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v FAE LIS 12 Wi VR I 48 /6 (2020 FRD

A PR TS T TN

FEE 2015 A AP SR A5 K AT T 25 1 AR b I EAE ALTE J1 12 W FG YT 46 /e

iR 5 4F , 76 T AE LTE N

RIT TR R T 2R UE A A G0 U SR ROk IR I R LR . (RO P R G o e R S ) 42
ST AL 5 AF [ N A1 SCHK B R B E - 275 A0 OC [ BR A 1 L SO T L 7R R [ AR LG 01236 46 i (2015) TE R
AT W SR 145 T AR R . BT B R MGFA I R 23 BB A Osserman 7358 15 75 X 90 ™ o it B2 HEAT 42t 4
VAL 5 B 0 E A LTG0 WA 00 28 L 48 SR AR T s XA T B AR EEAT T S BEOur I R U I L M) 22 BT L 2R
BT A LR Wy R0 A 10 T AR UL AR JULTIC g 30 G B R T A B G R A A A o R IR T A OC HEAE LTE 1 A U7

T T L,
KR EREMNTLS; W BIT: B
FESES: R746.1

HEALIC /7 (myasthenia gravis, MG) J& /1 H
B/ NI S 7 R B 2B R S =S
(neuromuscular junction, NMJ) & # & 65 19 3 &
R M . £ Bt I B 52 /& Cacetylcholine
receptor, AChR) $T 14 52 55 % UL 0 B0 1k b ik s 1t
B BE XS G i 5 HG Al 2 4, £ 95 AL DA R S A 2 A
1% 2 2 1 i (muscle-specific receptor tyrosine ki-
nase, MuSK) fIX % JZ 5 & H 52 A K8 H 4 (ow-
density lipoprotein receptor-related protein 4,
LRP4) J 2% Je i 32 /R (Ry RO 25 0 1A Bl 22 4 A 2
5 MG K, X G R AT T 48 AChR H 4 5 m
AChR JIgE & NMJ {5 St . HE. MG #IRYT
AT LA UL 8 1 Tl 410 o) 790 O R B 3R A s A ) R L e
ik 7 & % % Bk & H (intravenous
globulins, IVIG) . Ifil 3¢ & #t (plasma exchange, PE) LA
B OI8R o & . MG 48R 800 % 2 (150 ~250)/
HIT AR LR N U~100/H . FE MG
RIRHLY R 0. 68/10 J1 , 2 Pk K HE W 1w 5 1 Be S8
T2 14, 69%0, F L A0 T Ji DX AL 455 W W 5 o8 | fifi
TG G AR B BE W] R, 30 4 R 50
% Fe A SBR[/ LEE K75 A 4R MG Gu-
venile myasthenia gravis,JMG) 8% 515 50% , #)
JRHS 3 AR I s TMG RUIR LAY Ay 3 AR /D 1) 4
BRUEARS OB AT 2 A R RE 70~
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T4 AR Ry e NHES

ITAEE L 7E MG 297 07 IS T AR Z i e TR
T ZEIEBE F AR . AU, P E g e st g A
PSP HTOR 5 AR [E N AR SCHR T 8y BOR e . 2 %
A E PR TE M, ) e, 72X T E MG 123618 B
QOIS HFEITHYHEA 'S T AT M . Hiigm K
JH MGFA 1l K 73 BU A Osserman 438, 5 16 X 9%
o )" E R EE AT AL VAR s 4R ) MG AR 2E L 1R T
FEUEACIRIT s WA YT BARIEAT 178 S B % Mg i 41
W% ) 22 B BT K 2 B B A AR R0 A S TR
L MG (ocular MG, OMG) 51 G2 410 il 36 57 A K
R A 2 S ) 7 (immune checkpoint inhibitors,
ICI){RITAHOC MG 457 T 1 T T A e i,

1 IGPRRI 58 R 4 5 3

1.1 IGEKRKRE 2HEFHIATZ R, RA N
ST IR G 9 5 kR R R B EET G E
E KB . RN S % B RN
Fral AE X AR e RS 3l A/ sl XUIR 2 AL L SR MG &
WO RAER, W T 80% L Fiy MG B,
L3z B mT SR G P A T ) B R KL R TR I AR TR
AT UG T2 . E O AL A2 58RI K O R X
R 065 JUL 32 52 AT 30 5 A 0 PO R X L 5 L EROK
Ny % K 7 o I G 45 . 9L 3z 2R T M R 4 Sk M B
ANBE . BTy Lk vl 2, R ik L b
R PRIME  JERvE TE 8 . P ILTC g AT 35 I R X
R 9 0T AT Bk B A0 L R e UL 8 PR A UL 1R T
VIR E e A WIS & i S AW NS R
WUTE T3 % DN —2H WURE T 1 32 0 R B 3] LAt LA
HRE NI, #5583 58 0 1 AT R
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Bk, RAENTC G4

1.2 E=EEEN X HE %S (myasthenia gravis
foundation of America, MGFA) &K 4 &I B%
VAR P ™ 8 R L 48 IR 9T MO EiUE (R D,
P T AR AT R 4R E & MG P43 (quantitative
MG score, QMGS) PEAR (£ 2) ,

1.3 MGIASERIERSESR MG Ik KREHE
AR S B DAL I 04 B i PR AR 50 A L Atk ) I
o2 0 MG AR AIR T B 1S 1EAG 3 B4R =
BYTHEE D,

1.3.1 OMG:MGFA 1 #, 0] & 4 FAE o] 4 % By
B, EIJLE X IMG LLIHRPLE A 3, R 2 ) 4 B
WAL, A KIF OMG, 7E R ULAE IR 3 2 4F
W2 Ty In) 4= B R AL W7 NBE 2 4F A AR B fb 2 h
2396 ~3100 AR TP J5 ARFE (50 % ~80%0) 3 &5 IF

JiRIRE S A2 2 f ) (RNS) 5 2R L AChR 47t
PRBEPE G E R OMG B 5 &4k, F e
PEMHRIRIT > OMG 4k & # 4k 35y L3 o /b
H OMG FTRES AT SR .

1.3.2 AChR-4 & % MG ( generalized MG,
GMG) : %K B 17 AChR Hit ik %, AR %
P BE 0 B 12 00 1 JI 968 5 A4l 6 4F 188 ] 43 Oy
K H MG (early-onset myasthenia gravis, EOMG)
I & B MG (late-onset myasthenia gravis,
LOMG). EOMG =48 B KA 1E 50 ¥ ZHi. &
PR s 15 1 58 M S O M i 0 2R U B R]
k.5 HLA-DR3, HLA-BS LI K H fth [ & %0 5%
P KU 3 PR AH 56 s LOMG 298 & I K % 1 50
B UG BRI i T o R ZE i 2 L, D
R M e A ) R DD B T RE SR AR

F 1 MGFA Ifi R4

R i Pk 22 3

[ WL F1 . T PP IR 7 . JCABLRE LA °F 3

g ¢ R JUL 5 LR 2 5 02 T B LG

Ta % % % UM AL R AL T i R L2 52

b 9 R L R ) L T 95 A D L D T LB 2R
I 5 BB JUL 4 9l LR o1 G 97 T A5 A i 9 R LG

Ma % 8 R DU L R 4L T T i L2 52

b % 9 R G L ) O 0 L T A A D UL D L3 2R
IV 7 ¢ BB JUL 41 9 LR T8 1 2 9 BT A T A i 49 R LG

Va % T B e WL R ST LB B2 T e W LB 52

IV A 5 A L D DL T 9 B AT ) ) A L D BT L2 22
v SCRERIEE o P S LB BRSNS 3 ML D) 5 (50 00T AS 7 S0 48 05 B 5 6y IV b 80

E:MGFA: R EAEN T I e R4 [

F2 QMGSIUH KiForbr i

) e
F A 05 B0 O 2 T A

LA AR A () =61 11~60 1~10 EWa
R BRI R () =61 11~60 1~10 EWa
R 6 P41 4 IE# PA 45 15 T 18450 3 43 BH P41 45 Bk R REHEHTBE RegH &
ZFWH 100 mL 7K EH % B My 1% B My N R R AN HETE L
BB 1~ 50 COLER AL 5 15 TC G ¥ e A 30~49 10~29 0~9
AL AT B RCHRER 90° I H] (s) 240 90~239 10~89 0~9
A ZE B RRER 901 ] () 240 90~239 10~89 0~9
Jiti 3% 5t o W E 0 =380 65~79 50~64 <50
TR (ko)

5 =45 15~44 5~14 0~4

z =30 10~29 5~9 0~14
£F42 71 (k)

