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MexaHn3m noBpexgeHmna HEUPOHOB

e JKCAUTOTOKCUYHOCTb —
naTororn4eckmmn npoLlecc,
BeaYLLU K MOBPEXOYHUIO U
rmdenm HepPBHbIX KNETOK NoA
BO3OEeNCTBUEM
HeUpoMeamaTopos,
CNOCOOHbIX
rmnepaktusmposaTb NMDA- n
AMPA — peLenTopsbl.
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AKTHMBAUMWA SEPMEHTOB

MinepakTUeayua hepMeHToR, 8 HopMe

PACLENNARLHX PAINHMHEIE GENKY, MOXET

NPUEBECTH K AErpapaly Tena Herpona

MHAKTUBALMWA NPOTEACOM
Bsixog 2 cTpoR NnporeacoMm,
B5IEOARLMX LWNAKK, NPAECAKT

K «3axnaMaeHuon TeNa KNeTku
GenxostiMu parMeHTamu




MexaHn3m noBpeXaeHns HEMPOHOB
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Lienn nevyeHuns

« 3ameqreHne nporpeccnpoBaHns 0oresHu;

* [lpoaneHune nepuoaa 3abonesBaHns, NpyY KOTOPOM NaLUeHT
COXPaHSIET COCOOHOCTb K CaMOOOCYXUBaHWIO;

* YMEHbLLUEHNE BblIPpaXXEHHOCTU OTAENbHbIX CUMNITOMOB
3aboneBaHus;

* [TogaepxaHne cTabunbHOro YpoBHSA KadecTBa XXU3HN.



dTnonaroreHeTu4yec
Koe neyeHue

HoBenwne
MeTOAUKU NeYyeHud
(npumeHeHuMe
CTBOJIOBbIX KNETOK,
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NMopoepxuBaroLwas
Tepanua

(nannunaTuBHada
Tepanus)

3ameaneHue
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oone3Hu




JTuonartoreHeTn4yeckas Tepanus

* Pnny30/11 - npoussogHoe S O \C —
OeH3oTMasona 3
HN—
N

* Ha3Ha4yaeTcga no pekomeHgaumam European
Federation of Neurological Society
;_IEBpOI'IeI/ICKOI/I denepauymu

eBpOorormyecknx coobLlecTs) cpasy nocne
yTOYHEeHUs anarHo3a

« MexaHn3am O0encTBuS : UHrMbupoBaHue
BbICBODOXXAEHUS rMyTamaTta; MHaKTMBaLus

BOJIbTaXX3aBNCUMbIX HATPUEBbLIX KaHAJI0B, RILUTEK® 50 mg
HeKOHK\g)eHTHaFI bnokaga peuentopoB M- film-coated tablets
METUIT-V-acnaparmHoBOon KNUCI10Tbl, . Riluzole

ctumynsiumns C-6enkoBo3aBUCUMbIX NYTEN Voie orale / Oral use

I'I e peﬂ,a‘-l M M M I'IyJ'I bca 56 comprimeés pelliculés / film-coated tablets

songfi ave_mis

 PexomeHayemas ao3a : no 50 Mr kaxable 12
Y.




Puny3on —

OCHOBa a1
pa3paboTKku
npenapaTtoB
cnegyroLwmnx NnokoneHnm

* [lpoHukaeT Yepes [ OPb;
* HemponpoTeKkTopHbLIE CBOUCTBA ( JOKA3aHO B

nccrneaoBaHUAX in vivo Ha
9KCneprMeEHTarbHbIX MOAENSAX HENPOHHbIX
noBpexaeHui no Tuny LepedpansHou
NwemMmu ) - 3alnaeT MOTOHEUPOHbBI OT
9KCcanToOTOKCMYecKoro adpdekra
rMyTaMMUHOBOM KUCNOTLI U NpeaoTBpaLlaeT
rméenb HEMPOHOB KOPbI TONTOBHOIO Mo3ra npu
rMMNOKCUMK;

bnarogaps bnokage rmytamaTHOM
HEUPOTPAHCMMNCCUN B IKCNEPUMEHTE
NpoABMASET MUOPENaKCUpYoLLIEE U
cegaruBHoe aencrteume (okoro 20

PeKoMeHayeMbIX eXXeQHeBHbIX 403 AN
yernoBeka), a Takke obnagaet
NPOTMBOCYOOPOXHLIM 3JEKTOM (OKOMNO 2
PEKOMEHOYEMbIX CYyTOYHbIX 003 ON14
YyerioBeka).



CumMmnTomMaTunyeckas Tepanus

* N9 YMEHbLUEHNA KpaMnu 1 pacumKynaumn npenapaTtom sBoibopa
aBnsieTca kapbamasenuH 200-600 Mr/cyT, npenapartbl MarHus,
dEHNTOUH, BEpanamun;

* NOBbILLEHWNE MbILLEYHOIO TOHYCA MO CNacTU4YEeCKoOMY TNy
KOppUrnpyeTca MmmopenakcaHtamu: 6aknodeHom, MuaoKarnmowm,
TU3aHUONHOM, NOKa3aHbl HeMeaNKaMeHTO3Hble MeToAbl
BO3OEeNCTBUA: perynsapHble dusnyeckne yrnpaxHeHust u rmaporepanus
B ObaccenHe ¢ Tennomn sogon (32-34°C);

