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MHPOopMaLUOHHDBIN INCT O peannsaummu baarotBoputenbHoOM nporpammbl
«Pa3suTmne cucremol nomown 6onbHbIM CMA»
Maprt 2019

Mporpamma HanpaBAeHa Ha BCECTOPOHHEe pa3BUTME CUCTEMbI MNOMOLWLM BHO/bHBIM CMMHANBbHOWN
MbILLEYHOIN aTpoduen U APYTMMU HEPBHO-MbILLIEYHbIMU 3a601EBAHUAMM, U UX CEMbAM Ha TEPPUTOPUM
P®, nosblweHWe ee KayecTBa, BHeAPEHWE COBPEMEHHbIX NOAXOA0B U METOAMK, CTaH4APTOB OKa3aHwmA
nomowM, passutTMe WMHPOPMMPOBAHHOCTM O 3aboneBaHWM, KBaAMPUKALMKU, 3HAHUMN WU HABbLIKOB
CNeLnanmcToB, 3aHATbIX B OKazaHMM nomowm 6oabHbIM CMA 1 nomoLlb 1 NOAAEPHKKY CEMEN C AETbMMU
N B3POC/IbIMM CO CMMUHANBbHOM MbILEYHOM aTpodUuein n Apyrummn HepBHO-MbILIEYHbIMM 3a601eBaHUAMM.

Mognporpamma «CTpaTermyeckmue MHULMATUBDI»
AOCTYN K NEYEHUIO
CMUHPA3A

doHA npogosirKaeT paboTaTb Mo Bonpocam obecnedyeHus poctyna nauymeHToB co CMA B Poccum K
nepBoOMy W NOKa eAMHCTBEHHOMY B MMpPe NieKapCcTBEHHOMY npenapaty ans nedyeHns CMA — CnunHpasa
(HysnHepceH). B KoHue aekabpa 2018 roaa AOKYMEHTbl Ha pernctpaumio bbiin nogaHbl B MuH3gpas
Poccun, a B deBpane npenapaTy 6bl1 NPUCBOEH CTaTyc opdaHHOro — T.e. pelweHne O perncrpauunn
npenapata 6yaeT nNpuMHMMATbBCA MO YCKOpeHHOW npoueaypbl U 6e3 TpeboBaHMA npoBeaeHUA
KAUHUYECKUX nccnenoBaHuin Ha Tepputopumn PO.

CornacHo c1.26 ®3 Ne6l «O6 obpalleHMM feKapCTBEHHbIX CPeacTB»: «YCKOpeHHada npoueaypa
3KCMepTu3bl NEKAPCTBEHHbIX CPeACTB NPOBOAMTCA MO PeLleHU0 COOTBETCTBYIOLLErO YNOJHOMOYEHHOO
denepanbHOro opraHa WMCMONHUTENIbHOM BAACTM Ha OCHOBAHWW 3afBIEHUA 3aABUTENA B CPOK, He
NpeBbIWAoWmnin BocbMmUaecATM pabounx aHei. Mpu 3TOM 3KcnepTusa AOKYMEHTOB, COAEPKALLMXCA B
perncTpaLmMoHHOM A0Cbe Ha NIeKapCTBEHHbIN NpenapaTt, NPOBOAMTCA B CPOK, HE NPEBbLILIAOWNA AECATH
paboumx AHeN, 3KCnepTM3a KayecTBa IEKapCTBEHHOIO CPEACTBA M IKCMEepPTM3a OTHOLLEHUA OXKMAAEMON
Nnoab3bl K BO3MOMHOMY PWCKY MPUMEHEHMA JIEKAapCTBEHHOro npenapaTa NPOBOAATCA B CPOK, He
NPEeBbILAOWMI WecTaAecAT! pabounx aHen»

Mbl C HETEPMNEHNEM KAEM MPOXOXKAEHUSA BCEX 3TANOB rOoCyAapCTBEHHOW PErncTpaLUmn NeKapcTBEHHOTO
cpeacTBa, Kotopoe ansa 60sbHbIx CMA He NPOCTO NlevyeHne, a HaJeXaa Ha XU3Hb U nydwee byayuiee.
Mbl paccunTbiBaem, YTO POCCUNCKUE PErynATOPHbIE OpraHbl MOHUMAIOT U PA3AENA0T TY HEOTIOXKHYIO
HeobxoAMMOCTb B Tepanuu 3aboneBaHWsi, O KOTOPOM Mbl TFOBOPUM, UM KpOMe MNpPUCBOEHMUA
JIeKapcTBEHHOMY NpenapaTy ctaTyca opdpaHHOro, CMOryT B KpaTyalilime CPOKM U 6e3 3a4epKeK NponTm
BCe 3Tanbl MPOBEPOK, HEOOXOAMMbBIE ANA perncTpaLmm nepBoro nekapcrea gaa CMA.

Mbl ¢ HeTepneHMem W Hagexaoh byaem KAaTb Pes3ynbTaTOB 3TOIO PACCMOTPEHMA, HO TaKKe Mbl
NMOHMMAEM M CYMTAEM BaXKHbIM Y¥Ke ceiyac NogHUMATb BOMPOChI AasibHENLWEN BO3MOXKHOCTUA BKIOYUTD
npenapaT B nporpammbl obecneyeHns opdaHHbIX NALUEHTOB M pPelleHMa BONPOCcoB GMHAHCUMPOBaAHMUA
NeyeHna Hawmx 6onbHbIX. Mbl cTapaeMca NpuBaeYb BHUMaHME K peLleHM0 BOMpOca O CKOopewnLei
perucTpaumm M AOCTYNHOCTM npenapaTta B Poccun yno/NHOMOYEHHbIX UL, Ha BCEX YPOBHAX BNAACTU U
NPUCTasbHO CAEAUM 3@ BCEMM 3Tanamu NpoLeaypbl MPOXOXKAEHUA AOCbE.



