONEPALLMOHHOTO BMELLIATEABCTBA

* HODAIOAEHME B MEA.YYPEXKAEHMAX

v YypexaeHue
v’ Aeyalimin Bpay

v 3HOYUMbIE AEKAPCTBEHHbIE MPENAPATbI, KOTOPbIE MPUHUAAET NALMEHT (BAABMPOATHI, CAABOYTAMOA,

e ek Tepa /////////
P ///// &z s, . /////
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Kakme AQHHbIE Mbl CODUPAEM? Famn

*  Y4yacTtme B KAMHMYECKMX MCCAEAOBAHMAX

v TIPUHUMMAET Y4ACTHE B HACTOSLLLEE BPEMS (BKAIOYAS MPOOTOKOA MCCAEAOBAHMA U HAMMEHOBAHME AEK.
Mpenaparta)

MPUHUMOA PAHEE (BKAKOYAS MPOTOKOA MCCAEAOBAHMS M HOMMEHOBAHME AEK. MPENAPATA)
HUKOrAQ HE MPUHUAMOA y4aCTHE

. HO/\Y‘-IGHI/IG MNATONr€HETNHYECKOIO A€4HEeHM4

v HOMMEHOBOHME AEKAPCTBEHHOIO NPenapaT

v' B pOMKOX KOKOM MPOTPAMMbI \ KOMMEPRHECKOTO AOCTYNA \ HQ TERPPUTOPUU PP 1AM 30 pyBexxom

* POHAbI, MOMOTAIOLLIME MALMEHTY

» XeAaHue NoAy4aTb MHADOPMALMOHHYIO PACCHIAKY OT OPraHM3ALMK U
NPOUHUMMAOTb YHACTUE B MEPOMPUATUAX, MOAYHOTb KOHCYAbTALLMOHHYIO
NOAAEPXKKY JOOHAQ

* HaAn4ME MHADOPMUPOBAHHOTO COTAACKI HO OOPABOTKY AQHHbIX

- ///////////////// @)
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928 60AbHbLIX co CMA Ha cheBpanb 2020 : (,. CMA)
CTATUCTUYECKME AQHHbBIE (KDOME ABUIATEAbHbIX
NAPAMETOOB)

[ Twnbt [ Koa- 2
e [ L
TECTOM Koa-o Yo
452 49
273 » R :: 90
3 02 Her 90 10
8 08
928 100
-
526
—— w2
AeTH 741 80
Bcero 928
-
'IO3
My 428 46 244 26
‘Bcero | 928 _ 48 5
= ////// ~
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928 60AbHbIX co CMA Ha
CTATUCTUYECKME ACQHHbIE
ABUTATEAbHbIX MAPAMETP

CpeaHui Bo3pacT
nepBbiX CUMNTOMOB | KoA-o

3 Mec

11 mec

2 1oAQ 9 mec

- /| //////////////// 77 //////

doespanb 2019 : (J. (CMA)
(Mpumep) (kpome
OB)

CpeAHui BO3pacT
NOCTOHOBKMU AMarHosa [ Koa-o

CMA 1 7 MEecC

(04,,V:\ 2roaa 1 mec

CMA 3 6 AeT 6 MeC

‘s, ,/////
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MauneHTCKMN NnNu 2

KnuHnyeckun? UIIN vnnm N?
]

KOMOBMHMPOBAHHbIM
n . N «CTATUCTHUHECKMINN peecTp
AUHEHTCKUHU KAMHMYECKMI PermcTp (NQUMEHTCKMI GAOK,
peecTp peecTp (yHeTHgM, AAS IPOCHETO RN 2’8%':5’(‘10'(
obecneueHs) notpebHocTeN
Y, ) ) obecneyeHms) )

*  Koraa Ha4MHATbL COBMPATb AQHHbBIE?

* B KAKOM MOMEHT AQHHbIE MO MALMEHTAM HAYMHAIOT COBUPATLCH TOCYAQPCTBEHHbBIMM
OPraHamme

*  AOAXHbI AW MAUMEHTbI XXAOQTb MOKA AGHHbIE BYAYT COBPAHbI BDAYAMM MAM OPTAHAMM
3APABOOXPAHEHMSA?

o FBAAIOTCH AWM AQHHbBIE CODPAHHbIE NALUMEHTCKMMM OPTAHM3ALMIMM PEAEBAHTHBIMMS

+  Kak obecneymtb NpeeMCTBEHHOCTb AQHHbIX PA3HbIX TMMNOB PEECTPOB?

«  FBAIETCA A KOMBUHUPOBAHHBIM EAMHBIN T1n pernctpa no 3060AEBAHMIO BO3MOXHbIM B
POCCUMNCKMX PEAAMIXS N HTO Mbl MOXEM CAEAQTLS

- vz
) ////// 0, 4
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3a
JIIOOBIMU
nudpamy,
JOKYMEHTaMU
TUarHo3aMu
Y pelleHHusIMHU
Bcerja CTOSIT
peaJibHbI€e
JIIOAU U UX
»KU3HU!
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BNATOTBOPUTENbHbIV ¢OH[

«CEMbBbU CMA»

info@f-sma.ru

TECJI. +7 (495) 544 4989

-~ COLLABORATION-
(E). o @é@ —é! 5 £ é)' & ¢
" YW e OGN T ®
SUPPORT TEAMWORK COMMUNICATION TRUST MOTIVATION INSPIRATION  SUCCESS

sssssssssssssssss - 715797241
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