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[Ipencenarento Komuccuu

MunuctepcTBa 3apaBooxpaneHus Poccuiickoit deneparuu

1o GOPMHUPOBAHUIO NIEPEUHEH JIEKAPCTBEHHBIX MPENapaToB

JUISL METUIITHCKOTO PUMEHEHHSI © MUHUMAJIbHOT'O aCCOPTUMEHTA
JIEKapCTBEHHBIX MPEMapaToB,

HEOOXOIMMBIX JJIsl OKa3aHUsI MEIUIIMHCKON TTIOMOIIIH,

3amecturento Munucrpa
MunuctepcTBa 3paBooxpanenus Poccuiickoit @enepanuu
C.B.TJIAT'OJIEBY

YBaxaewmslit Cepreit Bnagumuposuy!

Ot nuna OoNMpHBIX cHUHAIBHON MbimeuHoi arpoduu (CMA) B Poccum, donn «Cembu
CMA» mpOoCUT paccCMOTPETh TO3UIIMIO MAIMEHTCKOro coodmecTBa 60bHBIX CMA B MOIICPKKY
BKJIIOUYEHHUsl  Mpenapara  pucaumiaMm  (TOProBoe HAauMMEHOBAHHWE  OBPUCAM, BHECEH B

l'ocynmapcTBeHHbId  peecTp  JIGKapCTBEHHBIX  cpenctB  Poccuiickoit ~ Penepauuu 1oz
peructparronabsiM Homepom JIT1-006602), B mepeuens XKBHJIII.

Kak Ham crano wu3BecTHO, Ha 3acenanuu Komuccun mo QopMHpoOBaHUIO IepedHei
JIEKapCTBEHHBIX MPENapaToB Uil MEAULMHCKOIO NPUMEHEHHS U MHMHUMAJIbHOTO acCCOPTUMEHTa
JIEKapCTBEHHBIX MpenapaToB, HEOOXOAUMBIX I OKa3aHUs MEIUIMHCKOM momomy 5 aBrycra 2021
roga OyaeT pacCMOTpPEH BONPOC BKIIIOUEHHUs Npenapara pucaumiam B nepedens JKBHIIII, kotopoe
MBI O/THO3HAYHO TTO/JICPKUBAEM U CYMTAEM HEOOXOIUMBIM Il CBOEBPEMEHHOM TTOMOIIH OOJIEHBIM
CMA.

®ona «Cembrt CMA» npeicTaBiIseT B HACTOSIIIUN MOMEHT nHTepech 1162 manueHToB (862
u3 Hux — jaetd, 300 — mareHTs! cTapiie 18 eT) co CNMHANIBHOW MBIIICYHOH aTpoduei, KOTOphIX
O0bEeIUHSET Hallla OpraHMu3alus. Y KaXJ0ro U3 HUX, BBUAY TSKENBIX MPOSIBIECHUH 0OJE€3HH €CTbh
HEOTJIOKHAs HYKJIa B MAKCUMaJIbHO OBICTPOM JIOCTYTIE K JIEKAPCTBEHHOM TepamuH.