doHA npoaosKAeT 0CTaBaTbCA BO B3aMMOLEWUCTBMM C KOMMAHWEN-NPOU3BOAUTENEM SIEKAPCTBEHHOMO
cpeacTea — Kopropauuei Biogen v npeactaButenem no AaHHOMY npenapaty Ha TeppuTopumn Poccum
KomnaHuen Jannsen. Cpeam obCcy>KaaembiX BOMPOCOB TaKXKe — BO3MOKHOCTb 3amycKa A0MNO/IHUTENbHOM
ryMaHUTapHOM Nporpammbl A0CTyna K Tepanuu ansa naumeHtoB co CMA B Poccuun. B yactHocTH, B mapTe
npeacrasuTenm ¢oHAa BCTPeEYaIUCb C rNobafbHbIM MEAUUMHCKUM AUPEKTOPOM KOMMaHuK Biogen, B
Xo4e KOTOpoW npeactaBuan MHbOpMaLMIO O cUTyauum B Poccum M OTCYTCTBUA A0CTYNa K JIeYEHUto
NauMeHToOM, CJI0XKHOCTAX B Ha3HAYeHUM npenapaTa He3aperMcTpUpoBaHHOIO Ha TeEPPUTOPUM CTPaHbI, A
TaKXKe MOoAYEPKHY/IM KPUTUYECKYIO Ba*KHOCTb M HEOBXOAMMOCTb OTKPbITUA TYMAHUTAPHOM Nporpammebl
paHHero agoctyna gna nauyeHtoB co CMA B Poccun. Mbl nonyymnm noATBep:KAeHWEe HaMepeHWi
3anycKa TaKoM NPorpammbl U HaZeemcs, YTo Nporpamma B Poccum oTKpoeTcs B baunKanime mecaubl.

Bonpocbl foCTyna K 1e4YeHUI0 — 3TO OAMH M3 CaMblX OCTPbIX BOMPOCOB, KOTOPbIN CeiMYac BONHYET NoYTH
Kaxkayto Hawy cembto. COTPYAHMKM GOHAA NPOAOAKAIT eXeAHEBHO KOHCYNbTUPOBaTb cembn co CMA
no obpalleHnAM OTHOCUTE/IbHO BOMPOCaM, CBA3aHHbIM C AOCTYNOM K TepanuMu M BO3MOXHOCTAM
NoAYy4YnTb NleyeHue.
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25 mapTta npeactasuTenn ¢oHAa MPUHAAM ydacTMe B npecc-KoHpepeHuun B WA «M3Bectusa» no
Bonpocam obecrneyeHns JsiedeHMem opdaHHbIMM  MpenapaTamn. Mbl  NOAHMManM  BOMNPOCHI
HeobxogMmocTn obecneyeHUs paHHEro AOCTyNa K MHHOBALMOHHbLIM JIEKapCTBEHHbIM NpenapaTtam Ans
HO30/10TUIM, He BXOAALMX B CyllecTBylolmMe nepeyHn. Mbl ybexaeHbl, YTO HanuMuMe Uan OoTCyTCcTBME
3aboneBaHMA B MEPEYHAX — He [O/KHO CTAaHOBUTBCA  NPEnATCTBUEM  OAS  MOJYYeHUs
KM3HEHHOHeobxoanMoro obecneyeHns H60bHbIX NEKAPCTBAMMN M HEOOXOAMMbI MPO3PAYHbIE KPUTEPUM
W NpaBuaa, NO KOTOPbIM TaKMe NepeyHn pacLIMpAIOTCA.

KNTMHUYECKUE UCCNTEAOBAHUA:

B 6amKaiwee Bpems B Poccum ByaeT 3anyleHoO nNepBoe MccaefoBaHME HA NPEeCUMMTOMATUYECKUX
mnageHuax co CMA no npoTokony PeltHboyduw nccnegyembim npenapatom Pucgmnnam. K yyactmio B
nccnefoBaHuM 6yayT gonyuieHbl MAageHLbl BO3PACTOM A0 6 Hefeslb A0 MOMEHTA MOABNEHUA NepBbiX
cMMNTOMOB 3abosieBaHus. @oHA HaxoguTCA BO  B3aMMOAEWCTBMM € KOMMNAHMEMN-CMOHCOPOM
NCCNefoBaHUA U KAMHUMYECKMM LEeHTPOM, Ha 6ase KoToporo 6yaeT 3anywieHa nporpamma v 6yaet
nHpopmMmupoBaTb 06 3TOM BO3MOXKHOCTM Cpa3y Noc/e 3anycka uccnegoBaHua B Poccun.
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MapannenbHo ¢oHA Ha CBA3M C WUCCNEOO0BATENbCKMMU LLEHTPaMu, MPOBOAALLMMMU  KAUHUYECKME
nccnenoBaHUA APYroro sKCnepumeHTanbHOro npenapata ana nedeHna CMA — bpaHannam. B KoHue
mapTa Habop mnageHues co CMA 1 Tuna ans yvyacTus B McciefoBaHMM Dbl 3aBeplleH NO NpuynHe
nofHoro Habopa Heob6XOAMMOro KOAMYECTBA YYACTHUKOB, NPeAyCMOTPEHHOrO MPOTOKOJ/IOM
uccnegosaHua. B Poccum B uccnefoBaHUM NPUHMMALIOT ydacTue 5 nccnenoBaTtesibCKUX LeHTpoB. PoHA,
OCTAEeTCA Ha CBA3W C KOMMaHWelN, NPoBOAALLEN UCCAeAO0BaHME AAHHOMO npenapata AaAa YTOYHeHWA
BO3MOXHOCTEN 3aNyCKa aHaNIOrMYHbIX MPOrpamMmm ans geten ¢ apyrumum tunamu CMA B byaywem.
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pa3paboTku npenapatos gaa nedeHna CMA Ha 3aBepuiatolmx ¢pasax KAMHUYECKUX UcCnenoBaHuin. B
Xo[e NeperoBopoB Mbl CTPEMUMCH 0003HAUUTb MALMEHTCKYIO MO3ULMIO B NOTPEOHOCTU B CKopeiLen



BO3MOXHOM perncrpauuuM npenapatoB Ha Tepputopum PO  nocne OKOHYaHMA  KAMHUYECKUX
nccnefoBaHNUM, a TaKKe BO3MOXKHOCTEN paHHEro A0CTyna NauneHToB K IEKapCTBEHHOM Tepanuu nocne
perncTpaummn NpoayKToB ApYrMMn MUPOBLIMU PEryasTopamu.

