BAC: amarHocTuka n nedyeHve
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/lnarHocTuka

® Henpoduninonornyeckoe nccrnenosaHue

® OHMI
® MPT ronoBHOro moara, WWenHoro otagena CnMHHOro Mo3ara

® JTabopaTtopHas anarHOoCTUKa(KJIMHNYECKUN aHann3 KpoBsu, BUOXNMNYECKIUN,
nccrnegoBaHne NIMKBopa, MOJSIEKYNAPHO-reHETUYECKU aHaNnn3)

® byoncua Mmbllly, HEPBOB

[lnarHo3 nopa)xeHuna geuratesibHOro HENMpPoHa ycTaHaBNMBAETCSH HA OCHOBaHUU
NporpeccupyroLLeEN, reHepann3oBaHHON MbllLevyHoWU cnaboctn 6e3 3HaYNMBbIX
HapyLUEeHNN YyBCTBUTENBHOCTMN.

Oskarsson, B., Gendron, T. F., & Staff, N. P. (2018). Amyotrophic Lateral
Sclerosis



El Escorial kputepun gnarHoctuku bAC
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Brooks BR, Miller RG, Swash M, Munsat TL. El
Escorial revisited: revised criteria for the
diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron
Disord. 2000 Dec. 1(5):293-9.



InarHoctuka. HeBponorn4yeckum

OCMOTD.

1)CHM>XeHue Mbile4YHOW CUJbI;
2)[1oBbIilLeHue MbIlle4YHOro ToHyca no
crnacTn4ecKomy Tvny;
3)CyxoxXunbHas runeppednekcus;

4$NMNaTonornyeckune pednekcol (CUMNTOM
BabuHckoro v np.);
5)NNceBpobynb6apHblie CUMNTOMDbI

1)DacuuKynaumm, Kpamnu;

2)Bsanble napes3bl;

3)'vno- n atpoduns MbiLLL, KOHEYHOCTEMN,
TyJI0BULLLA U FOJ1OBbI;

4)CHU>XeHne MbILLe4YHOro TOHyCa;
5)CyxoxunbHasa runopedneKkcus.

1)An3apTpus;
2)Auncddaruns;

3)AnccdoHus.




InarHoctuka. HeBponorn4yeckum
OCMOTD.

Source: Anthony A. Amato, James A. Russell: Neuromuscular Disorders, 2nd Edition VOLUME 377, ISSUE 9769, P942-955, MARCH 12, 2011
www.neurology.mhmedical.com
Copyright © McGraw-Hill Education. All rights reserved. Amyotrophic lateral sclerosis



KoHcTuTyunoHanbHblie cumntombl BAC

® BbAC-accouunpoBaHHas kaxekcusa (ytTparta 6onee 20% Tena 3a 6 Mec);

® [laTonorn4yeckoe MbilLEYHOE YTOMIIEHMNE B CNeAcTBMeE NEPECTPONKN
KOHLEBbIX NNACTUHOK (B psae crydaeB BbiaBnaeTca gekpemeHT 15-30%)

® OTevTeTRUe NnonexHenn Nnu RAC (runenakenneccun nammHVHA)

Immunohistochemical staining for laminin 1 in the skin of the flexor
part of the left upper arm from case 7 in the ALS group (A), case 7 in
control group A (B). Note that the dermis (asterisk), the epithelial
basement membrane of the epidermal layer (arrowhead), and the
basement membrane of skin appendages (thick arrow) and blood

vessels (thin arrow)
- Ono, S., Imai, T., Shimizu, N., & Nagao, K. (2000). Increased Expression of Laminin 1 in the Skin of

Amyotrophic Lateral Sclerosis




NHCTpyMeHTasibHble MeToAbl

ANAIFHOCTUNKW

1) QHMI: uronb4yaTtaa IMI, ctTumynsumoHHas

[1nsa Bepudmnkaumm reHepann3oBaHHOINro xapakTtepa npolecca, NoaTBeP>XAeHUS
OTCYTCTBUSA MNOMNATUYECKOIro NOPaXKeHNs

