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(1) that Fgte| S
O Z2/AE=M =AAdsEES (Amytrophic Lateral Sclerosis, ALS)1)2)3)4)5)6)

- (M9]) Z22=Md =AMASE(Amytrophic Lateral Sclerosis, ALS)2 2=
AMAelol gMlst=E 2sAd EdM Aatoz oF 10%= FrEe EX
£ LIEf X2 O 2 & Moz ghgdst 2 MZAEH M Aatu ofzt
JIX|2 g 2iolo| HEbstH B X|X| 2o n], MAEMME AEt T T}
2 pi| ™Mol Ast & 5Lt

— (Xlgh) ggd 7)ol AR =22 otF 2sAEH = MEIMo=z Jls &
Ol E Zefeh = AL}, LI|o= AF 3 otF 2S8R HME 25
Heol Z2&EM =AMZASE(Amytrophic Lateral Sclerosis, ALS)2| ZHx
(definite) 2 =, 4, 85 9 YT 2L T 3~45827F A
of 2= SHIF US W] Jbksste, o] & 2871 2HE SHI U=
A2 Z/UENM =AH3E(Amytrophic Lateral Sclerosis, ALS)0| f&dst
Ct1(probable) &letet = JAZ.

- 2 =M =AMH3SES(Amytrophic Lateral Sclerosis, ALS)2 Zl#Ho| &I
E0HA 2= SSOHHIZE Al2sHA 0, 452 3~5H2 =2 L
Ae. M MAMSZ 100t ¥ 3~509 REHES Ho|l= 33 Z=to]
o, o|=2 FEM= {XIECt A SHE0| =Cctd 2y JUF.

1) Harrison's Principles of Internal Medicine, 20e. 2018. Chapter 429: Amyotrophic Lateral Sclerosis and Other Motor Neuron

Diseases

2) Clinical neurology, 10e. 2018. Chapter 9: Motor Disorders

3) Goodman & Gilman's: The Pharmacological Basis of Therapeutics, 13e, 2018. Chapter 18: Treatment of Central Nervous

System Degenerative Disorders
4) Current Medical Diagnosis & Treatment 2019. Chapter 24: Nervous System Disorders
5) Goldman-Cecil Medicine, 25e, 2016. Chapter 419: Amyotrophic Lateral Sclerosis and Other Motor Neuron Diseases

6) Bradley's Neurology in Clinical Practice, 7e, 2016. Chapter 98: Disorders of Upper and Lower Motor Neurons
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MHEE2 ‘ZAE5M =AZA3IE(Amyotrophic Lateral Sclerosis, ALS)ol 2]
st 7| SZofe| XS =F0 F=CHof| AFZ2E= A,
MHEES Hetet 2272 2 UX| 2X|gh MSIAE A (XML 2
AMAASTE Bolq MA Atz #go| FHE AEN)E E0{F= free radical
scavengerZAf, ZY=M =AZASIES(Amyotrophic Lateral Sclerosis,
ALS)el HEHO|AM ZII5t= free radicalel e XSt 2=wEe
MBS HiX|sto 2 AE =T cHA oM A XHE =50 F.

o2t

=

O AMHEES WM7890M ZFMH FSAASS(Amytrophic  Lateral

o
Sclerosis, ALS) =7| EtAISl &Xtof|AH F0iA| 2 & XNHS =50 F= 2
Mz AZ=0 o), AAMRIZX|E101)o|M= AAZEo| Cish EHEof o
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7) Harrison's Principles of Internal Medicine, 20e. 2018. Chapter 429: Amyotrophic Lateral Sclerosis and Other Motor Neuron
Diseases

8) Clinical neurology, 10e. 2018. Chapter 9: Motor Disorders

9)

Goodman & Gilman's: The Pharmacological Basis of Therapeutics, 13e, 2018. Chapter 18: Treatment of Central Nervous

System Degenerative Disorders

10) EFNS guidelines on the Clinical Management of Amyotrophic Lateral Sclerosis (MALS) - revised report of an EFNS task
force. European Journal of Neurology 2012, 19: 360-375.