MexayHapogHoe coTpyaHuuecTBo B o6nactu CMA:

doHa ABNAETCA 4YEHOM MeXAYyHapoAHOM 30HTMYHOM Accoumaumm CMA EBpona, obbeauHatowen
nauMeHTCKMe opraHM3auuM eBpPONemcKMx CTpaH, BKAto4yas Poccuto. Bo B3ammogencrsum c apyrumwu
CTpaHaMM-yyacTHMUamm Accoumaumm GoHA, aKTUBHO y4yacTBYeT B AeATE/IbHOCTM, HanpaBJeHHOM Ha
yAyylleHMe KavecTBa NOMOLLUM M O0CTyna K neyeHuto naumeHTtos co CMA, a TaKkxke neperoBopax ¢
KNHOYEBbIMM CTEMKXO14EPaMM.

B pamkax mexAyHapoAHOW WHWUUMaTMBLI OHA NPUHMMAN y4vyacTMe B KPYMHOM MeaMULIUMHCKOM
MexayHapoaHom KoHrpecce Myology 2019, npoxoauswem B bopao, ®paHums. B xoae KoHrpecca mbl
NPoOBe/IN HECKO/NIbKO BCTPeY C MeAMUMHCKMMWU cheuuannuctamm u3 EBponbl M npeacraButenamu
KOMMaHWi, paspabaTbiBatowmx nedeHve ana CMA, a TakKe MeXAYyHapOAHbIMW OpraHU3auuamu,
paboTtatowmmm B 061aCTM HEPBHO-MbILLEYHbIX 3a00/1€BaHMIA.

bnarogaps noagepxKke poHaa 1 MeANLUHCKUI cneumanmncT CMOr noexaTb Ha KoHrpecc. lMomumo 3Ttoro,
He3aBucmMmo B KoHrpecce npuHumanm yyactue 6onee 10 cneymanmctos ns Poccun.
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Mpeacrasutenn doHpa GbinM NpurnawweHsl 4na yd4actma B pabote MexayHapoaHoi KoHdpepeHumn no
0bMeHy OnbITOM cpeau NauMeHTCKMX opraHusaumii - IEEPO 2019. 310 cobbiTve exerogHo cobupaet
6onee 200 npeacraBuTeneit NaUMEHTCKUX OpraHn3aumii co Bcero mupa. BoamoXKHOCTb obmeHa onbITom
C yChewHbIMW OpraHM3aunamm, paboTatowmmm B pasHbiXx 061acTaxX U € pasHbiMM 3aboneBaHMAMU JaeT
6ecueHHY0 BO3MOXHOCTb AN OLEHKU U KOPPEKTUPOBKU COBCTBEHHbIX YCW/WKI, HAMpPaB/IEHHbIX Ha
npoasuKeHne nomoumn 6onbHbiM CMA B Poccun.

Takke B xope KoHrpecca PoHAa npuHAn ydacTme B pabote Kpyrnoro ctona, NOCBALLEHHOrO
OMArHOCTMYECKMM MapupyTam nauyumeHToB co CMA. K yyactuio 6bian npurnaweHbl NpeacrasButenu
opraHusaumn CMA u3 FepmaHuun, Ucnanum, CLLUA, Manaiizumn, Kutas n Poccuun. Mpu obeyaeHnn u
pabote B rpynnax mbl POKYCMPOBANMUCb HA BbIABMEHMM CaMbIX OCTPbIX MNpobaem, C KOTOpbIMMU
CTasikMBatoTca naumeHTbl co CMA Ha pasHblx cTaaunsax 60i1e3HM M NpUaYMbIBAAN, KakMm obpasom 3Tu
npobiembl BOSMOXKHO 6bl10 6bl PEWNTb AN CKOPPEKTUPOBaTb. Mbl HafeemMcs, YTO UTOr 3TOM pPaboThbl
Mbl CMOKEM TaK}Ke NPEeTBOPUTb B }KU3Hb B TEKYLLEN AeaTeibHOCTU doHAa B byayuiem.
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B oktabpe 2019 roga B KoneHrareHe COCTOUTCA eXKerogHas KpynHeWwas HaydyHas KoHdepeHuma no
HepBHO-MbILWeYHbIM 3aboneBaHuMam — World Muscle Society. Ha atom KoHrpecce, Kak npasuno,
BNepBble AOKNAAbIBAOTCA U NyBAMKYIOTCA BCE MOCAeAHWE HayyHble U MeAUUMHCKME AOCTUNKEHMA B
06/1aCcTU HepHO-MblleYHbIX 3abosieBaHuii. B npowsnble rogbl Ha WMS yXe npeactaBAA/NCb AaHHble
Halwero NauneHTCKOro perncrpa B pamkax NOCTEPHOW Mpe3eHTauum, NoAroToBAEHHONW MeaAULUHCKUMMU
cneuuanmuctamm ns Poccmn. B aTom roay mbl Tak»Ke nogroToBUAN U Nnepesann AenepcoHanm3npoBaHHbIe
OaHHble pernctpa Ans noAarotoBku noctepa [.B.Bnogasuy, riaBe pOCCUMMCKOrO HEPBHO-MbILLIEYHOTO
ueHTpa, H6asupyroweroca 8 HUKW Meamatpumn. MNpeactaBieHne AaHHbIX O YMCNIEHHOCTM U COCTaBe
naumeHtoB co CMA B Poccum Ha TakMX KPYMHbIX MeponpuATMA Bbi3blBaeT 60/bWION WMHTEpec Y



MeXayHapoaHoro coobuwecTtBa M CTaHOBWUTCA elle OAHUM LUTPUXOM «HaHeceHusa Poccum» Ha
MexXayHapoaHyto Kapty CMA.

