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MIzAaNEARdLsAaaUsSTaAIMEaINISIEHBY

(Amyotrophic Lateral Sclerosis Mimics)

L3

5ems wiinsvlaana

uni

lsaaaUszamdsnsiden (Amyotrophic lateral sclerosis; ALS) tulsaneszuudsyam
MRnnAMIEsNTeIaalzamdINsluaNes (upper motor neuron; UMN) wagisaatszavnas
n1slulvdund (lower motor neuron; LMN) @ailnunfiniuaunisindeulmivesnaiuiiioas du

Tngywuluyiifieny 60-75 T 1umavisuinninwangs” lnediseugifinisaesn 2-3 AU ne

v
P~

Uszns 100,000 au-I2 prn1smeddniuiinnuvainvans lasernsinulauesitandogieisu
flenn1sepuusweLMSer L slaT1ais (imb onset) AuINAIEEINTEBULTITRIUYIEIE U
LLaﬂu'viy']aﬁqmﬁmmiéauLLﬁwadﬂgwmﬁyamﬂﬁumimﬂ WAea wavndu (bulbar weakness) way
naileilalunismela (respiratory weakness) Lwﬂuﬁgﬂ’,}amwwﬁuﬁmﬂﬁ bulbar weakness
nou uarsaflonseauuseiissreamunlumends dnwarnissdulseudulluuunsedunesly

uRUILeuLIIanIe wagnenianiilugnniennnaninuasidedinlaowies 2-4 1 Aaunsud

211152

Wemnludaguudsluiissnunlen ALS Tuvnevin uaznisafiulsaiunazannayatisos

satiunsidadelsaillngnaedadlinudAyeewnnnoun1suaITekarne N salsAiuUIE1e

NsMesRugnatusze luuTunmensujiituinnunmmnelunsidady ALS mseiilsadnduau

o

nilanlndnearnirainaatedulsa ALS (ALS mimics) Tunmnanduiu 15a ALS ATIN1SWanI80nNIa

AafinAinainyane (phenotypic variation) a1y Ursn nuunneluszeziionnisiduuin dnwaenig

'
o

AANNTALIUN N15IDATETUITASILUATINN LmeﬂQmewuLLWV]EJ(?]’&LLmiuixazﬁmwmisﬂﬁmﬁ

a1nstunnn n1s3fiadelsalngnaesmauausniuerrilaen Jagduinamunsgiuilylunisidady
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ALS fia Gold Coast criteria 11 2019 Ingveddayosmildlunsidadedude lafinisigadautula
LLéua’j’]laﬂﬂJ'mmeﬂkﬂﬁlu“)

emluuniaznanidsafiidnvaznsndidnaaiondaiu ALS LLazLﬁarLﬁ;;jalmlsTmTﬂa
s 9znandunazisalaeddluauennisiludnuarnenainananuiaunlunisviaures
lower motor neuron tJuman LﬁaqmmﬁummsﬁﬁwgﬂwmwuLwaﬁjﬁaaﬁqm oils Mawrlonunas
Tsafiaznanmellil firnunanondwvideasnidou ALS mmﬁaﬂum{azLLiyuLLmﬂﬁmﬁ’ulﬂ A5INaNeY

wenlsakazn1sAuAUIIRNAMLzaLtuuiudnvugneddniasanuluglisunagse

Multifocal Motor Neuropathy

Multifocal motor neuropathy (MMN) LﬂuiiﬂLé?uﬂﬁzamé"aﬂﬁmﬂqﬁﬂ?uﬁ’uﬁmﬂﬂﬁ A
TnAnnesanmusnalnunlsyamseaies (node of Ranvier) wazuiamaiednun (paranode)
¥irlsinnsin o uuszamidalni édwaiﬁagﬂaaﬁa'lmsl.lfuusméamm Tsaiinulaluues fisneau
AUYNUBENT1 1:100,000 ielugaseiyUssunas 30-50 T iumameuinnaiwends 3 wnn®

MMN fidnwaznsadiinaaisiu ALS waneusznisensdadennlysnwilulse asdudsiiaudfglu

v
o

MsIadukenlsatiiu ALS

anyurn1eedin

Q”ﬂw MMN snmagenniseeusstutliasnns intuesnssnglundnvanaideufiomansd
Tngalnauaisesas 60-80 maﬁéﬂaﬁmsL'%'uﬁmﬂﬁéaul,mﬁl,lfuuﬁau Tnsamzlunouusuaiulany
wieile fifsdiunesmiuiieniseouusuiudivn Lwﬂuﬁuﬁ&Jﬁqmﬁ%ﬁmmiéammﬁLLﬂJuLLagﬁa
psuaziduaiuiifienisniniign nsa9sanIenunseeuLTIveILYLYILUYlIaNAT Tdnyny
Y89 LMN signs e Auiienaniieanas (decreased muscle tone) naioredy (muscle
atrophy) ﬂgmﬁaw?ummﬂ (fasciculations) way AailisanTanas Ima@mé’uﬂmﬁﬁwaﬂﬂw‘;ﬂw
fulusvezsunuieenansianuennisesuusuiuinnluvasiinisleduduiiondnues® © deiinu
Ialuveslulsai laun anuAnUnfivesautssamiuanusin aufiaunfvesaulszamanas uas

1590 ULSIYRINAULLEN1TINElY Favnasiany AdsEndalsAdUNINNI1 MMN



sziulann MMN wiulsafinesifadonenlsaiu ALS IfﬂEJLaWW%IUB;iJ?S?JWEJE]WQlﬁu’mﬁu’]
peurueeuLstluauIasuuuaesiduaosly wngUaeil bulbar weakness SaunIazfintmin
Tumng ALS 110177 %50 A599579n18NU UMN signs Tiazidudnvasves ALS sendlsfinunisnssa
wuptlawdnganas luanunsalauen MMN /U ALS Ta (ieqannil ALS variants 1wy Progressive
muscular atrophy (PMA) %38 flail arm syndrome fifauhiSindnganas Fauuanseneendonis

