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IIpencenarento Komuccun

MunucrepcTBa 31paBooxpanenus Poccuiickoit @eaepanuu

1o GopMHUPOBAHUIO TIEPEUHEH JIEKAPCTBECHHBIX MPETIAPaTOB

JUIS. METUIIMHCKOTO TPUMEHEHUSI U MUHUMAJIBHOTO aCCOPTUMEHTA
JIEKapCTBEHHBIX ITPEIAPATOB,

HEOOXOAUMBIX IS OKa3aHUS MEIUIIUHCKOW TOMOIIIH,

Hupexropy JlemapraMmeHnTa J1eKkapCTBEHHOTO 00eCTIeYeHUs
U PEryIHpOBaHus OOpalleHuss MEAUIIUHCKUX U3eNnui
MunucrepcrBa 3apaBooxpaneHus Pocecuiickon @enepanun
E.A. MAKCUMKWHOM

VYBaxaemasa Enena AnarosibeBHa!

Ot nuua OoJIbHBIX CHUHANBHOM MblmieyHoi atpoduu (CMA) B Poccun, gonn «Cembu
CMA» mpocut paccMOTPETh MO3HUIUIO0 MAIMEHTCKOro coolmecTBa 00abHBIX CMA B IOIIEPKKY
BKJIIOUEHUSl _Tpenapara HyCHMHepceH (ToproBoe HaumMmeHoBanue CrnuHpas3a, BHECEH B
l'ocynapcTBeHHBI  peecTp  JIGKApCTBEHHBIX  cpeactB  Poccuiickoit ~ Denepauuu 101
peructparronasiM Homepom JITT-005730), B nepeunn XXBHJIIT u B3H.

Kak nHam crano wu3BecTHO, Ha 3acemannu Komuccuum 1o (GOpMHUpPOBAHUIO TIEPEUHEH

JIEKAPCTBEHHBIX IPENapaToB JJIsi MEIUIIMHCKOTO TPUMEHEHHS W MHUHHUMAJIBHOTO acCOPTHMEHTA
JIEKAPCTBEHHBIX IPENapaToB, HEOOXOAMMBIX /I OKa3aHHUS MEIUIMHCKON rmomomu 3 aBrycra 2020
roja OyJieT paccMOTpPEH BOIpoc BKiIrodYeHUs npenapara Hycunepcen B nepeunu JKBHJIIT u B3H,
KOTOPOE€ MBI OJTHO3HAYHO TOJIJICPKUBAEM M CUUTAEM HEOOXOIUMBIM JUISI CBOCBPEMEHHOM MTOMOIIH
6oaHEIM CMA.

®ong «Cembu CMA» nipeJcTaBiIsIeT B HACTOSIINI MOMEHT UHTepechl 997 narueHtoB (779
W3 HUX — JICTH) CO CIIMHAIBHOM MBIIICYHON aTpodueii, KOTOPhIX 00BEIUHSCT Hallla OpraHUu3aIus.
Y KaxIOoro W3 HHUX, BBUAY TSDKEIBIX MPOSBICHUN OOJE3HUM €CThb HEOTIOXKHAs HyXJIa B
MaKCHUMaJIbHO OBICTPOM JIOCTYIIE K JIEKAPCTBEHHON Teparuu.