OMI" kputepun Anpnmn Xayc
dbrnbpunnaymmn, NONOXKNTENbHbIE OCTPbIE BOJHbI,
[Tpn3HaKkn ocTpon n dhacumkynaunn, yesenndeHmne amnnuTyasbl,
XPOHNYCEKOWN AeHepBaL K ONTENBHOCTU N Monndasni NoTEHLNANOB

aBuraTesibHbIX €ONHNLL

CHU>XEHNE CKOPOCTEN NpoBeaeHns no
CKOpOCTb npoBeaeHus nBuraTesibHbIM BO/TIOKHAM B MOPa>keHHbIX
Mbillpax B npegenax 10%

OTCcyTCTBME HE XapaKTeEPHbIX |610KK NpoBEeAEHNA, OEKPEMEHT, UBMEHEHMNE
ona BAC OMIT gaHHbIX YyBCTBUTESNIbHbIX BOSIOKOH




1) KOHEYHOCTU(MUH 3): ONCTaNbHbIN N NPOKCUMAaSIbHbIE MbILLLbI; MbILLLbl, UHEPBUPYEMbIE
Pa3HbIMN HEPBaMW; Pa3HbIMN KOpELLKaMn

2) NapacnnHanbHbie MbilLbl (3 cermeHTa, Kpome T11-T12)

3) bynbbapHbie MbluUbi(1: a3bik/m.masseter/m.SCM, nuueBbie M)

A. EMG study of the rectus abdominis muscle. B. EMG of the external oblique. C. EMG of the thoracic paraspinal muscles at the level
of T8, avoiding potential confounding from multi-level innervations of the lower cervical and upper lumbar roots.

A. EMG of the genioglossus muscle. B. EMG of the sternocleidomastoid muscle.

Joyce NC, Carter GT. Electrodiagnosis in persons with amyotrophic lateral sclerosis. PM R. 2013;5(5 Suppl):S89-S95. doi:10.1016/j.pmrj.2013.03.020
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CtumynsaumoHHasa SHI

1) WIccnepgoBaHue 2-xX HEPBOB Ha BEPXHEN KOHEYHOCTI
(aBUraTenibHble N YyBCTBUTESNIbHbIE BOJSIOKHA) C
Hanbonee Nopa>KeHHOW CTOPOHDI;

)W ccnepoBaHme 3-x HEPBOB Ha HMXKHUX KOHEYHOCTSAX (2-
nBuraTesibHbIX 1 1-0ro 4yBCTBUTESNIBHOIO) C Hanbonee
NOPa>KEHHOW CTOPOHDI;

3)Ha meHee nopaxeHHOW CTOPOHE obcnenyeTcs rno
OOQHOMY HEPBY Ha PYKe N HOrE;

4 [1oNoNHNTENBHO NCCNEeQYOTCA NULIEBOW U/ NN
NoAbsA3blYHbIN HEPBbLI C OQHOW U OBYX CTOPOH.
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Puc. 8-6. “lnraHTckmne" F-sonHel. MiccnegosaHue 1OKTEBOro Hepea boneHoro (48 net) c
BAC. PaspewweHune obnacru M-oreera - 2 MB/a, obnactu F-sonH - 500 MkB/4, pa3séptka - 1
mc/a. CpegHaa amnautyga F-sond cocraenser 1 084 mkB (43-2606 mkB). [nana3oH
cKopocTeun B Hopme (71 -77 m/c).