FuauiuANdUY emsLnlsa

AsEUAULALLAL (Investigation)

1. msasaliviifads (Electrodiagnosis: EDX)

ﬂWW]i’J%1Wﬂﬂ%ﬁﬁ]58ﬁ?14ﬁﬂ’ﬂﬂﬁﬂﬁigﬂ?ﬂiuﬂ’]isﬁl’wLLEJﬂISﬂ \flosnanusanudnumeddy
84 MMN la sfufle as3anu Conduction block (CB) lun1sasiniauyszamdanis (motor nerve
conduction study; MNCS) Fadudeilumsasanulu ALS Tnsflonuves CB aunamues European
Federation of Neurological Societies/Peripheral Nerve Society (EFNS/PNS) 72010 fe
a. Definite conduction block
CMAP (Compound muscle action potential) area AseuauUsYEm
(median, ulnar %3@ fibular) amanmm’j’ﬁy@ﬁlas 50 Inefl CMAP duration Lﬁﬂ%ﬂﬁ
Lﬁugaaas 30 wag CMAP amplitude ﬁéauﬂmaﬁﬁwmmﬁwgﬁmaz 20 Y83Tna19va1
AUNG 18 WINNI 1 mv
b.  Probable conduction block
CMAP area AsouiauUsEam (median, ulnar %38 fibular) anaseLay 30-49
Tnel CMAP duration isduluiusesay 30 w3 CMAP area anaaINNINToBAY 50
A CMAP duration iinguifiusesay 30
FlugUse MMN ansnsnnsranulaiia definite CB wag/v3o probable CB Tnswurilona
n329y definite CB Lusanaz 56-81 uarlonafivgstuiusenas 91 d1m3u probable CB® lng

LEuUsEaMNLYUIY median nerve kag ulnar nerve dlaniansranulauinninaudsyaimine®™ ®



audlsfimulugiisunase agamisansiany CB lafnallorinisnyiafiusiaaiunures
587°9A (proximal site) 1t Fannlulaiindelsall vimeslfuanisenalulavitn1snsaageuunde
U3nauAuYedsean vlrlunu CB wazulanainnainle

2. mﬁmaﬁmauauﬁuaﬁs{a GM1 ganslioside (Anti-GM1 gansglioside)

GM 1ganglioside 1y lnalalusAufiogusiaas node of Ranvier TneUszanasosay 30-40
suaazjyﬂw MMN si579nuseufivefine GM1 ganglioside Jsuoufivaffinsranuduaiia 1gv®

Auddnyie nInTanuLeuiivediiissesaieslulaiinrus e iulse Wesnanse
Gliaﬁ]‘W‘ULLauauaﬁﬁlﬁﬁwiﬂwIiﬂ ALS %30 Chronic inflammatory demyelinating polyradiculo-
neuropathy (CIDP) viausnssstsauunffiannsansianula usUSinaneuivedinsranuaglugs® o
mimwwmwuﬁuaﬁﬁﬁimLmagqﬁwzﬁmwmﬁ’%wwﬁ’uiiﬂ Tnglamosiainnan 1:4,000 la
mmaﬁ’nwwﬁ’ubﬂqaﬁa%aax 939 munnuduiusszmnaTinavesteufiveAtumsnouauae
ms¥nwdenadureanidesiu

UBNIINLBUAUBARD GM1 ganglioside uan Si,up;ﬂw MMN UNIIEINITAATIINULOUAUDA
Mo GD1a, GD1b, way GM2 ganelioside Towuf wanulalueeiioWieuiu Anti-GM1®

[ o

3. N13ASIANNSIAINeEY

Iur,gﬂw MMN A157RT390IW Magnetic resonance imaging (MRI) 484 brachial plexus 813
WU hyperintensity Tunmans T2 LLaaﬂ/ﬁawvLguﬂisaﬂwﬁﬁmuﬂﬂiwig%u (nerve enlargement) T
819WU gadolinium enhancement M%hiwuﬁlﬁ”‘”

AN ultrasonography (US) awwuLauuﬂizsmwumﬂimﬁﬂﬁﬁuum&JGTWLmﬁq e
snUsEEMmMARIuUSIANaIuLile scalene 92981A8 brachial plexus %38 median nerve® §1az
Funmlansumisiinuanuiaunddnduiisersruudennassiufuensmenainiinunuiaung
Fuwauannnanivn

Iuﬂﬁﬁﬂmr{auwjﬂwv’hmﬁ’mﬁuﬁﬁmmwm median nerve ﬁu’w us Iﬂ;{ﬂﬁ’miﬂum‘i

[

19 ggalsAnunisnuauRaUnftunIng s

Atdaduunnailelisuiun19vi1 MRI brachial plexus
iesgatuayuinseslsaeg MdlauUszamvsessuuUssamaiulaty unluaunsanenanmgued

AnuRaUnile waglusumwiziu MMN Lﬁaqmﬂmmﬁmﬂﬂaé’fﬁﬂanmmmwﬂﬂuma%umu CIDP



4. 01350533 neurofilament lisht chain (NfL)

neurofilament light chain (NfL) \0ulusiulassasialuiiwaauseam iWusiue@inisdinm
(biomarker) a819nile @1usansianulaiilolwaauseamusewnuyseainuenesoy (axon) AN

deomeiindu nsnsiany NfL Adlanasazusddmlsalung ALS 11nn31 MMN®

A155AW"