CrnunanibHas Mblmednas arpoduss (CMA) - Tspbkenmoe HacleACTBEHHOEe 3abojieBaHue,
XapaKTepHu3yrolleecs MOpPaKEHUEM IEHTPAIbHOW HEPBHOM CHUCTEMBI C 3aJEP’KKOH MOTOPHOIO
pa3BUTHS,  pa3BUTHEM  KOHTPAKTyp CycTaBoB W  JedopMainded  TpyIHOH  KIETKH,
MPOrpecCUpOBaHUEeM OynbOapHBIX W JbIXaTENbHBIX HAPYIICHUN, BBICOKMM PHCKOM DPa3BUTHS
aCIHUpAIMOHHBIX  MHEBMOHUH, OBICTPBIM  HapacTaHUEM JIbIXaTENbHOW  HEIOCTATOYHOCTH.
3aboneBanue sBIsETCS peakuM (OpdaHHBIM), HOCUT MPOTPECCUPYIOLIUN XapaKTep U MPUBOIHUT K
paHHEMY JIeTaJbHOMY UCXOJy. bosie3Hb yMEHbIIAET MPOJOJIKUTEIBHOCTh KU3HU U YXYJIIAET ee
KaueCcTBO, MPUBOJHUT K THKEIONW WHBATUAM3AINHU M TOJHOW 3aBUCUMOCTH OOJIBHOTO OT YJIEHOB
CEeMbH, OCYIIECTBIISIFOIINX yXOJ. DTO OJHA U3 Hanboyiee 4YacThIX MPUYHH JETCKONH CMEPTHOCTH,
BBI3BAaHHOU HACIIEJICTBEHHBIMU 3200JI€BaHUSMU. BObHBIE OCTAIOTCSI MOTHOCTHIO HHTEIJIEKTYalIbHO -
COXpaHHBIMHU, HO 0e3 jeueHus: 00Je3Hb MPUBOJUT K aTpO(UU MBI U TOCTENEHHOW MOoTepe
JIBUTATEIBHBIX U JbIXaTeIbHBIX (YHKIIMMA, TUIIas NETEH U B3POCIBIX BOSMOXHOCTH CTOSITh, CUACTD,
JIBUTaThCs, TJIOTaTh U JbIIIATE.



[IpumeHeHre NaTOreHEeTUYECKOW Tepanmuu IO03BOJIAET JETSIM JOCTUYb WM  yIEp’KaTb
OCHOBHBIE [IBUTATEJIbHbIE HABBIKM, HEOOXOJIMMBIE JUIs IOBCEJIHEBHON >KM3HU. PaHHee Hayaio
TEparuy WK JIEYEHHUE 10 HACTYIUIEHUs] CUMIITOMOB 3a00J1€BaHUS NIO3BOJISIET PA3BUTh Yy MALIUEHTOB
JIBUTaTEJIbHbIE HABBIKU, COIOCTAaBUMBIE CO 37J0POBBIMU JIETBMHU.

Ceromgnsi mpemapaT HycuHepceH (ToproBoe HaumMeHoBanue CnmHpasza) SBISETCS
€IMHCTBEHHBIM 3aperuCTPUPOBAaHHBIM Ha Teppuropun P® mpenaparom sl aTOreHETUYECKOTO
nedeHuss Oosie3nu. [loka3aHMeM K NMPUMEHEHUIO JAHHOIO JIEKapCTBEHHOI'O IIpernapara, COrJacHO
MHCTPYKUMHU MO TNPUMEHEHMIO, a TaK)K€ HEIAaBHO YTBEP)KICHHBIX KIMHMUYECKUX pPEKOMEHIAlMi
SBJIIETCS HaJM4Ke y O0JIbHOTO T€HETUYECKH NOATBEpKAeHHOTro quarnoza CMA. Tepanuio 1aHHBIM
IpernapaToM He0OX0IMMO MPOBOIUTH MOKU3HEHHO.