CrnunaneHas MmblmieyHass arpogus (CMA) - Tskenoe HaclieACTBEHHOE 3a00JeBaHMUE,
XapaKTepu3ylolleecs: MOpaXeHUeM IEHTPAJbHOH HEPBHOM CHUCTEMBbI C 3aJepKKOW MOTOPHOTO
Pa3BUTHS, Pa3BUTHEM KOHTPAKTYp CYCTaBOB, JepopMmanueil rpyTHOW KIETKH M CKOJIMOTUYECKHM
nedopmanusm, MporpecCHpoBanreM OymbO0apHBIX U ABIXAaTENbHBIX HAPYIICHUH, BBICOKHM PHCKOM
Pa3BUTHs aCIHUPAIMOHHBIX THEBMOHHMU, OBICTPBIM HApacCTaHWEM JBIXaTEIbHON HEIOCTaTOYHOCTH.
3a0osieBaHue SIBIsSIETCS peaKUM (Op(aHHBIM), HOCUT MPOTPECCUPYIOLINN XapaKTep U MPUBOAMT K
paHHEMY JIeTaJIbHOMY UCXOAy. bosie3Hb yMeHbIIaeT MpoJIOJKUTENBHOCTD JKU3HU U YXY/AILIAeT ee
Ka4yecTBO, NMPUBOJIUT K TSKEIOW MHBAIMIU3AIMM M TOJHOM 3aBUCHUMOCTH OOJBHOTO OT YJICHOB
ceMbH, ocymiecTBIsIomux yxoa. CMA - ogHa u3 Haubosee 4yacThIX MPUYUH JIETCKOH CMEPTHOCTH,
BbI3BAaHHOM HACJIEICTBEHHBIMU 3a00J€BaHUAMU. BobHBIE OCTAaIOTCS OTHOCTHIO HHTEIIEKTYaIbHO-
COXpaHHBIMH, HO 0e3 JiedeHHs1 OOJIe3Hb NMPHUBOAMT K aTPOPUH MBI W IMOCTENEHHOH IMoTepe
JBUTATEIFHBIX M JIBIXaTEIbHBIX (DYHKIIHA, JIUIIAst ETEH U B3POCIBIX BOBMOKHOCTH CTOSITh, CHCTH,
JBUTATHCSI, TIIOTATh U JBIIIATH.



[IpuMeHeHrHEe MaTOreHEeTUYECKON Tepanuu I03BOJSET AETSIM JOCTHYb WIIM  yJep)KaTh
OCHOBHBIE JIBUIaTEJIbHbIE HAaBBIKM, HEOOXOIMMBIE Ul IOBCEIHEBHOM >XM3HM. PaHHee Hauaio
TepaIruy WIK JICYEHUE /10 HACTYIUICHHUs] CUMIITOMOB 3a00JI€BaHMs IO3BOJISIET Pa3BUTh y MMALMEHTOB
JBUTATEIbHBIC HABBIKU, COIIOCTABUMBIE CO 3JJOPOBBIMU JCTHMH.

Ceronns B Poccun 3apeructpupoBaHo 2 JIEKapCTBEHHBIX CPEICTBA IS ATOT€HETUYECKOTO
nedenuss CMA: npenapatr HycuHepceH (BkirodeH B mepedeHb JKBHIIII) u mpenapar pucauriam
(3apeructpupoBan B HOsiOpe 2020 roga). O6a npemnapara SBISIOTCS MOAM(PUKATOPAMU CILIACHHTA
SMN2 u TpeOylOT MOXHU3HEHHOTO MpHEMa, OJHAKO OTJIMYAIOTCS Ccrocobom BBeneHus. Ecmu
IpernapaT HyCMHEpCeH TpeOyeT BBEAEHHUS IOCPEICTBOM HMHTPATEKAJIbHONM MHBEKIMH B YCIOBUAX
CTallMOHApa, TO IpernapaT pUCAUILUIaM BBIITYCKAETCs B BUJE CUpONa JJIs €KE€IHEBHOTO IIPUMEHEHUS
Ha JIOMYy.

[Tpenapat pucaumiaM BKIIOUYEH B yTBepkaeHHbIe B 2021 roy KIMHUYECKUE PEKOMEHAALNH
MunsznpaBa Poccunm  «lIpokcumanbHas chnuHanbHas MelmedHas atpodus S5q». CoryacHo
MHCTPYKLUUHU K IPUMEHEHUIO U KIIMHUYECKUM PEKOMEHIalMsAM IIpenapaT oKa3aH I0Ka3aH ACTAM U
B3pocibiM co CMA c¢ 2-x MmecsneB. OTIMUnTEeIbHOW 0COOEHHOCTBIO SIBIISI€TCS TO, YTO OH BBOAMTCS
NEPOPATBHO, U MOXKET IPUHUMATHCS Ha JIOMY 0e3 HEOOXOIMMOCTH TOCTTUTATU3AIHH.

