WHopMaLmnoHHble MaTepuranbl Ans cemei (,.
[MPABO HA NNEKAPCTBEHHOE OBECIEYEHVE
[YTb NMAUVEHTA

[TPABO HA JIEKAPCTBEHHOE
OBECIIEHEHHUE

CnuHaabHas MblwevyHass ampogus (CMA) -

2eHemuiecKoe HepeHO-MbluleuHoe 3a00aedanue, npu KOmopom paseuedemcs
npoepeccupyrowas ciabocmv, ampogus U napaiuy Moy 6 pesyivmame
nOpPadNCeHUst 08USAMENbHBIX HEUPOHOB.

Omo o0Ha u3 Hauboiee 4acmvlx NPUYUH OEMCKOU CMEPMHOCMU, 8bI36AHHOU
HAC1e0CMBEHHbIMU 3A00Ne8AHUAMU.

Ipuuunoti CMA sensemca  Odeneyusi\wmymayus 6 ecewe SMNL1  (eene
BBINCUBACMOCTIU MOMOHEUPOHOB). B HOpMe 3mom 2er KOHMpOaupyem uvlpadomky
oenxa SMN, ueparowezo sadichyo ponv 6 memabonusme HepsHvIX Kiemok. H3-3a
neoocmamxa 6eaxka SMN npoucxooum nomeps MomoHeupoHos u 6 pe3yibmame
bonvnvie CMA mepsiom cnocobHOCmMb YAPABIAMb CEOUM METOM.

Fonvuvie ocmatomes  noaHocmvio  UHMENNEKMYAIbHO-COXPAHHbIMU, — HO
OonesHb  NpugOOUM K HOCMENeHHOU nomepe O08U2AMENbHbIX  HABLIKOE U
ObIXAMENbHbIX  (DYHKYUL, Jauwlas oOemetl U G3POCIAbIX BO3ZMOICHOCMU CHOSMb,
cudems, 08UCAMbCSL, 2IOMAMb U ObIULAMD.

E—

CrnunanpHas MbimeyHast atpodus (CMA) Bxoaut B [lepedens peaxux (opdpaHHBIX)
3a0oneBanuii, c(opMuUpoOBaHHBII MUHHCTEPCTBOM  37paBOOXpaHeHus Poccuiickoi
denepanii 1 pa3MElIeHHBI Ha ero oduimanibHoM caiite B cetu "WutepHet". Baxkho

OTMCTHUTDB, YTO I[aHHHﬁ IEPCUCHDb ABJIACTCA CTATUCTHUYCCKUM M HC HCCCT 3a coboii FapaHTI/Iﬁ
JIbI'OTHOTO JICKAPCTBCHHOT'O obecrieuyeHusl.

Opdannbie 3a00neBaHus TPEOYIOT AJIs CBOETO JieUeHUsl crienuduyeckue CpeicTna.
[TyakTom 6.1. ct. 4 ®enepanpHoro 3akoHa oT 12.04.2010 roga N 61-®3 «O6 obpaiieHun
JICKaPCTBEHHBIX CPEJICTB» HA TEPPUTOPHH POCCHHM YCTAHOBJIICHO TMOHATHE «OpQaHHBIC
JICKapCTBEHHBIC Tpernaparbl», T.€. JIGKAPCTBEHHBIE IMpemnaparbl, MpeIHa3HAuYCHHBIC
UCKITIOYUTENIBHO ISl  JUATHOCTUKHA WA TIATOTCHETHYECKOro JIeYeHUs  (JIeUeHus,
HaIpaBJIEHHOTO Ha MEXaHU3M Pa3BUTHS 3a00yeBaHus) peAKuX (ophaHHBIX) 3a00JI€BaHUH.