PecnupaTopHas noagepikkKa:

B Hauane roga ¢oHA NpoBen CcneLmannsnpoBaHHbIN onpoc nauyeHToB co CMA ¢ uenblo BbiABAEHUS
NOTPEeBGHOCTM M  HYKAAEMOCTM B pPecnupaTopHom o060pyaoBaHUM. Mo pesynbTatam onpoca
OTKAMKHYAUCb 136 60/IbHbIX CMMHANbHOM MblWeYHoM aTpoduei, Hyxpatowmeca B obopyaoBaHUN U
pacxogHbix matepuanax. CobpaHHble gaHHble HanpaeaeHbl B MuH3gpas PO, n B despane mbl NOAYYNIM
OTBET C 3aBepeHnem pelnTb 3TOT BOMPOC U obecneyntb NaumeHToB HeobxoaAnmbiM 060pyLOBaHMEM.
CooTBeTCTByIOWME PEKOMEHAALMM BblM pa3ocaaHbl B perMoHbl Poccuu.

K HacTosiLemy BpemeHn Mbl Noay4ynam oTeeTbl oT 20 opraHoB rocyAapcTBeHHON BacTu cybbektos PO B
chepe oxpaHbl 340p0OBbA. B YyacTHOCTH, pAA pernoHos noobewan obecnednTb 601bHbIX HEO6X0AMMbIM
0bopyoBaHMEM YXKe B TEKYLLEM roay.

OpAHako, cyllecTByeT elle Uenblid pag npobnaem, KOTopble NpeaCTOUT pelluTb Ha NyTM obecneyeHus
60bHbIX. Mpexae Bcero, 3To HEOOXOAMMOCTb B PAAE PErMOHOB NPU3HaTb BONbHOMO HyXAaloWMmca B
nasiuaTMBHOW MomollM, 4Tobbl obecneuntb pecnupaTopHbiM 060pyA0BaHMEM, B TO BPems, Kak
pecnupaTopHoe 060pyAOBaHWE HYXHO TaKKe 60/bHbIM, KOTOpble B MNanAMaTUBHON MOMOLIN He
Hy»kgatoTca. [pyraa npobiema — oTcyTCTBME B pAde PerMoHOB MexaHW3ma nepegadyv obopynoBaHuA
MeNLIMHCKOW OpraHu3aumen naumeHtTam, B CBA3W C YEM BO3HMKAaIOT CMTyauuu, Koraa obopyaosBaHue
3aKyn/ieHO, HO 60/IbHOM MM BOCMOJIb30BaTbCA HE MOXKET.

Mbl npoposKaem pabotaTb Hag Bonpocom obecrneyeHus pecnupaTtopHbiM obopyaoBaHMeM W
KOHCYNbTMPOBATb CEMbW MALMEHTOB O MWMEHLWMXCA BO3MOXKHOCTAX TMOJyYeHUs HeobxoamMmon
annapaTtypbl N0 rocy4apCTBEHHbIM NPOrpammam.

KOHCy/NbTauumn CTOPOHHUX OpraHn3aLui

ABnAsacb cneyManm3mpoBaHHbIM Ha npobnemax CMA, poHA nosiydaeT 3anpochl OT APYrUX opraHu3auuni
(yupexxpeHuin 34paBooXpaHeHna, MeanuuuHCKux cneupanuctoB 1 HKO) Ha okasaHMe KOHCY/bTaTUBHOWM
NMOMOLLLM NO BOMPOCAM, CBA3aHHbIM € 3aboneBaHnem. B mapte doHZA OKazan 4 KOHcyAbTauuu.

Nognporpamma «Ob6yueHue n passutue»

Moanporpamma Hanpae/ieHa Ha pa3BUTUE CUCTEMbI MOMOLLM 601bHbIM CMA 1 X ceEMbAM, NOBbILLIEHWE
€e KayecTBa, BHeApeHNE COBPEMEHHbIX CTaHAAPTOB, Pa3BUTUE MHPOPMMPOBAHHOCTU O 3ab01eBaHUM,
NOBbILWEHME 3HAHWI U HAaBbIKOB CEMEI M CMEeLMaNUCTOB, 3aHATLIX B OKa3aHMM NomolLLm 60bHbIM CMA.

Wkona CMA, KpacHoaap

M3-3a OTHOCUTeNbHOW peaKkocTn 3aboneBaHuA, B Poccum npakTMYeckM HeT KBanUdUUMPOBAHHbIX
cneumanuctos no CMA, a TakXKe UEHTPOB, CNeuManmnsmpyowmxca Ha MOMOLWM JAHHOW rpynne
nauneHToB. Y 60abHbix CMA 4acTo HET BO3MOXHOCTM MOAYYNTb KBAaAUOUUMPOBAHHYIO MEAULMHCKYIO
NMOMOLLLb B PErMOHE CBOEro NMPOMMBAHMA, @ Y UX BJIN3KUX HET BOSMOXKHOCTM 0BYUYNTbCA HaBblKaM yxoaa
33 6021bHbIM. Bce 3TO NpPMBOAMT K TOMY, YTO NOMOLLL 6O/IbHBbIM HE OKa3blBAETCA, UM OKA3bIBAETCA He B
nosHOM obbeme, a yxOZ4 OCYLLEeCTBAAETCA HeHaanexawmm obpasom. B pesynbtaTe npoucxogut
yxyaweHue nx GU3nYecKkoro COCTOAHMA, Pa3BUBAIOTCA BTOPUYHbIE OCOXKHEHUSA, BO3pacTaeT KOIMYECTBO



3KCTPEHHbIX MoMajaHuii B peaHnMmMalMio U NpexxaeBpeMeHHON CMEePTU, CHUMKAETCA KauyecTBO XM3HU
60nbHbIX CMA U UX BAU3KUX.

OcHoBHaa uenb WKonbl — caenatb ,ﬂ,OCTyI'IHOﬁ nomotb cembam co CMA B pernoHe CBOEro nNpoxXmsBaHMA
M NOBbICUTb KAYECTBO OKa3blBAaEMOWN UM nomouiun.