[TepopanbHbIii crioco0 BBO/A Ja€T HECKOJIBKO 3HAUMMBIX IPEUMYILIECTB:

- CokpamieHre 4Yuclia TOCHUTAIN3aluid 0cOOEHHO BakHO s mamueHtoB co CMA B Tekymen
AMHUIEMHOIOTHYecKoi cutyanuu, cBszanHoi ¢ COVID-19 - undexnuonHble 3a001€BaHUs BEPXHUX
JBIXaTEJIbHBIX IIyTEH MOTYT NPUBOJAUTH K TSDKEJIOW JIbIXaTENbHOM HENOCTaTOYHOCTH, YTO, B CBOIO
ouepe/ib, MOXKET IIPUBECTHU K CEPHE3HBIM OCIIOKHEHUSM 3J0POBbS U CMEPTEIILHOMY UCXOLY.

- OpgauMm u3 cepbe3Hblx ociokHeHHH npu CMA  sABiseTcs CKOIMO3, y psja NalUeHTOB
YCTAaHOBJIEHBl METAJUIOKOHCTPYKLIMHM, 4YTO MOXET IPEMSITCTBOBATH BO3MOXKHOCTH IPOBOJUTH
MHTpAaTEeKaJIbHbIE WHBEKUMU M JUIsl TaKMX NAalMeHTOB Ipernapar ¢ MepopalibHbIM CIIOCOOOM
BBEJICHUS OKA3bIBACTCSI €IMHCTBEHHOW OMIMEN JIeUeHUsI.

TakuMm oOpa3om, KpaiiHE Ba’kHO, YTOOBI JOCTYH K BbIOOPY ONTHUMAJIbHOHN JIEKapCTBEHHOU
Tepanuu ObLI PaBHBIM B OTHOLIEHHWM JBYX JIEKQpPCTBEHHBIX MpPENaparoB M JaBajl BO3MOXKHOCTb
JedanieMy Bpady NPUHMMATh PELIEHHE O HAa3HAYEHWH JIEKAPCTBEHHOI'O INpenapara, OCHOBBIBASACH
IIPEKIAE BCEro Ha KIMHMYECKOM KapTHMHE WHAMBHUIYaJbHOIO TNAIMEHTa, COMYTCTBYIOLIUX
3abosneBaHui U ocnoxkHeHUH. HecomHenHo, Bkmouenue B nepedens JKBHIIIT BToporo npenapara
s nedeHuss CMA ¢ nepopaibHBIM cocoOOoM mpuema — OyAeT 3HAYMTEIbHO CIOCOOCTBOBATH
ITOMY.

CrnenyeT TakXke OTMETUTh, YTO C YYETOM OOJIBIIUX PAaCCTOSIHUM B pEerroHaxX Hallled CTpaHbI,
pu BBIOOpPE W Ha3HAUEHUM JIEKApPCTBEHHON Tepanmuu BaXXHO YYMTHIBaTh M YJAJIEHHOCTb
npoxuBaHuss oT rocnuTand. C  yyeToM HaJW4Msl OCJIOKHEHUH, MOXET ObIThb KpaiiHe
3aTPYJHUTENBHBIM PEryJIsipHO TPAHCIOPTUPOBATH MAlMEHTa I MpoBeAeHMs JiedeHus. B Takux
CUTyalMsIX OTJAJIECHHOCTH MecTa IpPOKMBAHUSA OT CTalliOHapa NEpOpajbHBbI IyThb BBEICHUS
npernapara pucIuIuIaM TaKkke Oy/1eT OYeHb BaXKHBIM aCIEKTOM B JIOCTYITHOCTH IPUMEHEHHSI.