YBenuyeHne cooTHowweHus H-pednekc/M-oTBeT



NuarHocTtuka BAC

¢ [IpnsHakn soBnevyeHusa [ 1MH

¢ [IpnsHakn soBnevyeHmna LIMH

e JTto60Un 13 BbILLEMEPEUNCIIEHHbIX MPU3HAKOB
MUHUMYM B 2 obnacTtsax Tena

® CeHCOpHble HapyLUeHNs,

e TasoBble PacCTPOUNCTBA,;
e [NnasopgBuraTenbHble HAPYLUEHUS;

® dacuuKynaumn ® [lemMeHUNs anbLUreMnMepoBCKOro Tnna;

® HenporeHHblie u3ameHeHus npu urosb4yatTon dMr; ® Pacctpounctso BHC;

® HopmanbHass CKOPOCTb NpoBeAeHUs No ® CnHapombl, Mumunkpupyowme nog BAC
MOTOPHbIM U CEHCOPHbIM HEPBHbIM BOJIOKHAM;

® OTcyTcTBUe 6510KOB npoBeaeHus npun SHI




MoanduumnpoBaHHble Kputepum El Escorial ana gunarHoctukun bAC

(1998)

KnuHn4yeckun pocrtoBepHbin BAC

[MopaxeHue NMH+LMH(3 cermeHTa)

BepositHbin BAC

[Topa>keHue NMMH + LUMH Ha 2 cerMeHTapHbIX YPOBHSX,
npuv 3TOM Npu3Haky nopaxkeHna LIMH Bo3HuKatoT
paHbLle, Yyem [1TMH

Bo3amo)xHbin BAC

- [IMH + UMH Ha 1 cermeHTapHOM ypOBHE
- nopaxeHne LUIMH Ha 2 ypoBHAX

- nopaxeHune NMH + LIMH Ha 2 cermeHTapHbIX

YPOBHSAX, NP 3TOM NpusHakn nopaxkeHna LUMH He
onepexatoT nopaxkeHne NMH;

NMopo3peBaembinn BAC

N3onnpoBaHHbIe Mpu3Haky nopaxkeHna NMH Ha >2
CEMMEHTAPHbIX YPOBHSX




NuarHocTtuka BAC

YpoBeHb
TeCT A0Ka3aTeJIbHOCTI
AMTr (uronbuyatas), SQHMI [11
Buoncus mbiwuL 111

AHanu3 KpoBu : COJ, CPB, ACT, ANT, TTT, B12, donaTtbl, KpeaTuHuH,
aneKTponuTtbl, JlakTaT, anektpodopes ¢ ummyHodunkcauuen, aHtutena Kk GM1, IV
Anti-Hu, Anti-MAG, aHTUHYKneapHblie aTt, Ceponornyeckun aHanns(bopenus, BUpycCbl)

AHanu3 moun(rTsxkenbie meTasnbl, anekTpodopes 6enkKkoBbIX bpakunn) IV

MPT, KT, peHTreH, mammorpaduvs IV

buoncus KoctHoro mo3ra, nmmdoy3nos 1AY

Ghasem1 M. Amyotrophic lateral sclerosis mimic syndromes. /ran J Neurol. 2016;15(2):85-91.



W 396 : L 287

FLAIR
BAC ¢ nopa)keHnem BHYTPEHHeWN Kancysbl

https://radiopaedia.org

[1ByxcTopoHHee nosbiweHne MP-curHana Ha T2, Flair oT KOpTUKO-CNHaNbHbIX
TPaKTOB Ha YPOBHE MOCT / npeaueHTpasnbHble N3BUINHLI. T2




MPT

T

W 657 : L 367

SWI oBYyCTOPOHHEN CHUXXEHNE MHTEHCUBHOCTU CUrHana KpuBOINHENHOIO
XapakTtepa no xoay npeweHTpasbHbIX N3BUIVH N3-3a HAKOMIEHNS XXenesa [loBblleHne MP-curHana Ha T2 OT KOPTUKO-CMNUHaJIbHbIX TPaKTOB

https://radiopaedia.org




TpaHcKpaHuanbHass MarHUTHas CTUMYNALUA Npn

BAC

® YBenn4veHne BPpeMeHU LeHTPaslbHOro MOTOPHOIO NpoBeAeHns No NMpaMnaHbiM TpakTam

® CHmKeHne Bo3byamMmMoCcT MOTOPHOW KOPBbI

NO KOPTHKO-CNUHANBHLIM

) HopmansHoOe NnpoBengeHne
TPaKTam

Peaynesratel TKMC naumeHTkm C
nupamuaHeIMm BapuadTom BAC: BUMN
. o ysenuyeHo, amnnutyaa BMO cHuxena