11) Practice Parameter update: The care of the patient with amyotrophic lateral sclerosis: Drug, nutritional, and respiratory
therapies(an evidence-based review). R.G. Miller, et al. Neurology, 2009;73:1218-1226.
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O [Abe Koji, et al. 2017]12) Z2&M =ArA3SIS(Amyotrophic Lateral
C E;

Sclerosis, ALS) A9l 5XHn=69)13)& Ao =2 MEHM Ciy|a, QU=
O|=UWAH LWl AMAIEES $allst Aot 11X WX EQ 7| X Chy| 6—|—7|
F0{ 58 2F T ALSFRS-R'4) HFHsl= AMEHEZZOA —5.01+0.64,

°|9|l:—1101w —7.50+0.662 EAXo=Z %BIQF [0 £ LIEr (least square

— 2XF "HIIX|E2l total Modified Norris scale!®2 @2k Cfd| AEHZEZ0
M SHM2=z ot 7HM S HEl(least square mean difference 4.89;
SE 2.35; p=0.0393). Deterioration of quality of life F=2 ALSAQ-4
016)0| Al AlHEZ0| ko dHlsf SHMZ Fo|stH HUS(least
square mean difference —8.79, SE 4.03; p=0.0309). 6F7|®™ %FVC,
Modified Norris scale(limb or bulbar) oted  pinch&, ALS 3% &+«
M= & & 2t SHAHE2E welst o7t gidE. MEEHAM= 29
of BHXIIL 6F7] St At E= ’é‘%gl SHMENTTINIX] =2 =,

st @e J|AEE, E o ge ME3sle MMoIUS. ALTAME 6
W(3HWE AS3|s A, 2He =2 BdES, SHHEE A U3 3)ol

= = | ,
dond, & + 7t EAHAHE FodMe2 giA=(log-rank test p=0.13;

wilcoxon test p=0.14).

- obMN oL ZDh, MHERI FIE 7 SHML X0|S HoIX| 25
MO{= 17) olatel 222 Hol RS2 AHET 84%(58%), 9let
2 84%(578)012US. YMAIE 7|ZH24F) Lol ALLEF A2l = UUS.

12) ABE, Koji, et al. Safety and efficacy of edaravone in well defined patients with amyotrophic lateral sclerosis: a randomised,
double-blind, placebo-controlled trial. The Lancet Neurology, 2017, 16.7: 505-512.

13) El Escorial 7§14 AirLie House Atk 7)) ‘definite (ALS ﬂN) ‘probable (ALS 7VsA =9) < o& shud dlgdsie gkl
ALS TT& BR(YE ALS TTEEHIA FTE7F 1% EE 25 34, FVC 80% o3l 34}, ALSFRS R o] 127§ 60”1 H7ol
A 28 ol s w2 A, MU T HS FAl ALSTE st 7(] 2 o]yl A, AN TE7|(125)5¢H ALSFRS—R #4143}k
o] —17 —473 B4,

G

14) Revised ALS Funcional Rating Scale(ALS 7]5%718%): A4S 3o HQ 3t A% 7]5S Hrte = e FHEEA 1285
(&), AEE7], A7171, 270, AAR), 29719 914, T Al A BEETIeE AdREAR ], A7), Adesr], dged &

1, 2
A5, BEFDOL AT 8. FEY 0-4002 50 Yov o7 weFE /ol T AL AHIT

15) Modified Norris Scale< 7|

#9] Norris scale®] @58 Limb Norris Scale®} Norris Bulbar Scale 2 %02 f&35}3, 45 3=
< A2y ] 8 JA F£4¢ A9 Limb Norris Scale> A 7]1%S 71e}7] Hfﬂ Z 2009 gFom FAHo] lom,
Norris Bulbar Scale T+ 71%< 718l7] 98 13709 =02 FAE g zH 3HEe 0H(BA)~3-9 HG wjH o g o]Fo]
A HrtH e g 7Pded A4 247 6343 394 0] .

