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CkBopuoBoii Beponuke Uropesne

YBaxxaemas Beponuka UropesHna!

bnarorBopurenbHbIil poHA moMomy 00IBHBIM CHIUHAIBHON MBIIIEYHON aTpoduei u
IpPYTMMH  HEpPBHO-MbIIIEYHbIMU  3a0oneBaHusiMu  «Cembun CMA)» mnpocur Baiero
COJICHCTBUS U Pa3bsICHEHUI OTHOCHUTEIBHO IIPaB Ha MEAMULMHCKYIO IIOMOIIb MAIUEHTOB CO

CIIMHAJILHOM MBIIIEUYHON aTpoduei.

CrnuHanbHas MbllIeYHas aTpodus — mporpeccupyromiee 3a00eBaHue U OfHA W3
HauOoyiee YacCThIX MPHUYMH JIETCKOM CMEPTHOCTH, BBI3BAaHHOMW HACIEICTBEHHBIMU
3aboneBaHusIMU. bone3Hp MpUBOAUT K arpoduu MBI M TOCTENEHHOM moTepe
JIBUTATENbHBIX U JbIXaTeNbHbIX (QYHKUIUHN, JTUIIas JeTe U B3POCIBIX BO3MOKHOCTH CTOSITh,
CHJIETh, JIBUTaThCs, IJIOTaTh M JAbIMIATh. [ MOJaBisoOmero OOJIbIIMHCTBA OOJBHBIX CO
CMA 11 KOppeKIMHM CHMITOMOB JABIXaTEIbHBIX HApYLIICHWA W MOJJCP)KAHUS KadecTBa
KHU3HU, a JUIi HEKOTOPbIX — M MPOCTO >KU3Hb HEBO3MOXHa 0€3 JOpOrocTOsIIEro
pecnupaTopHoro 00OpyaOBaHUs, TpPeOYIOLIEro INPUMEHEHUS Ha IOCTOSHHOW OCHOBE:
anmapaToB Uil WHBAa3MBHOM M HEWHBA3WBHOW BEHTWIALMM JIETKUX, OTKAILJIMBATEIEH,
aciupaTopoB U Memka AMOy. OTCyTCTBUE JIBIXaTENbHOW MOMICPKKUA M HEOOXOIUMOMN st
3TOr0 MEAMIIMHCKOW aImapaTypbl BBIHOCUT CMEPTEIbHBINA IPUTOBOP JAETSIM U B3POCIIBIM CO

CMA.

Mpl upe3BbIYAaiHO NpU3HATENbHBl MuHucTEpcTBY 3apaBooxpaHeHutro PD 3a Tte
YCHIIUA, KOTOPbIE 3a MOCIEAHNE TOAbl ObLTN MPEANPUHSATHI, 4TOOBI BOIIPOC 00 oOecrieueHnn
MalUEeHTOB PECIUPATOPHBIM 000PYI0BAHUEM CABUHYJICS ¢ MepTBOU Touku. 6 Mapta 2019 r.
op1 mpuHAT N 18-D3 «O BHecenun usmeHeHuit B denepanbHbiii 3akoH "OO OCHOBax

oxXpaHbl 3710poBbsi rpaxaan B Poccuiickoit ®enepanuu" 1m0 BoIpocamM OKa3aHUSA



MaJUIMaTUBHOM MEIMLMHCKOM moMomm». brarogapss 3TUM H3MEHEHHUSIM, HAlUEHTHI CO
CHMHAJIBHON MbllIeyHoM atpodueit (CMA) noiayyuian npaBo Ha MOJIYyYEHUE NMaUIMATUBHOU
MOMOIIM Ha JIOMY U Ha o0OecliedeHre MEeTUIIMHCKUM o0opyAoBaHueM. B HacTosiee Bpems,
BBIIIEYKa3aHHOE O00OpYyIOBaHUE MALMEHThl MOTYT IOJYYUTh B CBOEM PETHOHE 3a CUET
CPEICTB, BBIACICHHBIX HA OKAa3aHWE NAJUIMATUBHON IOMOIIM COTJIAaCHO PacHOPSIKEHUIO
[IpaButensctBa P® 427-P, Takum oOpa3zoM, NI TOTO, YTOOBI MOTYYHUTh 00OpYJIOBaHUE 3a
MAlMEeHTOM JOJDKHA OBbITh TpPU3HAHA HEOOXOJMMOCTh OKa3aHUs €My MauIMaTUBHOU

TIOMOIIIH.

Bmecte ¢ TCM, IIOCKOJIbKY IIOJIYUCHHC BBbINICYKA3aHHOI'O 06opyz[0BaH1/1;1 B
HaCTOHH_[I/Iﬁ MOMCHT TMPCACTABIACTCA BO3MOXHBIM TOJBKO B pPaMKax MaJJIuaTUBHOMN
ImoMoIi, BCTACT pgd BOIIPOCOB OTHOCHUTCIIBHO BO3MOXHOCTH ITALIMCHTOB, ITPHU3HAHHBIX
NAJUVIMATUBHBIMA ~ TIOJIYUaTb  APYIUC  BUJBL MCI[I/ILIHHCKOﬁ ITIOMOIIIH, a HMCHHO

aTOrCHETUYCCKOC JICUCHUC U p€a6I/IJ'II/ITaI_II/IIO.

