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AN Z=Ha i B aE M 28 1L fiE (amyotrophic lateral sclerosis, ALS), {aFRIH A, & R
PEPEIR LI & AN A AR i B e ST B T E B S TTHR L, ALS B ST R PR AE
R % Je) R A e S R ) LA ZE AR ) . BUR IRAERE (bulbar) BAVE RS & B 7 i IR 2
ALS BRE B R A I I EIE RE IR 2 LR N AR, KA1 ALS 2R (sporadic), #9174
90%, HEEMAKIG 10%[1]. TG, ALS REIEBZEMFE RN —, PR ERNS
+H#5r 2 06, MFEEFENK 65-70 BR[2]. #UE 2024 4F 4 H, ALS S PUFRSEY)ETIEE] FDA 1%
e B, 472 Riluzole, Edaravone, Relyviro (sodium phenylbutyrate and taurursodiol) A %
Tofersen, HiI =FHEEYIEFTH ALS BEIEM, HBERIMHER IR, Tofersen HIZEH A
SOD1 H:[RIZest i) B Tkt I EEY), IR A i s OFCA IR, H TS ALS IR 202 A
SRR LR T, IS EIPRIGEE gl Gl 2% v R AF TG IR [ BRR T ARG S BT, Ak, RO B
B [55 R -0 B S U 55 7 T B R i R R ME Rl e A BB R 2 — AR, AR st
B E B R B AR REEEY) DA S SO TR ALS (2 iR S BRAE A TR,



HRRTRE

H Ao 2 A2 9 EC (biomarker) FT AR 2 H HERERIEZ T ALS, ALS HURZEN T ZARIRE A HiaE
BARPRSER e, H AT IR LR 2 B HE 2 2019 4E$2 Y Gold Coast criteria[3]. 1RIEE(HZ
BrirdE, FRemsh, ERARAER A ML E E R E CRS ] LAERERT 2 BT ALS, ik DRI S R
ALS SRR v, Hf EE A VR 2 RrBia OS R AAK IR, A0 50 JRk DRIl A s SR A
BAE RN ALS,

TR 1 SCRRBEET B RE, - ALS PSR IR 4 5-6 4F,  F i IRp [T B R 1| S B S AH A
(4], EBRRHEIE AF o B VWA 1) S8 3 ()P Al IR RO [5 ], 4 1 & BB RS ALS B Y
HIEYHE, HutsE HER BT ALS DHEETE &R (The Revised Amyotrophic Lateral
Sclerosis Functional Rating Scale, ALSFRS-R) [6], MtEFRILE 12 fAIHH, &—IEHH% 0-4 4, JE
AR F A BB AR ) 0 BRI 2 0-48 770 ARIERIRAMAE KK 105 4F % 110 i, ¥f 258 fiz ALS &
BEFAE—XHY ALSFRS-R IBHERTAY, BF V95 H ALSFRS-R 0 BGRY 1 0/t MESR ALS fH
% Ry B EB RGR L, (HAE S 1 B AT RE A HFRE AN I RE B SR fh 1 T A B E 1, ALS
PR ANEY, K 13% /A R R A FERAEE R JBE  (frontotemporal dementia, FTD) [1]o
EAERE AR E R R PR,  H PRSI AT, BESR ALS 11 FTD 2y MR AESA A [R] 5%
i, {H COORF72 SFHIME ALS WYBUH AL AR il LLHLSR 2 A FTD B ALS SRIRIRFAE2E ALS B2 FTD W
MESPAE, & RN 2 AR ) B,