Eme coBcem HemaBHO CMA cumTanack HEH3JIEUMMOM OOJC3HBIO, OOJILHBIE MOTJIH
HAJESThCSl TOJIbKO Ha MAJUIMATHBHBIA yXOJ MPU HEMHHYEMOM YXYJIIEHUU 370poBbs. [losBieHue
JIeKapCTBEHHOW Tepanuu Jaer O0oiabHbIM CMA BO3MOXHOCTh MOJy4aTh JIEYEHHE, KOTOpOE
NecTByeT Ha maToreHe3 3a00JieBaHUs, TEM CaMbIM NPEAOTBpAILAET pPa3BUTHE 3a00JEBaHUSI U €ro
KU3HEYTPOKAIOUINX OCJOKHEHUI. boyiee Toro B rpyrmie MalMeHTOB, YK€ HayaBIIUX TEpaIluio,
HYCHUHEpPCEH OTMeYaeTcs [MOJIOKHUTeNbHas JWHAMUKa, BbIpaKaloLascsi B  YaCTUYHOM
BOCCTaHOBJICHUH YTpayeHHBIX paHee (YHKIUN opraHu3Ma — BO3MOKHOCTH I€pPEeBOpPAUMBATHCS,
CHJICTh, CTOSATh, BOCCTAHOBICHHMS (YHKIHUH XOAbOBI (MpH 3TOM ObICTpas yrpata (QYHKIHA H
porpeccupoBanus — 3abojieBaHMsl  HacTymajla Yy  JaHHBIX  [AallUEHTOB B OTCYTCTBUU
MaTOT€HETUYECKON Tepamnuu). BakHO, YTO MpH JEUEeHUWH NAlMEeHT MOJydyaeT HIaHC Ha JIOJNTYIO,
CYACTIIMBYIO W IOJHOLEHHYK) >XM3Hb - YE€M paHbLIE€ HAYMHACTCS JIEYEHUE, TEM BBILIE €r0
3¢ (GEeKTUBHOCTh U TEM BBIIIE HIAHC HA TO, YTO OOJIE3Hb OTCTYNHT. be3 maroreHeTHyecKou Tepanuu
3a00JIeBaHUE TMPOTPECCHUPYET C KaXKIbIM JHEM, Jt00as 3afiepKKa B JICUEHUU MPUBOAUT
K 0€3BO3BPATHOI MHBATUAU3AIMH MTALIMEHTA U MOTepe pabOTOCIIOCOOHOCTH.

[ToMuMoO BBINIEYKA3aHHOW MEAWITMHCKONW 3HAYMMOCTH, NPUMEHEHHe y OonpHBIX CMA
npenapara HyCMHEPCEH JaeT 3HAYMMbIA comrabHbIA 3¢ dekt. boasapie CMA, uMes coxpaHHbIC
MHTEJUJICKTYyaJIbHbIE U KOTHUTUBHBIE (DYHKIIUU MPU COXPAHEHUH U BOCCTAHOBJICHUM JBUTATEIbHBIX
BO3MOXHOCTEH Ja)xe YacTUYHO, MMEIOT OOJIblIE IIAHCOB HAa AKTUBHYIO COLMAJBHYIO KU3Hb U
uHTerpanuio. Ha caMocTosiTenbHbIN exXeIHEBHBIN ObIT 6€3 HE0OXOAUMOCTH B €KEMUHYTHOM yXO/JI1€
CO CTOPOHBI APYTUX JUI], HAa MOJTy4eHne 00pa3oBaHus U Ipodeccu, T.e. He TOJHLKO Ha MPOTSHKEHUU
JeTCTBa OBITh AKTHMBHOW YacThIO JETCKMX KOJUIEKTUBOB CBEPCTHHUKOB, HO M Ha IOJHOIICHHYIO
KU3Hb B3POCJIOTO YeNOBEKa, paboTarolero © 3apadaThIBAIOIIETO IJIATENbIINKA HaJOTOB.
[IpuMeHeHHEe TATOreHETUYECKOW TEeparnuud MOXET CHU3UTH MPOLEHT HHBAIWIU3AIUU OOJIBHBIX
CMA, koTopslii 03 eueHus coctabiseT npaktuuecku 100%.