5 =35 15~34 5~14 0~4

o =25 10~24 5~9 0~4
- BMiz #3k 45°Cs) 120 30~119 1~29 0
FEM AT BRI 45°(s) 100 31~99 1~30 0
SERM A2 T BCHR R 45°(s) 100 31~99 1~30 0

Y QMGS, 5 B T LK 33 43
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£ 3 MG WA 72 K R4 A

RIAZIRA S RN & It JLALILTE Jy B A BRI AR g g i B0 B
OMG Al B AChR ., MuSK & e 2> AT AT AR 4 1E B HE4E A 2
LRP4 Hrik
AChR-GMG( % %)  AChR e /b <50 % ey B 48 A= P
AChR-GMG (I %)  AChR 4 JF Titin,RyR Hilk >50% MR ESE NS A ATRE R RS A4
MuSK-MG MuSK e b FEAT4F i EH EN#a
LRP4-MG LRP4 e b AT 4F % E# PN
ik MG KK I #) AChR, MuSK ] fE L FEAT 45 i IE E AR A
K LRP4 $ifk
Wi B 98 4 56 MG AChR WH A I Tidn RyR #ilk  ARfT4E W B - Rz 4 e R nJ fig 3k 2k

H MG EREWNTE ST . % 4 75 OMG: BALE MG; GMG : 4> &% MG AChR ; Z, B 055 32 14 : MuSK : LI 45 5

G2 B2 A B 2 AR MI G B 1 4 Tiitin: 45 3 s RyR: 2 e Bl AZ 1k

1.3.3 MuSK-MG: KA 1% ~4% 1) MG B #H
I3 H AT A 2] MuSK $T/4, 5 AChR $iik (1gG1
i 1gG3) AT, 46 K £ 8 MuSK Hiik g T 1gG4 I
AL H 5 AChR-1gG # /b A i B, MuSK-MG
Z BWUBERL R B o LSRR | 50008 S i LAz 820k 2
LR A AR AL DY L . =5 S B Oh BROPR R | 1 S
/1. MuSK-MG 5 HLA-DQ5 H3¢, 18 % A £
i i S

1.3.4 LRP4A-MG . .7E 1% ~5% 1 MG VI J 7% ~
33% B AChR . MuSK Hifk Bl MG 2 nl il H
LRP4 Hifk, LRPA-MG I IR 55 5 1t A 58 4 W
1 A DIF 5T 3 W12 A A8 3 e R IR A%, 3 0 1R
FAURI MR AL Z B AR BILTE T 6 %
WA W5 K, LRPA HLiR FHPE B H B8 GMG, &
B A 7 EE A B LG T R stk AT M A R . H
Hi B9 % & & B LRPA-MG £ i g 55

1.3.5 R MG WD F4r B3E miE G Lk
Al I #) PR, A5 AChR, MuSK K LRP4 #t
& FRA BRI MG,

1.3.6 Mg A& MG. 49 i MG &1 10% ~
15%0 o J&@ T @l IR 25 A AE o AT A AT 84 459 7T %2 95 o AR X
KRG EWELE 50 & Ze A7 . 4K 22 500 i 988 A 56 MG
ARt AChR ik, Btk Z 5. Z2 B IFiE# &R
(Titin) HLfk K RyR Uik, B B9 A0 ¢ MG 9 1 B
T BT R R M R YT .

2 MG HEBKE

2.1 ZHEERE WE RS . AL
WEH 1. 0~1.5 mg, [FBFF LAB L5 0.5 mg L
PRIE ST, DATE BRI M RBRAE RN R 5 JL 3 AT 4% 14
H0.02~0.04 mg/kg, I KFHZi 7 & A~ 1.0
mg., TESTHTATZ IR MG I 5K 48 %F3F 20 b o, 58 B

T 3 1A Tk R B s LRPA

WLTE 7 9 AR B B 0 i LA 1e 5% 1 RL g, R )
£ 10 min 2 5% 1 K, FFELIC 5% 60 min, LIS ik
I8 I BRI 4 X o3 B e BT B ST SR A X T
O3AE RS 25 B e . AT 43 = GRI Fi i 0
SRV Ar — VR A R UL SRV 40) /3K 5 AT i 0l
SEVESR X 100% . AHXF PF 43 <<25 % N B, 25 %6 ~
60 % A AT B PH % . =600 R BH A .

2.2 BEERE

2.2.1 RNS: KRR (2~3 Hz) 85 H 50 3% 4
2 R < S A [ 7 IS T = || S ) I (B R

(compound muscle action potentials, CMAP), %

LA T ) ot 228 A0 355 T 0P 2 L R A 22 AR 4 R
2, FREERTMIH 3 s G5 AR LISE 4 558 5 55 1
U2 118 3 R L (LR AT L R 8 R R DR 10 26 LA I Dy B
PE S FR A P E el . F43 RRAEAR 4 DS D R AN P
AN FE B B U 4 el A . iR R 6k 5 il 410 1
IR T2 12~18 h J5 #1786 2 (875 784>
T . 5 5 Ml RS AR A I B B AT R
RNS(30 ~ 50 Hz) ¢ # K JJ 4 J5 10 s W%
CMAP 87254k, B 58 100 % LA b S % FR MK
WG 326 184

2.2.2 A4 NLE E (SFEMG) . fi F 485k i) 5
ZF Y A A DN TR — 2 UL 2 4 E A7 TR] Y TR) B
JE A AE KOk I e NMJ Ak 1 Dy B, 2 I B
B Jitte R R M &-NL R AZ R D). “BiH” —
MR 15~35 ps, i 55 ps A BRI 57, — B
WLAE % 20 A ERP A 2 el 2 AP ERT
55 ps W S o A sk 7 v b 3 BH B (block)
Fl5E N 5% . SFEMG JF 3E & LA I F- B, il
MR . SFEMG AR 32 0B i i 90 il 570 52 o), 32
ZHT OMG 8l R 7 58 MG {H RNS K W 57 &
MR .
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2.3 MiFEHmERN

2.3.1 #i AChR Hifk: 2y 50% ~60% ) OMG,
85%~90% i) GMG IfiL i o AT A5 I 3] AChR $Hifk .
W TE B2 AChR PUAAR K DU 25 52 8 B 1 15 AS B HE
B MG i2Wr, 58T 50 9% UTIE B (radioimmunopre-
cipitation assay . RIA) f& AChR $Hi4K i Fr v+ 0
HL oAl gEAT 2 B A, ELISA B8 RIA ¥ fUK
PEAR

2.3.2  Ht MuSK Hifk: £ 10% ~20% By AChR
PUABATE MG 83 1l 3% H w460 2 MuSK $iik
FRUERE I T 75 4 RIA 5 ELISA.

2.3.3 Bt LRP4 Hifk. 78 7% ~33% By AChR,
MuSK #T /& [ % MG & & | o] & il i LRP4
Puik.,

2.3.4 PUBSONPLIA AFEPT Titin A1 RyR HUik .
Titin F{ 74 8 % & H ELISA 4 . RyR 4 & 7]
K FA A 2 BN 1 B ELISA 3E 46 .

2.4 KAREBRERE ZS0ULEALH MG EBH
PEA M B S B 45 o R 1 A S B R IRE . CT i
G 00 e R 1 M R R R T 5K 94 %0 MR A
Bl T X3 — B0/ D g i 988 R LA SR 20 2L e R
B B AR 3 A s b BERE AT AT CT s H 4l s PET-CT
A BT X5 W 5 R R

2.5 AHEMEBSREEERFREN MG EET
A HA B B R L U A B g R R R
e LI Graves . H R b B A BRI 207
OMG &I H B e 5 M HOR BR 0% B B o
. MG B35 5 5 RILIR A FOBR AR D) 58 2 ORI B &
PUAA R R 75 G 2 L 5% A T Tk 18 M R R e
s DA B At B G 328 1 5 05 R DG B PR A6

3 LS ERISH

3.1 ERIE 7 E A A MG I REFAE Qi 3h
PENLTE S W Eml B W6 2 LT 3 AP AR — A
RIRT it 12 W, 40 45 24 B 2 G A | Fl A B2 R AIE DA
B ST AChR SFHUARAG I, [R) B 75 HE B Al
. FTAHIE MG B35 i — 20 58 38 I IR 52 A5 2
K (0BG CT 5{ MRD , gk — 47 40432 .