LWLkona CMA no3sossieT HEeNnoCcpeAcTBEHHO MO3HAKOMMUTLCA C PEermMoHOM W nepegatb onbiT ¢doHAa U
BeAYLLMX POCCUMCKNX IKCMEPTOB, PAacCKasaTb O COBPEMEHHbIX METOAMKAX, YYLIMX NPaKTUKax paboTbl C
601bHbIMWM CMA, opraH13auym NOMOLLM PErMOHaNbHbIM BPaYyaM U CEMbAM CO CMMHA/NbHOW MblLLIEYHOM
atpodueit. ObMeH ONbITOM M PACNPOCTPAHEHME 3HAHUIM B PErMOHax KPUTUYECKU BaXKHO AN Pa3BUTUSA
cuctembl nomowm 6osbHbiIM CMA B Poccuu, NOBbIWEHWS ee KayecTBa, BHEAPEHUA COBPEeMEHHbIX
CTAaHAAPTOB M pacnpocTpaHeHna MHGOPMUPOBAHHOCTM O 3abosieBaHUM.

Mepsasa B8 2019 rogy «lWkona CMA» npowna 15 — 16 mapTa B KpacHogape. B Hel npuHano yyactme 140
yesioBeK, U3 HMx 80 Bpauen n npeacrasutenn 29 cemeit co CMA n gpyrumun guarHosamu.

B TeyeHue 2 paHelt Mbl 0bcyxaanu camblie 'ropsume" Bonpocbl nomouwm naumeHtam co CMA,
BO3MOXHOCTM OPraHmM3aLMn MEKAUCLMMIMHAPHOIO COMPOBOXAEHMA, TOBOPUAN O POAU U YHKLMMK
HEBPO/IOTMYECKOrO COMPOBOXAEHMA, AMArHOCTUKE 3aboneBaHWsA, MNOAAEpP)KKe AblIXaHUA U peLlleHUun
npobsiem, CBfI3aHHbIX C MUTaHWUS, MHOIO BHMMaHMA yAeAunM Bonpocam ¢U3MYECKOM Tepanum WU
peabunmTtaumm n nNpasBuabHOro noabopa TeEXHUYECKUX cpeacTs peabunntaumm. MomMmMmo NeKLMOHHOTO
dopmaTta Mbl NPOBENN AeHb NPAKTUYECKUX KOHCYNbTaUuWii aetel u B3pocabix co CMA, oTKpbITbIX ANs
Bpayen-cneumannctos n baarogaps getasibHOMy pa3bopy COCTOAHMA KarKAoro pebeHKa, Noay4ynMnoch He
TONbKO «B TEOpUM» 0BCYAUTb BAXKHOCTb CBOEBPEMEHHOM MOMOLLM, HO W BbIMTU HA MpaKTU4YecKoe
OCBOEHME BCEro KomMrn/eKkca NomolLu, HeobxoAnmoro Aetam n noapoctkam co CMA.

Mo pe3synbTaTam onpoca y4acTHUKOB - 6onee 90% y4aCTHUKOB BbICOKO oueHunun LLkony n goctynHocTb
NnpeacTaBNeHHbIX MAaTePUanoB W MHOFME M3 YYACTHMKOB-BpPayel oTmeTunu, 4to byayt
PYyKOBOACTBOBATbHCA MOJIYYEHHON MHPOPMaLMEN B KAMHUYECKON NMPAKTUKE, a CEMbU - B eXeAHEeBHOM
yxoze 3a pebeHKkom.

Tak»Ke B xoAe Bble3aa Ham yAanocb NO3HAKOMWUTLCA C HEPBHO-MbILWEYHOM U NanAnMaTUBHOM cayxKboi
pervoHa, a Hall perMoHasibHbli KOOpPAUHATOP NPOAOKAET 3Ty paboTy yKe nocae 3aBepLueHUs LKObI,
yTobbl KpacHoZapcKMit Kpat CcMor AeWCTBUTENbHO CTaTb OAHWM W3  LLEHTPOB  MpPaBWU/IbHO
OpraHM30BaHHOM MOMOLLM, TaK HEOOXOAMMOMN KarKaoMy pebeHKy C AMarHo30M CNMHa/bHAA MbllleYyHas
atpoodus.

OT3bIBbl Y4aCTHNKOB:

«MpaKTnyeckn, nocne BHegpeHus B nedeHne CMA genakunHa (HaBepHoe, neT 10 Ha3ag), HanpaB/ieHHbIX
Ha 3Ty npobnemy KOHpepeHUMIt He nNpPoBOAMAOCH. WMHTEpecHbl UM CUCTEMATU3ALMA 3HaHUU WU
npeacTaBAEHWU, U MPOTOKO/bI ledeHns, KoTopble CBeTnaHa BpoHncnaBoBHa obcykpana. NoHpasmaoch
BbICTYN/ieHWe Konner ns Ekatepunbypra. Cnacmbo.»

«Mbl rnyboko 6narogapHbl Bam 3a npogenaHHyto paboty. Kak npaktuyeckomy ambynatopHomy Bpady
MHe 6bliM Hanbosiee MHTEPECHbI BONPOCHI KopMeHUs aeteit ¢ CMA 1 pekoMeHAaummn no TeXHUYECKUM
cpeactsam peabuantaumun.»

«Cnacubo 3a paboty. MHPopmauma 6Gbina ovyeHb AOCTyMHA, MOHATHA M MPaBWUAbHO CrpynnupoBaHa.
MHoroe 6bI10 M3BECTHO, @ TO YTO OKa3anoCb HOBbIM OblJI0 XOpPOLWO NpenocTasneHo. [a U M3BecTHaA
MHPOPMALLMA B COUYETAHUN C APYrOn NO HOBOM PacKpbliachk.»



