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[ Abstract ]
2022 was updated from the last version based on the discussion of members of the Amyotrophic
Lateral Sclerosis Collaboration Group of Chinese Society of Neurology. It consists of clinical

The consensus for diagnosis and treatment of amyotrophic lateral sclerosis

manifestations, neuroelectrophysiology, image and other biomarkers for diagnosis and treatment of

amyotrophic lateral sclerosis.

[ Keywords] Amyotrophic lateral sclerosis; Diagnosis;

Conflicts of interest: None declared

18 B 2 IO & — B R R B | 322 2 Rk
B BT g T FIE i B 4 T0 B P2 R G AR MR
i, A 45 WL ZE 45 ) & Bl 4k (amyotrophic lateral
sclerosis, ALS) . #F 17 ¥ Wl 2F 45 (progressive
muscular atrophy, PMA) . #F 17 ¥£ #E §& JFR
(progressive bulbar palsy, PBP) FlJii & P ] 2 fifi 1k,
(primary lateral sclerosis, PLS)4 il JKRZEAY . ALS
SIS B TTIE R E IR B, — b AR RO
Z UL, FE I ALS RN AR 1 i W AE 50 % e Ay OF HoR
AR IR SRR A E S DBURE T 20 8 AT N R
W Il R LA HEAT M R i ik LT ) (2 4 L
WA B | S A R B A R Sy S I R SR,
43 ALS 35 TG AS AR BE (R D HURD (350 47 R B

Treatment; Consensus

AT 22 R R 29 10% 1 ALS & N
Kk, HATE LN 5 2 8k,

ALS I I R R 24, B = RE 5 1 A 2%
Wizdebn. EIRIKZHIE B, #e L T s
Z6I0% B LR IS W A s A0 TR AR £ T L B
DR AT i R 7, 308 4 7 BV R T
UL Mo B EREBE 4 A X 3. T4 A5 i ]
0 5014 AR ARG A RITRIL VI 1 o 2 f A ARG A X
W12 W AT M AR |, A5 S5 Al B A A
TESE SIS W B M

— I R A

A 3 T R S T ) A AR G A R iR T 3
Bt B EREE: 44 X 338 R iE s 2o

DOI: 10.3760/cma.j.cn113694-20211212-00877
WKfEEH 2021-12-12 AXHE FikE

5| FARSE : PR B S MR oy SN AR N R TR AL UMEAL . LR 45 M R EE A2 Wi Aia Y7 b B % 4
2022[]]. AR Z R, 2022, 55(6): 581-588. DOT: 10.3760/cma.j.cn113694-20211212-00877.




- 582 - rRAERR 2RI RAE 2022 4E 6 45 55 45 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6

Z BHIEHE , JE2 W ALS B SERE

(—)st

S B R IE S0 e R AT M kR I R AR A
ALS 11 R B 7 AN KRR , 22 PR — 35457 FF iy
KN, Z G B ALK N e, By e 2 HAb
R S N SN E War WALk YV 1
AR PR R — A DX 3 i 28 59— [X ek Ay s i) o 7
TR ) T WA S 0 & Bt I Eh g LA R A TG
NHVRT (B 1T A AT JERBE B | /)M i 45

()RS R 4

FER— X3, R 7A7E b Rz st &onz 2
FIARAE S22 W ALS I ZE 5. XA E1TREZ , LT
BRIE R AR AL, R mT LR B s 1) R AT 1 R R

. Fig g 4032 SARME FEAAFEHLA T T |
FARMUAR Il o 30 R AL AL P R UL L 295
WL DY AR [ LR 5 LRI B B AL o s 3k AL
W — KA IR 22T e, anp] B S ARk sk
BRSO, L CFAS R IR AR JE B A g e
& AR SN /INER SRR P R R
SR LR BT E BB E S, 7E ALS R,
A AR SR LRSS — B S LAz R T
INFE R NIL, Bk o 24 F B4, At LA tho v] 5 2
I 24, G A AT A7 P B A )i s i 55
/NG AN T3 I 85 R B JE A 0 R )
551

ALS (B H— iRz B, LR T mT L3
B JRy PR T A FBOAR A a2 o w00 g, S TE T TR E
L RSAAR B B R ) P A 3 8 30 g R By 1) 25 5%
B RN IR AR TC I3 5 KT R (E B e 1
J& , AN X5 B G 57 SR, AT H B2 ARURE XS X R 1) A
ik AF4HIE R JC 7 () AR i AR 2 oG 2 . WA i
Al RE s AN R B, TR R RS KA, A B TR
WU &5

WIAR R Sl 2 ALS & UL % S ZRAE , AR B I3F T
RSP LT UL ] B 2R e AR A, e AR
T T L S UAR B Sl , A R IR eSS
(HAn R AF kA, — E TR B sh £, 2
b7 ALS T R E

2. bz dh il 4ot 3% BARAE EEAFE LK T3
T MRS U RS RS BRAE PR SE  E RR AT I
Wi S S R S RS S DS S
Hoffmann i\ I& B 2 8 . F B BAE AR LEK 7,
NRZEFNIA) ] A7 TC R D8 | 5 2R 46 {1 M A 5 R S 2R 0