3.2 £FisHr

3.2.1 5 OMG W51zl (DR K EE KX
AR IS K AR Ry ot BE R H B AR T AR IR T
W R R (R HEBR TR 25 A 1B L T BB 4t B
(] PAT HR 5 A Sk 2 - G T 3 5 8 O o 98 mT o R
SRR R R A AR B 5 ARSI A | N R 3 )

HR G e 28 WIS 2 A S . IR IWE P2 ] <7 WIR 1A
HARVGEEIRIT AL

(2)Miller-Fisher ¢ &1 . J& T Guillain-Barré
CRAIEAR S AL, 3 I Sy vk IR A LRR 5 | L 5% 2k
I B ST 2 ot ] 3R 30 Ay Bl 1) HR A1 LR 95 2
Gy R MG ; WLHL B A A 7R #2445 S 3 B 012
I 6 VBORS: A ) DL AR -0 A B B R R SR I
AR BT GQLb $TiREL GTla Bk,

(3) 18 ¥k i 47 ¥ W A UL B B ( chronic
progressive external ophthalmoplegia, CPEO) B{
Kearn-Sayre Z& & fiF (KSS) . J& T & ki A4 Ik WL
CPEO 2 B XU 3 88 14 TG 8 3 1 HR i T 2 L HR b
JUURR B, WP 0 i B AR T 07 o 5 () 5 0 00 IR0 82
FARVE L/ R A D S A% S B L BD O KSS 25
BAE . JUUH B A 7 LI 5 5 DB T AR A
Jii) L 284 S TP N . o LR R Y v L LIRS
R A R A A B T2 .

(4) HR WA 24 JJL %8 75 A B (oculopharyngeal mus-
cular dystrophy) : A Y o 1 & M 8t A% . A7 1 K%
55 SRR A R Y TG I B 1 R R T
AL AE TS SR W A R M R R
%, WLER ARG 2 $2 8 LR PE 30 . 1 35 WLRG £ 1E
B R UL DA T R AR DR D A B T2

(5 Fil 955 A2 5 455 i~ ol ot A 24 e g L
J 988 £ 5 AIE . Wernicke Bk B0 25 5 6 48 1% R 9%
Ji \Bickerstaff i T i 2 K HoAth J2% G 1 fili % . 24 7]
DL T 3 AR, 2 T 5 MG IR . 45
F Sk MRT LSS S 4 T4 46 000 A5 By T 1
iz Wi,

(6) BE PN o 57 55 722 < AnAIE PN e g i Sk s 2 P A1
Jed A5 o ) 3 B A MR A UL RR 58 O P 45 M6 5 i MR 3K 2
RIS K b, BRAE MRILCT ol 75 46 & 47 Bh F
ZWr.

CT) o 2 R CIIL S IV L VDD < — 3 0 52 S g |
JioEg AR A e 1 A E | S9N Bl Dk T 4 52 R 4 n] R B
Sy AL RS i L R AM LRSS B 20 L Sk /5 MIRT J¢
I WA A A Bl T SRS W, A AR PR m] 5
B Bl 2y MR A 28 Bl A J b 28 R

(8)Graves WR 9. J& T H B 9 1 B R IR 92
i » B R F BRAMER SR LT g RS 3R 4 A B IR
T, HRHE CT 3t MRI £ 4 W7 HE A0 LI K,
AR MR 2y e T SR P POR AR BR A B PR B
AR AORE A0 A BT A2 AR IR R A2 AR BT A4 B 2k

(9) S8 Ktk WL F1 &8 45 ik (congenital
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myasthenic syndromes, CMS) ;: & — 2 F W 1Y i %5
it NMJ 254 ke D RE 2R F1 Ay kDX 98 42 fir 80 NMJ 1%
128 5 14 382 A% 1R 2 K 90 5 78 R TR g B 2R 1 T
NMJ #3 Ai » CMS 1T 73 5 58 filh B L 5 ik LA bz 5 fih
Ja AR CMS i PR 3 8L 5 I PEAR K, % 2 ik
L RPURIIE R MG LR LR 55, 278 4=
AF B4y LT R R RS T T | R R M R S IR A
83 Rk H IR AR . 75 AR UE W I HR BR T E
5 MG Tl K b v A B AR B 2R 0L, %5 5] 3 SR 5
IV 27 BTG I Bz 4240 I )
3.2.2 5 GMG W2 512 W . (1) Lambert-Eaton
LTE J3 2545 AE (LEMS) « J2 S 2 /v 3 19 R & NMJ
5 fiok 17 S AR R 7] 455 45 38 18 (voltage-gated calcium
channel, VGCO) B ¥ 05 , J& T P 28 3 4t &l M g 25
BAE 224K % T/ A e o nT gk & T H AR R 22
DAL 0 R . Il PR 3 B < D T i Xof R T T
B, LA T g 58 3R B H 0 &S AR )
IR A ILEZ 2R T S S TR I 3 S TR
Foftly 7 3 2 R A0 B L 1 T B RS L VT
B, RNS W RAUR 3 (2~ 3 Haz) 3L CMAP
e R 328 8T 10 0 5 e AR (20~ 50 Hz) 303 K
N4 J5 10 s CMAP U I8 135 38 K F 60% 5
100% . IML7E VGCC Bk 2 5 FvE ., & I/ 4i i i
Ji i) LEMS W] [m] B H B0 SOX-1 HLiR B4R,

(2) iz Bt 22 TT I (AT P S 8RR ) - JC L
5 MuSK-MG AH4%8 51, B3 1 LLAE 86 5E R o %8
FEI , JEAT P SE B PR AT 1B Bl 2 ST i IR
s A B R AR B o A vt N B T e S S
= FiEg g on i HWIEE, W EYA T
MuSK-MG 9 AJ i . AT MuSK TR .

(3)CMS: CMS i K 2 8 7 Tt K, DOK7,
RAPSN.CHAT DI f GFPT1 48 Jir & CMS JLF
R BIRAMILRRF . GFPTL %828 fif $L CMS 1] 3%
IR VU R 5 9 57 o FILA A T AL A8 5 4 2 Y A K
A5, GMPPB 2875 it $ CMS 1L 7% WL 91 5 7 55 5 L
TR 3 7R S L TR A B Bl s CMS ILHS &1 ] 3%
A LIE R0 o TRt JUL PR T A B i 3 o 4 Ak b
T FA B T2,

(DOWEERE: B N EER R NM] %
i T 8T 50, 2 B A MR A TLRR I LA B A W A4 L L
WG JC 77 5 JBCAAR X R M it 2 M R 0, T 2R R I UL
N EYNRERE R PR FELTC ) Z A AT B
G K LR RN T S B i R L R
SHER R A EMaIERA B T NETDES

MG S50, H A R A 45 SR 5 LEMS A 1. fi A5
RNS 7] UL i3 i 36 9o, v 430 RINS 3 18 384 w5 =k 6 )
B B T R AR XL R et AT A
BT BRI 43 185 S 7 3 5 v A A 2 K

(5)Guillain-Barré g5 1E . b RN 51 2
GV JL 8 e ] L A 22 L 2 B A i 2% M R A G
T B e M RSSO 2k . ILE B R iz B
TR 28 A T R i 0 AR A G A% S R 1 L 1%
S I8 AR A 5 i VARG A T LR - A B LA
WK 258 A 8 Guillain-Barre 25 4 fF (PCB) DL BR JFE
FHFR SO T e G o EE R SR N
MG, Jt H: & MuSK-MG. PCB £ 4 Hi 9% J& 4 J5
S, 2 AR DR R S ORI B 2 A T AT
B AR -4 M A B 4, T P GTla HifdkonT 5
FHYE , 5 Fisher Z2 & fiF A A, GQ1b Hiik th v B
BHE

(6) 1% M 4 1t JIk 4 85 1k 22 2% 1k b 0 . e e A
102 1 32 B IR B A PR 0, 6 B A st 8 M DU i
To A1 s B 2 R B R G RIS Ok . L H A
TRNIZ ) R A e A e R D D A RN A
R I i < 7 WA - & R U - S i
WA B T2 .