MHpopmauMOHHO-U3aaTeIbCKanA [A,eATeNbHOCTb:
CauT:

Mbl NOCTOAHHO oTCaemnBaem HoBocTM 0 CMA 1 nybAMKYem Ha calTe CTaTbM O TEKYLLMX KAMHUYECKUX
NCCNeaoBaHMAX M HOBOCTAX HAayKM M APYrMX cambiX 3HaYUMbIX cOBbITMAX. [NA Hac BaKHO, 4TO6bI
PYCCKOA3bIYHbIE YATATENN, MPENKAE BCEro CEMbU U MEANLMHCKME CNELMaNNCTbl MOTINU NOAYYUTL AOCTYN
K nocnegHen MHGopmaLmMmn o nponcxogawmx cobbituax B o6nactn CMA.

B obwei cnoxHocT B peBpasie onybMKoBaHO 2 maTepuana:

1) SRK-015, sKcnepuMmeHTanbHbI npenapaT ana Tepanuu CMA, BAVAKOWMIA Ha MbIWEYHYIO
bYHKLMIO, NOKa3an NoNOXUTENbHble pe3y/abTaTbl B NepBoi da3e KAMHUYECKUX UcCefoBaHWUM
http://f-sma.ru/434.html

2) AKTyanbHas cuTyaums ¢ nedeHmem CnmnHPasoit B pasHbIX CTPaHax mupa (Mo AaHHbIM KOMMaHWUU
Biogen Ha mapT 2019 r.) http://f-sma.ru/435.html

Moanporpamma «MomoLb cembam»

Poautenbckuii Kny6

B mapTte coctoanacb o4vyepefHana BcTpeya «PoguTenbCKoro Kayba» - mMbl NpUraacunan B Haw odwuc
poauteneir geten, 6onbHbix CMA, npocto 4Tobbl OTAOXHYTb M HEMHOro noobuwaTbCA, U O4YEHb
6narofapHbl BCEM, KTO MOAAEpPIKAN Hally 3aTeto, NpULLen NoAeNUTbCA CBOMMU MbICASMU, SIMOLUAMM,
06MEHATHCA ONbITOM M MPOCTO NOCMEATLCA. Tem ANA PA3roBOPOB OKa3a/ioCb MHOXKECTBO, O4Ha CMeHANa
OPYIylo, W, KaK HaM KaXKeTcAa, BCE YyBCTBOBaAM cebA HEMPUHYXKAEHHO WM Nerko. B 3ToT pas B yyactuum
Knyba npuHsano ydactme agoe coTpygHuKoB PoHAa, cemepo poauTenel M ofHa cTaplas cecTpa
601bHOro CMA. BO3MOKHOCTb OLLYTUTb NOAAEPMKKY PAaBHOrO, TOrO, KTO NOHMMAaET noytu 6e3 caoB - 370
OYeHb W OYEeHb BaXKHO.

Peectp CMA

PeecTp 60/bHbIX CNWUHANBHOW MblWeYHOU aTpoduel comepUT MHbopmaunio o 6onbHbix CMA Ha
Tepputopumn Poccuitickoli ®eaepaunn. PeecTp BegeTcsa B LefIAX COAEUCTBMA B NPOBEAEHUN HAYYHbIX U
KAMHWUYECKUX UCCNeA0BaHWUM, COAENCTBUA MHMLMATBAM B 061acTu nedeHuns 60bHbix CMA, yaydweHus
CUCTEMbl KauyecTBa MNpPeAoCTaBAsSieMbIX YCAYyr W cucTembl nomowm 6onbHeim CMA B Poccum,
COBEPLUEHCTBOBAHUA AMArHOCTMKM U NOBbILLEHWA KAYeCcTBa OKa3aHMsA MeANLMHCKON MOMOLLM.

3a MapT Mbl NOJY4MAN 23 aHKETbl OT cemel, HegaBHO NoayumBlIMX AnarHos CMA, a TakXe OT TeX, KTO
HedaBHO y3Han o aeaTtenbHoctu ®oHAa. Ha KoHeu, mapTta B peecTpe — 727 60/bHbIX CMUHa/NbHOM
MblLeYyHo aTpodueit co Bcert Poccum.

MHbopmaumnoHHanA paccbisika Ans cemei

Mbl  npogosiKaem BECTU  PEryiapHyr0  MHPOPMALMOHHYK pPaccbiiky no cembam co  CMA,
3apernctTpupoBaHHbiM B peectpe doHaa. Paccbinka nHPopmupyeT cembu O nocneaHUX HOBOCTAX B
o6nactu CMA, cofepuT CCbiIKM Ha nociegdHue nybamkauumn u BykneTbl U U3ZaHMA, KOTOpble MOryT
6bITb MOME3HbI CEMbAMM, COOOLLAET O N/aHax U meponpuaTnax GoHaa, OPUEHTUPYET CEMbU B 061aCTH
NPaKTUYECKUX 3HaHUM o CMA.


http://f-sma.ru/434.html
http://f-sma.ru/435.html

B mapTe poHg nogrotosma 2 MHPOPMaLMOHHbIE PACChIIKM AR HALWUX NOAOMNEYHbIX.
KntoueBble TeMbl PacCbINOK:

e WHdbopmaumsa o Tom, Kak npeactasutenn poHaa "Cembn CMA" U mauMeHTCKON opraHusauuu
nposoanan MexayHapoaHbliii aeHb Pegkux 3abonesanuis;

e 06 yyacTuu B 3acefaHun B dKkcrnepTHoro CoseTa No peakUM 3aboneBaHmnam B FocyaapcTBEHHOM
Oyme P® - cyllecTBeHHbIM pPe3y/ibTaTOM CTafo BKAKOYeHWe Bonpoca obecneyeHnsa 60/bHbIX
CMA nekapcTBeHHOM Tepanuen B noBecTKy pabotbl CoeTa Ha 2019 roa;

e B pgenosBom 3aBTpaKke, opraHusoBaHHOM Accoumaumeit [eHeTMKa, Ha KoTopom cobpanuch
npeAcTaBuUTeNN OPraHU3aLMin n Katovesble Gurypol B 061actn pegKux 3abonesaHunit Poccuu;

e B OpdaHHOM ¢opyme, rae Ha NPOTAKEHUM ABYX AHEW cepbe3HO obcyXKAanacb Tekywas
cuTyauma c obecneyeHMem KayeCcTBEHHOM MNOMOLLBIO W JledeHUemM Led C pearumu
3abonesaHnAMM.