TE IR R T 07 0 RO, an S e I S A A B I
A AR, WP R HEAR R Z . FETR A ALS B
b, T B BV A A T R S T R R AR L T N
R HERAE . 78RR ZE 48 T0 1 W R, AR A A ]
AEwl T iz sl SoTm AR HE 35, 24 I BJC 1 2246
b i 2 S O S s AR 9 A R R R R U B L
BT R B A IAR R Z RN R . BN S5
B, W SR BRI R AZ B o R T RN &
iz sh NS PR e E A A IR SORER 2R
RAF 4 BRAE , (EAA A AS A BT DL TG FH R a8 sl 280t
o 728 T B0 T T SR 4 ARAE A LK T 1 s R
PERFEAE Lis st 4 oTR AR o BB Y 5k 1
R RRZE R I B &tz BRI RIY,

3.ALS AR e AR 85 ALS SR AT LA A
N AT R DRSPS, 7 RS #0718 7
g SO () R D) RE R A, AR AR, TR B AT R AN
BARG AR AN e 0 A vl B R R AR
PR T f N B T 72 1 £ 1 IR . AR R AE
B HE T ARERI, MoyBETAEANTIREGS
E RGP AT o AR I [ JC 7 2840 iz sl /b
ALK M B2 IR . 53 R AT A A R e R A
JPRACHEETR A LU, PP DI RE R R i) A5 Sk (TR
RURSFIEFE MR, EfEZ R IHHEEN RS
HRHE WA, T FEURE B IAE TR, 1
WImT HBLIRAIMILSZ AR, 20 L RAE KA K
PRRLLEANHE Y ALS ff R R BRA , 75 B R A
HA I HA G . AR E SER I AR 2 W ALS FT
MR ANC T B A A2 SR, A B T X 80
BRI S8 i

(Z)EEFET

1.ALS £ 35 1) e i R ] A6 X IE VR T 5 1
W2 B SE PR A WU 8 n] Rl 17 119 28
e, CEZER TR A S BB
Bon A8 e I ZRel B, nT 68 B o FLA LA e AR
210 AT DA S B RS 0 B A S RE SE I B 1E . 2R
ALS Dy e 14318 22 sl PR AL 00 v A — o A
bR Mg RS A AN R A RS 3 A
H s R B[] ()5 15 B GE LS, T RS
715 B SR BR AT

2.6 T s rh R A A VR IR AR IR A T T
A0SR LB, T BRI & BUSAR T R
R BAI RS, DI JEA 70 & R i A, i
EIFSey

3.0 T 2w & 9 B () et I R A A R A K B



rRAER R4 AE 2022 4E 6 H 45 55 545 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6 - 583 -

BRI R T B AT AR R s R
H A0 b BTG S BE ) ff BE HEA TR In), T A B
fuf B ) 5 1E BN, A B2 Y s e
RS BRER

4. /DHR A T RE S EUREE R DA 245
3% B, LB U R P R A TS S W . A7 43 )
H 5 ARG TR D RSz SRR B, G nl BEN e B o7 2
— YAk, T SR AN XS R S S A s 14 A

5.0 THE K FIHIZ W ALS, 585002 2 lm IR
N B 3 Rl R A RO B B, R B (3~
6 ) AT , AR 12 W1 .

6.ALS {ILPA TG 77 FI 25 45 i A B — 3, SR A B
WAITETT, M4 AW, e HERR G s 2 K %
SUM T, T B R e R B T T

A A G A

Yl K% 18R ALS B, 75 Bk A 28 H £ A
2, DIIA G IR 32 8 X 30k iz s i & oo 248, I
R AENG IR A 7 B X IR AMAFAE T 18 sh Pl & e 2s
Ivi] i HlE B LAt o Aol 28 v A BRG] LU 1 S
P2 R GRS R AT B A, W2 R Bl LA P B 2R
FEL RS2 B, IR B AR RS T 7

(—) P& FH A

P 2245 T A T2 R A2 W sl HE IR A B P 22
P o 18 B MBI AL A A N 2 /DA dE BT
Jie 4% 2 S 25

1.18 B AL S AG A < vitis sh Vg R R ph 28
& R E H IE O, TCis s & oL B A k5
WOV BRI A R, RS R R, B
WL A 3 /E B8 {3 (compound muscle action potential ,
CMAP) i i w] LA B i A1, 4% 3 B8 ] DL 4%
T

CMAP I 7 B AR 5 12 #4273 EC LA 9 6 )
Bk e G U e S RTINS WA I 1B
CMAP % R BRI AN B | 75 2o Bk AT 2 ) 2 A
FEAE T (5 S B o R AE DL R A8 s i 4 oo
TR FERIE 18 S0 L AL G AT I A F5 T 7
R, A B Exb’s 55l

2B AL TR A — R . AR R
PE T Bl 225 ] A A Al ] BT Aok 2 i, Jii
AL 0T LR o

3F A T ULF O BR T B, A F I
U T BH S 3 A RS 00 F I BRI
F A% o B AR X IE R o AENL B (LR 2R AT
R ATy, F AT LAIEH

() [RDES T LA P A A

Ti) S At JUL L P ARG e ] DL 05 A A A A T o
T IeAr . WU B A A EEHE T
Bl 2 A 28 S e AR M A 8 AR SRS A T
L B R B — XU TE T iz st 40032 R,
Hoaz Wi O (BRI DR & BEWLIAL G 7 L 25 46 1
A

IS R Al W s e s R Ik a1
AL IEBENE . BT I AL A ) B A7 A 4 P o 22 2R
CC ) B , B A 5 2R B LA B BT
[F] S5 I PR 2 S

2 M PRI 2 P R R EEAEE ()2
Sy B LA 1) B B | D T R R A 2 A
Wit %2 5 (2) KA 2 sl 5 SRR /D, k3
i, R LA 5 (3) K4 ALS T L& AR
FE Y 24112 Bl B LA o

3. 2[R — AL PR AL R LA e 3R B0 A 0 Bl 1 2
25 SRR P A 28 A AR X2 B ALS A
SR SZRF . AR AR P A S — B B, RSB LA
AL DA 8 P i 2 AR R, sl (S 27 B 7 180
B o an R ETAE K AL X5 G I sl Ok ph 4 S T
T, BUTTA WA X T0 P bl 2 A L R L
LW ALS T E .