(T G ME LI = 22 B I PR 5 S50 1 5% UL ] i 1
e MR AR L 2B Ry HEA TV A gt 2% P DU BTG g
PR . WU P LVR P 45 5 . i ULt B S8 7 o L L
PG KA B T2 W7, W R B 3 IR T A AL

OO AR L - 2 UL PR35 I A o 1R i sl
LA 52 35 T SO PR P 95 3% B Ay ot 8 DU i G g R
RE T 52 9% 57 o W RS AR 08 2% A H At 258 45
o U RS LR P R L il UL O ok R o
o LT R B B ARG T A B T2 7

b

4 MG i8Jr

4.1 BT BEMREMEXENX

4.1.1 JRY7 BRI MGFA X MG T #ilf5 4R
A (post-intervention status) 434 (& 4D, IK5 F] %
/INVIRES (minimal manifestation status, MMS) B8 5
I IR IT A2 B AE F (common terminology criteria
for adverse events, CTCAE)<{1 %,

4.1.2 HIERE L (DMMS. B4 LT K AL F 5
T REAZ R 28 L Ml 1 ol 22 LG 8 A A A T ke B
FLEWL IS . (2)CTCAE 1 % %597 K5I
PRAE AR BRE R Bl AT T, (3D FELRATVIRAS
(impending myasthenic crisis) : MG %5 15 B3 %Ak .
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%® 4 MGFA THERE TS

i

T AR AR A A

5¢ 4 %% ff ( complete stable remission, /0 1 FICHLIC S BYRE R BARAE 76 L 3 6] V% A #2334 ] MG B9 25903697 s &L\ 0 o 22
CSR) LA B5 A= Ao A A BRAT AR LA G 0 (e 40 » e i Hh R IR G2 A 5 T8 0

25 ¥) 2% f#% (pharmacologic remission.PR)

PRl CSR e 38 52 A 25 35 21 b A0 2 Ol JIEL 968 155 16 400 o1 550 B 41D

MMS B AT R LG 3 515 B4 2 E 52 B & 28 % ol 9 o 22 LG % A= 2 ) % BRLE S8 LIA O g

3% (improved)
JEA% 4k (unchanged)
JNEE (worse)

%Ak (exacerbation)

5IRY7RIAR G JILTE 7 6 PRRE R B 06 A B MG 3R T 24 7 ek B G o>
I PRAEAR B2 MG 3697 245 9070 4k 5 767 T JC 93 A8 1k

53A 7RI A L, WUTC S PR R I S B 58 MG TR YT 24 4 R B IR 3
B 4355 CSR.PR 3 MMS, 3T 57 A4 e PR IE 4R

T SET MG B MG Y7 i R AE  50E B IR VIR AR 30 d ISETS

E : MMS: /MR 2

MR AR ek PR 25 A= 1 22 50 3 T 80 s 801 P ] g R A
WLJG 77 /&4 (manifest myasthenic crisis) . fEZHI
ARZS Y Bz AR5 | 1 Fn] sk e LG ) e R Kk A
(DO PLTE T3 fE 52 - MG g 1 P 8 Ak 75 257 RIEIF IR
L BDE R B MGFA 4388 VAL, (5) HE
VAT MG (refractory MG)HPSY, i T ¥ ¥4 ¥ MG
W TG — AR e B T A B SR U E LR A 5
O K B R B 20 2 A e R ) O L 2
SR IRIT TR T IR RS S T AR A B 3 i s AN
RE T 52 B 922 410 11 0] 4 & 4 JH B0AT A 92 400 o 550 4 ]
SR, T E AT 1IVIG 804 PE DLt
dUR R R E BT a4 .

4.2 R[AMMEHARST VIG5 PE FEH T
5 P | SR A B O, WILTE T fE 5
F14) 33K R L iy 501 A PRI L JLTIC g A i U0 B AR i
FIE ARG ST A 24 CER 2 A B 1 A 2 R
WM. IR BIFRSL A ] [6) NS 3h S s i A
7 CAEBCR S Sz il 00D o PR B2 ) — s v
N HBIFE RN B4, T 1VIG 5 PE i H]
JeHE R AR E IS I R BT . IVIG 2 Tl H]
JG 5~10 d Afi RSN HFE: 2 M H A, TE
T € Wy EE MG B P A T S RE
J7 R0 B R . (D IVIG {7
W R 400 mg/ (kg D FRIKIESH 5 d. EIFEH
A3 45 3K R L 0 T P G IR 8 L AL J R i IR R ) R A
FEMATDRBMFNEEEN, (2)PE /]
Jik R R 1 0~1. 5 fF KA &, 7F 10~14 d
WIEAT 3~6 UCHE 45, B 450 AT P £ BN il 3% =
. Z2TEHREE 2K PEJE 2 d AR E
FATRREE 1~2 D . BIAE FT AL 3 i 55 B3 AR A1
ESI o B G A (1SS S B L U S |
PE. B G FE ) J5 A0 1 5 2 PE 3 1) & A= 2% 4 Il
TR A ) g, O AR R R R T Ak 2k ot

1 PE,

IVIG 5 PE &)™ 8 MG H A J7 %0k 24, B
R MM IVIG {097 5 4 A WA g il k17
PE, X RER W IVIG BCR . TVIG 7R85 MG
o, OMG & H 17 A 8 %E . X T MuSK-MG,
WEFEMEH PE, AN, IVIG & 0] i F 36 4 MG
HUE RN RNG T A SR MG A
4.3 HWRTT
4.3.1 GRS B A0 5 SEARPEIR ST f W H]
18 2 VR 30 1 B R T BT A SR MG — £
259 ] G i 0 2 R TR 2 MG R Y I R E
AR TR R BN SRS MG B E R IRIBIT I E
TEZ5 W, AR 1 5 R B A Al VB 3R 2 S e
WA . I s — AR AR 5t S 7 B9 1) o
W R 60 mg (JL 2 AR 4 B4R A 8% 5 D . [
MR, 3~4 /d, 42 K f K5 A it 480 mg., N
AR MG 5835 X I 307 (%) B A SRR e 8 1 A 5L ik
$r 1%y BT 500 A 1 AR R 38 BR ST H AR I AT 52
UCHE BIAE 2 VR ST Y B 0 AR T A R D T
UE SR ETS OBk 8 KO RS 245, G IR
FH Rt 38 1) B 2 22 4 A Y
4.3.2  APEAMTIIRIT - G BE B0 25 W) 6 55 B B B
TR0 R H A R I 98 3R 2 G e 4 5 A e R
(azathioprine, AZA) | fill 3¢ %% 7] (tacrolimus, FK-
506) ., M 22 2% W B ( mycophenolate mofetil,
MMF) 34 % | B 2 8 1% (methotrexate) S 35 B
Bk % (cyclophosphamide) ., JE i 2 2 40 9% 310 4 57)
TERE K BT UaR Wi DL S TR MG 5 & v e 4%
YERT . {EAS B RS  H T TSk RS LA TR
A 3R 2 S g 0 ) R0 1 T R, PRI 2 e
G — bR, B AR T R R A 2R 5

(DBEE R - HEGA IR MG i — 224
Py, mIAE 70 % ~ 80 % iy 3 AE AR A5 B W W




o 28 9 135 2 A o 27

JeiE 2021 1 HE 28 5% 1 8] Chin ] Neuroimmunol & Neurol 2021, Vol. 28, No. 1 o 7 .

FEEh RS R ik Je pa L e Wik e e . BRIk e
AR 0. 5~1. 0 mg/ (kg + )RR , i K
A 100 mg/dOBE B R R BB RN
5 mg BEMRIKIEM =4 mg HikE ). — M 2 W
ER,6~8 AR I b B3 . 750 % MG X
200 mg ke HAATRIF N, LA 20 mg #2145 5~
7 dEHE 10 mg, B HARNE ., RBNGYT BG4t
£ 6~8 JWJ5 B Wi i . B 2~4 JA9 5~10 mg, &
20 mg Jo&F 4~8 JEW 5 me, BHIIER H O IR&EMEE
BAR) B ab PR T BURE 2 K

Shy 3 A 11 R R R B R IR T 0 AR
28 e G i A o) 500 BB L AT SE B GA BT H AR
ot W R 5T 35 2% 40 ) 0 200 ™ % L4 1 AR 1k, 2
40 % ~50 Yo 1Y B FAEMZY 2~ 3 Ji] R IR — 3k 1
HIFA T REFE R WLTC IG5, 0 H 2 e & B s 1
J o ERK BB R IR Y S A AR e W A R R
TT 75yt B IR fn B, PRt Xk b A R S 0 AR b
Fe B, A Sl T IVIG B PE 955 15 4 5 J5 1
i FEDHE B BOOR S IR P I B R A . KR
L arie eI R S e b)) | N RIS 2
JIES R ol s v AR T L B T OGHR L P 4
LA R U R AN iR NN = 7 A K
TEAEAR S 05 | o B E R R IR D 78 45 79 0 X i
i 6 2 25 ) ] T By B0 R BT A L A T AR 2 2
Y] 1585 W 1 I K E