Intravenous immunoglobulin (IVIG) 1dun1ssnwanasgiuiissosiuieitasunissuses

Tulsailsesay 70-94 vesyUienavausman1siny” lasanzlugiis MMN insialivinidadeny

'
a

conduction block 3gnauauBImanIssnElaRnINFIeNRnTIluny’

v
=

1112 genglsAmuluszazenifialy

2

aglpfunissnwinae IVIG eensmaiiies yueaiulngiasdionisesuunss natuilenedu wazhene

A 3

nssnwlumeiga nslyenagiauiunvuidugne resilaaiiesesn cyclophosphamide 3o

rituximab gailumangiuniusednsamlunissnwr MMN

Cervical Spondylotic Amyotrophy

' v
o [ d a o a

nszandunasnaideniulsafinulaveslunyjuAnanavewazndeony 40 J3ulvuasd

7

wwilunasnulavssduluenefiusyas glienIEaNdunaInaldoNU NI IENINILDINITODURTIUUULAL
nanutlewvurledulaedilufionnisy FudunquiiiSena Cervical spondylotic amyotrophy (CSA)!?

\W911@LMRN191NNT5N osteophyte NAYIU ventral nerve root %50 NaviuraeaLiondlluidsluduy

14,15) & ! PR AN E
SZNLLG’]ﬂﬁqﬁﬂqﬂﬂﬁuﬂﬂaUﬂaﬁﬂ@Laau

nawilmaaaussamdinisviadennaslasuanudsme’
naviuTnUszammienanuludunas (cervical spondylotic radiculopathy or myelopathy) Anula

veglunvujiRuazunmeaiulngauineiug

anvurn1eedin

U3 CSA WInigeIn1seeuwswrukaznanuileuvulafivesnesiuneslulneilufinay

aﬂﬂﬂaﬂ’WUH’]‘i%‘Uﬂ’]’]ﬁngﬂ G]S’J‘i]i’]ﬂﬂ’]ﬁlL%WiﬂﬁUﬁﬂEm%ia&lIﬁﬂLLUU LMN @1315anuU fasciculations



wazaubhIdnsanaslusuvusiioounss lnvaiulnginduiswiien undauisaiaiulyy

v
o

4 2 velawuiy SunesnisAnerdiuunaila CSA sanidu proximal type (Hon1sinanuiileaydn

) wans

soumilua wazaulau), distal type @o1n1sinsunvuaiutatsuarile) wag diffuse type'
Fuunlulafinaluwsvesnsduauiinfunagnissnw

< v AY aa o 9 Yo ‘:4' g ' !

aiiulan CSA liulsaiineridadeuenlsaiu ALS Turllefiunaeeinisuuuesunswazly

fl91n13%71 N159539513078MU UMN signs Tusauvisiidennisazyieatduayu ALS wamnlunuily

anansausnlsalaliiesann ALS variants 919 PMA way flail arm syndrome finsaalunyu UMN signs

LBUAU

AsEUAULALLAL (Investigation)

1. 13523010 MRI nseanauas (Cervical spine MRI)

Fndunesadluyiennseiiasds CSA Wownazuanddviiuniznssgndundineidon

v

Y99l dUndRUwAU azo1anuniIsnaiulrdundale wananildaaunsanuauRaUnANdn

1Y

lu
AW T2 axial view Tpefianwazidu round hyperintensity lesions fiusiam ventral part of spinal

519 y3aungn

cord ‘?jﬁﬁﬁJUi‘iEﬂEJé’ﬂwmzﬂgﬁﬂﬁuﬁﬂwmxmmwmg (snake-eye appearance; SEA)
(owl-eye appearance)

sl]}E]E%JGLﬂGlE]EJI’N‘Viﬁ;dﬁaizﬁ‘uﬁ’]LLMﬁﬁﬂ‘w@Jﬂﬂaﬁ'WUﬂ?’mﬁﬂﬂﬂﬁiu MRI Thazlunseniy
myotome yoananiieffionnisoaunss Ingsunusiinuaiuinundly MR ﬁﬂ%agjqﬁsﬁulﬂ 1-2
seiU nanafe Tu proximal type CSA (mainly cervical root 5,6 (C5,C6) myotome) NagWuAIL
AnUn@vi MRI szeu Ca-C5 Tuunuedl distal type CSA (mainly C7,C8,T1 myotome) sfnagnuadnl
AAUnAl MRI ssu C5-C71?

2. m3nsalun3dads (Electrodiasnosis)

nsnsralinidededenudidglusenisaduayulsa CSA Tngn15ms79 MNCS agnuay
Aaun@fiiduluy chronic motor axonal loss na19Ae CMAP amplitude anas lagf conduction
velocity Unfivseanatifisadnues asiaaulsza1miua1ugdn (sensory nerve conduction study;

SNCS) lnaun



11971939 needle electromyography (needle EMG) 3¢y denervation potentials 16?‘17?&
fibrillation potentials Wa¥ positive sharp waves (PSWs) @7 motor unit action potentials
(MUAPs) 9z ufin151Ua sunlatiuy chronic neurogenic motor units naafefidnwaizidy long
duration/large amplitude wag polyphasia luusiias cervical myotome Lvﬁﬂfu %dazﬁauﬁqﬁaﬂiﬂ

13,14

wuutanz > ¥ m1eiu ALS Anuanwagainailumaty myotomes M4 cervical myotome Way

USadue swnagla

A155AW1

o < !

n3$nwIkUUaYsnY (conservative treatment) 1wy N1slailensaun1une ¥3oN1TAITU
faAe (cervical traction) A¥NsUNANIFIUUTIENITY dusunisradnvzyinlunsaliin el

