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Research advances in the treatment of myasthenia gravis
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Abstract: Myasthenia gravis (MG) is a highly prevalent disorder of neuromuscular junction (NMJ) transmission and is
mainly caused by blockage of the transmission of acetylcholine receptors and muscle-specific receptor tyrosine kinase by the
NMJ, immune system disorders, and genetic factors. MG patients have the cardinal symptoms of skeletal muscle weakness,
abnormal fatigue, and breathing or swallowing difficulties in severe cases, which can be life-threatening. MG can affect
individuals of all ages, often with a long and complex treatment process. With the increasing understanding of this disease,
great achievements have been made in its diagnosis and treatment, especially pharmacotherapy. The main treatment
methods for MG include cholinesterase inhibitors, adrenal glucocorticoids, immunosuppressants, and thymectomy, and the
treatment methods for MG crisis include immunoglobulin, plasma exchange, immune adsorption, new plasma exchange

techniques, and assisted mechanical ventilation. With the advances in the types of drugs, more considerations have been
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given to the selection of drugs in clinical practice, such as economic capability, disease severity, durability of treatment

efficacy, and severity of adverse events. This review introduces related drugs in terms of mechanism of action, main

indications, methods of use, and adverse reactions, in order to select drugs that are more suitable for disease conditions.

This review also introduces several other drugs that may have a certain therapeutic effect on MG, especially the new drugs

with good efficacy in clinical treatment, such as targeted biologics and complement inhibitors. This review aims to help

clinicians select proper therapeutic drugs and alleviate pain in patients, and it also provides the future directions for drug

research and development.
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FAELJE FT (myasthenia gravis, MG)JEMZ R G0H DL
BN , HB M T R R AT A SR FRA TR E R .
PEAGTE MG (9 5% B 1 7 N4 S~30 (9" JET-%
S IS JEHORLE . MG B E LT E Iy E
KIERHZI RV — B R

AR SCFHE S MG B AR BIL AL GE 2 ) A
254, L e — L] BEXT MG IRYT AR 2 W #E 17 4534 , OF
ARG Y R e dEAT IR
1 MG EZ8VREBEESNG
1.1 ZErREmH

T BB 32 AR B A& (acetylcholine receptor antibody,
AchR-Ab) J&—Fh £ FeRETIR , £ BRI 2 e 3R E 1 G
(immunoglobulin G, 1gG) . # il % 5~104F, £ERFATIN
SERTFER T, BAFE AR 100 97 A AchR-Ab FISE I MG ik
2941 90% Y MG 45 s nl A i} TG 1 S hitA, HL
BT A 1Y 1gG BB Al BES S p Ak . HE R &R
AL B B HUR TG 3T 28 fillJ5 BEE L i AbA . b,
RZHHUE S R 255 I mT LA AMA 98¢, 5 20
KB T 52 A W) (membrane attack complex, MAC) FYFE i
IS fik J BB 458 3, 502 A% 8B D RE BB . ply T A
AchR-Ab IR ANMIATAE TG0 M i 0 B2 45 5 v, A
Pt 0 0L 1 2 RN R AR 23 S BOMG (R A
1.2 Agrin-LRP4-MuSK & %

WL A 45 53 P 3 B 32 78 (muscle - specific receptor
tyrosine kinase, MuSK) i — 7 B3 18 25 JR AR 11, H )RR 2
HEF5 10 22 LA 4, A4 5 M J5 2 215 Ml R S M B o
DL T 5% fil i A= A A3 AET . MuSK B9 32 B 8043 A 1eG Al
IgM PR TgG PR T ZE T 1964 WA R #MA
IgG4 55 fab B 52, FLAfY fab 2 LA™ A BORTE .

Agrin & —FP R BT, MU T 43 4y b 2 Y
(N-agrin) FYLA Y (M-agrin) o 7E MG {9 &9 HLAI -,
b K N-agrin, %F T° AChR-Ab BAYE 1 MG B3 ki, 1
o A B YUK B2 IR 2 11 32 AR SC 1 4 (low density
lipoprotein receptor related protein 4, LRP4) . 1% 85 H £
2 LA 4% 3k (neuromuscular junction, NMJ) H #3781 55 22 £f
0, B T9M 5 . N-agrin (1 Z8 X B HEHS 5 LRP4 1Y B
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15509 3R 804 AL T8 L — A DU SR A, DT 0 A2 1k
MuSK. MuSK i it DOK7 (%) 8 2 At i 2 3% AchR 2R
B f5 500 BAh, Z B PR M1 0] BE S I S
MuSK i M HiiR 4 &, N5 S MuSK F AchR B 4,
51 & FWEBIE " . SRR B R 1 5 4 2841 = T A AR
HAEFTE MG 19 & B v i 4 Sk A 0
1.3 RERS%