H AT EE 22 U ALS TG AEHE AR, #E 2024 4 4 H HA7 U SEY)IE1S35 ] FDA #%
#E_ T, 495 % Riluzole, Edaravone, Relyviro (sodium phenylbutyrate and taurursodiol) b4
Tofersen, Riluzole JZ/EE S A&/ ALS 49, 1€ 1995 4 i =5, 25 —Hgdkdtinig
ALS HIZEY), 2 Hils EE— ARG ATH ALS 29, Riluzole HUSIEE —FHE 2
(glutamate)IFEPTA, Riluzole EHNHIFRKSTCRE MR A NE, A6 HATHBI S NMDA 3288 [T fHE
B PRCTRY B MR, IRIRER IR G BB T # R A SRR, & HAEH 100mg Riluzole F5H ALE—
FRIIEE R RAE SR (74% vs. 58%, p = 0.014) . BESREG IR B ERIT#E Fa8HH riluzole B8
ERER B, HEEE L Riluzole HABIER BE KK =M H 15y (B ERAH BLE IAH -1
TG REGTRRy 449 [ 532 K) (7). Z4 T JTEAHEREER BE,  BISL Al LURGSAS [F] A B Y
Riluzole, f5ll#4ll Tiglutik ZIASARIIZK A, Exservan HIZ2—FE T &R BN, SEWEMERE
HATIH MR, B8ORS 2023 4F@ Tiglutik FIEECRAG T, PSR S MEDhREA )



Edaravone HIIi2 55 —fél#5-5] FOA t%i#E L fyEEY) (2017 %), HEERE A L, HEA]
DS EMEE O N A EEE, BRIy, HhRERAE, B iR
HE ARSI, (RIS B R A8 ALS FEH, Edaravone HU{FE FHBSHE 2 — 1A LA,
TERGIRER S B, I MR AR ALS FE 8T Edaravone 4R AR, H ALSFRS-R %
TR LI/ NR TR (-5.01 47 vs. -7.5 47, p=0.001) [8]. TEFHMEAEMERERT (open
label extension), 2B B SCA BT A R A2 6 {8 H i) Edaravone, 4#2({#i] Edaravone
F9p8 AN ALSFRS-R B AV 78 BE I iy 2= 4745 FH & Rt 1 - 474 FH Edaravone Y9 AHH HBg 2y #% 15

(-8.0 77 vs. -10.9 7). {H 1M fEER ARG B3 555 8] Edaravone FIIER A% IRFfH]

%5 ZfE4EY) Relyvrio (sodium phenylbutyrate Fll taurursodiol fJ#/5%%) £ 2022 S £
FDA %t brfi, AR¥E 2020 FER MRS P, ] Relyviro By ALS i85, 7E 24 %%
H ALSFRS-R 73 B LR B IR 18 (FEa 9 HaBML 1.24 77, HHEREIEHEH 1.66
4%, p=0.03) [9]. (EARZERIZ, TF 2024 4 3 A, HHYARHIEG IR AERAIRE % B, Relyvrio
EHSTHARHAH b, ALSFRS-R 70 B0 M EAE 7= 52, [KIL Relyvrio PIREA K ARG T i, HIFEHA
P2 ALS HRE B I gE,

PR T AR EGE I ALS 9EEY), 5 —JERVEEY) RIS $HETREE SE R ZE8 1 ALS FRFITRY G
RS, B RS S R i ) 2 135 SOD1 B0 k(K 925 A 229) Tofersen., M55 ELACH#ES:
SE R SRR B, SRR SoD1 BURELIRIZE Y ALS HiF, Tofersen HY{F F B #EE H]
F sop1 BN X FAL L (antisense oligonucleotide; ASO) B SOD1 FEIKIFTZE 4= (S {# RNA