4. ILHL E2 W7 ALS B (49 G 000 5 T < 1o X6 4 41X
B AT LR A A, e i T DX m) UG 1 B
LR, G fe i FL AL 5 L L e L. i B T 7
Ji 6 K- LA 09 55 DLsE B LA TR . %) T
SR EAIEBE | I 28 /DG I A ] i 2 AR R AR ] ] el
P22 SR 2 BN

5.7E ALS B, LA A A B AT DUAAY A 81
LA 24N KBk I8 sl 2 on Pt & |, R XS Il
PRIR%BE ALS 1 5835, ml TRl 3 4~ H EAT B U 2 4
P T AR L ER PR FT RE X BT A LA R4 4G ifs
PRANECA A KA, 8 rT Re 4 H B XA iy WLH &
R BT B BUSAARTC 7 R N s s ph 200z B
EHE

6. ILHL & & B 3 A4~ sl DL b X3 F 32 sl 42 R
PR E L, FFARAE ALS, X H AR BG4 SR 1 1%
NS AW IRIEAT AT, AS Ry ST M AR 4 UL FR e 45
SR RAZ T -

(=) W02 shifs 2 v

1 iz Bh s & F AT B T R B ALS IR IR T
1) 32 s oo A8 AR BBURREE AN = o X R %
A I RERIFOS K A SY , T SR Has Sl 4ot



- 584 - rRAE e Rl Ak 2022 4E 6 HAS 55 %45 6 9] Chin J Neurol, June 2022, Vol. 55, No. 6

Z ZUETE B H T AR ReAHET

(19 5 55 o 2 L R A

TEALS S H ] DA 30RO S 3806 W 328 Dl
10% Ph " AP — 304, A3 B Tk ool ALS
W2 NEARENLTC ) o (HEE P 2 v ) ok A 9
W ALS FT b

= M Beekd

1. AR E R A N RE SR BE012 ALS IURHE , (A A
BT ALS 5 HoAh s %501, HEBR S5 i e 3 . 9l
AN, PR T A O A A A M A S B B A
(50) iz s &0z R, AR R A G LR AG
QIS

2. FEFE 1 ALS B4, W4 2L 4R T,WI. FLAIR Al
DWI ¥ 51 AT DL % B0 i A A SR 7 ) %o o e v £
Fo DEURF BEBUSIMBUSAZR T 51 R] WU I8 Bl K
FEAT & BRI B R

3. HEEH DL , A SHE S ARG 5 L W S
ALS & IFAFTE , 5 B R 4 03, bk A X ALS 5 JF 45
HERG EEAESS A9 B3 A TR A FARIRTT .

4. & FEI R 2 F0JILPR 08 AR A A < L PR P )
ARG LS B 2l T A R e B A K LR
Bish, A BT ALS 2 Y, fE N Bt gtz
F R FEM G ] AT ) [l f 28 88 P s AR AG:
2, G AN S E R AW IR, X T HERR ALS
B BB ALS BB B LA R A A ]
IRTE =2 =5 5 i IR TN R N1 i R X ERE % 8
IAE5 o T L A Z FL IR S AR 2 A A O TRy Sk
AR WAL

5. DIRe i AR RNz 3l B o5 RE 4B R A
P 15 BUAG HER SR R IR R SRR A AR
Yrzebriiy, ol Sk s sh i ez BRI, A
A RETERIZ A — VR B TRFFE B B, i
JeiE TG K2 W

DY 35 PRI A

FE PRSI FH P RT naE ALS 2 Wi bR, i ]S
HIF UG Z 25007 o W8 S BUR AL 5 5 9%
995 (1) R S PR SR ARUAF G, 38 AT 98 S X it AT U VAN
AL ), TERR R BRI WA B T 5
BN RS B BEVELZE A 5 el %5 (H
Kzl IR 2 W ALS Fr b7 , AN BOW T 7 ALS B
B RLEA T A i A

AT 0 20% 7247 W R PE ALS 5 A Ak
5 Ak i 1 (superoxide dismutase 1, SOD1) & [K] 58 2%
A, A B A Rl A %L A (fused in sarcoma,

FUS) | IfiL 45 2 8 & (angiopoietin, ANG) . TAR DNA
254 H (TAR DNA binding protein, TARDBP)
FIG4 3 [ 28 A5 7E 315 ALS H B 250 Lb 1] 43 5] ik
5% .2% 5% 3%, FKIE FKENE ALS (13505 5 K
1% 5K E AN [A], Hoif FUS . TARDBP 2 [A 2 3k [ %
DAY 578 K], {H ANG FI FIG4 35 PR 75 e [ 4 o 2>
W BRZE B E RIETE ALS A 50% 1 9 5 YL A K IT
T 8] 152 HE 72 & Al (open reading frame 72 gene on
chromosome 9, COORF72) 28748 | Fb (|4 = , 107 [ N
B