Jliis neuenust opdannoro 3aboneBanus CMA (Kox mo MKbB 10 — G12) B HacTosmee
BpEMSl CYILECTBYET €IMHCTBEHHBIM OpQaHHBIM Mpenapar, 3aperucTpupoBaHHbIE B PO

16.08.2019 roma (perucrparmonnsiii Homep JII1-005730) — Hycuuepcen (Crnmupasa),
NEHCTBUE KOTOPOTO HAIMPABICHO HA MEXaHW3M PAa3BUTHS 3a00JEBaHUs (JAHHBIA TperapaT
npeHa3HauYeH UCKIFOUUTENLHO IS TaToreHeTndeckoro jeueHuss CMA).


https://www.rosminzdrav.ru/documents/8048-perechen-redkih-orfannyh-zabolevaniy
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=
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[IpaBo Ha JIBrOTHOE JICKAPCTBEHHOE OOECIICUCHHE y JAHHON KaTEeropuu MaIlMeHTOB
BO3HMKAET Ha OOLIMX OCHOBaHUSX, B pamkax llocranoBienus IlpaBurensctBa P® ot 30
uronsg 1994 r. N 890 «O rocymapCTBEHHON MOJJIEPKKE Pa3BUTUA MEIUIIMHCKOMN
OPOMBIIIJICHHOCTH M YJIY4YIIEHUHM  OOECIEUeHMs]  HACEJIIGHHS W YUYPEKICHUU
3/IpaBOOXPAHEHUS]  JIEKAPCTBEHHBIMU  CPEJCTBAMH W M3ACIHSIMU  MEAMIIMHCKOTO
Ha3HAYCHUS.

JIbIrOTHBIE KaTeropuu / HepequL JEKAPCTBCHHLIX CPEACTB

JleT nepBbIX TPEX JIET KU3HM, a BCE JIEKapCTBEHHBIE CPEJICTBA
TaK)Ke€ JETH U3 MHOTOJIETHBIX ceMei
B BO3pacTe 110 6 jeT

HuBanune! I rpymisl, BCE JICKapCTBEHHBIE CPEJICTBA, CPEACTBA
HepaboTaromye nHBaIuIs! 11 MEUIIMHCKON peaOuinTalnm, KaJoNpUueMHUKH,
rpYyMNIbI, 1€TU-UHBATUIbI B MOYETIPHEMHUKH H MEPEBA30YHBIC MaTEepHabI (110
BO3pacte 70 18 jer MEIUITUHCKUM MOKa3aHUIM)

IlpenBapuTeJbHBIM  YCJIOBHEM, JIbFOTHOIO JIEKAPCTBEHHOI0 o0ecneyeHus
SIBJISETCH Ha3HAYEHHeE JIEKAPCTBEHHOI0 Npenapara.

Munucrepcrso (lemaprament, Kommurter) 3apaBooxpaHeHusi cyobekra P®
OpraHmsyeTr JIbIFOTHOE JIeKapPCTBEHHOe o0ecneyeHHe TOJbKO B COOTBETCTBHH C
HAa3HAYEHUSAMH Bpa4a / Bpa4eOHOH KOMHCCHU.



http://ivo.garant.ru/document?id=1268&sub=0
http://ivo.garant.ru/document?id=1268&sub=0
http://ivo.garant.ru/document?id=1268&sub=0
http://ivo.garant.ru/document?id=1268&sub=0
http://ivo.garant.ru/document?id=1268&sub=0
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MYTb MALWEHTA