e B Kkpyrnom ctone B CaHKT-lNeTepbypre c yyactmem npeacraBuTesieit ropoACKUX BacTen, rae Mol
ele pas nogHUManAn BONPOCbl HEOOXOAMMOCTM OpraHM3auumn nomolm naumeHtTam co CMA u
nauMeHTam Ha ANTENIbHOW BEHTUAALMM He TO/IbKO B NnaHe obecneyeHus, HO U COLMANLHOM
noaAepKKu;

e AHOHCbI Ba)KHbIX meponpuatnin ¢oHga: LWKkon CMA, KoHdepeHumn CMA 2019 n ovepeaHoi
BCTpeun PoguTtenbckoro Knyba;

e VHbopmauma ana cemem O HaAMuMM Ha cknage ¢oHaa "Cembn CMA" obopyposaHua gns
nepegayv B ceMbM;

o UNHbopmaums o rpynnax nogaepkm cemeir CMA B COLLCETAX U MHCTPYKLMA, KaK B HUX BCTYNUTb;

e HoBOCTU KAMHUYECKUX UCCNENOBAHUA;

e [lonesHble maTtepunanbl O pechpaTopHoﬁ nogaepxke

MpoeKT «Apgantauua»

BO/bLINMHCTBO CEMEN MUBYT A0BO/IbHO AaneKo oT MOCKBbI M HYacTO HE MMEIOT BO3MOXHOCTb NOJYUYUTb
He TONIbKO TPaMOTHYHO MeAMLMHCKYIO NOMOLLb, HO U MHPOPMaLMIO O 3a60/eBaHUN U O TOM, KaK KUTb
NOJIHOLEHHO, HeCMOTPA Ha AuarHos3. Mbl CTpeMMMCA K TOMy, YToBbl NomoLlb 6blaa AOCTYNHaA BCeMm,
NO3TOMY C YA0BONbCTBMEM KOHCY/NbTUPYEM CeMbM MO TenedoHy, oTBeyan, Kak Ha obuime Bonpochkl No
CMA, TaK 1 Ha A0BO/IbHO pegKue, cneunduyeckme ToNbKo A1A AaHHON KOHKPETHOM cemMbu BOMPOChI.

B mapTte ¢oHa nposen 150 KOHCyAbTAUUIN cemel MO PasANYHbIM TemaTuKam. Momolub Bblia OKasaHa
KaK /IMYHO, TaK M yaaneHHo (TenedoH, e-mail). HuKe npuBeaeHbl camble aKTyasbHble BOMPOCHI 3a
deBpansb:

33 3anpoca Ha OTnpaBKy 61aroTBOPUTENbHOM NMOMOLLM CO CKNaAa

23 3BOHKA A1 MOHUTOPMHIA COCTOSAAHUA NOAOMNEYHbIX

23 onpocos 0 Heobxoaumom npu CMA meanuUMHCKOM 060pyAOBaHMM, PacXoAHbIX MaTepuanax u
0COBEHHOCTAX UCMONb30BAHUA

14 KoMNNEKCHbIX KOHCY/IbTaLMIA HOBOAMArHOCTUPOBAHHbIX

14 BONpPOCOB O KNMHNYECKMX UCCed0BaAHUAX U [OCTYNY K Tepanuu

13 sBonpocos o peectpe CMA

7 obpalleHnit 60AbHbIX C A4PYTMMU AMArHO3aMM M UX MapLLpyTU3aLLMA
6 BonpocoB o npoekTax GoHaa

4 gonpoca o LWkone CMA

4 Bonpoca o6 optonegun n TCP

3 BONpOCa O CaHAaTOPHO-KYPOPTHOM Jie4eHUMU



3 06LmMe MeamMLMHCK1E BOMPOChI

1 Bonpoc topuanyeckoro xapakrepa

1 Bonpoc o niaHNpPoBaHUM NOTOMCTBA

1 3anpoc Ha OTKpbITMUE aapecHoro cbopa

MpoeKT «AapecHasa NOMOLLLb»

®oHp, oKasblBaeT Nomoulb 60/IbHBIM CO CMMHANbHON MbIWEYHON aTpoduen u ApYrMMU HepPBHO-
MblILLIEYHbIMKU 3a60/1eBaHUAMM B NMPUOBPETEHNN HEeOOXOAMMOro KU3HEHHO BaKHOro obopyaoBaHWs,
PacxogHbIX MaTepuanax, rMrmeHUYecKux CpeacTs U cneumanm3nmpoBaHHOIoO NMTAHUA B TOM Cay4dae, ecau
MX Henb3a MOAy4YMTb OT rocypapctea, obopyaoBaHuWe BXOAMT B CMWCOK 06OpPyAOBaHWE NepBOW
HeobXo4MMOCTWN, PEKOMEHAOBAHO BPayYOM WM €CTb MOKA3aHMA K ero npumeHeHuto. lMomolb
OKa3blBaeTcA, KaK 3a cyeT NpMobpeTeHHOro Ha MOXKepTBOBaHMA, TaK W 3a cYeT nepegaHHoro B ¢GoHA
PRO-bono nmyuiectsa.