P gaglieavlasunisussidulaedasunnefisaiiy

21N15L8789%A997A conservative treatment(
VeaNsRFaisunAUTan1an1siudIv0981n150 U118 NN tnedadenvinlunadnslun1siludlus
laun 818010 f1N1500ULIMANAMLTENOFUNINAIANDUNT AW MRI nun1snaludunaivaiy

SEU LAy sraznaInsaniulsafduuiuy

Postpolio Syndrome

Postpolio syndrome (PPS) 1dunaueinisiiiad uluniendaduy Usediiaeidu acute
poliomyelitis NHo1n15AsAIUIURaNsdUTIneflulafinnsAnetulvy agerafnn1eudnsin
(17, 18)

Wolawuds 25 4 anvsmdniinainanudennesveseaausyamainsndinundest

U

anwurn1eedin

e PPS dnflennisan eeunss wielan Tuseseiiiaeiionnisesuussesiiu lngeinisidu
wuuregidupeglundininfiennisasiunuiunaiedud Tngenisandueinisiidsenuuniiands
wulagsfianinsesas 80 @rue1n1sesuwsafiiiuuniu anunsaiindulaee1ayn lusunuafivedl

a1nsegiuvsenaieduluvinaldnadedauiu Faesuieannisaadswaassamdnisiy



yrgarulunauilef lufonsiuninisinia (subclinical motor neuron loss) i avaa1auly

wanedudiinanudennesveagaausramdinisfidnandesyauun Jefloin1seeuussuandlmiu

Tun1emda™® ps79519n189zwlanUdnYarsalsALUU LMN 190158 natuilatladu asiany

fasciculations wag aulSwanvanas

o w =

mslauseiAinaeidu poliomyelitis JudiAnuin esanwaglnnisidady PPS vilaly

o

' o Yo o v ! wa < | v @ o q ¥ an o ¥
#1n ee1lsfimugieduniidunsudseiRanuiduilsvesnueduadionn vinlnnsitdadenes
o ¥ o o oA aa o Ao o aa Y !
MneauTednTe i esannsidadunenlsaiidAgiae ALS UuLed INATITAIEHY UMN
signs lusunuafifiennisesuusafasyisaiuayun1sitdady ALS unmnlunufagluausauenise
IaLloeann ALS variants 19 PMA, flail leg syndrome wag flail arm syndrome Ansaalumy UMN

signs TR IN1T0DULTIBUAU

AsEUAULALLAL (Investigation)

1. n159529bun3Tade (Electrodiasnosis)

nsmsaslriAdadely PPS axnumuAaunfuuy chronic motor axonal loss Tunsasia
MNCS e CMAP amplitude anas Tagii conduction velocity Unfivieanauiissidnues uaznsaa
SNCS Tnuaund

11371933 needle EMG WU denervation potentials Iavia fibrillation potentials ez PSWs
vieealunule @ MUAPs fnmsiasunuasiuu chronic neurogenic motor units &nwazLdy
long duration/large amplitude L& polyphasic wilunauiferioauuss LLaz/‘]ﬁ%aﬂfﬁyﬁuLﬂfﬂuU%nm

17,18

Tnamealaruiu®” ® Fapnuiinundsananlulasmwizianzasme PPS

A155AW1

Felufn153nen 9 mnLanEaaiu PPS 11530 ndn@Aanissneaiue1ns tusie9niieannis

18)

gouusunuuilvvinifsansesnusafinnniiuly™® wagenaninsunlynegunsauasuniugay
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Generalized Myasthenia Gravis

a wa

Generalized myasthenia gravis (gMG) Liulsansszuuuszamnuiinulaveslunyujua
faunnangdauiuiaund vilumiane SaninuinsesneseninsatsUsvamuaznaiuile
(neuromuscular junction; NMJ) asualunisirdygrulssamidaunill HU8328191N1500 U

1Y

wlawn

7

Tnganglunaiedandinislynudig Ssaulnyausonsianuseuiivediiiuavegd

anti-acetylcholine receptor (anti-AChR) wag anti-muscle-specific kinase (anti-MuSK)*?

anvurn1eedin

91N1508ukTslUNUIY gMG ENUDINTTORULTINIY Ienaiilonasn Tunul NsnALAe?

ndu nauitiauvuvilagiamgaiuny waglusienionnissuusienainauilomelaoaunsesiuniy

v '
o

InefidnwugdAyAoaIn1sesuwsadunnfudieliniseanitssgne (fatigability) wazAvuiionn Tu
nsdifennsnsslunsan wu yuistewiunmeeu (diplopia) #5395190188l asymmetrical bilateral

(19, 20) A5

ptosis %38 enhanced ptosis 520U bulbar weakness uaz proximal muscle weakness
Tunsidadouaznisaunud ssmuansasilalienn wardnvaznenainiuanaieein ALS 0819
oy

aéﬂﬁisﬁmuﬁ;;ﬂa&Jai’wmumﬁqﬁﬁmmsﬂaqmﬂ% Immawwﬂuﬂﬁu anti-MuSK MG2 20 §i
91N1599ULTIY84 bulbar muscles LAuTANIIAIUD Y vi’ﬂviuc;ﬂwﬁmmﬁwjﬂlﬁ%’m Lﬁﬁlﬁwjﬂsﬁu%%ﬂ
(nasal voice) lABuasndud1UIn F9a1Usy IR fatigability ludaiay msidadedswmuazsinlaenn
wazdidn ”@GT@&%Q%&BLLSﬂISﬂﬁU bulbar onset ALS 6‘7’5&;jﬂ:]&Jmf-\]ﬁmmsﬁuguﬂgﬁmﬁqﬁui@?