Amp 1. 2-10kHz




JlabopaTopHble uccnenoBsaHus

NccnepoBaHne SOD1 reHa npu BAC metogom [LP

Obpaszey Ne: Perncrpauus:
Bua marepuana: BeHo3Has KpoBb Banuaauun (Bpau):
Hassanne/nokaszarens Pesynsrar PedepeHcHbIe 3HaYeHun *

Uccnepgosanmne SOD1 reHa npu 6okoBom amuoTpodhrU4eCKOM CKnepo3se

Metona: lNonumepasnan uenHan peakums ([NLP).

PesynbTar ObHapyxeHa abeppauus: S45R Abeppauuu B 3k3oHe 1, 2, 3, 4, 5 He
obHapyxeHo

BonbHbIM C «BO3MOXXHbIM BAC» MOXeT ObITb MPOBEAEHO UCCNEeAOBaHNE Kay3aTUBHbIX MTEHOB
BAC. Npn obHapy>XeHnn myTaunm B TaKOM reHe B COYETAHUN B AAaHHOM Clly4ae Tak>Xe
OnarHoCTmpyeTcs «BO3MOXXHbIVN nabopaTopHO noareep>XaeHHbI BAC».

1. Talbot K., Turner M.R., Mersden R., Botell R. Motor neuron disease
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BAC: obLune mofenv aeHepBaunn B MbiLLLaX HopMmarnbHble CKENETHbIE MbILLLLbI B3POC/IOro YenoBeka: aapa,
MHO>XeCTBO HEOOMbLLUUX FPYNN MENKNUX MbILLe4YHbIX BOTOKOH PACMNOSIOXKEHHbIE MO, CapKONMEMMOW, CPeAHNN pa3Mep BOSIOKHA OKOJ10
BonokHa BHYTpU aTpoMdUYECKNX rpynn n cpegn HUX MMeOT OANHAKOBbIN pa3Mep. 40-80 MKM, OKPY>KEHbl peaKon 3HAOMU3NaNbHOW COEANHUTENBHOM

Bonee KpynHble MbiLLie4YHble BOJIOKHA: YacTo crnerka rurnepTpodupoBaHbI. TKaHbiO 1 BUAMMbIMW NepUMn3nanbHbIMU NeperopogkamMmu (okpacka
[TMKHOTNYeCcKMe apepHble CryCTKMN BCTPeYarTCAa PeaKo, HO MOryT NPUCYTCTBOBAaTb H&E, x 100).

https://neuromuscular.com https://pn.bmj.com/content/20/5/385



NuddepeHunanbHbin agnarHo3 BAC n cooTBeTCTBYIOLLME
nccnepoBaHus

® CnnHanbHasa MblleyHasa atpodusa (reHetndeckun aHanns SMN)

® X-cuensieHHaa crnmHobynsbapHas MbilevHas atpodus (6one3Hb KeHHeau;
yBennyeHmne ducna nostopos CAG sAHK)

bone3Hun
MOTOHENPOHOB

¢ [lonnoMmennT nnm NOCTNONNOMUENUTHBIN CUHAPOM (McTtopusa 6onesHn, NCS,
anekTpomuorpadus)