Msl OBl XOTENHM MOMYEPKHYTh, YTO HAIMYHE PABHOTO JIOCTYNA K 3aperHCTPUPOBAHHBIM
MeTonaM Juisd siedeHuss CMA nis pa3sHBIX KaTeropuil NAlMEHTOB, C YYETOM HUX MHAMBHAYAJIbHBIX

0COOEHHOCTEH, a TakKe >KM3HEHHOTO YKJaJa W MeCTa TOCTOSHHOTO TPOXUBAHUS — SIBISACTCS
KpaiiHe BaXKHBIM ISl CBOEBPEMEHHOM ¥ MOJHOIICHHOM moMotu 00pHEIM CMA.
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Ha rteppuropun P® yxe umeercs NOCTATOYHO IIMPOKHMM ONIBIT IIPUMEHEHHUs IIperapara
pucoumiam. Tak, ¢ nHavama 2018 roma B cTpaHe NPOBOJMUIUCH KIMHMYECKHE HCCIICIOBAHUS
pucaumiam, a ¢ Hadana 2020 roga B paMkax nporpaMMbl JOPETHCTPALMOHHOIO JIOCTYIA JIEYEHUE
Hayanmu Oosnee 230 nereld W B3pOCHBIX. Y POCCHUCKUX TMAIMEHTOB, MOJYYAONIUX PHCIUTLIAM,
OTMEYaeTcs MOJOKHUTeNbHAs JMHAMHKA, BHIPAXKAIOIIASCS OCTAHOBKE IIPOTPECCUPOBAHUS 0OJIe3HHU, B
YaCTUYHOM BOCCTAQHOBJICHUM YTpayeHHBIX paHee (YyHKUMI OpraHu3mMa — BO3MOKHOCTH
NIEPEBOPAUYNBATHCS, CUIETh, CTOATH, BOCCTAHOBJICHUS (DYHKIIMU XOb0BI (ITpHU 3TOM OBICTpasi yTpara
¢GbyHKIMH M TporpeccHpoBaHusi 3a0o0jieBaHHMs HAcTynaja y JaHHBIX IAallMEHTOB B OTCYTCTBHH
[IATOTEHETUYECKON Tepanuu). Te Malblliy, KOTOpblE YYacTBYIOT B IpPOrpaMMe KIMHHUYECKOIO
HCCJIEIOBaHMs JIOCUMITOMAaTUYECKOIO JIEUEHUSI HA CETOJHAIIHUMN JI€Hb HE MMEIOT IMPOSIBICHUSA
00JIe3HHU, PACTYT U PA3BUBAIOTCSA B COOTBETCTBUH C BO3PACTOM.

BaxxHO, 4TO mnpM JIEYEHMHM MAaUEHT I[OJy4YaeT IIaHC Ha JOJITYI0, CYACTIMBYH U
MIOJIHOIICHHYIO JKU3Hb - YEM PaHbIle HAUMHAETCS JICUeHHE, TeM BbIIE ero 3(h(GEeKTUBHOCTh U TEM
BBIIIIE IIAHC HA TO, YTO 0OJIE3Hb OTCTYNUT. TeM Ba)KHEE CTAHOBUTCS MOBBILIICHHE JTOCTYIMHOCTH
nedeHus. be3 maroreneTmueckod Tepanuu 3a00JieBaHHWE MPOTPECCHPYET C KaKIbIM THEM,
mo0as 3a7iepKKa B JICUCHUU TPUBOAUT K O€3BO3BpAaTHONM HWHBAIMJM3ALMU NAlMEHTa U IOTepe
paboTocrocoOHOCTH.

[ToMmuMo BBIIIIEYKA3aHHOW MEAMIIMHCKON 3HAYMMOCTH, NpUMeHeHue y OonbHBIXx CMA
mpernapara pUCIUIUIaM J1aeT 3HAYMMBbIH couuanbHbli 3¢ ¢dext. bonbabie CMA, nmest coxpaHHbIE
MHTEJUJIEKTYyallbHbIe U KOTHUTUBHBIE (DYHKIMU MPU COXPAHEHUU M BOCCTAHOBJICHUU JIBUTATEIbHBIX
BO3MOXXHOCTEH, UMEIOT OOIbIIle MIAHCOB HAa AKTUBHYIO COIMAIBHYIO JKU3Hb W HMHTErpaluio, Ha
MOJIHOIICHHYIO JKHM3Hb B3pPOCIIOrO 4YeloBeKa, paboTaroliero M 3apadaThIBAIOIIEro IJIaTeNblIuKa
HaJIOTOB, €CJIM OHM CBOEBPEMEHHO IOJIyYaroT jiedeHue. [[puMeHeHrne nmaroreHeTH4eckoil Tepanuu
MOKET CHHU3MTH MPOLEHT WHBamuaAu3aluu OosbHbIX CMA, KoTOpbIi 0€3 JeueHUs COCTaBiseT
npaktuaecku 100%.