(messenger RNA) fE& W NE H oy, MDD sopl WEHEEE, WA EHEE
e P HERE G R A E B AR TR, 7E 2021 4E1Y VALOR ERIREAER, P E sop1 2ok 2e
SR ALS R L 2:1 LI BEREEE 5 0 il & Tofersen ARERAL I &I, 761G 28 214,
OB S H R LA H 6 Tofersen 958, H ALSFRS-R 73 B BIECE IR 1.2 2 1.4
5y, (EFAH ST IR AR AT ALSFRS-R 20 B 22 BN B 22 B, 76 2 I BHGUE 5SS (open
label extension) H, EESARIALIR ARIERIRIIEE (ALSFRS-R 70 85) b oA K1 fif FH 4E 4 i 45 B 22
R, (BEHWTFE M, i Tofersen RUGBRAMAYEF, HEGHBERTAY sop1 &EH, MMM
TR ) NFL R 38 B (B ST, R soD1 88 FI R 2y /2 i3k soD1 FEIR 294 R 50%
FIHEE R EVE A, 1 NFL B2 S SZ AR A0TEEE,  HEGaERY NL IR EERGEE A A R AV T A B
[5], [KIMLAE VALOR slBairh, EESRIZAREIRTE ! Tofersen I LABHSE UGE AT SOD1 E2es )
ALS B ZEFIRYIGE, HEMEHE nTREE 7 TJE iR 7k sob1 &1,  HATREA Bz iE
BPRCTTIOIR I, 7 2024 4F, RIEARRES 104 BEIR T, HRIAN 20-25%1 B E HEE
AERR B ERAELD, N HBF RS, ERBEG R, EAESIERERR, S
FTHE T ALS R LS, 0y ALS IR AR S M ., RAMERE— SRR 71
T2 BRI AR G2 A IRF R B SR A B B2 70 T DU IE USRS B AP Em AL ) iy, H
B RCOT CARSE M E IS, K, HEERIRATEIRYE2 BT T B8 B S & f9R ARG



Ry H AR AR R R B R, B S A SRS N R S B R it B ALS HERZHY (83
TRt EE A it Es, A LA PSR LRGN ALS JE nI DIE R ) PR E R P, 42
[EREYI0% &

FRT Tofersen, #T% SH¥IHMhFERZe88t, (H A DU =T BE R R R U AE A R e 1 T R PR 3
Barh, 40 I0N363 & FUS JERIMY L EE, FHLARETT A FUS FERIZ28 1 ALS FE[10],
AL 2024 FEHIMAMSER GRS ET 2, A EFEILT | AFTHIIRR S,

EHEhBE R, HEFEHIR FRE R ALS BURIEIN COORF72 FITifF 4% i I #4% £ A,
BIIBO78 HIIRIERCA IR AT 1k, 7E 2024 47, $HETHGEN: ALS RIFAERZEY) SAR443820
(HIMALAYA study) LAJ% BIIB105 (ALSpire study) ¥ RIS A A IR, BESRER REEY AT 4%
BAEMERARREEN:, BEERE B R S ARG HE B ROR R AR AR ALS RUEEEE .2 —, 1M
HH I R0 B0 LR 23 Y ALS S AR AT RE R IR RERE 32 RAF IR IR T S N IR BT R T 22
BT ALS i FEGEST L RIS BTG Hr R 22, mITH ARG & A% 1 ALS ZEY T LAAREL B 3 .

SEER

1. van Es MA, Hardiman O, Chio A, et al. Amyotrophic lateral sclerosis. Lancet 2017;390(10107):2084-
98. doi: 10.1016/5S0140-6736(17)31287-4 [published Online First: 2017/05/30]

2. Lai CH, Tseng HF. Epidemiology and medical expenses of motor neuron diseases in Taiwan.
Neuroepidemiology 2008;31(3):159-66. doi: 10.1159/000154928 [published Online First:
2008/09/12]

3. Shefner JM, Al-Chalabi A, Baker MR, et al. A proposal for new diagnostic criteria for ALS. Clin
Neurophysiol 2020;131(8):1975-78. doi: 10.1016/j.clinph.2020.04.005 [published Online First:
2020/05/11]

4. Brown RH, Jr., Al-Chalabi A. Amyotrophic Lateral Sclerosis. N Engl J Med 2017;377(16):1602. doi:
10.1056/NEJMc1710379 [published Online First: 2017/10/19]

5. Chio A, Logroscino G, Hardiman O, et al. Prognostic factors in ALS: A critical review. Amyotroph
Lateral Scler 2009;10(5-6):310-23. doi: 10.3109/17482960802566824 [published Online First:
2009/11/20]

6. Cedarbaum JM, Stambler N, Malta E, et al. The ALSFRS-R: a revised ALS functional rating scale that
incorporates assessments of respiratory function. BDNF ALS Study Group (Phase Ill). J Neurol Sci
1999;169(1-2):13-21. doi: 10.1016/s0022-510%(99)00210-5 [published Online First: 1999/12/14]