Tucgﬂw ALS 7il01n15 bulbar weakness $9191 819M579NUAURBEU (tongue atrophy)
wa fasciculations fiaula SLummﬁur"fuﬁﬁzwmuma%ﬂw MG $uvlunes Tagamny anti-MusK
MG 71n539519018WU tongue atrophy uAL?? U1951891UUTTEEEN YL tongue atrophy 7i

2229 geynalsfmny lulanuiudedudnuue

wuly anti-MuSK 3duuuu tri-furrow tongue atrophy(
wuuilluauly anti-MusK nnse wagluauisalywenlsaiu ALS la n1snsiasaneiiddglunsdid
Aanisianz3inanaing (aw jerk) Fan1lalnund azidunialu UMN signs fivswiaiuayunis

%998 ALS



AsEUAULALLAL (Investigation)

1. NISATILDUAUDA

nseadenioneuivefiduisnlvBudunisidedelefian lneussunusesay 80 ves
U8 gMG MTIANY anti-AChR Wagsaga 5-10 #5393V anti-MusK luraiendnduiunilssnisesas

v

10-15 asalunuueuivefvisaesviinil (seronegative MG)'

2. m3ns59lun3dads (Electrodiasnosis)

o

N139379 repetitive nerve stimulation (RNS) Lﬂumsmafﬂ‘ﬁ'ﬁﬂmytﬁaﬁduaﬂ’hﬁiazﬂiﬂas_jﬁ
uSin NMJ Tnednuugdrdgfe onsia RNS Imsmﬁﬂ'iw;uiwwymyaammﬁ'@f’ﬂ (3Hz) ANy
decremental response \Ausesay 10 WewSsuiiisusymang CMAP amplitude usngAfiu CMAP
amplitude ¢l 4 E]Eﬁ&lﬁﬁmuwa‘mi;VLJﬂ%ﬁT”ILWWﬁUEj‘iJ’JEJ MG ity mnuslsaduniidiauinun
voe NMJ fignnsalvimauanlaiuify st botulism wie LEMS

arlunsdives ALS Fausmendaniwazlulney NMJ unaansany decremental response
Ausesay 10 Tawuiu®? TageSurgarnnsi ALS & N ﬁa%ﬁﬂwﬁé’alﬁaugmﬂ namAe ALS §i
L%aéﬂ%ﬁmﬁ"m’mﬁaumaiﬂL%EJS] ﬁ’aﬁmﬁaagﬁﬂﬁdaﬂﬂawLLaﬂmau (axon sprouting) Y
qu:uﬂéumLﬁaaﬂaﬁlﬁgﬂmmmmL%ﬁéﬂixﬁm%’nmﬂﬁy (re-innervation) Fanszuaunsiinesdl
n1sas1e NVJ Bulu 89 N Tlasshmiieadluanansavhaulaunfimilowly NMJ 991 motor unit
‘ﬁﬂﬂm ‘V'mi;m?ﬁlwu decremental response 31NN15%11 RNS 1(;

n13m373A28 needle EMG lunatuii el e ounssaranuisauen MG fu ALS lania qn
i 09910l ALS 92U denervation potentials uwag MUAPs 71 1U4 suntasidudnuae chronic
neurogenic motor units LagWu reduced recruitment pattern #74 myotome ﬁéauujn slummsﬁ

gMG aglunudnwayaInanl wag recruitment pattern Wuunf

A155AW1

v
o

19 &qf] MegnguAeshilaalfiusosn waznaud

MG ulsansnwlalaelonquennagfinuiu

lulynosalaaifivseyn (steroid sparing immunosuppressive agents) L9 Azathioprine, myco-

10



phenolate mofetil uaz methotrexate Uaguiinislyen Rituximab §wdueilunqu anti-CD20
monoclonal antibody Tun1s$nw gMG dslanadlunguauly anti-Musk MG?Y fn1s@nuifnniy
naulledudiredu wunenmisieduAdulanendilasunisinun™

SNURLLDYMNLLALNYINULUININITI NENEIUNTOAUAUALLALINN L ARIDY

Inclusion Body Myositis

Inclusion body myositis (IBM) Julsanaiuiiadniauaingfinuiu nulavesluyiieeny
Aawe 45 Jauld Teenuluwarieuinnimds giieasiionnisesuusiveswvunazuwuuluauuing

28-31

pe1engaeaiiunsgliausnaiisneddainidsadulu 10-15 %Y Fsonseounssiuauviwuuly

aumsiTianwagn1AatnAnatenu ALS

anvurn1eedin

Snvaennendindidn ”fyslu;j:ﬂw BM Ao nsoeulswevuLazwuUlansnsiy i
E‘ULLUULawwﬁﬂﬁmﬁauﬁ’uiﬁﬂﬂé”mLﬁ"a‘[m&JéWMfQﬁﬁ@’lﬂﬁé@MLﬁqLLsuusméauﬁ"uLLuuaumm
nanie lunaifeusuiu mmséaul,m%m'wﬁmiuﬂﬁmﬂgmm'famﬁzﬁudaﬁaﬁa (finger flexors) Wile
deufunasiosindun Tusuefinanuderionisoouussannudalunqunanndelnndeniain

2830 g e1914)