()AZA: 505 BT R B & M A B T
A DL LB ke 2k AE S GMG b ER g3
OMG —Z 2. AZA BB E. Z TR A
3~6 ANHER, 1 ~2 FFJF A A 2R Al 70 ~
90 % ) MG 8 37 R AR 15 2 B g s . il 1 O 1
MR ETFR .50 mg/d, BB 2~4 JE 1 50 mg.,
BABIGIT R R IEOLEEIAE 1~2 mg/ (kg
DA 2~3 mg/(kg + &, 4 2~3 WHIRI. 0
/oyt e | Nl 007 N = 0 VAP I s 2
2 SR FH A A B A ) 2 e B I /)
MR D4 I A U R R R N T Ak IE
KA ZRAETERIRITIN 6 24 . HACEES
FALFL B (thiopurine methyltransferase) 2 il af 5t
R FRAG: I AT T I A AZA 3 R 40 i b 1Y
B . K BAIR AZA, N % D1 W I I & B R e
THBE . MREGEE 1A, 4 8 M I i 3 W0 B JHE 5 T e 5
MRZ5JEHT 6 A I &AW i & B S 5
e L B 3 A H WE i & A R S Uife . A A
M RUIR T 4. 0X10° /L, BEFF AZA JHE 5 77 4R

MR T 3. 02X 10° /L s Zh ARG I 48 A5 ok 1%
{E BRI 3 fi%5, Wz B2y,

(3) by 50, B2 ) < 5 2160 28 A FH AL AR AL, 38 2ot 410
5 1 28 38 % HE G e RV AR L T A2 MR AT B
PN e B RS TN BB T 32 9 3 R H A fo g
0 250 390 ) D o YT Ak 25 1 MG BB RN R
RyR HUA P . b 5o 55 m) R ot , — e 2 i 22 4y
HEL A TR0 TR A A P . 550 3.0 mg/d, 43
2 WA IR, s 4% /R 5 0. 05~0. 10 mg/ (kg * d).
W] TR 2 E R 2 W A 3~4 d i O A I
U VAR WE N 2~9 ng/mL. W EM, b
TR A AW >=4.8 ng/mL, 92% 1Y B F 1] & F]
MMS sCHAFARAS . 3 B AR AL 46 s o s L i
BERRAC R AT B DB E LA B UL e A

(HMMF AEH ML R AZA LB %2 4 i 52 P
I AU T Al K 2 4008 3 3K B MMS 3R 4R
A, MAEGREBR R 0.5~1.0 g/d. 4 2 k1
R 435505 1. 0~1. 5 g/d, i R R 5 4 4 ok
AL 500 mg/d. 58 R 45 24 Bl PR DR L AT R 30O
W= &g, MMF A0l 5 AZA R, &
AR RN RO R 8V E RS S il R
V7 5 A0 B IR W0 IR R 0 IR e R B R AR .
255 W 6 AT L BEAS A WS I E R S R 2, Bt
Je B 3 A W i E O R B ek, MME B
R PSR IO A

(5) PR ER -3 o P 45 1A o 22 Wl R A5 5, 10
HIALFE 404 2 2(IL-2) F Yy T4 Z 4 M IR
R F 30 AT R HE G S M VE . 3~6
A H BB T X #E K AZA J7 5% 22 80K BE TR %2
HREHMEE., PEZRASEERA MM,
835 O UL TC T E AR O B AR M AChR it 14 7%
BELEERER R, % EARE 2~4 mg/
(kg « d) 1R, 8 2k R mp 7 40500 i, 2% 20 96 2% 25 9
WS HEFF 1M 245 Mk B Sl 100 ~ 150 ng/mL, I #E 4%
WP AR N . B REE A B E .
I T 755 = B O R AR LR A R E IR A
e 245 1 1) 28 /0 g A~ W o R T RE 1k
PR BRI NN TS EZ T = i N D & LR
23 Z RAETEAR AR AR Ryl e 77

(6) PRl I e « T b 7 328 41 41 70036 97 T A%
4 HE IR P B P R IR 1 MG, 53 R B A ]
W E R LI IR e 6~12 A B R H
WD O O BKE 3 400~ 800 mg/
Ji 84 2 A ik ,100 mg/d, L2 S 10~20 g,
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A R R 30 g5 JLEHZ AT 3~5 mg/
(kg » d)7r 2 WH R CA KT 100 mg) , 4 5% )5 93
#,2 mg/(kg + . JLENEM ., BI/EMHEEA
Lk W A RO IRk RS L i B e
A A EO DA K e 0 e KRS 45 . sk U T
Y5 A A W RN T RE

(7) W S0 A D =R 24 7 Al S e
1l SR 97 TR XE A P B B B R MG, il
FH¥E  FUIR B F 10 mg & 46, B2 i 2 20 mg/
Jal s BN RE T 52 10 a5 7 AR 0 T A TE RS BSONE
A ] B A L PAT 3 5 7 R0 s — B UL PR 3 S Tl A 2
R, BIE LS s b BT B AE
SEH IR D ER (% LR 4R AL A i A
S 5 T AT 92 1 m/d BB 1 56 OF
) QU A A ) S B A AR L
WA A B BV AR B R A R
4.4 BEEYHFT HEEK EHT MGG
) A 1) A 0 R0 B 4R 20 9k 8 T RN 2 ) W B
A BRR (FDA) L A T 0% 30 o) b0 09 4 P2 2R 1 470
(eculizumab) , DA K3 W RSN 25 1§18 15) B 20 Jfd 1)
F) Z-E B (rituximab, RTX) . M Ah, — BLET 1a) £
P& R GEAN [F) 4 53 19 A= 9 s AT 7 i PR 1 F 5, B
m B 40 075 K7 (B lymphocyte stimulating fac-
tor, BLyS) ) Belimumab LI} ¥ 1] FcRn 1Y Ef-
gartigimod 5%,
4.4.1 L1 B ANEIAYT : RTX A RliR A 9 558
BEPTIA , JE 0 #0 ) B 4 MR 731 CD20 52 B 5+ 1
TR B 20, FT T X0 3803R 0 A 5 40 0T R2E /Y
MESA PE GMG, $5 B & MuSK-MG™* 2, Xt 36 4
AChR-MG A %™, RTX 2575 % H #i i & 4
— bRl E O IR RAERRIRYT . IR HERE
V5 R IR T B LG O 5 (DARMETT
% 5 A R S T B 375 me/m? L [FG 1 4
2 LGS AT P LA 1 g Al fR 2 R
7 103 2 W (O ARG 3 J7 AL 4 - #e R 3% 1o AR
375 mg/m’, [ FE 2 4525 1 W, 3k 2 )Pk
100+500 mg BLIRIAYTF 0, 25 R & Ik 3R
M 375~750 mg/m’, WHAEHLEH 4 J, &
HHMA ML B AN I TR E 0.1 IR 25 1AM
W EHTT4ERE 6 A~ H .6 A B @I HIET .
AeFi0yT 2 W RMEIRTT A B A UG IR E &
WFB A RTX AT LA B A R 6 DA 4 7
—W RTX JA¥7. CD27" ic4Z B 40 il iy Wa il A5 1
TR W 2k DA B ds 5 RTX 38 45 2577,

RTX FZAIME AR FEMR RS EE A
20 16 /0 |t N B D R AT M 2 kM B S G
55

4.4.2  FMEAE ) AMATE AChR-MG & 9 Hh &
PR EEAE . MR R BB A 30 1] R A 9K i g
1) S B 2H 4 #MA C5 1 AU AL e SO BB AA , T A 4L
P C5 W . — T OC FAR E Bk bt fF MG A 5%
P K2 Ay I R B 98 (REGAIN identifier:
NCT01997229) DA S HAF 4™ J& i 5% B < K I
TR HTXS H A S g 0 A YT TR AChR Hit {4 FH
£ GMG(AChR-GMG) i 8. &7 54,56 Yo i /% 1]
ik F] MMS 5% 245 ) 2% figt 5 *"' . 2017 4F FDA HtifE
R B T AChR-GMG AR /3% 1R 97 . H
Wk B B, WO T B MEVR P MGRO . Zi-
lucoplan 2 75 —J L [a] #MA C5 14 K FR IK 2 35 784 417
HlR) AT A S A S C5L B IR C5 | N Cha I
C5b, [A AT BH 1R C5b F1 C6 45 & SUE AR il A
ARBE Lk AR G SR . 5K T B BB AS [ Y
Zilucoplan J&—F Al LI [ & 45 25 /9 K T 56 4l 5
5% 2 B (NCT03315130) Zilucoplan AJ i Hf 5 Ji&
AChR-GMG JiE R 15 ) P it HLRRLE 1 M .
4.4.3 HAAYH F . (1) Belimumab: LI BLyS
R B N IR TgGl-n B 5g BE K, BLyS 7 B
oA MO OTE . OBLE KOAETE R HE G B R R
Belimumab BB R T A /9 3¢ 20 340G B 48 g
KRR B AN, (AASREVE BRICIZ B 4, — 3
%< Belimumab 72 AChR-MG # MuSK-MG A %
L TN i 1 RO = R~ - W 11/ D < 1
(NCT01480596) &5 R @ 7~ , # % Belimumab I8 J7
AR 12~24 JERE AR 3K 3045 22 92 figk (1) L0 19 35 22 T8t 5]
T Y (2) Efgartigimod (ARGX-113) ; 1 [
FeRn 4L A Be, Hi 5 FeRn B 36 A # 5 IE %
1gG Hilk ) Fe #4> , Efgartigimod i1t 5 FeRn 45
A FEWr 1gG TE 3R, T 30518 [ & R 1eG Bt
PR P S 4 . Efgartigimod £ MG JBI7F P9 —
WMim R LB o &%l 5% LK,
Efgartigimod n Bl & ™M 3% MG & JK i R
(NCT02965573) 5 & #E # I # Is K X 5
(ADAPD) %8 W78, 67. 7% $: 5% Efgartigimod &
J¥ i AChR-GMG & # ik 2| i/ 97 & &8
(NCTO03669588) ,