MG A A5 9, 15 AR B T 4 A . B 41 AR L 2% 400 At AR 5%
YA PP T B . AR s, TR g
o B T 40 I (follicular helper T cell, Tfh) &k 5%,
Tth A MG % JF il OB T 40 i 7 A , Hige ik 5 MG By ™
R A BN EORIE S A Pk
RAEA TR P A A 5 MG BN TR 5 i 2R 2k o s
S Ak B F CXC ALK 13 [ chemokine (C-X - C motif)
ligand 13, CXCL13 ] #A M4 56, 5 CD19" B 41N fY
AT FE S FEXEVA PR M BITE MG v, g2 B4l
LB A A P 35 B AN B | 1T 7E AchR-Ab FHYE MG 3%
W, naive B 4NN H B 40 AE . BFSE A& B, Al i
CD22 4 Ifil 3 A K AEMETR P L B4 MG i3 v i 2
& T A BE B AchR-Ab BHE MG #8351 nl i €D22
T BGEAB A1 ANCAZ B A k1 R, 4 CD22 1Y)
W5 MG IR IT 7 i T i Jr 1

AMARGEAERAE 7 B G FR AT M0 1 AR AL
il A HE A A IR RW],7E AchR-Ab FHYE MG i
AN AOAR G YT eAh , — SR g A TR
CSa /K55 B E e ™ L RR B S AR OG . 38 o TG A A
RG0 RH C3 A CS F AT AL, e & T8 B MAC., MAC
A5 AChR (1) 24 fift A2 fih J I8 19 25060, S B0 NM &b 1y 28
il P 1 R, T S MG SR B A T LA TG g A
G5 RMACTH AR AMAR 58 G0 S SO FRE SR R A
TR 5 MG 1Y KSR A F e
1.4 BEEMRBERE

TERUM AR B F 5 K BT MG g 3L R, 3k 3 B i %
DB AE R i 2 BB 2, IRBE DN B A 1 5
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1.5 HftFEE

25 BN, TG 28 K A A 40 4 R (immune
checkpoint inhibitor, ICP1) 5 MG % 445 56 . 1CPT It
SRR RNRYT 22 FlOB AR IR T T AR IR YT I 28
R B & BL T AChR-Ab, HX B8535 (9 K 2 R & MG™Y,
SR, AT T 220 B A RIS B AR A
TE A R PO ERE A BRI R MG,
2 MGHUETS#HE

LT AR FE2E ML, MG 2B A8 7 WL 2 D Bt
PR A T BRBUAR RN D AR
2.1 EREIT

A P D 1) 550 308 20 ) LA S il ) 5 1, BEL IR Ach
55 ft [ B SR 46, 394 550 I B B 1% 2 , DT AIE {8 5617 32 sl A
WLPTE SN
2,11 iRl MEIRETHL IR K ZHMG B E v G
BT 2 MR A MG BB I 258 . BF K 60~
120 mg, B H 3~4 K. AR RN FEEALHE B B 3L
A I A LA e AR
2.1.2 |EZRa-WEEFL WHETW I - WEE
= (three-finger a-neurotoxins, a-3FNTx)Z>52 00 E| NMJ
AchR, DT 5 0 B WURERE . 762 g b R I «-
3FNTx, J2& 2, Pt AR B P il ) A3 255 ol 52
2.2 REBIEFT
2,21 B R RSE B R BEE AT LS
B B2 2, 9870 AchR-Ab (445 1, 2 5 % MG H 3 11
— R REAMEIRYT ik . FEOR KA sk i
WEDRIF JETIRE SN B BB | R IR MG 555 s 25 1 505
WO S ARSI A A A IHER B E TR
LSO 2 AR R
2.2.2 AER BB kR A YN R TS T RO
FEEANT SZ B, AT B feft FH A 288 o e e e 0 o R, A
MR IEERS PRAER R I AR | 2 S R O B ] AN R
N B B RE IR B ek
2.2.3 AEB-07 AEB-07 &Rk 0 2 1138 C 3l
F, A LRI T b EL AR TS AL, A B T A RS A B
M MC(experimental autoimmune MG, EAMG) 5] 2 1) K
ST AIMO AR A . AT I1AYT Y AEB-07 AT i 0/ ey
BB AR AE SN, E 28 955 & AR, T D8R AH DG 1) EAMG S AR
AEB-07 YA KRR 5 R B0 0 B i ik, (E A iR 7 i
e R H AR AR BRI & A SR 25 A Rl
2.2.4 BAEAER NERAOKZ—FP AR BRI 7R
L0 R sy N WD R 7 1 o e = = e
Mo /0 81% , AR 1M 3% 19G FNPT AchR-Ab TG BE . Lok, Bl
BRI T LA 2 ik Jo5 J5E10%) o B 245 F 463407 , el o 2
JUL PRI A% 328 B A FRE (A AL 7 E PR
2.2.5 HAKHF FEHEORFERE R PR e md