7. Bensimon G, Lacomblez L, Meininger V. A controlled trial of riluzole in amyotrophic lateral sclerosis.
ALS/Riluzole Study Group. N Engl J Med 1994;330(9):585-91. doi: 10.1056/NEJM199403033300901
[published Online First: 1994/03/03]

8. Sawada H. Clinical efficacy of edaravone for the treatment of amyotrophic lateral sclerosis. Expert
Opin Pharmacother 2017;18(7):735-38. doi: 10.1080/14656566.2017.1319937 [published Online
First: 2017/04/14]



9. Paganoni S, Macklin EA, Hendrix S, et al. Trial of Sodium Phenylbutyrate-Taurursodiol for
Amyotrophic Lateral Sclerosis. N Engl J Med 2020;383(10):919-30. doi: 10.1056/NEJM0a1916945
[published Online First: 2020/09/03]

10. Korobeynikov VA, Lyashchenko AK, Blanco-Redondo B, et al. Antisense oligonucleotide silencing
of FUS expression as a therapeutic approach in amyotrophic lateral sclerosis. Nat Med
2022;28(1):104-16. doi: 10.1038/s41591-021-01615-z [published Online First: 2022/01/26]

P BN B RN B

‘t;%@&k%ﬁﬁﬁ%ﬁ%

TATWAN FOUNDATION FOR RARE DISORDERS

HI AN PR B BT A B HERER

3R/, FEHIAE 5 (8 F e U, S DI AR RS R e R, A 38 AR Y
Bl TEMATIRES G R KSR ER,  TRKEREIZRE, NEar TIFF) afEiek,
UG B IR AR, /N RRTRRE S AR B ARER . AEER 11580/ el — SRR B LA o B i e
&, RAtEmLSRL, BREFERARSIZOETRMERY, IR OISR A iR i IR
B, MRS PRGN R T R E I

A BERBIRRAE ?

(RPN | SR ? ARG A RE, BEFAD ARSIV MEZEME, WEE, /N
MISFRAE, (HEEE S RARM, A AR TAES,

—fkmiE, [EEER] BEIEEREEREESZ DT SR AR RE Hh% 8
EE M, (RS I I e R R R I I, A P RS, e BRI el B BA
BRI A TERER ] B, 2L TERM ) DEE: ], TR TR
B | FPYHISEEERGRE. H Al A S EZE R sfy rh oL B, RE i A R A
o8] R B 5 1 22 L I BB . WERTEE 2024 4F 3 A A b, R R(EEEE A SREHINE
JIREEREGT 244 1, EEMERABUL 21,129 A AL, E0E 2 BREYEHE 140 fE, Hp
4t 75 FERLRAG 1T,

RZE R BRI, 7% TR RS, 4 TSRS RS, B SR L BEE
B e te, RFHRIELUARL, AT BRI, SR S TR,
BRI, (BT A TR RRE T, 5 S Al t, IR I 1



KEHREERD MR, BRI e, IO EAIPRT B, SR A5
TR UG, e RIS R, =TS 0, B (5 AL
B, SRR IR TRIBSIE QML &, 4144 R W 200, —Bi—
PR — B LSRR 55 ) PRI 102 B R

A FRESERBIEERE

“HLERIEEERIE, R RBOIRE TSR IR R A H A, RIS 2 R
KIBHIBRATA L G, N TEEE ) B milak, ARNTNEHEER, %Y. &
R LEEA DT REZ, HRIIREEZ BB g RIRE R, Fefes [T rIReR
BT, BRHERILL RPIR, 7 1999 FEALEIAISE [ HAEE AR R o
HEHEER, EE&EERMMAZT, BOIRERAERE., MAERFI, A5 B R
RFIEESCE, IrREHTEZR B B, A ] B L g Sk gy, WifeE T TR
PIRIIIR K SEY) | S IH B REE R AR B ohT, (e o P A A ERER T S R PR EER SRR A
HD]ETE

HEeFAINES O 25 84, M5 REFEIRIREIRE, aadiisd, RTmmRiE

(FRFRE)., hiffdg kiR, ek so ARC, EEER#E, 4T, L
FAERE, B RE S BT AR R B ST, %H?ﬁ)ﬁﬂ“%&’fﬁﬁﬁlﬁ G, R