e [aHrnno3nao3 GM?2 (aHann3 rekcosamMmmHnaasbl A

e MynbTndokansHass MOTopHasi Hemponatus ¢ 6siokamm nposegeHnsa (OHMI, aHTuTena K
GM1)
o XBAI (OHMI, ntombanbHas NyHKUWA)
e CuHOpoM Kpamnun-acumkynaunn(QHMI)
3abosieBaHus e CuHapom Vcaakca (aT K noTeHumansasucumbiM K+ kaHanam)
ABUraTesibHbIX HepBOB HacneacTBeHHbIN cnacTUYeCKuin rnaparapes (FGHGTVI‘-IGCKVIVI aHaJ'II/IS)
Pagukynonnekconatua (OHMI, MPT)
'lapaHeonnacTNYeCKN CUHOPOM (CbIBOPOTOYHbIE MAPKEPbI, HENPOBU3Yyanmnsauyus,
Groncmsa KOCTHOro Mo3ra)
e OTpaBneHne TSHXXKENbIMU MeTaIaMmmn (aHann3bl MO4K, KPOBMW)
e MHo)XecTBeHHaa MoHoHeuponaTtus (QHMI, aHTuHyKneapHble aT, Ceposiorus)

ANCE , o/ (:942-55
Published Online February 7, 2011 D




NuddepeHunanbHbin agnarHo3 BAC n cooTBeTCTBYIOLLME
nccnepoBaHus

Hapymel-wm HEepPBHO- e MunacTteHust rpaBucC (aHTUTeENa K peLenTopam aueTunxonmHa, aHtutena Kk MuSK,
o NPO3EePUHOBbLIN TECT)
Mbillie4HON Nepefatin e MunacteHn4eckun cuHpgpom Jlambepta-NTtoHa (aT kK VGCC, OMT')

o CUpuUHrommenmsa nnn cnpunHrodynsbmsa (MPT)
e TpeTn4yHbIN cncunnc (ceponorunsi)
CprKTypr'e NnopaxxeHuns e PaccesaHHbIn cknepos (MPT, onnroknoHasnbHble MOAoChl)
LIHC v no3BOHO4YHMKA  BoneaHb Xupasma; (AMI MPT)
e bones3Hb Jlanma (ceponorus)
e CINMNO (BNY)

e Muno3unT ¢ BkntoYeHHbIMU Tenbuamun (AMI, KK, 6uoncusa mbiLuLl)

e [Tonumunosnt (OMI, KK, brnorncua mbliuiy, ayToMMMyHHble 06cnenoBaHuns)

e [lepmaTtomno3sunt (OMI, KK, 6rnoncusa KoXxxm n MbiLLILL)

e [lonurnoko3aHoBast 6bonesHb Tena y B3pocnbix (AHMI, 6uoncusa mblll, HEPBOB)

Muonatum

e Tnpeotokcuko3s (TTI T3 T4, SMI, buoncusa mMbiLuL)
3HAOKpVIHHbIe ‘nnepnapartnpeos (onpenenerHmne noHos Ca 1 ropMOHOB NapallnTOBUAHbIX XXENe3)
HapyLwleHns 'lopocTpas KomovHpoBaHHas gereHepaums (B12, chonnesas kucnota)
lennakuns (aHann3 cbiBOPOTKU, BUONCUsS KULLEYHNKA)

. o ; 377: 942-55
Published Online February 7, 2011 DOI:10.1016/S0140- 6736(10)61156-7




[TaToreHeTnyeckas tepanus bAC

Puny3on — npecnHanTn4yecknm NHrinbuntop
BbICBOOOXXOEHUSA rMyTamMmara.

Presynaptic || \
Nosa: 50 Mr 2p B CyT 40 eOpl; A , o\ [Gial el
\
[lpogneBaeT Xn3Hb 60NbHBLIM B cpefHeM Ha 3 \
Mmec(Cochrane Review 2007); |
| Re-uptake

0 — >
DEKOMEHAYETCA MPUHMMATb, MOKa 60SbHO oyl AVPAR |
y4acTBYET B cCaMOOOCy>XNBaHNI \

Na*

(
\\

B 3-12% BbI3bIBaET IEKAPCTBEHHbIN renaTur. el

neuron

B PO punyson He 3aperncTpnpoBaH

Nagoshi, N.; Nakashima, H.; Fehlings, M.G. Riluzole as a Neuroprotective Drug for Spinal Cord Injury: From Bench to Bedside. Molecules 2015, 20, 7775-7789.