4.5 HapRYIBR

4.5.1 FEMARIE MG : G IF BRI 1 MG RS
17 M R DI B F AR e B 1E b A B R R B R
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WA R ST N R N & O RS A MG B bR o TR
T oK M B B AR A R TE S A ik
28 LA TE B 28 IR 2 TR R L 2 A D) B ik
I S S Ar M R 2 2 S o7 e it 4 2R 2 U R AE
T Hr AR G i v L BRI 2 A i LR A T A B )
T 4 g I 2R 2207
4.5.2 JAEMIRRIE OMG Xt HAb A T7 LR OMG
S TTAT M R U B A R B G2 % R 620 ~50%,
— TR 5 8] R A B T 110 B AT BRORR VT BR Y
OMG B # POk 33.5 4 H . 84. 6 % B ik
BTS84 R — TUZEFE AR BT O R I R
OMG ] M R DI BR 3R 45 5 1297 20 2 v o AL X
IR ST — PRS2
4.5.3 B Mg BRI GMG: &1 Xt 3E g i 98 AChR-
GMG , HEFETE PR T A7 M g DD B T ol 20 Ho At 4
PEMNHIRE ] . — T A 2 Bk 2 v BEAIL X B A
FE(MGTX) % B, M g U1 Bk AT K 0 ok 3% AChR-
GMG Yl PRAE AR , A Bl T 380 3R W i Al > 5 JF fiff
I AZA S5 G e M 500 MuSK-MG A #E 75
A7 Mo B UD B . e B U0 B S R 1) Dy 6~ 24 S H AN
. W MG A & M R VTR 5 ] 58 2R f,
AT MG B35 M g U B AT w5 4 30 5 8 3 i
BIT

ity Ji B3 I T =X 45 28 M 28 M R e b i R )
i DL R A R T2z I FH B AR B T R 10 63k M A e
0 4 Bh B 1 4% (video-assisted thoracoscopic sur-
gery, VATS) K “IK ¥ RE L8 N . B F KR
1A Ml AR DB 0 2 i AR 2, 5 T I TR AR L
BIF ARG/ AE BE I 18] 4, 1197 25 )4 F 20 ) F
AP LAL B AR ST SEW H T e AR X
B AL XS B BB 5T . M R U0 B i A A e 1 A
X AGGE  BE S T 52 T AR B AE 00 T AT, 2 5k ™
T BR AR VR 5BE g B M M B0 5 A L RIS 4 T A
IRIT R I ARUE AT TR A BT By AR
JEWLTE Ty fe i & A
4.6 B @& I T 28 A 7% #& (autologous hematopoietic
stem cell transplant, AHSCT) AHSCT 7£ MG H ¢ #ff
AR/ INREA i 4 3 . [ A 23 fil A b gtk
9 A SN R I CD34° 40 il A A IR 7 5 ) X I M
MG, 25 5L W 7R (8 38 7 0T i 32 PR R A
— I L B SEXT 7 BIAT AHSCT 677 19 X IR 1
MG #ATK IR 12 AEREVT , BT A PR 57 2R AT
259, 35 3 58 2 - . AHSCT A H i h MG
BT EE TRz — U HEMEA K MG B,

4.7 HMEr XFRE T EE, 0TRHRE L
BB B (eyelid crutches/tape) , U@ i F AR S ok
o MR LT AR 0 11 e R AT R A R
4.8 AREEE MG EEWIEIT

4.8.1 JLE N IMG: " E JMG DIIRILA Z W, If
ARG, I, JMG LAV LI a9 B3G5 9 3,
ANBEIE FIR T H AR B AT i 0 i 2 e A IR R 2k
FMR SR ze il 50 . 3R BRI A Kk B Y EIE
FH » 07 sk e A 00 4 L 5 5 B 0 A L O 200R A
I B0 2 5 AU D AN BRI o /0 R o AR B TR
R IR E 0. 25 mg/kg) 7] A SLE ik I PR GE IR
HIEAHE R MIE Y . IMG o] & 318 F PE 5%
HIVIG B R G e 0] 700 i B AC e B . I B VI B
FE IMG IR RS A A & R
4.8.2 MG HIFEYR . (D HRIEYR . it &) 4%
I 38 B 8 P PR 2B 0 L MIMIF 45 S50 12 A 25 40
A E AR LR 2 Yk, @S 2 05 O T AR R
()2 MG B35 20 J5 X IR A ] 5% i H Al i
T E . ZHEERREASNE, WA
M) 43 86 A B ) R 77 3K TR b S0 A B AT A 4 R 30 Y
—ZR FHZY , ANHEAE 5 DAL P A 6K 5 7 4 ) R0 0T i
KT B WA s BB AR 2 4 T LU s RV B 52 UE
SEAZA XA AR WA — /N B ORI
WRIAGE T AZA 0 IR 70 A e 42 0 Bt e %, T
AT BHWT NMJ, B L Z KA., (D4
W BRAE 7SR 3 U 5 WL I BF 55 3 16 0 87 A= LT i
BB E LTE 7, o UL, — H kA Sr R RS
AL RS,

4.8.3 WA OMG: A OMG, L H M L/ &
I Mo pRsEE L AChR $iAR B & RNS 5% 1) B . 1
FE R E PR S e e R . A H R G b
BILXT BRI 5 1) E 4  (HL 22 350 [m] o514 F 5% B 25 2 20 Br
g5 R0, L U JE b By At G g5 0 ) 7 AN A
AR IR LG g E R 38 0T B IR OMG 4k & 4
E,,f :9.16:0

4.8.4 AN GMG . i3 1A e 300l 5 16¢ 5 fik
HN GMG W) —Z3877 . A BB 55 a0 i B
Jed B e R A= 7 RO AT e R U IR

4.8.5 AMEIAME MG I ] RTX AR P2 2k B bt 5
B B B 1R T e AT 2 e R U B
K AHSCT,

4.8.6 MuSK-MG: MuSK-MG 5 AChR-MG &
I L A I IR 28 B34 AN [\] » MuSK-MG Xt # &
J I, Sk B PE nl SV 28 fig LG g E AR . 2 0
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(] Jost P B 9 E S8 RTX 1] I8 35 20 3% MuSK-MG 1
e PR GE IR, 2E K & & R DL KRR IR B E
2090 MuSK-MG 7 i 75 Jig Ji D7 R 0

4.8.7 fERHPRERMNE N faR. BFH —BHiL
o fe G AR A SNLTC T fE 5 B 465 T e e A%
1BIT (IVIG 8¢ PE) , [m] B 374k H 0 0 2y 68 , W 2
kLA, I — 25 FIWT L TC 1 fa G i 2R (3R 5).
— ELH T W v (T Al 1A, R K iS4 4
BLEHREAR . AR AR RS R FA
sl fet I g JILIC 7 4 245 40 i 30, I B SR BBURR N 4
A it CAn 9 R A IR IS A . A
LTG5 fE 42 199 15 14 in AR el 75k it 400 361 570 50 42 L L
B A5 H VI N (2R 5T 480 me) WLTE 1 4E
R B W 3 O 1k AN 3 R DK 45 T IR e R R 0
I o T $E 0 IR S A S BCRE E B RO s A
JIELBR, RE 5 52 17 457 D AIFL 6 i 40 0 590 79 475 6 1
FEil . — M 5~7 d J5 B, /N T 4 38
Jines, H AT ARG AR fa 2 AR D UL . HLARE S B
ISR ATE A B B T R K% kL B
A 42 T A S % e s 3 A R R IR R ML 2, R R B
WAL

RS JLTC 1A G A0 HE 0K RE fE 5 Y 4 3112

SR 7R WLTE T fes 4 JIEL 5 R 1 5
IR S IS PR il g
LA b T 1 71 LR 7R B
fi £L IEH SRR N
Bk & H AR WL R
HR A 23 IEH Wz
B 4 B 1 JULTE 7y i AR 53 WLTE 3 4 PR