Xof i B EAT ARG () ALS FB 5 38
#E4T CO9ORF72.SOD1 , TARDBP Fl FUS % [H 5 25 46
W, an e 25k FeiF , AT COORF72 LK 8 & 28 A8
R B — AR i A A Y . e B R A,
VFZ2 ALS FHOGHE PR A AF 5% 245 S5 v X1 DBy HL B0k
WO A5 A B TG R R

X RGE ALS G 1 D8 A TR A B0 2R 728 1)
L PRLAGE 00 X6 32 R A XURS: S5 1 B . KGR
ALS (1) P30 XURS: AT LA 3 2o i 38t % 7 Qe A T 94
ALS J5 PRSI AT Ay A 18 s (ELAT IR 1 22 16 1l B 42
BEXURS: 15 L (HXS T 505k ALS /B E TURER %,
JCHIE AR A T2 2 A D% AT SRR, i A7 A
& B2 )

WA & M ALS B3 R AR AE 5 R ME ALS
A OC By FE PR g8 AE, axX 26 3L R 4§ TARDBP,
C90RF72,S0D1., ANG . FUS, OPTN (optineurin) Fll
SETX (senataxin ) &5, 7EIXLeH 6, 3544 ALS Z %
SR BE SR R O 9 A8 A i AR B ALS AH G JE K Ry
K GRAF . AERUENE ALS JE 154 WA E AT 3L RS
WREGRERWER KRR ESFHELES
FHT

. HAbAG A5 H

H AT 8= H T ALS 2 Wi i £ W24 4n B o
LG5 KA = BLALFE ALS 1T LU BLAG S8, LA S 2531
W I E .

L A ARSI < i 37 LR 5 Bl ] v BE T
HE AN 1000 U/L. i 2 AT A7 B it
i, AN 1 /Lo

2. PR 22 B2 A < I YRR I R 48 22 R B 3
L FE ALS iR Fis s ph oo B i &™ . A
HICHFE M, HF AR 2 ALS Fr b i o

3. MR IG RN [R] 2 8, S8 B 3, A Hsf
T B EATA AR, T84 T PTG M s sl A 5
CHnEER HEA: Z OB, L R R BE R | IR R T



rRAER R4 AE 2022 4E 6 H 45 55 545 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6 - 585 -

I G2 E il =6 1 NNEA 2 ORI & 2 SN O A

S [ Lk A
4. i Dy BEAS A AL AT < T T ALS SR 0T
W IIRERTIEAL .

5. %I PRI TC R IR 3 7R R 42 2R 1 ALS JR
L H AL A R O o

75 ALS 12 Wibr e

(—)ALS LK 5

1 T T AT e 3l el o RN A A A A IE
S AR PEA T A S A R o I ACRE R B T
MIE— AR Iy, 75— IR R A7 1 & R, I
AN DX S i 3 HAh X, /DB FH T e &
g S B 2 A [T s A2 SR OO

2EIKREZE RN L T ATTZ RRA, 2
HE LS XA bR IE S & oT Rl 52 SR IE
P, BAE 2 A KA AR T B s &0t 2 R0 IESE .
T iz sh i 2 052 B AIE P 35 BRI T I R RS K
AR () WL A . Eidshhgon % BAIEYE
FEORIE T IR R A A , (H iz shih o2 R
T, S T E LT R 6

3 ARYE B H G KR, B AR
Az PR R AR50 K A HERR LA R B0 b R s B
BILZ R

(Z)ALS 2 Wi A8 rh 75 A 1 n)

1LALS B35 0T LAAEA A A7 0 (sl ) A pf 5
H WL R b B R T PR A, | E I IR IS
ALS Fr b5 o

2. JUUHL BRI A 2245 A A 7 ALS 12 W h & 4
B OCHREMPE R, X T T 32 shih 2 o0 A8 1 R
ol A ) O B A O AR I A AR A A 2
AT

3 G IR BEL ALS I SR fE A M G HE R 5
BF, 0] SR W o (ESE R DU IR 2 B ALS Jr 4
BV ISR D S i B TR —E A -

4. 25 F K S R A R P 48 22 Y
K, TR s s g oe 2 BAIESE  (HIR RS

5. PR S A A 7E 2 A WILEE 2 WL SR i 8y
AR iz s &ocz 2,712 BN i sh n]
SCHF ALS W2 W, sl = LA B 2 B2 B ALS 75 15
o (H LA S SRR B Bl I R 2 W ALS B
WhE™

6. Fik R G A5 | 1 A sl AN LY ALS 1912
W, (IR 2 W7 ALS T b .

£ (ALS Byl R Y

1. ALS £ i 25 7Y . 4 $§ ALS. PMA #il PBP.
PMA ] BAEJE T iz sh i 2 o0 1Y ALS, PBP I 2
S 56 A R GBS G B9 ALS, I R 32 W i 2 ] 26
ALS;{H PLS 5 =346 B AR, A 1 68 A A h
ST PR S, /DR PLS R 36 M BRI E R , K
[F] ¢ B A R 2R VAR B A . I R LA 138 sl ph 20t
I Y R T DL PLS , {HLE 7 &0 i 44
W T iz sh 4otz RERI .