B mapTe nomollb 6bla OKasaHa 26 cembaAM Ha cymmy 673 428 pybnein (M3 Hux 599 617 3a cuer
nepegaHHoro PRO Bono umylectsa, 65 690 pybneit 3a cyeT onnaTbl 060pyA0BaHUA A/1A NOAONEYHbIX
HanpAmyto 6nrarotBopuTenaMn GoHaa, CTOMMOCTb PAacXof0B Ha AO0CTaBKYy B PErMOHbl NPOXUBaAHMA — 8
121 py6.)

doHoom HalgeHbl aBa bnaroTBopuTens, oOnNnatTUBLIME W AOCTaBUBLUME MaTEpPMasbHYO MOMOLb
Hanpsamyto B cembM Ha obuwyto cymmy 65690 py6. Ona EkatepuHbl A. npuobpeTeH NoAbEMHUK ANA
BaHHbI (35000 py6.). OAna Pabbu A. KynneH Habop 6e3onacHOCTU, BKAKOYAOWMUI B ceba melwok Amby,
acnmpaTtop, Ny1bCOKCUMETP M pacxoaHble maTepuanbl (0bwaa ctoumoctb 30690 pyb.).

Momouwb 6Oblna HanmpaBleHa B CEMbW, MNpoXKMBatowme B ANTaMcKOM Kpae, Amypckoi obnactu,
ApxaHrenbckoi obnactu, pecnybamke bawkopTtoctaH, benropoackoit obaactn, BopoHerKcKol obnactu,
KpacHogapckom Kpae, KpacHoapckom Kpae, OpeHbyprckon obnactu, PasaHckoin obnactu, TromeHcKoM
obnactn, XabapoBckom Kpae.

MpepocTtaBneHne pesepBHOro obopypoBaHua

Cyuwectsytowwan B GoHAEe Nporpamma BpeMeHHOro NpesocTaBieHnsa pe3epBHOro 06opyn0BaHNA
nossosseT obecneynBaTb CemMbW HeobOXOoAMMbIM 060PYyAOBaHMEM Ha HEMNPOAOJIKUTE/NIbHbIN CPOK,
KOTOpbIA Heobxoamm Ana cbopa AeHer M MOKYMKU UAM noayyveHusa becnnatHo Heobxoaumoro ans
60/1bHOrO0 MeAMUMHCKOro obopyaoBaHua (acnupatop, oTKkawameatenb, HUBJ1). Mporpamma nomoraet
NoALepPKaTb CEMbIO B KPU3UCHOM CUTYaLMM M OKa3aTb NOALEPMKKY HA TO BPEMS, NMOKa CEMbA He HalgeT
BbIXOZ, U3 CNOXKMBLLENCA CUTYaLUMK.

B maprte 6narogaps 3Tol nporpamme fABa pebeHKa m3 Huxkeropoackoin obnactm cmoram
BOCNO/b30BaThCA OTKALW/IMBATENEM, @ 0AMH pebeHoK n3 KpacHogapckoro kpaa — HUBJI.

Takke B pamkax 3ToM nporpammbl GOHZA NpPeaoCcTaBAsAeT BO3MOMKHOCTb MNPOBEAEHMUA
ONArHOCTUKM AbIXaTe/IbHOM CUCTEMbI MOCPEACTBOM MPOBEAEHUSA HOYHOM MyAbCOKCMMETPUM. Annapat
ONA HOYHOM MYNbCOKCUMETPUM OTHOCUTCA K pa3psaay obopyaoBaHWA, KOTOpoe HeT HeobxoaumocTu
MMETb B IMYHOM NOJIb30BAHMUM KaXKA0M CemMbe, T.K. OH He UCNO/b3yeTcA HEMOCTOAHHO U NpeaHa3HayveH
A9 ANarHOCTUYECKOM npoueaypbl, MPOXoAUTb KOTOpYHo bbiBaeT goctatoyHo 1-2 pasa B rog,

B TeyeHWe mapTa annapaTt gas HOYHOM MY/IbCOKCMMETPUM Bbln UCNOIb30BAH ANA AUATHOCTUKM
COCTOAHMA AblXxaHuA y 8 nogoneyHbix PoHAa: 7 YenoBeK B KpacHO4apCcKOM Kpae B nepuog, NoAroToBKY U
nposeaeHua LLkonbl CMA, a Takke oaHoro pebeHKka B Mockse.



* %k %k

CMMW O ®OHAE:

B mapTte ony6nukoBaHo 2 matepuana B8 CMU Ha Temy CMA, ¢ KOMMEHTApPUAMU COTPYAHUKOB UM
BONIOHTEpOB ¢poHAa, UM ynomuHaHuem poHpa:

CnuHanbHas MbilleyHasa atpodua — reHeTudeckoe 3abonesaHme, NPU KOTOPOM MbiLLLbI He
pa3BMBAOTCA, N YE/IOBEK OKA3bIBAETCA MPUKOBAH K MHBAIMAHOMY Kpecny. B nocnegHue rogbl y
naumeHToB ¢ CMA nosasuaacb Hageaa. B 2016 roay 8 CLUA BbinycTMAM NepBblii NpenapaT gas AedYeHuns
aToro 3abonesaHumA. Y10 370 3a NpenapaT M Korga oH noasutca B Poccun?

Takas Tema cloXKeTa, KOTOpbIi Bblles Ha NepBOM KaHase B nepegaye « XuTb 340poBo». B cbemKax
NPUHANM y4acTue aeTun n B3pocable co CMA, a TakKe NX cembu.
https://www.1tv.ru/shows/zhit-zdorovo/syuzhety/10-let-spustya-nevrologiya-zhit-zdorovo-
fragment-vypuska-ot-25-03-2019

"Mu3Hb B 6onbliom ropoae": aedpuLnNT NeKapcTB, TaKOM CIOXKET Bbilen Ha KaHane MockBa 24. YacTb
nepegaym 6blna NocesALWEeHa Teme pernucTpaumm nepsoro npenapata oT CMA CinHp3bl U JoCTyny K
npenapaTy No *U3HeHHbIM NoKasaTtenam. B cbemKe npuHAAM yyactme MnaBa noneyumTesIbCKoro cCoBeTa
doHaa «Cembn CMA» Unbs MaKkcMMOB M YneH coBeTa cemeint poHaa AHacTacus ManoHoBa
https://youtu.be/XOSFqL9hJ14?t=263



https://www.1tv.ru/shows/zhit-zdorovo/syuzhety/10-let-spustya-nevrologiya-zhit-zdorovo-fragment-vypuska-ot-25-03-2019
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