FE AR TR 18 i ) T 40 Y T RE L HE T B 20 B
PO e 7 A BT o X T RSB SIS [ AR ) MG R
HORUL, X AT AE = — AN 2 M B A, HA SIG T 7
RV ARG IR R RUR R MuSK-MG A5 5l 3 1924
FEAE T DRI R AT REAE S K R T 259 L 38 ] T (4
MuSK-MG 7£ W I HTAA 10 B e tEpess
2.2.6 WARFBRG I AT MK B e (therapeutic
plasma exchange, TPE ) J2 48 i F rv.Co i ik i 2 sl 1 )
Joi e SRS I B I B P BT B v R I A L TR
HRIE B A TP 0 B S PR A AR R R T A
F2HE T T A W DR X O PR X ) MG e R R
TPE T 52 M R4, 322N RSN 2 A1 il /il 8 i B il 2
R BT R W, 4T AchR-Ab BEE A9 4 B MG
(generalized myasthenia gravis, gMG), F TPE 7] LI gl
NP R GAEARD . B AT, AR B 7 1 3R 8 4 (the
so-called low volume plasma exchange, LVPE)1E N —Flgr
R LV P A B A SR FH B 1 8 RIS R A S e 4 110 1 T
By oy S A, CH T MG 2 AT R
X IR T £ 2 AR TR 58 TPE

i ik 7 B e 5 BR 2 A (intravenous immunoglobulin,
IVIG ) & — i o i i 132 25 7 (0 1 ) SR I T AR N
FIM I, 285k vy FE A AR A B A AR O & v BREE A 255
IVIG W 38 5 3] 35 B0 f) A 1Ok b oRIe I, AT 3 35 LA
(B8 SV o AREE T TPE, IVIG FETR YT /™ 5 1 1
BF S L % R AN BRI & SR A1

— U P ) TS PR S s, T T S g K
£ 11 (subcutaneous immunoglobulin, SCIG)IAYY 12 i 3
BT BRI 2 M, BLAE R MG i i R e
TIEAE T IVIG, H E BN R KW B RIEAR . R,
SCIG /R HFE MG IRYT T BA LA AT

ﬁi’,ﬁ%l}ﬁ‘(immunoadsorption, TA)VE i B & g —
T RE A LR A A, 76 B0 28 38 G 468 27 WL 132
SR T E AR U HAE MG IR T IS T B YT
o A BRI Y 2 W TA 864 TPE s 80 i A TA H
TPE SR, AN RO HE /N, 3 R ER T MG FIMG fE 4
BRI T R Lk

5L R, TPE B MG fa 1 LS JE 56, AN il
MR
2.3 FRBEIZGY) ¥R m A FI

B ) S 7 VA AT RS B A B AE I 00 A A I £k R0
WA LY TG ¥R B, AR T AR I R I 56 R A8 2 7 L
SrePEAIRKRI . Wk,
2.3.1 ¥ewBanfe U BANMIAIATT R E TR AT
TR LE A1 T Fo 1 B 4 2 o Al BUAE T B9 23 A BT
(cluster of differentiation, CD) , 4 | 2 &t % HAG B #1200
PERY B A LA AYIX S8 CD 431 AR MG (1 &Sk L
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06 MG 9 % A fn ke et AR R 25 A F 2
P G FIBRBAGT R BT CFZ533 DRI BT A
BV FEEREAHT R I R SRS