(knee extensors) Ll aifisuifunanuidesadug dauduzuuvuianzialugiae By
ﬁwa%masﬁ’mLauﬁwﬁwimgmLﬁauwﬂﬁuﬁqﬁmmﬁmnﬂ’hﬁ’mﬁluﬂ mmséammﬁﬂgmLﬁyaﬁmﬁuﬁ
sudsnannifeiltlunsiieuasnduaunsaintularuiudenssniulsaniluumannty
%Lﬁuvl,ﬁu’h GTQEJ';;ULL‘UU@Wmia'ammﬁiaiaummﬁgqLLGU‘uLLasz Us2naunueIn1s bulbar
weakness uaznisidulsadien vy 1BM (unsitadeuenlsafidrdayiu ALS Tasguuuunisesuy
WsakamEsA (finger flexors uay knee extensor) fumssniiulsafiganaiuna 5 ﬁ]sﬁiaaaﬁfvagu
IBM n1591539579018MU UMN signs %ﬁmmﬁﬁzymnLﬁaqmmzﬁﬁulﬂma ALS Turauefinisasialy

WU UMN signs e1aluanunsauenaedlsaieanaindulalaganig 1BM fu PMA Midunilslu ALS

variants
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AsEUAULALLAL (Investigation)

1. szefuiouleal Creatine kinase (CK)

szauoulen CK anaunfviseguanuseilaly IBM dslavaulnguailupisguiu 10-15 i

Y99A1UNA2

" pfigaiuustiislsanaiuieainmndu Tunimsuin msesianuseau CK Und
AN1N50LENTENINY IBM U ALS 1

2. m‘imaﬁ]l,l,auauaamla cytosolic nucleotidase 1A (anti-cN1A)

anti-cytosolic nucleotidase 1A (anti-cN1A) \Wuueuvedfdusustegnamisly IBM un
Iuﬂ'ﬁlﬁ;ﬁué’ﬂﬁﬁmiﬁﬂmﬁﬁqﬂﬁiw anti-cN1A Lﬁumm&!r{a‘hﬂ IBM Tngmse anulanagaanudinig
Tunsasrauanaeiulunuunazisnsa® laednisfinegi meta-analysis 7kand11 anti-cN1A &
arwihegfisenas 46 wagaudnnizsesay 917 oyslsfiniy anti-cN1A Saaunsanulalulse

v
v a

niAuAY ﬂﬂﬂagu"‘] U Sjogren syndrome U@z systemic lupus erythematosus (SLE

q

)(32)

3. m3nsaalnnidagds (Electrodiagnosis)

v
o

Tnglunmsasialinitadelunaulsanaiuiledniay aglvdnvasves intable myopathy

v
=

nanafe wu fibrillation potentials 3o positive sharp waves Fausrisnisaaeiiveslenauilen
gunnduiovg Tuvmegn N13M5336 MUAPs agWUanwg short duration small polyphasic
amplitude a@zvouisruinUnanuIaInnauile (myopathic pattern)

apdlsinulugiae 1BM dvemmsilsesnsunnlunisuvananisnsialunideds lneane

A a o

Tusrg9dn15a 1 dulsauI9819817UIU 8197MTI9NU MUAPs 738wy long duration large
amplitude %ﬁi%ﬁﬂﬂ%gmmamamLﬁummﬁmﬂﬂﬁmﬂmmmmuﬂizmw (neurogenic pattern)

LLazqﬂﬁﬂquﬁ’iﬁﬂﬁ’mnﬁu ALS 1o wadnwaz MUAP sana1lfaiuisansiIanulu chronic

34-36) &

myopathy 53183 IBM lawwuiu®"*? Feanuinduszannsesas 15 veanuls IBM tasunisidaden

W ALS TusauwsnainuansiabunItade®s >

4. mwaﬁ& MRI le’e]\'iﬂa”IllLﬁE] (Whole-body muscle MRI)

Whole-body muscle MRI azuansluiunatuiierdusiswrunagvinvuluauning g
anwazdinanasiiuladalunaiileunsnaulaefisluuuanziiaennasdliiveinis vy
giinseaduvenqunaiuile finger flexors ¥aninauiiedndug luaiunuvinatuiongy

anterior thighs 9z n 156 88 uwazdl fat replacement 11nN31Na13LT 8nq 8 posterior thighs

12



wananilunanuiiongy anterior thighs Yules §anulinaiuiile vastus medialis WAz vastus
lateralis Hodun1nfian Tuvmedi natuiile rectus femoris lasunansenuu ey @iunaluile

gastrocnemius WudafinupnuAaunfiunfigafleifisuiunatuiodndug ivewmsenuus®

5. mssntuieamsng (Muscle biopsy)
AMsAsIINmEIdingiiissesnaiealuaiunsalelunisidesslsala unnesUsznousu
91M5N9AATN FeENvAEIMETE IR IZAU 1BM 9198397nLnasm Furopean Neuromuscular
Centre (ENMC) 9 2024%? Uszneulunae
a.  ANANgINVBINTENEY
nuialieanvn lymphocyte i endomysium a&qui’lﬁlgaﬂﬁlﬂg’lmﬁjaﬁﬂld
lﬁgﬂﬁwaw wazidlegen (%‘W‘inﬁmiqﬂ3114L61Tﬂ§1&1ﬂ5mLﬁ'uaw?alﬁwuﬁlﬁ?) MHC
Class-| as@nduniuriiwile
b. WU Rimmed vacuoles Laz/13e cytoplasmic protein aggregates
c.  NunanguANURAUNRAveY Mitochondria
Tnowulonanuidelu@ng cytochrome oxygenase (COX) un &afind
succinate dehydrogenase (SDH) (COX negative/SDH positive) + 9 u

Srununniaunfiflefisuiuiinsasdulueiguesauiy

A155AWN

v v v
a o o

giludnssnuiilumadwsidunumelaluguie BM finsshwinegiauiuiidannisiven

q

a a 4o

naniinguaesilaaiiesesn enagiivdndug wag n15ly IVIG asuwaddluaunsalunadnsiidle

sudnadnslun1svzasnisadulsafdinaduveanidaaiy mi%’ﬂwmﬁﬂiuﬁwﬁuﬁqé’qLﬁums

Snwwuulseaulszaae®?