4.8.8 ICIs & MG (ICIs-MG) : ZE i i ICIs %
I7 e e el s, 5 R BE A MG 1 i i sl &2 %, DA
FICTs 3097 Ja i & 19 MG, AT DL R 5 96 LA RO
Lge o, ICTs 3 B3 gk 800 A2 2F T 40 M 0 ok
T g T A 1 R A0 P . ICTs AL 45 20 i 2 T ik
EL A BT 4 (CTLA-4) 41 il 1 Gipilimumab %) | f#
JPPESET 24K 1(PD-1) B AR P PESET-BLAR 1(PD-
L1) 41 i # (nivolumab. pembrolizumab %), ICls-
MG i I8, L 1 fE R R R AR . i B S B
TRIT AR IR 4 T g il B TVIG 2 PEL 21
7 245 H ICTs T AR R B I 7 16 O

49 MG E2ESHHMER MG EETSIF
Graves J%§ . 2 EWENLR . Z KWL TR ZRE1E .
JEL A R . Hashimoto 5 .8 KU X R (RS

PELT BEARIE . Guillain-Barré 485 1F - A B 05 4%
I AE BN T R IR AT e B O ML, RO
B AR R SR, I, A BURIR YT MG 1 [
B 3 23 o5 AT e I 0 Al 5
4.10 BITMGEEHBEFIENEN MG EHE
T 25 ) 6045 - T R 2R ) I o P g 24
Ynam@ =P AEREFEY AR RS ER
29 RO ME A R Z R BT 3%
AR BELTR 300 L 4E A OK A5 L8 43 B I 25 ) Can R %
YEEN L S BRIEAE) R AT HORE A 25 ) Can SN R ik
TR R b PG SR P R AED L 43 RR I 245 W (g
ME RS BE 45 ) L5 43 Bt KR 24 1 (Can 75 55 i L R
S5) o A T B I A A K s T AR
BIRIE 0T R IR E RS AR

B 5 e B A VA 9T A MG B2 A L 45K
o BE B3] T B EGE ML fa g kER
FBET 2] W REAL . 17 2 808 ) S 8 R G0 A W) 40 4%
AR P i ) B ) B2 AR R R AR B BR R BT AK
i HETR Y MG B 5153 304 20 . e i 2]
B e R I IR AChR-GMG 897 th 345 7 3 £ 0f
FEAEHE ) SCHF 4 B I R IR IT IR B —
T G I 3G 97 AT B I OMG 4k % 4 51k 32
R AR RS OMG AR HEIRIR YT . S 2. MG
Il PR ¢ B LA AR R 55 o 1 A I R S B, 5 5 1R
R BRI B T B AR B e A T M BRI
L5 2F 55 5 IR YT IF B E DL R IT 2 A5 L i
B4 R HEARIRYT .

MEE Wi

BEEE P, W

SEMRERZE (RERNEHSEHRF) L
HoF CREEH IR B L BB B ) 5 | 28 i (R R
R R B 1 = B B s [ B B e ) 5 o 0 (S 42 R R
SFREHREE B ) 5 Bk 1) 25 (B2 HLR 7 B R A2 Ll B2 Be) 5 72
Sy (L 9 5 308 R o 5 2 g B s i < IR e ) 5 2 22 (5
B = 2 e T s % e ) 5 8 2 B T R B R o e i R
BE) s AL 20 (7 B B RE R 2 A BR B ) 5 B A2 CLl R
B — B BR R S — B R B (Ll R A T L R
BE) D s T B A GRS R 22 B 2 — BE ) s Wy B O M
PR 2 B 2 — B R ) 5 v A (L it R 2 — R )
B BF R (9 52 38 R 2 B T A 5 12 B ) 5 58 1 (I
PR R 2 5 W e I e ) 5 % R A (i et R R R 2
Ja S — BB 5 W1 2 i Crp Ll R~ B T 2 = R B 5 11
TR AR A I o 5 — R 2 v s ) 5 2 T e
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BRI B i B ) 5 28 0 1 (28 A A2 R R R R IR
BE) s 250 T (N 5l R R R i s BE e ) s 2 A —
(28 R RF R EE Be) s B /N7 G B B2 24 Be ) 5
X T A CE AR BB R 7 B Ji b i 2 T R ) 5 X DA
CRl R 58 — B Jm BEBe) 5 52 55 242 ()7 P4 B R R 2
MR FE ) 5 DR B R T 47 A IR g 5 7S IR
) 5 285 A (R DR IR B 27 B I 5 — B e ) 5 Bl A5
CHp R BB i 5 — 5 e ) 5 it A8 AR R R B R
SR B ) 5 AL S I B2 A R B ) 5 T
(g 7 BE R = B J pi 7 B= B ) 5 AL ok CiE #R = )
R B s b it RIR PR e ) 5 A s o # B O
JE R BEBE) 5 T HAF (8 R B R AP BE ) 5
I A Iy R 15 R ) R = B s 5 — R e ) 5 il e (22
MR 225 ZBEBE) s 4R (W 2R U5 B R R 2 i I 5
TEBD s BUR T ORI 309 BEBE) 5 = T (i i
FERBERD s R GLTEE NRERD ; M- (2
BRI 2 WE ST s AR e (L st B AR Bie) 5 1F
B st (ALt BE Be) 5 5k A (AL BT BE i) 5 5K S e (Ll v =
FER A5 — BB 5 3K 2 R CH AR B R~ i g K Iz
PR e ) 5 5K H G R R R 2 B s 5 — EE B ) s X B it
(b 228 2 B 25 79 N R BE B ) 5 A 20 /9 ()i
ARG B B 5 Joil SO Crp R R~ A 22 )

SE

[1] Carr AS, Cardwell CR, Mccarron PO, et al. A systematic
review of population based epidemiological studies in
myasthenia gravis[]]. BMC Neurol,2010,10:46.

[27] Heldal AT, Owe JF. Gilhus NE, et al. Seropositive

myasthenia gravis: a nationwide epidemiologic study [ J].

Neurology,2009,73(2) :150-151.
[3

L

Chen J, Tian DC, Zhang C, et al. Incidence, mortality, and
economic burden of myasthenia gravis in China: A nationwide
population-based study [J]. Lancet Region Health, 2020,
5:100063.

[4] Huang X, Li Y. Feng H. et al. Clinical characteristics of
juvenile myasthenia gravis in southern China [ J]. Front
Neurol,2018,9:77.

[57] Hong Y, Skeie GO, Zisimopoulou P, et al. Juvenile-onset
myasthenia gravis:autoantibody status, clinical characteristics
and genetic polymorphisms[J]. ] Neurol, 2017, 264 (5):
955-962.

[ 6 ] Jaretzki A 3rd. Barohn R], Ernstoff RM, et al. Myasthenia
gravis: recommendations for clinical research standards. Task
Force of the Medical Scientific Advisory Board of the
Myasthenia Gravis Foundation of Americal J]. Ann Thorac
Surg,2000,70(1):327-334.

[ 77 Gilhus NE, Verschuuren JJ. Myasthenia gravis: subgroup

classification and therapeutic strategies[J]. Lancet Neurol,

2015,14(10):1023-1036.

[ 8] Gilhus NE, Skeie GO, Romi F, et al. Myasthenia gravis -
autoantibody characteristics and their implications for therapy
[J]. Nat Rev Neurol,2016,12(5) :259-268.

[9] Li M, Ge F, Guo R, et al. Do early prednisolone and other
immunosuppressant  therapies prevent generalization in ocular
myasthenia gravis in Western populations: a systematic review and
meta-analysis| J]. Ther Adv Neurol Disord,2019,12:1-8.

[10] Amin S, Aung M, Gandhi FR,et al. Myasthenia gravis and its
association with thyroid diseases [ ] ]. Cureus, 2020, 12
(9):e10248.

[11] Engstrom JW. Myasthenia gravis: diagnostic mimics [ J].
Semin Neurol,2004,24(2) :141-147.

[12] Engel AG. Congenital myasthenic syndromes in 2018 [ ] ].
Curr Neurol Neurosci Rep.2018,18(8) :46.

[13] Goodrick S. Lambert-Eaton myasthenial J]. Lancet Neurol,
2015,14(4) :357.

[ 14 ] Titulaer MJ, Lang B, Verschuuren JJ. Lambert-Eaton
myasthenic syndrome: from clinical characteristics to
therapeutic strategies [ J ]. Lancet Neurol, 2011, 10 (12):
1098-1107.

[15] Sanders DB, Wolfe GI, Benatar M, et al. International
consensus guidance for management of myasthenia gravis:
Executive summary[ ]J]. Neurology.2016,87(4):419-425.