Ha ceromnsmHuii AeHb JekapcTBeHHoe obecneueHue manueHToB co CMA  10imKHO
OCYIIECTBIATHCS 3a c4eT cyObekToB Poccuiickoit deneparu. B cuty Tedenus 3aboneBanuss CMA
SBJIICTCS TSDKEJIBIM JKU3HEYTPOSKAIOUIMM 3a00JI€EBAaHUEM B CBSI3H C Y€M MPAKTUYECKU BCE MAIlMEHTHI
UMEIOT HMHBANUAHOCTH. IIpaBo Ha NATOreHEeTHUYECKyHO TEpPANNI0 TapaHTHPOBAHO IALMEHTaM CO
CMA (no crarycy wuHBanua\peoeHok-uHBana) I[locranoBinenuem [lpaBurensctBa P® ot
30.07.1994 roma Ne®90 «O rocymapCTBEHHOM MOJJEPKKE Ppa3BUTHS ~ MEAULUHCKON
MPOMBIIIIEHHOCTH M YIY4YIIEHUH OOeCHeueHUs] HAacelIeHUs U YUPEXJAECHUH 37paBOOXpaHEHHUs
JEKapCTBEHHBIMU CPEACTBAMM M HU3JENMSIMM MEAMIMHCKOIO Ha3HA4YEHUs», Kak JIMIaM,
OTHOCSIITUMCS K KaTerOpPUU MHBAIMJIOB (A€TEi-MHBAIHUIOB).
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OpnHako, HECMOTpPS HAa HAJIMYKE MPABOBBIX OCHOBAaHWI Ha oOpamieHus namueHToB co CMA B
perMoHabHbIE OpraHbl TOCYIAPCTBEHHOHN BIAacCTH B cdepe 3IpaBOOXpaHEHHS 00 OpraHU3aluu
JIEKApCTBEHHOTO OOECTIeYeHHs IpernapaToM JUlsl maToreHerndyeckoro jedenns CMA B mx anapec
3a4acTyl0 MOCTyHaroT OTKa3bl. Cpeau OJHOM M3 CaMbIX pPACIpPOCTPAHEHHBIX MPUYMH OTKA30B
JBTOTHOM JIEKaPCTBEHHOM OOECTI€YeHHH MO OOpAaIleHHIO MAlMEHTOB OT PETHOHAIBHBIX OPraHOB
3/IpaBOOXpAaHEHUS B IOKyMEHTax ynomuHaroTcst orcyrcrBue CMA B mporpamme BbICOKO3aTpaTHBIX
nozosioruii (B3H), mepedne >xu3Heyrpokaromux oppaHHBIX 3a00JICBaHH, a TAK)KE OTCYTCTBHE
npenapara Hycunepcen B nepeune JKBHJIII u, kak ciiencTBue, TEppUTOPUAIBHBIX IPOrpaMmax U
MIEPEYHSIX.

HeoOxomumbl Mepbl, KOTOpbIE TIO3BOJISIT CBOEBPEMEHHO, 0€3 3aaep)kek obOecreunBaTh
JedeHrneM OOJIbHBIX B JIOJTOCPOYHOM IEpPCHEeKTHBE 0€3 MPUBSA3KM K PETHOHY NpPOXKUBaHUs, 0e3
PUCKOB TmpepblBaHMsI HayaToW Tepanuu. OAHOM M3 TakUX JEMCTBEHHBIX MEp MOXET ObITh
BKIrOYeHUe npenapara Hycunepcen B nepeunn JKBHJIIT u B3H.

HecmoTpss Ha pa3sHOOOpa3zHble OOOCHOBaHHMS OTKa30B, pealibHas IpUYMHA KpOETcs B
CTOMMOCTH TEparuu W OTCYTCTBUHU JIOCTAaTOYHBIX OIO/DKETHBIX CpeAcTB B cyObekrax P®. Ha
ceroiHs (COriacHO MOpTaly TOC3aKyMoOK) CpelHsAs CTOMMOCTb | aMmylnbl Mpemnapara JOCTUTAeT B
cpenaem 7 900 Teic. pyOnein. CeromHs B CBS3M C Pa3HBIMU (DUHAHCOBBIMH BO3MOXKHOCTSIMH
PEruoHOB, OOJIBIIMM KOJWYECTBOM JAHHBIX MallMEHTOB M UX Pa3HON KOHIIEHTpAIMell B peruoHax,
JTOOUTHCS PABHOTO TIPENOCTABICHUS IMaTOTCHETHYECKOTO JjedeHusi marueHtam co CMA  0Ges
LEHTPATU30BAHHOTO MOPAIKA JIEKAPCTBEHHOTO 00ECIIeYeHHsI U TOTIOJTHUTENbHBIX PEeIIeHU, OJJHUM
13 KOTOPBIX MOJYKET CTaTh pPETUCTpanusl NPENeIbHOM OTIYCKHOM ILIEHbl, HE IPEACTABISIETCS
BO3MOKHBIM.