2. MV LR AAE AR DL R S e ) oy
T, X FRME AN BRI , BT R 18 i, B
XU 1 Jiz it 17 2 i, w58 Rz vy, el B2 S5 MU A1
o4 2k, AT Hoffman fIE BHE , 76 &0 5 1 4R 9, E
ARA R BR T R

3. MR ZEAAE < I R AT B I o 23R
B, P X FRE BAS KRR |, 2 07 22 18 a0 i | e S S
ARARECIH 2R, T O] A HUE  TE S 1AR I,
FEPRATS R BR TN i BE AR 2R, U AT o 4
W , I e 2 A X 47

4. ALS PEAR IR - 5 B R R
I L R s s aonz B, e LIA K
FURG AT Ry S o =, B 155 & R i 1 R A 7 T
5% BHRERFARAE . HE W AT S

N2 W

ALS I PRI 4 AL T o BB R
FEBE PR AL, SRR W] LAk B4l R 32 Bl 2200
% 2 L FIBE g T FN 2 Re il s sh s
JUZ BRI, H B FE A RS . 7R
Wik AR b AR A AR RN AN ], 75 22 5 2 Ry
R UEAT ST, DL A SMERS AR | 22 ks B
P2 P L B e LA RETE L ZE 4 L JE U
AL MR AR PR B MR 25 AR ALS BNLE A
TR o I R I AR 4R 051 A8 25 1) ELAAR R I, e AR [
PRI , BERRN B A BIAG A , IR T AL SE B2 T .

JU ALS IBYF

S ALSAT R —Fh e R s s (B A 15 £
D5y LIS s g AR TG B . R W, R
BIT R RBIER A AW YRTT TR BR T R S
15 R I Z5YIAD i A8 FR 4 B WIS 4y WHEE
ALOHENEIT ELERIRIT

(— ) IS 1 2 SR i 254

1. F) 1 (riluzole ) : k2% 44 O 2-84 -6 ( =3
AU ) - I, LA FH AL A 46 A2 L R T T4
3 A A DR DR A 0 2 M T A 2 R R T LU



- 586 - rRAERR 2RI RAE 2022 4E 6 45 55 45 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6

T 5% il 5 4 2R 32 1R LA i 4% 2 R Y R LA
1994 4512 [E I Jre (1) — It s PR A 92 1 IR A B 1% 24 fig
WU 2% ALS I & J o 1996 4F- 32 [ £ i 24 i W&
BRI E RS e T T ALSIRYY , %25 4 2 01 IR
PGS UE S ] A — e PR S GR Id i Jig , FH
50 mg, B H 2 AR . H WA BRI R 9% = F1E
O G AT N R A AR R T v L
RUEIFIRE . e e 0 A8 o 2 &4l A BT
WAL B I B, N I AR S IR

2. MR Hr AR SR HGA Hi AR 2 — P A R
R, B PR A AR R TR e
FESE . H AW Gl HIHGA R 2R 1R Y7 ALS (91
IR Z T 10 240 2, RN R a5
A WR BATATROR , B BITER A H 7= (MCI-186) 1
IS A R BT A LU R PRI ALS BE A A
El Escorial 12 Wibn e 12 5048012 ALS ™ 5 72 B 4
N T2 9 R ALS DI RE VT3 f % (ALSFRS-
ROVES A 3t H AE 2 3 LA b &9 s T] 2 4 LA N &2
H 77 lili i & (forced vital capacity, FVC) 2 80% LA
I, #EAT S 93BT (post-hoc analysis ) 45 5 s HKIA
P73 TT AE 25 X Se i g ALS ATEROIR S E I . B
PEAT Y 24 JA T bR 289 JE T TR 45 SR 4 s, Ak Hir
FIT AN W E LT BN, B — TR S 5
ST AN ABRUER 3 3 Im R IR 90 IR S , AR IR 7 23 X
BKHRA> ALS B A AL, H A 20154F 6 7 Lk ni 1
WGEHIZRIBYT ALS, Z S5 B4R EAE N LA EEK
WALHE T IZEE B . HGBRLARIRYT ALS YHEFE (L
79 : 60 mg KA H7 7 , 100 ml A= FLER K F6 B
60 min PN # K 1, B H LR 45 25 0 5 45 25 1 41
B 28 d o 1A S 6 SR L 5 1 R SR 45 24
14 d, {525 14 d; 55 2 J WIS 14 d 945 2510 d (5 d
i) Z 51525 14 d, LA B (5 2~6 JE ) 2,

3. =AY 28T R NI A it AR s U IR T
I PRI 56 IR S ] 2 2% ALS DB 43 10 R R,
IR IER AR AF A R BRI R IR YT SOD1 A
PRI 5278 ALS JR 3 P B F P 45 SR o i T — 2
HIRCR . fEshyscs b R4 2402501 ALS 3)
YIRS IR T T s Y —E BT AL, IR Vb 2
RAVEELEA R B, A EE DL v R LR L KGH)  4
AR E G Q BRIREL BRI E IR T RS R
FEAER IR 7 5 =45 (BAEEE XS ALS A I
PRBIFSE 25 R BEUE S A AL

(Z)EFRER

1. TERE S 1 E B I, R S # IR, A IR

PR R IR B SR e £ e B RO DL AR IR B SR
A

2. 5% 7 WEL WA W PR X ) S0 I A i,
R CRRE, DEZE. X TIRREETRTE )
L AR SR A

3.4 FR AT I B S DR AT [ K BAE
TE I N2 1 W RS IS, I R Ay 22 B N B 8 i R R
(percutaneous endoscopic gastrostomy , PEG) , ] DA{#
TEE SRR, U M, SE AR . I PEG
£ FVC B Z B HE 50% LARTR FEHEAT , 75 i 2
PG R IXURS, WAL S R #EAT . X R4 a0
AT PEGHE ARG HAT B

(=) I S Fy

1. A UE WG A it T BE .

2. TE R PRI A R R I, R
WK 1E 38 S (bi-level positive airway pressure) o
03 G B 308 B 5 R AL 455 - S AR P, P 7 <
£ N HE (sniff nasal pressure) <40 cmH,0 (1 ¢cmH,0=
0.098 kPa) , o iz K W < & 77 (maximal inspiratory
pressure ) <60 cmH, 0, B A [H] Ifil % 76 F1EE AT , 5%
FVC<70%.