Kennedy’s Disease

Kennedy’s disease %38 Spinobulbar muscular atrophy (SBMA) Lﬁjuiiﬂmﬁﬁuqﬂﬁuﬁ

a1eveanunielasiulen X (X-linked) azuanseantumarienuneiy 20-60 4 1Ana1nn1siliiudu
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yoalnsiiindlolng CAG 4191u (CAG repeat expansion) 1nifiu 38 4 Tu exon 1 83 androgen
receptor gene (AR gene) uulasiulay X lngdsdnunugalasiiadlelnafigfuuinduduiusiuns
wansoanveslinlueyueyad (genetic anticipation) FemnuRaunfianslussuusEamMULaEsEUY

Y o (38:00) .2

du Tnwensneszuulszamazilonnsiaudnfe nauilloosunstazioduatosnsyne®® via

TngedwunilslasunsitadeRanaiadu ALS 1a

anwurn1eedin

arufnUniluszuuUsvamiuiisssuulszamdans (motor system) LLa%mi‘%JUﬂTliJ'gﬁﬂ
(sensory system) I(ﬂEJE;‘IJ’JElﬂz‘ﬁé]’]ﬂ”l‘.iﬂay’]m‘ﬁ’@é@uLLNLLazﬁjﬁ]aU‘UmﬁgﬁLLSIJuLLaSSZJ’]M’m%u%’I"] Tngaay
Ty sunnaurnousasiduluuauuns uneinisesuussutluaumnsinule donsaudulsa
WDunniu %ﬁﬂejmgmﬁfa bulbar PEULSITIMY Tlvienis W N WRen druan A59319
WU LMN signs sananaiforedu anulidmidnganas waz fasciculations lneamziiusanaiuiie
o souUN A9 way AU @amerntsniusuaugan guasarinsornisnuandsnisiug

38-40

AUnUsTeane (joint proprioception) kazn13dulna (vibration)***® wenanddsaunsansranuns

Fuuinaifiafiouuy postural tremor 1wnele Svenaidudausniinuladmsugiasunsse®
uenAuAaUnilussuulszanuas SedauRaunilusyuudussauaie deanlngidu
muaUnfvessuunenlsve suidunanainnisnevauenesesluufiiaunilives androgen
receptor vilnyUaell Sumeodu nmzaiaiuganas wusln way enanuwuSesyRUlusy
Tudenfinunisiumele snuilsdsfinulnfenuiaunfivesnnidyaadviile Faguuuudi

dunsevignAenisdl Brugada electrocardiogram Lfiesv1ntlugnniziilaneamnudundula > 2

AsEUAULALLAL (Investigation)

1. szefuiouleal Creatine kinase (CK)

lngarulvgiiuninseyay 80 ¥o3 U8 Kennedy’s disease #599nUTEAY CK gan21UNf
Ingiafieay 300 to 1,500 U/L une1ageladiesn 5,000 IU/L? Fadlasauiuein1seounseuiiimnu
Yuazuy o1vvivinsidaduilewmuiiananluiduainganisananuielawuiu®

2. m3n59lnn13dade (Electrodiasnosis: EDX)

14



nsnsaslaiidadetuneudidn Soyfinsusn Kennedy’s disease ffu ALS sonvniutiuie
ﬂ’]‘iﬁl‘i’f\]Lguﬂ‘ixa’m‘%’Uﬂ’J”lngﬁﬂ 11189970 Kennedy’s disease asnsanume13an mil dorsal root
ganglia (DRG) ilamT’J EJ"Lfﬂy Vfﬂﬁumwwv sensory nerve action potential (SNAP) amplitude anas
viaonsIlunu® * 2 luvaeii SNAP amplitude aUnfilu ALS

1157579 MNCS wag needle EMG alvinafinansndeiuly Kennedy’s disease fiu ALS lag
WU denervation potentials laats fibrillation potentials ag PSWs saudafin1siudsuutas ves

MUAPs 1du chronic neurogenic motor units Tunanuiflefioaunss®® > #?

3. NNINTIUGNTTY (Genetic test)
Wunsanaiiedudunisitiadolse lnens19m31uiu CAG repeat expansion UL AR gene
Famnuinnin 38 ¥a? Juluiiendanuiaund lulsemalneaunsoamslalulsasouunne

VAU TNV ITRIAIN T LAY
A155AW"

lutagUudilufioniilusnyn Kennedy’s disease n1s¥nwimandsnadunissnwinuy
UsEAUUTEARININDINTG WATMNTIRAMIUANURAUNANTIISEUURULSNBLALAMURAUNRUDINITLN

Tyivingila®?

ANWZDUS NaDNLAIUINISNIIARUNVDY ALS

nasiilawwunseen (Fasciculations)

ag9filanariliinanuiaundlunisvinaunes LMN wWuannaiivinlug e ALS uawu

o
U = a

LLW‘i/]EnﬁTiJIE]EJﬁE‘jG] waz fasciculations fMdunilslueinisuansaes LMN signs Faudailaulusuam
wﬁqﬁmwmmméﬁyw fasciculations mezﬁua’immawuﬂﬂm ALS aéwlsﬁmu fasciculation
Ty lgensuansiisinnzianzasdu ALS LLagﬁﬂlﬂﬂdmmiﬁwmﬁgﬂw(“) Snadsanunsanylelulsad
nenSanInve9 anterior hom cell, motor nerve root Taaanauds peripheral nerve lesion o