SR BN SE R T W IR SIS . A RETN IR % A T RIS E,  H RIS REEHIRTS 284
MR, R 1 8 o TRMASE (BaEEEIRD; 9,707 AE@F‘?&H&E’% 51 fIEDR KRS 2 ZE
WA, TAMEERNBUFIER A& 2 2, RGBT HIEIRES 7 S8BT

(E#EARE]

(—) BERARPS - EERAR, EERRR. EHERE, EEEE, BRI, BT AR
gy, MR A P

() RERE : ZOUMEEE, RSB, DITHIE. IR,
(=) BRERANAS © 2 RERIEBNEL & A\ S R A [ B NS 5
(P9) OFRARS ¢ DB A IR,

(F) SCAIBBRRIARES © —HESEE), —HEGE 2K, SR, sk, EH)
Bl SE

ON) FREESCHERGS « BOUORIE . BESORERG. B GRS, EREmE R, 27 R
NHERRANAS . 2277 RS iEas



() HAMARSs - ERE BB F
(ikegiler)|

(—) B M aE A

(Z) RJE GBS

(=) Sl

(CLYINEY Y Eawiis ¥

I
T

fIR AR BN IR T

m&
=il

(7)) EE SRR

>H

ON) ZRLEMTHgE

() EE L aRCAE)
U\) WHE L
O BIFEESH

() EILHGINERBsHE

BEE R CHER, A& SIH T EAME RGN, Ry K E R 22 75 5 1 B (L AN BRI B 2D
2022 4RJE, JERAS HEREAIBER S Gy 2R AR ), ROBTITRR PO e B B A&, A KANZR R
EE 21l P E S {%f’t B, HEm{UONERE IR, GRS, SRR T
MRS5S PRI —H, A IREEZASREm, (OBSCR, WA Sdfmbe, i TOESr, #eBRsEh,
RIS Elﬁ;%ﬁﬁkf—rﬂﬁi”%ﬁx INFEIE— 0 — A28 B b R A e e o

A REHEHE, RELER

B—fr R, ERIRERE — AR, A A At & & 5 S ERE,  RRESC RN
KRR TIV B — BB, ANERHERAI RS MRS TR, BUTIR REZ N B
PRI G TN A S HAl B PR e S A IR B R B AR TR A B, AR e R R T,
HAEIAGE, PR EEREE, ERONENRE L, BTG RRKEESER, X,

o MERT ARG ECR, BOUERIASEM, TERITFEEEHFERRERS
https://www.tfrd.org.tw/tfrd/library b3/content/id/109



https://www.tfrd.org.tw/tfrd/library_b3/content/id/109

1- DR TFEFRNA, ELHIFTET, EREOBRGHI 1 i,

2- KB 2023 FEMH (FLITBIFIERER TR (TE S &) BXAE &,

3 - FERE SN RE (L L NIT B 1) T MRS M5



4-2023 F/FHEFEEE (T EE AR 855

L E A

B EHRZE REREE  (Society for Neurological Rare Disorders-Taiwan, f&i# SNeRD Taiwan) fi&
VIR 2016 4F, B Al AE R ISR LRI SE 2 B . SR A R R RS T LA R R
fib. hnsmE A B S & 2 OISR B RS R, 0 HLAC & BURHETTAH B A 32 REWBGR, A
RSP TE RLBRITIe 2 GTE. #8 8. A BLE,

EOlBIEE e E © https://www.snerdtaiwan.org

E-mail * snerd.taiwan@gmail.com
Eah © 02-2871-2121 ext. 7580 ; 0972-035-675 [141#

Honik 112 ZJETACR A RS B 201 B


https://www.snerdtaiwan.org/

	最新會議及活動資訊
	跨領域神經科學國際研討會(TSfN)
	台灣神經罕見疾病學會年會暨國際學術研討會

	會員介紹與分享
	漸凍人的治療契機與挑戰

	認識罕見疾病與罕病基金會介紹
	聯絡我們