Bxmrouenne npenapata HycuHepceH B mnepedeHb KBHIIII mo3BonauT, moMumo Bcero,
3aUKCUPOBATh CTOMMOCTH Mpernapara M CYIIECTBEHHO COKpPaTUTh €ro croumocTh. CoriacHo
nyonuuHoi uHbopManuu, onyOJIMKOBAaHHONW Ha caliTe KOMIIAHWM, NpPU MOJayde MPEUIOKEHUS O
BKIroYeHUH Tmipenapara HycuHepceH B JKHBJIII kommanus fAxccen chopmupoBana ero Ha
OCHOBAaHMU MUHHUMAJIbHON pedepeHTHON IeHbl U MpHUHsUIa pelleHue 3a(UKCUpOBaTh PaCUYETHBIN
Kypc BaJiOT Ha ypoBHe cpeanero 3a 2019 rox. Takum oOpa3om, MpeyioKeHHas K PErucTpaiiu
LIEHa Ha mpenapar moutu Ha 25% HMXKE TEeKyLeld CpelHEW LIEHbl TOCYJapCTBEHHBIX 3aKylok. B
cllydyae MOJIOKHUTENbHOro pemieHuss Komuccum u BiItoueHus mnpenapara B nepedensb KBHJIIIL,
CTOMMOCTH MpernapaTa MOXET COCTaBUTh OK0Jo 5 650 Teic pyOmeii 3a 1 ammyny. 9To, B CBOIO
ouepe/ib, 3HAUUTEIBHO CHU3UT CTOMMOCTH TOJia JICUEHUS MalMeHTa U CHOCOOCTBYET MOBBIIICHUIO
JOCTYITHOCTH JICUEHHUs JUIsl AlMEHTOB 3a CUET YMEHbILIEHHUS] CYMMapHBIX 3aTpaT Ha MpernapaTr npu
o0ecreyeHnH J1eKapCTBEHHON Tepanuen.

Bricokas conpanbHast 3HaUMMOCTh MPOOJIEMBbI JIEKAPCTBEHHOTO 00ecreyeHNs NalueHTOB o
CMA o6ycnoBuna npoBeneHue 17 nexadbps 2019 r. 3acemanust DkcneptHoro coBeta Kommurera
I'ocynapctBeHHO# J{yMBl 10 0XpaHe 3/10pOBbs 10 peKUM (ophaHHBIM) 3a00I€BaHUAM, HA KOTOPOM
ObUT PacCMOTPEH BOIPOC JIOCTYITHOCTHU MpenapaTa HycuHepceH A nauueHToB co CMA B PO 3a
CUeT CpeAcTB OIO/DKETOB BCEX YpPOBHEH, a Takke HEOAHOKpaTHO moaHumaics u B CoBere
@enepanuy. ITOT BONPOC CTAl NPEAMETOM OOCYXJIEHHUS Ha BCTpEYe MEXKIY BHIIE-TIPEMbEPOM
I'omukoBoit T.A. u Ilpesunenrom P® [lyruneim B.B., 1 B KOHEUHOM HTOre MPSMOr0 MOPYYEHUS
[Ipe3unenra 00 opraHu3anyy TMOMOLIM UM TOpYYeHHUs MpopadoTaTe BOMPOC MeXaHHU3Ma
(UHAHCUPOBAHUS TAKOTO JIEYEHMs 3a CYET IEeJIEBOTO0 HCIOJBb30BAHUS CPEACTB, MOCTYMUBIIMX
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B BUJIE CyMMBl HAaJOra, MCYHMCICHHOM IO HAJIOTOBOW CTaBKE B pa3Mepe, MPEBBIMIAIONIEM pa3Mep
0a30B0i1 HAJIOTOBOW CTABKH.