Ha cerogusmnuii 1eHb JieKkapcTBEHHOE obOecrnieueHue nanueHToB co CMA BO3JI0OKEHO Ha
cyowrekTsl Poccuiickoit @enepanun. [IpakTruecku Bce MaMEHThl UMEIOT HHBAIMIHOCTE. [IpaBo Ha
[IATOTEHETUYECKYI0  TEpalnuio  rapaHtupoBaHo namueHtam co CMA  IlocraHoBieHueM
IIpaButensctBa P® ot 30.07.1994r. Ne890 «O rocynapCTBEHHOW MOAJEPIKKE pa3BUTHSA
MEIULIUHCKOW TPOMBIIUIEHHOCTH M YyAy4IIeHMH OOeCeueHHs HaceleHUs U  YUpexkAeHUi
3/IpaBOOXPAHEHUS JIEKAPCTBEHHBIMU CPEACTBAMM U M3ACIUSAMU MEIULMHCKOTO Ha3HAYEHUS», KaK
JIMIIaM, OTHOCSIIMMCS K KaTerOpUM UHBAIMUJIOB (AeTeii-uHBann10B). OHAKO, HECMOTPS Ha HAIUYKe
MIPaBOBBIX OCHOBaHMM Ha oOpameHuss mnanueHtoB co CMA B peruoHajibHble OpraHbl
roCy/lapCTBEHHOM BJIacTM B cdepe 3apaBoOXpaHEHHs OO0 OpraHu3aluu JIEKApCTBEHHOTO
o0OecrieyeHuss MpernapaToM pUCOUIUIAaM JUId HaTtoreHernyeckoro jedenuss CMA B ux azapec
3a4acTyl0 NOCTyHarT OTKa3bl. Cpeau OAHOM M3 CaMbIX PACHpPOCTPAHEHHBIX MPUYMH OTKAa30B
JBTOTHOM JIEKaPCTBEHHOM OOECIIEYeHHH MO OOpallleHHIO MalMEHTOB OT PErHOHAIBHBIX OPraHOB
3/paBOOXPAaHEHUsS B TJOKYMEHTaxX YIIOMHHAIOTCS OTCYTCTBHE OTCYTCTBHE IIperapaTa pUCIAUILIaM B
nepeune JKBHIIII u, xak cnenctBue, TEppUTOPHAIBHBIX IPOrpaMMax U NEPEeUYHsX.

HecMmoTpss Ha mOsBICHHE JOMOJIHMUTEIBHOTO MEXaHHW3Ma JIEKApCTBEHHOTO O0ECledeHUs —
donga «Kpyr lo6pay, B uncio 3aboneBanuii ¢ obecrnedyeHneM KOTOPBIX MTOMOTaeT MPe3uIeHTCKUN
¢doH BolLIa CHOUHAIbHAs MbliieuHas atpodus. [losBiaeHue sToro mexaHuzma obOecrieueHus
3HAYUTENIBHO YIIYUIIWIO CHTYAllUI0 C JOCTYNOM K jedeHuro OonmbHBIXx CMA. OpHako, TaHHBIN
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JOTIOJTHUTEIBHBIM MEXaHU3M PACIPOCTPAHSIETCS TOJBKO JeTed 10 18 jer u He oTpaxkeH B
3aKOHOJIATEIbHOM PETYJIMPOBAHUM, T.€. 3aKOHOJATEJBHO OTBETCTBEHHOCTh 3a OPraHU3alUIO
JIEKApCTBEHHOTO 00ECIeUeHHsI TPOJOJDKAIT HecTH CcyobekTel P®. Oxomno 25 % oOmei
yucineHHocTH OonpHBIX CMA — 3TO B3pocible crapiie 18 jer, a Takke HECKOJbKO JIeCATKOB
MAIMEHTOB, KOTOPBIE €XKETrOJAHO IMEPECTYNAIOT PyOex COBEPIICHHOJETHS — UX oOecleyeHHe Mo
MIPEKHEMY 3aBUCAT OT BO3MOKHOCTEHN pEruoHa MpoKUBaHUSA.