3. 24 R WK T IR (RZ ORI (ELAR T
270 L/min ) , 17 feff O 998 4 N Tl B e , HE R
WS o

4.2 ALS Y 1 2 e o B3 AU RRAE S 1M 41t
HEE >90% . — %A Ak B 73 [ <50 mmHg (1 mmHg=
0.133 kPa) 81 WA W) 1:d 22 Joid R A, T DASE #5647
(LRI 1) LR Qe P A E e R LR G R 11 LR
J& 38 MELABEAL .

(M) EE3RYT

e ALS J B B A [ B B, B85 T 18T if ) ) 2
AT, QAR B R G HIR AL HE R A 5L
U RIE AR R AR AR A, AR 4 S A LA L
TR IERUHE S ANG YT o TEFRE 2 A 25 W) FI
Bl Bt , $ v AR 6 oA, o 4 B, TR 45 RO
KAE

(FL) ALSIRYT P B T T A ]t

1 SRS IO 3t 6 A s 7 R ALS JC 24 m]
EIE AN S B I Ray RS\ IND BN e o Ok a < S IV
FWAZ I H G TT 251 B SCR A B, i R
FIFTHE  RISZTFIE O DL A NE I, R
IS,

2. FERLE IR SR I SCHRF R L8R )T 0 T
P ALS JRE A7 B AN AP I R OCHE BE



rRAER R4 AE 2022 4E 6 H 45 55 545 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6 - 587 -

+ B

ALS AW H Ry 3~54F 6 10% I A &
AR 104E LA b PEIRILAZ A A ALS 38
W R, A A A . TR ALS BOE KR
RIS RRSE A AF K TR, RS 207 & R
BITACE I EE =, A AE A ka3
B XA ([ B2 R B AL T R EE B ) R (r
I B 2R 2 B B VRIS B ) BT b 42 R S )
SE5FIENERZ RGPS HIY)  PEEH(EPFR
F R 2 [R5 I~ e B B TR BF = 58 ) B I AN (Ll AR K2 5 4
PR ) WRRE T (I 25 22 08 o P B ot ) Wkl (52 LK I
JRHBERE) 05 (W ZE A BE B ) T 0 ([ B 2 R 2
BEAL BT OMVRIEE B ) T (R EBE R e R E ) T Hisk
CTHA NRER) T4 (#ER R E iR ER) A58
(JHRAPER) BRI AL R E =B ) EEAR
IR R R R 2= M m 56— R B ) 5 E AR (2 B R2#WEHE Pl
B2 B ) b (ol B R A T s B ot ) 5 B K ( 13
R B2 B IR UF E BE ) SRR LT (L7 R R R 23—
BE ) BAER I BE R KRS =Rk ) MR T (i ZE i
B BURRAE (AL B R — BE R ) AT (R E R
BRBERE) (AR B (v [ B2 25 Al AL ST UM RN BE B ) 2R A
(Pl R4 m 58— B B ) R R A R R BRI m 5 —
B2 ) X1 A= o 2 b B b e BN S B ) 1 S % (3]
LR TR ) 5 KA (E B RE MR AL R |
FIHAE (WAL N REERD) & W] (L sTRA A = B ) A
(U R MR 45— EEBE) AR 3 (T35 AR EE B ) T 458
(FRMCZE RABE B ) (R 50 (DU A PR BE B ) L5 1) (i
FABERE) R B L ERNR A BBy ) JHALY (P
FEAMREBE B ) T Ay (R B R R R 4 — BB ) (5 %2
(B HPER T RER) R T (I F M E B\ 2
Fs ) ST (R — R B ) % 2 0 (VT 2 M 4
TEERE) 1 PR IR EE B ) AT (DU 1] RS TG
EBE) AWM (JE BT A =R ) B (LR e
BB ) 5 K (A A BE B ) Al (rh [ B2 Rl B At s
PRAIEE B ) ke (bl R 45— BE B ) 32 2 (b stk
S PERE) VKSR AT R R A BE ) Bk (rh
Ik MR A —BE BT ) IR SO AR EEBR) LBk (b
WREANRERE) & (e RN K27 [R5 B 4 B 8 (R
WEERE) SRAETR ( HERCEI R LS FAZBE B ) SR
(REE = POER) BN (S EEERFRER) .
AR VR (i At BE R R Bt I PRI = Bt )
FIBEIRZE AT 1R 74 IR A7 26 R 25 phoe

2 % X #t

[1] Rosenbohm A, Liu M, Nagel G, etal. Phenotypic
differences of amyotrophic lateral sclerosis (ALS) in China
and Germany([J]. ] Neurol, 2018, 265(4): 774-782. DOI:

(2]

(3]

(4]

(5]

(6]

(7]

(8]

[9]

[10]

[11]

[12]

[13]

[14]

10.1007/s00415-018-8735-9.

Strong M], Abrahams S, Goldstein LH, etal. Amyotrophic
lateral  sclerosis-frontotemporal spectrum disorder
(ALS-FTSD): revised diagnostic criteria[]J]. Amyotroph
Lateral Scler Frontotemporal Degener, 2017, 18(3-4):
153-174.D0I: 10.1080/21678421.2016.1267768.