Jnst permenusi Bompoca oOecrieueHus JeKapcTBeHHOM Tepamueir co CMA, ¢ yuderom
CIIOHOW CHUTyallUd C JICYEHUEM B PEruoHax, HE CIPABJISAIONIMXCS C (UHAHCOBBIM OpeMeHEM
oOecrieyeHns TMAMEHTOB HEOOXOIMMO IMPEIyCMOTPETh BO3MOJKHOCTH IEPEBOJA HO30JOTHU K
obecrieueHuIo 3a cueT cpeAcTB (enepanbHOro Orokera. ONTUMAIBHBIM PEIICHUEM, KOTOPOE Obl
MO3BOJIMJIO PEIIUTH Mpo0IeMy MOTJIO ObI CTaTh BKIIIOYCHHE 3a00JICBAaHMS CIIMHAIBHAS MBIIICYHAS
atpopus (CMA) B Ilepeuenp BbicOKO3aTpaTHBIX Ho3o0Jsorui (mporpamma 14 B3H), xotopsrit
npeaycMaTpuBaeT oOecreueHue JIEKapCTBEHHBIMU TIpenapaTaMH 3a CUeT CPeACTB (eaepaIbHOTo
Oromkera, a npenaparta Hycunepcen B nepedens npernapatoB B3H.

Ha ocnoBe BbimeckazanHoro, npocum Kowmuccuio BrIounTh mnpenapar HycuHepceH B
nepeuens JKBHJII u nepeuens B3H (¢ mocnemyronum BKIIIOUEHHEM HO30JIOTUH B MPOTPaMMy
B3H). Takoe pelienue mo3BOJIUT 3HAUUTENBHO CHU3UTh MIIQJICHUECKYIO U JETCKYI0 CMEPTHOCTH B

KOPOTKHE CPOKH U OCJIA0UTh BHICOKYIO COIIMANIbHYIO HAMPSKEHHOCTh BOKPYT JaHHOU MPOOIIEMBI.

Taxke MBI IpocHM pa3pemnTh ydactue B 3aceganun Komumcecnm 3 asrycra 2020 roga mo
npenapary Hycunepcen crnenyromiero npeacraBurens pouaa «Cembu CMA»:

C yBaxxeHuew,
I'epmanenko Onbra FOpseBHa

Hupektop bO «Cembu CMA»
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	Сегодня препарат нусинерсен (торговое наименование Спинраза) является единственным зарегистрированным на территории РФ препаратом для патогенетического лечения болезни. Показанием к применению данного лекарственного препарата, согласно инструкции по п...
	Несмотря на разнообразные обоснования отказов, реальная причина кроется в стоимости терапии и отсутствии достаточных бюджетных средств в субъектах РФ. На сегодня (согласно порталу госзакупок) средняя стоимость 1 ампулы препарата достигает в среднем 7 ...
	Включение препарата нусинерсен в перечень ЖВНЛП позволит, помимо всего, зафиксировать стоимость препарата и существенно сократить его стоимость. Согласно публичной информации, опубликованной на сайте компании, при подаче предложения о включении препар...
	Высокая социальная значимость проблемы лекарственного обеспечения пациентов со СМА обусловила проведение 17 декабря 2019 г. заседания Экспертного совета Комитета Государственной Думы по охране здоровья по редким (орфанным) заболеваниям, на котором был...
	Для решения вопроса обеспечения лекарственной терапией со СМА, с учетом сложной ситуации с лечением в регионах, не справляющихся с финансовым бременем обеспечения пациентов необходимо предусмотреть возможность перевода нозологии к обеспечению за счет ...
	На основе вышесказанного, просим Комиссию включить препарат Нусинерсен в перечень ЖВНЛП и перечень ВЗН (с последующим включением нозологии в программу ВЗН). Такое решение позволит значительно снизить младенческую и детскую смертность в короткие сроки ...