* MeTAbONMMYECKME MUOTPOMHBbIE NpenapaTbl - KAPHUTUH, MUOOKaNM Ao
15 Mmr/cyT (crneayeT NOMHUTL, YTO NPUMEHEHNE 3TON rpynnbl
neKkapCcTBEHHbIX CPeaCTB He NoKa3aHo Npu 3HAYNTENBHOM CHUXEHUN
MbILLEYHOW CUIbl, TaK Kak CNOCODOCTBYIOT yCUIEHUIO KaTabonmama
MbILLILL).



bynsbapHble-nceBaobynsbapHblie
HapyLIEeHNS

* [Tpn cnacTuyeckon An3apTpun NPUMEHSIOT Npenaparbl, CHUXalLwme
MbILLEYHbIN TOHYC, KyOUKM Nbaa Ha A3bIK;

* Mpy NOOOM TUNE AMU3aPTPUN PEKOMEHAYIOT UCMNOSb30BaTh KpaTKME U
NPOCTbI€ peYeBble KOHCTPYKLMN AS1st 00ner4yeHns KOMMYHUKaLnn C
OKpY>KaoLLIMMWU;

* [TlpaBunbHasa caHauma pTa ( NoocKaHWe NomnocTU pTa aHTUCENTUYECKUMMU
pacTBopamu, YACTKa 3yOOoB U.T.4.);

» OrpaHu4yeHne npmema NPoaAyKTOB, CryLlaroLmx critoHy( kedump,norypT v ap.
KMCITOMOJTIOYHbIE NPOAYKThI);

e Mykonuntuku (N-auetunumnuctenH 200-400 mr 3 pasa B EHb), OPOHXOSNTUTUKMU
Onsi afgekBaTHOW caHauum TpaxeobpoHXranbHOro AepeBa;

 C nporpeccupoBaHneM 3aboneBaHuns 3aMeHa TBepablX NPoaYyKTOB
rOMOreHHbIMU, MPY HEOOXOOMMOCTU BbINONHEHME 3HA,0CKONUYECKOMN
racTpocToMum.



INleyeHune penpeccun, aMOLMOHANBbHOU
NabunbHOCTU

» KOHCynkTauum ncmxuaTtpa, '
ncuxoTepanesTa;

e AMUTPUNTUIIIIUH,
donyokceTuH (100Mr/cyT Ha
HOYb);

*[1pn HanNnM4MM anHoO3 BO CHEe
Ha3HayaloT pNyoKceTUH 20
MI/CYyT Ha HOYb KYpCOM 3
Mecsua.




PacctponcTtBa gbixaTenbHou
ONEATENbHOCTU

 C uenbto onpeaenenHuns
BbIPaXXEHHOCTU AblXaTernbHbIX
HapyLUeHN NpOoBOAAT
CMUPOMETPUIO U
noriucomMmHorpadguio;

*[1Ipyn NnOTPeObHOCTM BO
BCNoMoraTesfibHOM AbIiXaHuu
peLlaroT BONPOC O NepeBoe Ha
MCKYCCTBEHHYI BEHTUNALUUIO
nerkux (UBJ1) unmn o
npoBedEeHUN TPaAXeoCTOMMUM.




[ eHoTepanusa ¢ UCNONb30BaHNEM TEXHONOIMNU
CRISPR/Cas9

« IKcnepumeHT ¢ [ M-nnHuen mbilwen, HECLLNX MYyTaHTHbIV
YyenoBeYyeCckuUn reH cynepokcmagancmyTtasbl-1 (SOD1), KoTopbiv Y Noaeu

OTBETCTBEHEH NpUMepPHO 3a 20 NPOLEHTOB Clly4YaeB HacreacTBeHHOro
BAC (1 2 npoueHTa B LENOM);

* B kayecTBe BEKTOpa — TOMEYHOIo CpeacTBa JOCTaBKM —cnelmarnbHbIM
obpazomM MmoandMLUMPOBaHHbIE a4EH0AaCCOLMNPOBAHHLIE BUPYCHI,
KOTOpble 1 B 0ObIYHOM Buae 6esonacHbl ana nogen. Bektopsbl
AOoCTaBuUNu 6enku n «ncnpasneHHble» reHbl cnctemMbl CRISPR-Cas9
TOYHO B ABuUraTesibHble HEeMPOHbI CMMHHOTO Mo3ra. benku BHecnn
pa3pes3bl B HY)KHbI€ Yy4aCTKN reHoMa, nocne Yero cobCcTBeHHbIE
CUCTEMbI penapaumnm KIeTkn camm BCTPOUIn Ha ocBoboauBLLEeCs
MECTO HOBbIE, YK€ He HecyLlMe MyTaLum reHsbil.




CTBONOBbIE KINETKU

* Mlcnonb3yoTca Me3eHXnmarnbHble
CTBOJSIOBbIE KIETKU ( PETUKYNAPHAA
CTpOMa KOCTHOIo Mo3ara);

» AytotpaHcnnaHtauns MCK
605bHBIM BAC MHTpacnmMHanbHO B
CYCIEeH31n ayTorormyHoro nMKeBopa
C MOMOLLbIO MUKPOUHXEKTOPA;

[1060YHbIE 3D DEKTHI:

- MexpebepHas 6orb
Nppagnnpyoero xapakrepa;

- An3ecTte3ns B 0bnacTu HOru;

PesynbraTthl uccnenoBaHus:

- NIPU3HaKOB 3/10Ka4eCTBEHHOW
nponudpepaunm nnn mogndukaumm
KITETOK HE ODHAapPYXEHO;

- MOSTy4EHHbIE JaHHble NoKa3anu
oe3onacHocTb BBeaeHusa MCK 6e3
pucka BO3HUKHOBEHUS
9KTOMNYECKUX OYaroB
occudukaumnn.




Cnacunbo 3a BHMMaHue!
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