[IYTb ITALHUEHTA

Peanu3ys cBoe mpaBoO Ha JBFOTHOE JIEKAPCTBEHHOE OOECIeUYCHUE, MAMEHT JOJDKEH
MOHUMATh, YTO, C OJHOW CTOPOHBI, JJIs AMATHOCTUKU U JICUCHHUsS 3a00JICBaHUI, KaK BO BCEM
MHpe, Tak M B Poccuu, MCHONB3YyIOTCS Bce Ooiee W 0oJiee CIOXKHBIE W YHUKAIbHBIC
MCIUIIMHCKAE  TEXHOJOTHMH,  pa3padaThIBAIOTCS  HOBbIE  BBICOKOTEXHOJIOTHYHBIC
JICKapCTBEHHBIC MpemapaThl, JICHCTBHE KOTOPBIX HAIpPaBIEHO Ha OJOKHPOBAHHE
MEXaHU3MOB pa3BuThs Oone3nn. C Apyrod CTOpOHBI, OpdaHHbIC 3a00JIEBaHUS HMEIOT
MaJlyl0 pactpOCTPaHEHHOCTh B OOIICH MOMYJISIIMKA HACEJICHHs JF000W CTpPaHbl, B CBS3H C
YeM HE BCE Bpayd MMCIOT OIBIT JICUCHHUS JAHHBIX PEIKHUX HaTojoruii. TakuMm oOpasom,
oOparascy K Bpady C MpOChOOW pacCMOTPETh BOMPOC Ha3HAYEHHUS JICKAPCTBEHHOTO
npenapara CrimHpasa - Bbl MOXETE pacliedaraTh HHCTPYKIIMIO K MpernapaTy pa3MenIeHHYIO
Ha ['ocymapcTBEHHOM peecTpe JIeKapCTBEHHBIX cpeacTs (http://grls.rosminzdrav.ru) u

NpEeOCTaBUTh €€ Bpady Ui O3HAKOMJIEHHS M MH(POPMHUPOBAHMS O HOBOM BO3MOXXKHOCTHU
[IaTOT€HETUYECKON TEpAIHH.

IomaroBasi HUHCTPYKIUS

Ilar 1. O0patuTbcs K Bpauyy-T€paneBTy B MOJUKIMHUKE MO MECTY >KUTEIbCTBA C
npock00il HarpaBUTH (BbIIATh HANIPABJICHNE) K Bpady CHEMAINCTY — HEBPOJIOTY.

Ilar 2. C BpayoM-HEBPOJOTOM OOCYAUTH BOMPOC HEOOXOJUMOCTU JICUCHHUS
JekapcTBeHHBIM npenaparoM Hycunepcen (CrninHpasa) v OAydCHHsT PEKOMEH/IAIHI.

Hlar 3.

3.1. C monmy4eHHBIMU PEKOMEHAANNUAMU OOPATUTHCS B MOJUKIMHUKY 110 MECTY JKUTEIHCTBA
¢ mpochOoi mpoBecTH BpaueOHYI0 komuccuio (nanee BK) mo Bompocy HazHaueHHs

npenapata Hycunepcen (CnuHpasa), NIpHIoKUB PEKOMEHIallMK Bpaya HEBPOJIOTA.

Ilepsoe obpawenue moocem 6vimsv ycmuvim. Ecau nocne ycmnoeo obpawenuss BK ne
npoeedena, 0opamumsbcsi NOBMOPHO NUCLMEHHO HA UM 21A8HO20 8Ppaid NOJUKTUHUKU C
npocvootl nposecmu BK u naznauums npenapam.

Jlanee cmorpu Ilar 4.

3.2. B cimydae, eciu HEBpPOJOT COMHEBAETCS B NPUHATHH PEHICHUS, HEOO0XOAUMO
o0paTUTBhCSI K HEBpPOJIOTY WJIM Bpady-TepamneBTy C MpochbOOM HampaBUTh Ha
TOCHUTAIN3ALMIO B 00JIACTHOE YUPEXKACHUE 3JpaBOOXPAHEHUS ISl IPOBEIECHUS


https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53afdec7-1b35-4583-bb11-d5f7c5d2546a&t=
http://grls.rosminzdrav.ru/
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KoHcuinyMa Bpaued (manee KB) ¢ 1eiablo yCTaHOBIGHHS JalbHEHMIIEH TaKTHUKH

WNHhopMaLMOHHbIE MaTepuans! Ans ceMen ¢ ,.( Gm

JedyeHus (B TOM 4HCIE C TPUMEHEHHEM TEJIEeMEIUIIMHCKUX TEXHOJOTUH —
TEJICKOHCUIINYM C ydacTheM (eepaibHOTO MEIUIIMHCKOTO YUPEKIACHUS).