Cornacno IIpukaza Munzapasa Poccun ot 14.04.2015 Ne 1931 (pen. ot 28.06.2018)
Y aHaJOTMYHOIO NpHUKa3a MO B3POCIbIM, HYKIAIOUMMUCS B MNaVIMAaTUBHOM IOMOILHU
MPU3HAIOTCS JI€TH U B3POCIBIE C OTCYTCTBUEM PEaOMIIMTAIMOHHOTO MOTeHIHana. MHorue
nanueHTel co CMA, paHee He KMMEBIIME NAUIMATUBHOIO CTaTyca, BEAyIIHE AKTHBHBIN
o0pa3 *U3HU U 3aHUMAIOLIMecs peabuuTanuei, CeroaHs BCTal0T Ha YUYeT B MaJInaTUBHbIE
OTJIENIEHUs U1 TOro, YTOOBI MOJIYYUTh HEOOXOAMMOE UM PECHHpaTOpHOE 00OpYIOBaHUE.
Ho Ttakum o00pa3oM OHM JIMIIAIOTCS BO3MOXKHOCTU peaOMIMTALMM, HEOOXOAMMOW MpH

CHUHAJIBHON MBIIIEYHON aTpoduu.

AHaNOTrMYHBIA BONPOC BO3HUKAET B CBSI3M C BO3MOYKHOCTBIO NATOIEHETHYECKOIO
neuennss CMA. B nHacrodmmii MOMEHT MBI OXHJaeM TosiBieHus B Poccum mpenapartos
natoreHerudeckoro yeueHuss CMA. [larorenernueckue npenapatsl ais jgedeHuss CMA —
Hysunepcen (ogob6pen FDA B 2016 . u EMA B 2017 1., B P® B Hactosiiee BpeMs He
3aperUCTPUPOBAH, IMpermapaTry MPUCBOSCH Op(aHHBIA CTAaTyC), HEIABHO OJOOPCHHBIH
npemnapar 3oarencMa (omoopern FDA mist mereét no 2 ner 24 mas 2019 r.), oxumaercs
3aBEpIICHUE KIMHUYECKUX MCOBITAHUN TpeThero mnpemnapara s Jjedenuss CMA —

Pucaumnam (nomava Ha og00penue k npumeHenuto B EMA u ®JIA no xonna 2019 rona).
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Takum o0pa3zom, yXe CEroiHs B MHUPE MPHUMEHSAETCS HECKOJbKO IpernapaToB
MATOT€HETUYECKOW JIEKapCTBEHHOM Tepanuu 3a0osieBaHUsl, KOTOPbIE NPUMEHSIOTCS B TOM
yuciae U Ha (OHE pecnHpaTOpHON HOJACPKKU. B cBS3M ¢ HammuyueM MaTOreHEeTUYEeCKOU
Tepanuu 3a00JieBaHUA M BO3MOXXHOCTEH U MAlMEHTOB MOJY4YEHUS JIEKapCTBEHHOU
TEepallid — BO3HMKAET BOIPOC, OTBET HAa KOTOPBIA MBI HE MOXXEM OJHO3HAYHO HAUTH B

3aKOHOOAaTCIIbCTBC.

HmeroT 51 mpaBo ManueHTbl ¢ OQOPMIIEHHBIM NAJNIMATUBHBIM CTaTycoM (depes
opopmiieHHbI mpoTokon BK) monydaTh maToreHeTUYecKyr JEKApCTBEHHYIO TEpPANUi0 U
o0ecrnieuynuBaThCsl HEOOXOJUMBIM  IOAJIEPKUBAIOLINM  PECIIUPATOPHBIM 000PYJOBAHUEM
OJTHOBpEeMEHHO!? SIBisieTcs M HalWuue JOKYMEHTaJIbHO O(QOPMIEHHOIO MANIMATUBHOIO
cTaryca y OOJBHOIO NPEMATCTBHEM K MOJYYEHHIO JIEKAPCTBEHHOM MaTOreHeTHYecKon

TEparnuu, paBHO KaK U PeaOuINTaIAN?

3apanee OsaronapuM Bac 3a npuioskeHHbIe YCUIIUS U BHUMaHUE K BOTIPOCY JKU3HU U
3I0pPOBBsl TshKEN0OOoNbHBIX Jroneir co CMA. Ot numa cemeir co CMA B Poccun bl
HMCKpEHHE HaJleeMCsl Ha Ballle BHHUMaHUE, Pa3bsICHEHUS U NOMOILb B PEIICHUH JTaHHOTO

BOIIpOCa.

Hupextop brarorBopurtensHoro gpoxaa

MOMOLIY OOJBHBIM CIIMHATBHOW MBIIIEYHOU aTpodueit
U IPyTUMH HEPBHO-MBIIICUHBIMU 3200JI€BaHUSIMU
«Cembu CMA»

I'epmanenko O.1O.
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