Tulsaflananluneunund M%@Iuﬂaqﬂ‘iﬂ peripheral nerve hyperexcitability syndromes fAananse
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nsranule uaﬂaﬂﬂﬁymmqﬂq'uﬁmmﬁavfﬂwyl,ﬁm fasciculations 1n 191 smﬂq'u cholinergic,
antihistamine, serotonin compounds, caffeine Lay amphetamine(w

Tumuiifl fasciculations \isseenuiienlaedlufionnisesunss analunuanuinunisus
LLﬁzhiﬁﬁﬂLWﬁ@%Uﬂ&Jl@T aznlafiune benien fasciculation syndrome (BFS) duiilefinnnuenis

waznan1sasa b Itadululussezenfluladinisadiulsananadu ALS waaendla®

AURAUNA1NN13Y1197UY8e Upper motor neuron

ﬁiiﬂﬁﬂﬁwmwﬁqﬁ;_;ﬂ:]amﬁyaEjmmimﬂmiﬁwmman upper motor neuron fiRaUNALY
WagaII9ny UMN signs o hereditary spastic paraparesis, subacute combined degeneration
wag primary progressive multiple sclerosis (PPMS)" Immiﬂﬁaﬁ’nﬁawmsrﬁynLﬁué’wmﬂ ins8in
\nSawesnannilevianstns asesesmeny nauionands Anuisinaiieinty waz aanal

Suldnainduiaund viluilgaiinaneadaiuauly ALS wuiu eenslsfiniu UMN signs lulvdnueae

v
[ o a

Weseenaieilungulsail glisdndanuRauniluaiudugineuniawannieain ALS Inenalusys

Farau F9luleasreavdualuiiannunil

unasl

Tunerddniivatelsafaiunsoasndey ALS o BeluladnwaeoIN1swarnISAUALLNLLAY

Imﬁlm’]mmsﬂﬁamnuaamemwﬁ’ulﬂmmLLmaﬂﬁﬂ (W’WMG]’I‘i’NLU?jEJULﬁEJUVl'IEJUW) E‘\!‘U’JEJ ALS @7u

v

Tugsuaigein1sesunsadudiAy luragiururmisusiiananuile bulbar vinlunsitadewen
Lsauanaeiuluaueinisnedin anumemeluuiunmanyuifife awlvguayielulase

< d Y aa o ! ‘Y A A o
ZJ'I‘WULL‘W'V]EJG]E]“L.Jﬁ@'lﬂ’]ﬁﬁjuu’lﬂﬂ%aaﬂ“l%}mm/]’mﬂaUﬂsljﬂL"\]u PNLANINULNNEA AL UT DA 7

[V
a o

Tnmsidadelngnaedunasusniaduanunimessimis Snviarsunazsisenslulafiiiiedse

U
v v
o v o =

Wen wadlsauszardmislsainulaussdugsiuniy vlunsidadetuduseuduludndu Asdud

o A

79991AEN15USEEUNIIARTNDY19TOUABUBALATAUAULNLLAL AL E AL Lﬁa%ﬁﬂﬂqmﬁﬁﬁmw

gnaasla
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A1519% 1: m1s1dSeuriisu ALS waz ALS mimics

Features ALS MMN CSA IBM Kennedy’s PPS
disease
Progression Slowly Slowly or Slowly Slowly Slowly Slowly
stepwise
Symmetry No No No No Yes No
Proximal/ D>P D>P Variable D>P P>D Variable
Distal
Arm/Legs Variable Arms > Legs Arm(s) only Arms & Legs | Legs > Arms Variable
(common in
legs)
Sensory No No No No Yes Pain
Symptoms
UMN Signs Yes No No No No No
EDX - denervation Conduction - denervation Mixed myopathic | - denervation - denervation
potentials and blocks in MNCS potentials and and neurogenic potentials and potentials and
- chronic at non- - chronic pattern - chronic - chronic
neurogenic entrapment neurogenic MUAPs neurogenic neurogenic
MUAPs in many sites only in cervical MUAPs in MUAPs in
regions myotomes many regions affected
limb(s)
Imaging Motor band sign Asymmetric SEA on MRI Selective -
nerve muscles atrophy/
enlargement fat replacement
Other - NfL Anti-GM1 IgM - normal CK or - elevated CK History of past
Investigation/ | - Genetic test < 10-15x ULN (~ 300-1,500 infection
(selected case) - Anti-cN1A u/L)
features
- Inflammation/ - CAG
rimmed vacuoles | repeats>38
on muscle
biopsy

ALS; Amyotrophic lateral sclerosis, CK; Creatine kinase, CSA; Cervical spondylotic amyotrophy, D; distal, IBM;

Inclusion body myositis, MMN; Multifocal motor neuropathy, MNCS; Motor nerve conduction study, MUAPs;

Motor unit action potentials, NfL; neurofilament light chain, P; proximal, PPS; Postpolio syndrome, SEA;

snake-eye appearance, D; distal, P; proximal, UMN; upper motor neuron, EDX; electrodiagnosis, CK; creatinine

kinase, MRI; magnetic resonance imaging, CAG; cytosine-adenine-guanine
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(Porphyria in Clinical Neurology)
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TsaneswiSeansauusoanla 9 Tsages fail 1. Acute intermittent porphyria (AIP), 2.
Hereditary coproporphyria (HCP), 3. Variegate porphyria, 4. Alpha-aminolevulinic acid dehydra-
tase deficiency porphyria (ADP), 5. Porphyria cutanea tarda (PCT), 6. Hepatoerythropoietic
porphyria (HEP), 7. Congenital erythropoietic porphyria (CEP), 8. Erythropoietic protoporphyria
(EPP) wa 9. X-linked protoporphyria (XLP) Tsaweslvide 9 lsailiinarnanuinunfveoulesily
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