Ilepsoe obpawenue moocem 6vimv ycmuvim. Eciu nocie ycmunozo obpawjenus 8ac ne
Hanpasulyu Ha 20CNUMAIU3AYUI0, 00paAmMuUmMvbCsi NUCbMEHHO HA UMS 2lIA6HO20 8pava
NOJUKTUHUKU.

B ciyyae nmosyyeHus OTKa3a B HaOpasJIeHUH Ha rocuuranu3aruro [llar 4.2.

3.3. B ciywyae rocnuTanusanyy, B CTallMOHAP HA UMsI [JIABHOTO Bpaya MoJaTh MHUCbMEHHOE
obpartenue ¢ mpocrkooit mposectu KB.

B cnyuae orkasza B niposenenuu KB Ilar 4.2.

3.4. Tlocne momyuyenust mpotokosa KB c pemenneM o0 HE0OOXOIMMOCTH HPUMEHEHUS
nekapcTBeHHOro npenapara Hycunepcen (CniuHpasa), o0paTUTech K JiedanieMy Bpady B
cTanoHape ¢ npock6oil mpoBect BK mo Bompocy HazHaueHus JI€KapCTBEHHOIO
npernapara Ha ocHoBaHuU peuienus KB.

Jlanee Illar 4.

Hlar 4.

4.1. B cinyuae HaszHaueHuss BK sekapctBeHHoro mpemnapara Hycunepcen (Crnmupasa),
HE0OXOAMMO THUCBMEHHO o0patuthcsi B MunuctepctBo ([emaprament, Komuter)
3paBooxpaHeHus cyorekra PO ¢ mpock00il OpraHn30BaTh TEPANMIO JIEKAPCTBEHHBIM
npenapaTom.

4.2. B cnyuae TmToOJIydeHUS OTKa30B peKoMeHayem oOpatuthcsi B DoHm aid
KOHCYJIbTUPOBAHUS M0 JAIbHEHIIINM IIaram.

BAKHO!

B pexoMenmanusix HeBposiora IoKHA OBITh ykazaHa ¢paza: « DHO wyscoaemcs 6
namozenemu4eckol mepanuu jiexapcmeennvim npenapamom Hycunepcen (Cnumpasa) no
MEOUYUHCKUM  ICUSHEHHbIM NOKA3AHUAM, No caedywuel cxeme ... (CxeMa JTOJDKHA
COBMAJAaTh CO CXEMOW, ONMHCAHHOW B WHCTPYKIUU K JIEKAPCTBEHHOMY TIperapary).
Jlexapcmeennviii npenapam Hycunepcen (Cnunpasza) 6 Hacmosiwee epems S6IAEmCsl
COUHCMBEHHVIM — NPEnapamom ¢ 3apecucmpuposaHnviMu Ha meppumopuu Poccuu
nokazanusmu 0 namozeremuydecko2o neyerusi CMAy.
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B mpotokosne koHcmiMyma Bpaueil OJDKHA OBITh H yKazaHa (pasa: «peuieHuem
KoHcunuyma 6padeti PHUO ycmanosnena credyiowas makmuka JedeHus. NAyueHm no
MEOUYUHCKUM  IHCUSHEHHBIM NOKA3ZAHUAM HYHCOAEeMCs 8 Npo8eOeHUU Namo2eHemudecKol
mepanuu nexapcmeennvim npenapamom Hycunepcen (Cnunpasa) no credyiowei cxeme ...
(cxeMa JIOJKHA COBIIAJATh CO CXEMOM, ONMMCAHHOM B MHCTPYKIUHU K JIEKAPCTBEHHOMY
npenapary). Jlekapcmeennwiii npenapam Hycunepcen (Cnumpasza) é nacmosiuee pemsi
A6151eMCS €OUHCTNBEHHBIM NPEnapamom € 3apecucmpupo8anHubimu Ha meppumopuu Poccuu
NOKA3aHUuAMU 071 namozenemuyecko2o neverus CMA»

