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bAC

BAC — 6okoBol aMHOTPpOHUUECKUN CKJIEeP03, OTHOCAIUNCA K TpyIne OoJie3Heu
MOTOHEUPOHOB.
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Kan-MapreH lllapko

MeXxay cnMmnToMamum 3aboneBaHus,

nokanusauuen nopaxeHnda n Haxoakamu

1874 . — BBen TEepMUH OOKOBOW
ammoTpodumdeckmin ckrnepos unu bAC
(ALS, amyotrophic lateral sclerosis)

L. P. Rowland. How amyotrophic lateral sclerosis got its name: the clinical-pathologic
genius of Jean-Martin Charcot. Arch Neurol. 2001 Mar;58(3):512-5. doi:
10.1001/archneur.58.3.512.




bose3up l'epura

«Yet today | consider myself the luckiest man on the face of the earth» Lou Gehrig.

B CIITA BAC HOoCcuT uMs
3HaAMEHHUTOro 0ercOoJIrcTa,
CTaBIIIETO CBOEOOPA3HBIM
CHMBOJIOM CBO€EH BIIOXH.

Jly I'epur ckoHUasicA B
BO3pacre 37 JIET.




I'enpu A. Yoiecc
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beiBiiemy Burtie-nipesuzieHty CIIIA guarHos
BAC 6bL1 mOcTaBJIEH B BO3pacTe 76 JIeT.

IIpogoKUTETBbHOCTD 3a001€BaHHUA
cocTaBmJIa 1 roJl.
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Jqmvutpuu IIlocTakoBuY

Ctpagan BAC
N3BECTHbIN PYCCKNU
Komnoauntop Amutpun
OmnTtpuesmny
LLlocTakoBwu.




3arajzika bAC

CruBen XokuHT (OpuUTaHCKUHN PUBUK) J>xeticon Bekkep (aMepHUKaHCKUHN POK-MY3bIKaHT)
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XOoTs1 cpeAHAsA MOPOJIOJKUTENILHOCTh 3a00JjieBaHUS  COCTaBJIsAeT OT 3 JI0 5 JIeT,
IIPOJIOJIKUTEIbHOCTh KU3HU XOKHMHTa u bekkepa c¢ aumarHo3om BAC cocraBiisieT 06oJiee
HECKOJIbKHUX JIECATKOB JIET.




byiarorBopuTesibHbIE (DOH/IbI

= biarorBoputenbHbIl GOH moMOIIH JoAsAM ¢ BAC u ApyrumMu HEUPOMBINIIIEUHBIMU

3abo0jieBaHUAMU « 2 KUBM certyac» ufy &
S JKMBU CENYAC

= barorBopuTeIbHBIN (DOH/I IIOMOIIY O0JIFHBIM OOKOBBIM aMHUOTPO(PUIECKIM CKJIEPO30M UMEHH
Hunbl IBanoBHBI JIeBUIIKON

= ALS Association — amepukaHcKas HeKOMMepUuecKasi OpraHu3aIus

ASSOCIATION



AKIIUH 110 IIPUBJICYEHUIO

ConmasibHasA pekyiaMa T'OJIJIaH/ICKOTO
donza ALS Foundation Netherlands,
HaIlpaBJIeHHAsA Ha YBEJTUUEHUE
ocBegomiieHHOCTH 0 BAC

BHUMAaHMUA K IIpobJIeMe

Akuuns Ice Bucket Challenge netom
2014 ropa.

bBrnarogaps aTton akunu yganoch
cobpatb 6onbLie 100 MUMNMOHOB
Aonnapos.

OpgHako, HecMOTps Ha
NonynsipHOCTb akuuu, No
ctatucTtuke (bputaHmns) nuwb
KaXkOblW OeCATbIN Y4aCTHUK akuum
noXxepTBoBas AeHbrn B poHa ALS.



IdnuneMmuosiorusa bAC

ANMOEMMONOrM4ecKkoe unccnegoBaHme
3aboneBaHuns 3aTpyaHUTENBHO
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Robert H Brown , Ammar Al-Chalabi. Amyotrophic Lateral Sclerosis. N Engl J Med. 2017 Jul 13;377(2):162-172. doi: 10.1056/NEJMra1603471.
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Roberta Bonafede , Raffaella Mariotti. ALS Pathogenesis and Therapeutic Approaches: The Role of Mesenchymal Stem Cells and Extracellular

Vesicles. Front. Cell. Neurosci., 21 March 2017 | https://doi.org/10.3389/fncel.2017.00080




MuTtoxoHApUaJIbHAA JUCPYHKIMA

LinTtonnasmarnyeckas (SOD1) u mutoxoHapuanbHasa (SOD2) cynepokcupaucmyTasa
NPMBOOAT K HApPYLLUEHMIO OYHKLMN MUTOXOHOPUN.

[1Ba mexaHn3ma: obpa3oBaHMe TOKCUYHbIX MPOAYKTOB 0OMeHa 1 OTMNoXeHne arperaTos

SOD.

3anyck anonTo3a, n3bbiTouHas npoaykuma AT® n AOK, cHuxXeHne akTUBHOCTU
KoMnekcos | IV gbixaTernbHOW Lenu.

[MoTep4 Ca-uyBCcTBUTENMBbHBLIX  OEnkoB  —  NpoBOUMPOBaHUE deHOMeHa

3KCAUTOTOKCUYHOCTU




IJKCIIAHCUA HYKJIEOTUIHbBIX
rmoBTOpOB (Coorf72)
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IToreps dbyHKIIMN Oeaka HetipoToKcH4HOCTE Oeaka

[IprobpereHre HOBBIX CBOMCTB OeAKa

QKcnaHcm4a rekcanoBTopoB GGGGCC
reHa C9orf72 Hacnegyetcd no
ayTOCOMHO-4OMUHAHTHOMY TUMY

QkcnaHcusa bonee 60 NOBTOPOB — PUCK
pa3sutna bAC/OTO

ABnaeTca ogHOM U3 caMblX
pacnpoCTpaHEHHbIX FEHETUYECKNX
npuymH BAC 1 dopoHTOTEMNOpPABEHOW
gemeHuun (eTh)

Balendra R, Isaacs AM. C9orf72-mediated ALS and FTD: multiple pathways to disease. Nat Rev Neurol. 2018;14(9):544-558.




Komiuieke bAC-11apKUHCOHU3M-
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Bert M Verheijen et al. Activation of the Unfolded Protein Response and Proteostasis Disturbance in Parkinsonism-Dementia of Guam. J
Neuropathol Exp Neurol. 2020 Jan 1;79(1):34-45. doi: 10.1093/jnen/nlz110
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Crpykrypa BAC u mpobema
INarHOCTHUKHU

MepBUYHbLIN
natepanbHbIN
Mporpeccupyto cknepos (MIC)
as MbllieYHas
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