16) ALS assessment questionnaire(40 items): ALS H7} A&o 2 to] 4 A xE Hrlsl= 59,
17) 59 By E5, X 715 Zol, 713 2, Jd5agr] 42, A% 9 35, A8 35t g,
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O [Abe Koji, et al. 2014]18) ZFM ZFAAHZES(Amyotrophic Lateral
Sclerosis, ALS) M¢l &AHn=101)199E CHAMSZ $F MEAM Ciy|zh 2|t
CH =, OI"”””, a7 AMAIHOAM, 1XF BEIEX|FERl Z7[X "] 6F7|
F0l 52 23 & ALSFRS-R20) M= HHst= Al
S =2 w5t Xjo[LEX| 24F.

- F2&E LIEtt SHXHH| &2 {20l 88.5%, &EZ oA 89. 2%OE
F2-Z0| LiEtt BHA} H %T—F ot=E A F2FZE0| LIEHE K| E
™ 2t SAMe 2 wolst xto|7F i

O mHASs200| w2 AMHEES2 etst 221 2 free radical scavenger®
M e g0, 7|82 258 FMEEE Hele dFE A
Xote A2=2A Zato| FMHAIE stet = Us O[EH ZH= =X
oF, 22482 XRE St 2= ofd. T2t ElAME st e 2K E
et = U= A= ofFl ofd HE HMetMel gtE B st= ALRTHe
EX 2=9 IX= &9 =

(6) Al HEEA| TR obF[IX[0] et HE

Al M EAMA SIS (Amytrophic Lateral Sclerosis, ALS)o| 2]
St 7|sZofe ZAs =30 =CPof §7F 22 UM =2, §Xf = M2
=
o

ol 37k % ZoislE riluzoleol MBS hH IHsEH X2 (LR LR

= N8E Sl T 58 2 A, ool 2¢T0iH 8% Sel B
JpIE o "A Sol B 7Y MeX(HEA BEAl Hes o)l g
BHX| 5.

18) Abe, Koji, et al. Confirmatory double-blind, parallel-group, placebo-controlled study of efficacy and safety of
edaravone(MCI-186) in amyotrophic lateral sclerosis patients. Amytrophic Lateral Sclerosis and Frontotemporal
Degeneration, 2014. 15.7-8: 610-617.

19) El Escorial 7§13 AirLie House @At 7]5=9l ‘definite (ALS 3)’, ‘probable (ALS 7}sA =)', ‘probable-laboratory—supported
(ALS 7FsAle] = AAL A9 ) = Oi“ ahte] AGElE B ALS 2E BR(AR ALS FZEER)0A FZE7t & =
2521 3z}, FVC 70% o739l &2k, AW w9 HS dAldl ALS7E disk 2] 349 ol 3k}, H(HD#HE7](125)5¢ ALSFRS—R
Aemslako] —17 —474¢l 3

20) Revised ALS Funcional Rating Scale(ALS 7| 5H712 %) A& S=8lo] Q3 AlAA 7|5S H7tE = de A=2A 1295
(&), A&7, A7171, 2271, A7), 29719 94, TRl A BE=E |9k AR iﬂﬂo}ﬂ A7), Ave2r], sgaeh F
A5E, TFFADeE F4HY UdF I 0-4402 FAgH0o] gom A47t =855 75 2 AS 9vsh

21) W7 te s () (), o hyl g gt o] () (——
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(7) 2047|= HAE ZAD} (kM Z2047|= 4983, 20174 12€ 20Y)

- =2 MEel™d7|& 3 g
S| 7tALEE H2R2[LHol|A ofeiet &2 7|ELZ F0oi Al QA4F0E 2H
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oY MU S XL BHEHEE o
_ Ol. E_H _
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O El Escorial ZHA AirLie House XEHI[&= T ‘Definite’ ==
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— |:_|_ 2 -
1) ALS 7| 5" 7 =(ALSFRS-R)S FAMsl= 2E &=0| 2™ oAt
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TAHA|
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— Probable ALS: MOo{T 274 F2lo del2sw@i ste2swd &
Of &~7d40| U1, SIS FHEC HE| Fof| M2

o U= AP
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- dodEol o Zeet MAAH J|sS Eite = Us HEEA
12et5(2st7], EE27], 7171, 7], AAE], A7t 91d, +
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Th RS, 2 EFN)eE #4 HoUS. 0-4 Hez FHE U
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