[TaToreHeTnyeckas tepanus bAC

PapukaBa(9aapaBoH)

‘ Radlcava“_

® AHTNOKCUNOAHT e o
' N u | 30ma/100m

® B/B BBEeOeHNe
® onobpeH B CLLUA ana neveHna BAC(2017)

® 3(b(PEeKTUBHOCTb NoATBEP>KAEHa B ABONHOM Clernom

nnayebo-kKoHTponupyemom nccnegosarum (PMID:
25286015)



[MannuwatuBHasa Tepanusa BAC

PecninpatopHaa nogaep>xka HBJ]

opToneanveckmne ycTpoucTea,

KoppeKkuunsa osuraTenbHbIX HapyLUeHnW
PPEKLVA 1 PY dbnsnoTepanmna, Gnokagbl

KoppeKunn cnactTM4HOCT baknodeH 20 Mmr 4 p, TM3aHnanH 8mMr 3 p
YMeHbLLUEHNA hacumKynsaumnn kKapbamazenunH 100 mr 2 pasa B A€Hb
[lenpeccunBHbIN CUHOPOM CNO3C

boneBon cnHOpom [lnaszenam, napauetamon 1 r 4 pasa B AeHb
HapyLwieHne rmoTtaHus 3HOOCKOMMYecKasa ractpocTtomMma

OOTYNOTOKCUH B OKOJIOYLLHYIO CITIOHHYIO XXENEY,
Cmanopeﬂ AMUTPUNTUANH, MKonuppanat 1-2 mr 2 pasa B A€Hb,
ckononamuH 0,1 Mr TpaHcaepmManbHO

John C.M. CURRENT Diagn
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KnnHuka [ndtdp3eBnhratin cufaboudhelige Toom 60KOBOro aMmotTpohn4ecKoro
ckneposa /

bnarorBopuTenbHbI OHA NOMOLLK fitoasiM ¢ OOKOBbIM aMNOTPOMUUYECKNM CKNEPO30OM
N Apyrumm HENPOMbILLEYHbIMN 3aboneBaHnaMN «2KuBu cenyac» als-info.ru

Cny>x6a nomoLruy 6onbHbiM BAC npn AHO «BonbHuua Ceatutens Anekcus».



POrHO

3

[TpoOoMKNTENBHOCTbL XXNU3HW C cpeaHeM 3-5 neT (onncadbl cnydan > 30 ner)

bynbbapHaa popma Hanbosiee HebnaronpuaTHasa, NPUBOAUT K CMEPTN
60onbHOro (Napanuy gbixaTesibHOro LieHTpa)

[TpnynHom cmepT 60SIbHBLIX CTAHOBUTCSH OCTAHOBKA AblXaHWA,
npucoeanHeHne OCNOXXHEHN B BUAe NMHEBMOHUN, TPOMOO3aMboNnN,

conyTcTBYyoLWme 3aboneBaHus.

John C.M. CURRENT Diagnosis&Treatment neurology



oyavyiliee B Tepanun

=a\e

*AHru6umposaHue SOD1

ASO tofersen (BIIBO67) - aHTUCMbICNIOBOW ONUroHykneotua BToporo rnokoneHns (ASO), HaueneHHbin Ha MPHK
cynepokcugancmyTasbl 1

McCampbell et al., 2018
Miller et al., 2020

ClinicalTrials.gov identifier: NCT02623699 - TpeTun atan KNIMHNYECKNX NCMbITAHNN

®/lHrnbunposaHne akTnBHocTn MmoHoumToB N Mmakpodaros: NP0O01, Neuraltus Pharmaceuticals, Inc. 3amennexHune
nporpeccuposanu cumntomoB BAC Ha 6 mecsueB
(NCT02794857)



Cnacun6o 3a sBsHumaHue!