Hecmotpss Ha pa3HooOpa3zHble OOOCHOBaHHMS OTKa30B, pealibHas MpPHYMHA KPOETCS B
CTOMMOCTH TEPAIMH U OTCYTCTBUH JIOCTATOYHBIX OFOJKETHBIX CPEICTB B cyObekTax PD. CeronuHs B
CBSI3M C Pa3HBIMH (PUHAHCOBBIMH BO3MOXKHOCTSIMH PETHOHOB, OOJIBIIUM KOJMYECTBOM JaHHBIX
MAlMEHTOB W WX pPa3HOHW KOHIIGHTpAIlMeW B pPETHOHAX, JIOOUTHCS PABHOTO MPEIOCTABICHUS
MaTOreHETUYECKOro JieueHus mnamueHtam co CMA  0e3 UeHTpaJM30BaHHOTO  MOpsIKa
JIEKapCTBEHHOT'O OOECTeUeHUs] U JOMOJHUTENbHBIX PEHICHUN, OAHUM M3 KOTOPBIX MOXKET CTaTh
perucTpanus npeaeabHON OTITYCKHOM LIEHbI, HE MPECTaBISAETCS BO3MOKHBIM.

HeoOxonuMbl Mepbl, KOTOpBIE TO3BOJSAT CBOEBPEMEHHO, 0€3 3aJepkeK obecrneynBaTh
JiedeHrueM OOJIbHBIX B JOJITOCPOYHOW TMEPCHEKTHUBE 0€3 MPUBS3KUM K PETMOHY IMPOXKUBaHUs, 0e3
PUCKOB MpephiBaHusl HayaTo Tepanuu. OMHOW W3 TaKUX JCUCTBEHHBIX MEpP MOXET OBbITh
BKJIFOUEHME TIpenapara pucaumiaM B nepeuens JKBHIIIL.

Bxmrouenne npenapara pucauiuiam B nepedeHs JKBHJIII mo3Bomut, moMmmo Bcero,
3apKCUPOBATh CTOMMOCTH TIperapara W CYIMIECTBEHHO COKPATHTh €r0 CTOMMOCTh. JTO, B CBOIO
ouepe/lb, 3HAYUTEIBHO CHU3UT CTOMMOCTh I'0Jla JICUEHUS MalMeHTa U CIOCOOCTBYET MOBBILICHUIO
JOCTYITHOCTH JICUEHUs JJIsl MTALIMEHTOB 3a CUET YMEHbBIIEHUS] CYMMApHBIX 3aTpaT Ha MpernapaTr npu
o0ecrieueHnH JTeKapCTBEHHOM Tepamnuei.

[IpyHrMass BO BHHMMAHHE BBIIICH3JIOKEHHOE, NPOCHM KOMHCCHIO BKIIIOYHTH Ipernapar
pucaumiam B nepedens KBHIIIL

Taxxe Mbl IpocuM pa3peminTh ydactue B 3acenaHuu Komwmccum 5 aBrycta 2021 roma mo
npernapary pucaumiam cienyomuero npeacrasurens ponaa «Cembu CMA:

I'epmanenko Omnbra FOpbeBna (M00. Ten. (926)471-49-26, si1. moura: 0g@f-sma.ru.

C yBaxeHueMm,
I'epmanenko Ousbra FOpbeBHa

Hupextop b® «Cembu CMA»
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