B npotokone BpaueOHOW KOMHCCHM JOJKHA OBITh H yKa3aHa (pasa: «peuwieHuem
epauebnot komuccuu PHUO no MeOUYUHCKUM HCUBHEHHBIM NOKA3AHUAM HA3HAYEH
nexapcmeennviii. npenapam Hycunepcen (Cnunpasa), seisiowuiics namoeHemuueckou
mepanueti npu nevyenuu CMA no credyroweii cxeme ... (CXxema JOJDKHA COBHAAATh CO
CXEMOM, ONMUCAaHHOW B HMHCTPYKIIMU K JIEKaPCTBEHHOMY IMpemnapary). JlekapcmeerHuvill
npenapam Hycunepcen (Cnunpasa) 6 Hacmoswee 6pems SGISAemcs eOUHCMEEeHHbIM
npenapamom ¢ 3apecucmpupo8anHuiMu Ha meppumopuu Poccuu nokasanusmu 0us
namozenemuyeckoco neyerus CMA»

[ITMCbMEHHBIE ObPAIIEHHWA

['paxxmane UMErOT MpaBo OOpaIIATHCS JTUYHO, a TAK)KE HAMPABISATh UHIUBUYAIIbHBIC
U KOJIJIEKTHBHBIC OOpallleHus], BKJIIOYasi oOpalieHus: 00beAMHEHUN TpaXkJaaH, B TOM YHCIIC
IOPUINYECKHX JIMILI, B TOCYJAPCTBEHHBIE OPraHbl, OPraHbl MECTHOI'O CaMOYIIPABIICHUS U UX
JOJ>KHOCTHBIM JIMIIAaM, B TOCYJAPCTBEHHBIE W MYHHULMINAJIBHBIE YUPEKICHUS U HUHBIC
OpraHu3aIuy, Ha KOTOPhIE BO3J0KEHO OCYIIECTBICHUE MyOINYHO 3HAUYUMBIX (DYHKIUH, U
UX JOJKHOCTHBIM JIMLIAM.

Busl obpaiennii:

o 3agBJICHUE
e JKano0Oa

e lckoBoe 3asgBlieHUE

BAKHO! JKanooer u ucku AIANMCA  CHOHCHBIMU  HPOUECCYATbHBIMU
OOKYyMEHmamu,  cocmaegjieHue  KOmMopwvix  mpedyem  1OpUOUYECKUX  3HAHUIL,
PeKomeHnoyemcs 006epums ux n0020MoeKy Ipucma.

1)

E—
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Ilopsinok paccMoTpenusi oOpalieHuil rpaxinan peryaupyerca PeaepajabHbIM
3akoHOM oT 02.05.2006 roma Ne59-®3 «O mnopsizke paccMOTpeHUusi OOpalleHHMid
rpaxaan PO»:

I'paxjaHNH B CBOEM IMHCbMEHHOM OOpallleHuu B 0043aTE€IbHOM MOPSIKE YKa3blBaeT
1100 HAaUMEHOBAaHUE FOCYAAPCTBEHHOIO OpraHa MM OpraHa MECTHOT'O CaMOYIIPABIICHUS, B
KOTOpBbIE HAaNpaBisieT NUCBMEHHOE oOpaimieHue, Jubo QamMuwiInio, HMs, OTYECTBO
COOTBETCTBYIOIIETO JOHKHOCTHOTO JIMIIA, JINOO JTOJKHOCTh COOTBETCTBYIOILEIO JIMIA, a
TaK)K€ CBOM (paMWJIMIO, UMsI, OTYECTBO, IIOYTOBBIM apec U aapec JIEKTPOHHOM MOYTHI, MO
KOTOpPBIM JIOJDKHBI OBITh HAampaBlieHbl OTBET WM YBEIOMIIEHHE O Iepeajpecalnun
oOpalleHusi, Hu3jaraeT CyTh MpPeUIOKEHUs, 3asABICHUS WM KaJOObl, CTaBUT JUYHYIO
MOJIKCH U AaTy.