Brooks BR, World Federation of Neurology Sub-
Committee on Motor Neuron Disease. El Escorial WFN
criteria for diagnosis of amyotrophic lateral sclerosis[]].
] Neurol Sci, 1994, 124(Suppl 1): 96-107. DOI: 10.1016/
0022-510x(94)90191-0.

Brooks BR, Miller RG, Swash M, et al. EI Escorial revisited:
revised criteria for the diagnosis of amyotrophic lateral
sclerosis[J]. Amyotroph Lateral Scler Other Motor Neuron
Disord, 2000, 1(5): 293-299. DOI: 10.1080/
146608200300079536.

De Carvalho M, Dengler R, Eisen A, et al. Electrodiagnostic
criteria for the diagnosis of ALS[J]. Clin Neurophysiol,
2008,119(3):497-503.D01:10.1016/j.clinph.2007.09.143.
Fh A R 2 O Bl 2 2 43 2 L WL A O 2R A AL 1 12 W A e
(B2 Z2) [J]. H & #h 22 Bl 4% 7, 2001, 34(3): 190. DOIL:
10.3760/j.issn.1006-7876.2001.03.032.

Chinese Society of Neurology. The criteria for diagnosis of
amyotrophic lateral sclerosis (draft) [J]. Chin ] Neurol,
2001,34(3):190.D01:10.3760/j.issn.1006-7876.2001.03.032.
AR R A o I 2o 23 2 NLER P - s PR o 2 Fi 2 TR 220
PRI 2 S I 2 A S MR LR A 201 . v L= i)
RS WI ARG F ], HAER 2R, 2012, 45(7):
531-533.DOI: 10.3760/cma.j.issn.1006-7876.2012.07.021.
Chinese Society of Electromyography and Clinical
Neuroelectrophysiology, Chinese Society of
Neuromuscular Disease. The guideline of diagnosis and
treatment of amyotrophic lateral sclerosis[]]. Chin ]
Neurol, 2012, 45(7): 531-533. DOI: 10.3760/cma.j.issn.1006-
7876.2012.07.021.

Shefner JM, Al-Chalabi A, Baker MR, etal. A proposal for
new diagnostic criteria for ALS[J]. Clin Neurophysiol,
2020,131(8):1975-1978.D0I:10.1016/j.clinph.2020.04.005.
Hu N, Wang ], Liu M. Split hand in amyotrophic lateral
sclerosis: a systematic review and meta-analysis[]]. ] Clin
Neurosci, 2021, 90(6): 293-301. DOL: 10.1016/jjocn.2021.06.015.
Liu J, Wang Z, Shen D, etal. Split phenomenon of
antagonistic muscle groups in amyotrophic lateral
sclerosis: relative preservation of flexor muscles[]].
Neurol Res, 2021, 43(5): 372-380. DOI: 10.1080/01616412.
2020.1866354.

Hu N, Shen D, Yang X, etal. The frequency of ALSFRS-R
reversals and plateaus in patients with limb-onset
amyotrophic lateral sclerosis: a cohort study[J/OL]. Acta
Neurol Belg, 2022 (2022-01-16) [2022-02-05]. DOI:
10.1007/s13760-021-01849-1. [published online ahead
of print].

Hu N, Shen D, Yang X, etal. Plateaus and reversals
evaluated by different methods in patients with
limb-onset amyotrophic lateral sclerosis[J]]. ] Clin
Neurosci,2022,97(1):93-98.D01:10.1016/j.jocn.2022.01.016.
Fang ], Cui LY, Liu MS, etal. F wave study in amyotrophic
lateral sclerosis: assessment of segmental motoneuronal
dysfunction[]J]. Chin Med ], 2015, 128(13): 1738-1742.
DOI: 10.4103/0366-6999.159346.

Huynh W, Simon NG, Grosskreutz |, etal. Assessment of



588

[15]

[16]

[17]

[18]

[19]

[20]

[21]

[22]

[23]

[24]

[25]

[26]

[27]

rRAERR 2RI RAE 2022 4E 6 45 55 45 6 ] Chin J Neurol, June 2022, Vol. 55, No. 6

the upper motor neuron in amyotrophic lateral sclerosis
[J1. Clin Neurophysiol, 2016, 127(7): 2643-2660. DOI:
10.1016/j.clinph.2016.04.025.

Sun XS, Liu WX, Chen ZH, etal. Repetitive nerve
stimulation in amyotrophic lateral sclerosis[]]. Chin Med
J, 2018, 131(18): 2146-2151. DOI: 10.4103/0366-6999.
240798.

Fu LL, Yin HX, Liu MS, etal. Study on variation trend of
repetitive nerve stimulation waveform in amyotrophic
lateral sclerosis[]J]. Chin Med ], 2019, 132(5): 542-550.
DOI: 10.1097/CM9.0000000000000117.

Wee TC, Simon NG. Applications of neuromuscular
ultrasound in amyotrophic lateral sclerosis[]J]. Clin
Neurophysiol, 2018, 129(12): 2638-2639. DOI: 10.1016/j.
clinph.2018.10.003.

Liu ], Li Y, Niu ], etal. Fasciculation differences between
ALS and non-ALS patients: an ultrasound study[]]. BMC
Neurol, 2021, 21(1): 441. DOI: 10.1186/s12883-021-
02473-5.

Niu J, Li Y, Zhang L, et al. Cross-sectional area reference
values for sonography of nerves in the upper extremities
[J]. Muscle Nerve, 2020, 61(3): 338-346. DOI: 10.1002/
mus.26781.