[16] Mantegazza R, Antozzi C. When myasthenia gravis is deemed
refractory: clinical signposts and treatment strategies [ ] ].
Ther Adv Neurol Disord,2018,11:1-11.

[17 ] Silvestri NJ, Wolfe GI. Treatment-refractory myasthenia
gravis[J]. J Clin Neuromuscul Dis,2014,15(4):167-178.
[18] Silvestri NJ, Wolfe GI. Rituximab in treatment-refractory
myasthenia gravis[J]. JAMA Neurol,2017,74(1):21-23.
[19] Tandan R, Hehir MK 2nd, Waheed W, et al. Rituximab
treatment of myasthenia gravis: A systematic review [ ] ].

Muscle Nerve,2017,56(2) :185-196.

[20] Beecher G, Anderson D, Siddigi ZA. Rituximab in refractory
myasthenia gravis: Extended prospective study results[]].
Muscle Nerve,2018,58(3) :452-455.

[21] Landon-Cardinal O,Friedman D, Guiguet M, et al. Efficacy of
rituximab in refractory generalized anti-AChR myasthenia
gravis[J]. ] Neuromuscul Dis,2018,5(2) :241-249.

[22] Beecher G,Putko BN, Wagner AN, et al. Therapies directed
against B-cells and downstream effectors in generalized
autoimmune myasthenia gravis: current status[J]. Drugs.
2019,79(4) :353-364.

[23] Chan F, Swayne A, Gillis D, et al. Long-term follow-up of
patients with myasthenia gravis treated with low-dose
rituximab[J]. ] Neurol Neurosurg Psychiatry,2019,90(8):
955-956.

[247] Choi K, Hong YH., Ahn SH, et al. Repeated low-dose
rituximab treatment based on the assessment of circulating B
cells in patients with refractory myasthenia gravis[J]. Ther

Adv Neurol Disord,2019,12:1756286419871187.



o« 12

o [E S A R R S e 2021 4R 1 HEE 28 5% 1 4] Chin J Neuroimmunol & Neurol 2021, Vol. 28, No. 1

[25] Jing S, Lu J. Song J, et al. Effect of low-dose rituximab
treatment on T- and B-cell lymphocyte imbalance in
refractory myasthenia gravis[J]. J Neuroimmunol, 2019,
332:216-223.

[26] Lu J, Zhong H.Jing S, et al. Low-dose rituximab every 6
months for the treatment of acetylcholine receptor-positive
refractory generalized myasthenia gravis[J]. Muscle Nerve,
2020,61(3):311-315.

[27] Lebrun C, Bourg V, Bresch S, et al. Therapeutic target of
memory B cells depletion helps to tailor administration
frequency of rituximab in myasthenia gravis [J] . ]
Neuroimmunol,2016,298:79-81.

[287] Howard JF Jr, Utsugisawa K, Benatar M, et al. Safety and
efficacy of eculizumab in anti-acetylcholine receptor antibody-
positive relractory generalised myasthenia gravis(REGAIN) .
a phase 3, randomised, double-blind, placebo-controlled,
multicentre study[J]. Lancet Neurol,2017,16(12):976-986.

[29] Abbas AE. A new testament for the followers of thymic
epithelial tumors[J]. Innovations (Phila), 2020, 15 (3);
211-224.

[30] Muppidi S, Utsugisawa K, Benatar M, et al. Long-term safety
and efficacy of eculizumab in generalized myasthenia gravis
[J]. Muscle Nerve,2019,60(1) : 14-24.

[31] Dhillon S. Eculizumab: A review in generalized myasthenia
gravis[J]. Drugs,2018,78(3):367-376.

[32] Andersen H, Mantegazza R, Wang JJ, et al. Eculizumab
improves fatigue in refractory generalized myasthenia gravis
[J]. Qual Life Res.2019,28(8) :2247-2254.

[33] Hewett K,Sanders DB, Grove RA, et al. Randomized study of
adjunctive belimumab in participants with generalized
myasthenia gravis [ J ] . Neurology, 2018, 90 ( 16 ):
eld425-e1434.

[34] Howard JF Jr,Bril V,Burns TM,et al. Randomized phase 2
study of FcRn antagonist efgartigimod in generalized
myasthenia gravis [ J ] . Neurology, 2019, 92 ( 23):
€2661-e2673.

[35] Jaretzki A 3rd, Penn AS, Younger DS, et al. " Maximal"
thymectomy for myasthenia gravis. Results[J]. J Thorac
Cardiovasc Surg,1988,95(5) :747-757.

[36] Zielinski M, Hauer L, Hauer J,et al. Comparison of complete
remission rates after 5 year follow-up of three different
techniques of thymectomy for myasthenia gravis[J]. Eur J
Cardiothorac Surg,2010,37(5) :1137-1143.

[37] Masaoka A, Yamakawa Y, Niwa H, et al. Extended
thymectomy for myasthenia gravis patients:a 20-year review
[J]. Ann Thorac Surg.1996.62(3) :853-859.

[38] Zhu K, Li J, Huang X, et al. Thymectomy is a beneficial
therapy for patients with non-thymomatous ocular
myasthenia gravis:a systematic review and meta-analysis[ J].
Neurol Sci,2017,38(10):1753-1760.

[39] Wolfe GI,Kaminski HJ, Aban IB.et al. Randomized trial of
thymectomy in myasthenia gravis[J]. N Engl ] Med, 2016,

375(6) :511-522.

[40] Wolfe GI,Kaminski HJ, Aban IB.et al. Long-term effect of
thymectomy plus prednisone versus prednisone alone in
patients with non-thymomatous myasthenia gravis: 2-year
extension of the MGTX randomised trial[J]. Lancet Neurol,
2019,18(3):259-268.

[41] Freeman RK, Ascioti AJ, Van Woerkom JM,et al. Long-term
follow-up after robotic thymectomy for nonthymomatous
myasthenia gravis[J]. Ann Thorac Surg.2011,92(3):1018-
1022 ;discussion 1022-1013.

[42] Pompeo E.Tacconi F.Massa R.et al. Long-term outcome of
thoracoscopic extended thymectomy for nonthymomatous
myasthenia gravis[]J]. Eur J Cardiothorac Surg,2009,36(1) :
164-169.

[43] Kvirkvelia N, Shakarishvili R. Clinical-electroneuromyographic and
immunologic aspects of myasthenia gravis with anti-musk antibodies
[J]. Georgian Med News,2014,(232-233) :42-47.

(44] MR . AR TS BETUAL B5 B 5P 1368 i T 20 6 B A VA 7 X
TP AE UJE J3 I 1 o 26 [/ OL]. AR a2 7 (1 F
fZ),2012,6(2). https://www. cnki. com. en/Journal/E-E8-
ZY7ZD-2012-02. htm.

[45] Bryant A, Atkins H. Pringle CE, et al. Myasthenia gravis
autologous  hematopoietic  stem  cell
transplantation[ ] ]. JAMA Neurol.2016,73(6) :652-658.

[46] Kerty E, Elsais A, Argov Z,et al. EFNS/ENS guidelines for

treated  with

the treatment of ocular myasthenial J]. Eur J Neurol, 2014,
21(5):687-693.

[47] Madenci AL.Li GZ,Weil BR,et al. The role of thymectomy
in the treatment of juvenile myasthenia gravis: a systematic
review[ J]. Pediatr Surg Int,2017,33(6) :683-694.

[48] Hamel ], Ciafaloni E. An update: myasthenia gravis and
pregnancy[ J]. Neurol Clin,2018,36(2) :355-365.

[49] Evoli A, Alboini PE,Damato V,et al. Myasthenia gravis with
antibodies to MuSK :an update[J]. Ann N'Y Acad Sci, 2018,
1412(1) :82-89.

[50 ] Clifford KM, Hobson-Webb LD, Benatar M, et al.
Thymectomy may not be associated with clinical improvement
in MuSK myasthenia gravis[J]. Muscle Nerve,2019,59(4) :
404-410.

[51] Becquart O, Lacotte ], Malissart P, et al. Myasthenia gravis
induced by immune checkpoint inhibitors[J]. ] Immunother,
2019,42(8):309-312.

[52 ] Lorenzo CJ, Fitzpatrick H, Campdesuner V, et al.
Pembrolizumab-induced ocular myasthenic crisis J]. Cureus,
2020,12(7) :e9192.

[53] Safa H, Johnson DH, Trinh VA, et al. Immune checkpoint
inhibitor related myasthenia gravis: single center experience
and systematic review of the literature[ J]. J Immunother
Cancer,2019,7(1) :319.

(Ui H 91 :2020-11-16)
CAS 3 B < IR BK 9D



	2021-01˜.pdf