B cily4dac HeO6X0,Z[I/IMOCTI/I B IIOATBCPKIACHUEC CBOUX JOBOJOB I'paXKIaHHUH ITPHJIAracT
K IINCbLMCHHOMY 06paIJ_[eHI/IIO AOKYMCHTEI U MaTCpHaJlbl 100 MX KOIHH.

IlucbMenHoe oOpalleHHe TIpaskIaHUHA B TOCY/apCTBEHHbIl OpraH, opras
MECTHOI'0 CAMOYNPABJIEHUS WU J0JLKHOCTHOMY JIMIY MOXKeT ObITh MogaHo B ¢opme
3JIEKTPOHHOI0 TOKYMEHTA U MOAJIeKHUT PACCMOTPEHHIO B 00111eM MOPsiIIKe.

B oOpamenun rpaxxgaHuH B 00s3aTEIbHOM MOPSIIKE YKa3blBa€T CBOMU (haMUIIHIO,
UMsI, OTYECTBO, aJIPEC DIECKTPOHHON MOYTHI, €CJIM OTBET JOJIKEH ObITh HampaBsiieH B (opMme
AIIEKTPOHHOTO JOKYMEHTA, W TIOYTOBBIM aJpec, €C OTBET JOJDKEH OBITh HampaBieH B
nUchMeHHOU dopme. ['pask1aHuH BIpaBe MPUIIOKUTH K TAKOMY OOpaIeHHI0 He0OX0IUMbIe
JIOKYMEHTBI 1 MaTe€pUaJIbl B 2JIEKTPOHHON (hopme 1100 HapaBUTh yKa3aHHbIE JOKYMEHTHI U
MaTepHallbl UM UX KOTUU B TMCBMEHHOM (hopme.

Hwxe BBl HaliieTe 1madIoH 0OpalieHus.

BAJKHO! Bce oopauienus pacneuamoieams 6 2 yk3emnaapax. O0no oopawenue
6bl nooaeme, a HA 6MOPOM IK3EMRHAApPe mMpedyiime NOCMAGUMDb 6XO0AUWUIL HOMED U
oamy nooauu eamu oopauwjenun. Bmopoit skzemnnap oopawenun ocmaemca y éac Ha

PYKax.
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ILIABJIOH OBPAII[EHU

HaunmeHnoBanue opraHa 1 JOJDKHOCTHOTO JIMIA,

KOTOPOMY aJ[pecOBaHO OOpaIieHue, aapec

ot @amMunusl, UMsI, OTYECTBO MAITUCHTA, TPEJACTABUTEIS
BAYKHO! (ecniu o0pamenne mojgaeTcss B HHTEpecax
pebenka YKa3bIBaeTCs «B HHTepecax
HecOBepIIEHHOJIeTHEr0  (paMujaus, HUMA, OT4YECTBO
pedeHKa, 1aTa pokaeHus pedeHKa)

OBA3ATEJIBHO! Anpec u KOHTaKTHbIN TesaedoH, e-
mail.

3afaBJIcHUuE

YBaxaemblil (-ast) ¢amMuius, UM#A, OTYECTBO JIMIA, KOTOPOMY AaJPeCOBAHO
oOpamenue!

1. BBoaHas yacTh: KpaTKO€ M3JI0KEHUE PUUYUH 00pallieHus

2. OnucarenbHas 4acTh: U3JIOKEHUE 00CTOATEIHCTBA

3. [IpocurenpHas 4acTh: yka3aHHe TPeOOBAHMIM

[Ipunoxenus:
(YKa3bIBalOTCSl JIOKYMEHTBI, Ha KOTOpbIE JAENaeTCsl CChLIKa B OOpallleHHH, Kak Ha

MOJITBEPKICHUE TEX WM UHBIX OOCTOSTENBCTB M OCHOBAHUE TPEOOBAHMI)

Yucuao u moanuch