Li Y, Niu J, Liu T, etal. Conduction block and nerve
cross-sectional area in multifocal motor neuropathy(]].
Front Neurol, 2019, 10: 1055. DOI: 10.3389/fneur.2019.
01055.

Al-Chalabi A, van den Berg LH, Veldink ]. Gene discovery
in amyotrophic lateral sclerosis: implications for clinical
management[]]. Nat Rev Neurol, 2017, 13(2): 96-104.
DOI: 10.1038/nrneurol.2016.182.

Zou ZY, Liu MS, Li XG, etal. The distinctive genetic
architecture of ALS in mainland China[]]. ] Neurol
Neurosurg Psychiatry, 2016, 87(8): 906-907. DOI: 10.1136/
jnnp-2015-311654.

PM, Al-Chalabi A. Clinical genetics of
amyotrophic lateral sclerosis: what do we really know?][]].
Nat Rev Neurol, 2011, 7(11): 603-615. DOI: 10.1038/
nrneurol.2011.150.

Ghasemi M, Brown RH. Genetics of amyotrophic lateral
sclerosis[J]. Cold Spring Harb Perspect Med, 2018, 8(5):
a2024125.DOI: 10.1101/cshperspect.a024125.

Renton AE, Chio A, Traynor BJ. State of play in

Andersen

amyotrophic lateral sclerosis genetics[J]. Nat Neurosci,
2014,17(1): 17-23.DOI: 10.1038/nn.3584.

Chen L, Tang L, Fan D. Twelve-month duration as an
appropriate criterion for flail arm syndromel]].
Amyotroph Lateral Scler Frontotemporal Degener, 2020,
21(1): 29-33.D0I: 10.1080/21678421.2019.1663872.
Schito P, Ceccardi G, Calvo A, etal. Clinical features and
outcomes of the flail arm and flail leg and pure lower
motor neuron MND variants: a multicentre Italian study
[J. ] Neurol Neurosurg Psychiatry, 2020, 91(9):

[28]

[29]

[30]

[31]

[32]

[33]

[34]

[35]

[36]

[37]

1001-1003.DOI: 10.1136/jnnp-2020-323542.

Miller RG, Jackson CE, Kasarskis EJ], etal. Practice
parameter update: the care of the patient with
amyotrophic lateral sclerosis: drug, nutritional, and
respiratory therapies (an evidence-based review): report
of the Quality Standards Subcommittee of the American
Academy of Neurology[J]. Neurology, 2009, 73(15):
1218-1226.DO0I: 10.1212/WNL. 0b013e3181bc0141.
EFNS Task Force on Diagnosis and Management of
Amyotrophic Lateral Sclerosis, Andersen PM, Abrahams S,
etal. EFNS guidelines on the clinical management of
amyotrophic lateral sclerosis (MALS)-revised report of an
EFNS task force[]]. Eur ] Neurol, 2012, 19(3): 360-375.
DOI: 10.1111/j.1468-1331.2011.03501.x.

Bensimon G, Lacomblez L, Meininger V. A controlled trial
of riluzole in amyotrophic lateral sclerosis. ALS/Riluzole
Study Group[J]. N Engl ] Med, 1994, 330(9): 585-591.
DOI: 10.1056/NEJM199403033300901

Lacomblez L, Bensimon G, Leigh PN, etal. Dose-ranging
study of riluzole in amyotrophic lateral sclerosis.
Amyotrophic Lateral Sclerosis/Riluzole Study Group Il
[J]- Lancet, 1996, 347(9013): 1425-1431. DOI: 10.1016/
s0140-6736(96)91680-3.

Writing Group, Edaravone (MCI-186) ALS 19 Study
Group. Safety and efficacy of edaravone in well defined
patients  with amyotrophic lateral sclerosis: a
randomised, double-blind, placebo-controlled trialf]].
Lancet Neurol, 2017, 16(7): 505-512. DOI: 10.1016/S1474-
4422(17)30115-1.

Writing Group on Behalf of the Edaravone (MCI-186) ALS
19 Study Group. Open-label 24-week extension study of
edaravone (MCI-186) in amyotrophic lateral sclerosis[]].
Amyotroph Lateral Scler Frontotemporal Degener, 2017,
18 Suppl 1: 55-63. DOI: 10.1080/21678421.2017.
1364269.

Takei K, Tsuda K, Takahashi F, et al. Post-hoc analysis of
open-label extension period of study MCI186-19 in
amyotrophic lateral sclerosis[]]. Amyotroph Lateral Scler
Frontotemporal Degener, 2017, 18 Suppl 1: 64-70. DOI:
10.1080/21678421.2017.1365372.

Paganoni S, Macklin S, Hendrix S, etal. Trial of sodium
phenylbutyrate-taurursodiol for amyotrophic lateral
sclerosis[J]. N Engl ] Med, 2020, 383(10): 919-930. DOI:
10.1056/NEJM0a1916945.

Paganoni S, Hendrix S, Dickson S, et al. Long-term survival
of participants in the CENTAUR trial of sodium
phenylbutyrate-taurursodiol in amyotrophic lateral
sclerosis[J]. Muscle Nerve, 2021, 63(1): 31-39. DOI: 10.1002/
mus.27091.

Chen L, Zhang B, Chen R, et al. Natural history and clinical
features of sporadic amyotrophic lateral sclerosis in China
[J1. J Neurol Neurosurg Psychiatry, 2015, 86(10):
1075-1081.DOI: 10.1136/jnnp-2015-310471.