)2 BB — R i & BL CD20 BT Uik . 7E
MuSK-Ab BHPE ) gMG 58 & VIR B IR 7 RN AN BEAR AT
A LA Al A 2 B . SRR A K MG B AR
LU, 3 08 2 19 gMUG 1838 X R 22 5 FRATE A I DR s I SR
HIERE, fH AT DL gMG AR B R R 22 B e AR
TRPIR AL RN TG B AAMATT YRS SE R AR S 5]
S Foy 22 A8t 1 2 Bty DX B 10 22 2540, DAL S A AR ) 11 3
122 5 T RESE M R 2 BT TR YT RCR S EOR R R
[P R 22 5 A M IR VT o s AR 4 2 R
BB YT IR R R, T BE S S B MR & %, L S|
B AN BRIE K . A HEIT & B, Bkl R 2
P55 G2 B0kl 7001 ) 2 B AP T A XY F R L
20 BT AT U Sy Bz SO A [ e A B JoT 25 [ Pt i 38
R

Bz R BR B ) T RS 98 1 AE R S5 rp i 2 o
1 AchR-Ab FAPEEE MuSK-Ab FATE MG 3%, LI PEA 1k gt
R TES 1.5 R 183 R 43 R BR B PTIR YT 1T 3
A PERS . R BN PR R B T A
LN % S d [TA

3T B — A4 AR 1gGIN Fpii, Ho 5 cD38 4%
FE R el SR IO g S S ERVSRE SR i) K S 1 )
HE SR8 05 40 M A 15 A0 D |, 78 R e bR 4T BERAE iR 7
I BRI, AT MG B T BE R — R A 550 s
e K il

CFZ533 J&—M 58 4 NJRPL CD40 g iif . 11
I AR 56 25 S R, 5 2RI AR L, £ F CFZ533 7] LU
W SR B R IS 2, AT e R AR T, U IR R
T B R DDk i R MG R T R EGEREIR, H B
Bigay et . SRR, CFZ533 X JC M iR V15 MG
BHEBNAIT I TATIN . SR R AR 48 11K, 10 mg/kg,
PR S o R AN RSO Ay IV R R L R G A O
SR i e

DURIE BT E AR S0 S 56 v J B0 A 80 B vl B 40
A T A 31 B 4100 BE T, X — 4
T RGEMLLBEARIERIRIT . SR, X F MG B H
DUR PR 485 SR R4 NSRRI 7 TG RIS b L3R
I7 RN ZE RN LA FURE IR AT ok, AR A 2

FE VG0 2 B R 8 5 R T B Uk L 4
L35 AT R4 B 15 TRC AR, A 00 ) 5 200 i R A 2 B 4
(% 7 A& Y . AE3ARYT L 160 mg Fil 240 mg 1 F 771
PR R H A A CREJE 1k, Figk 24 ) 7 12 JH R 24
JEL st ER I PR IR A W Sk — T [R5
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R, 22 PRI MEIGTE gMG 14N A B, 253005 2 i
=, 3 A BRI e, 6 4 B R B 2 2 i LB A 1
191 8 A5 F 2505 A7 B AR 3

il FHFEER B PTIR T G MG A8 35 R T 2 AchR-
Ab FHME MG (85 5 , S8 I R IR A5 21 W b i3 | R 2k
AT AT AR IR ST MEVATE MG 1 —Fhik . HEEAR
SN S g, e B LR R R R DY AR &
I, /IR R BR PR U B AR 2R 2 W N e A B MG R 11
FEEEARA AT

5% 5 I K B 1 I A9 0 R 3300 WE AR R 5 MG SR
47 I R BT AR 6 45 24 07 28 B 2 8 L IR B s g 4 )
|/ 578 Rl R

JAE B s AR TETR YT T R I 3 Y £ AL L (E ]
0 RUR A SR S o N =8 AN P N e X SO e R A B
A 4 THT T A0 PEAL , AR OR RE 65 fie R BR B 1 & #0036
Jr RS , IRV e/ VAN B SO 8 XU
2.3.2 Y@ #H ALK TE RN BESERBRA Bk
JU SR TT 4% 4 B BE 32 K (neonatal fragment crystallizable
receptor, FeRn) AEHIVE I IEFEBE B SY , BTEIRIT 2
P TG A0 F B e By o 3L 259 BT FeRn 2
A AR HE LG [ BB R e AE B, DT A 28 BH 1 5 4E 22
MG KRR . FEACGRAW A Je R A HH0  3om s
IRV INEB7 K

Je KA S HA FeRn ¥ 10 259 M He L 33 5 FeRn
S5 G SCBURA, AT AE MGIRYT PR & 1eG, EEH T
BT ZRIMG, JAIT IR, MG B350 H R AR ST S
R

Yhn sl —Fh A T8 IgG1 HifK Fe, %F FeRn B A 5
EANT TR SCEAT pH AR o SO S A 47 550 Ry
10 mg/kg, H A BRER K AR RS, WDKIRT I 1 h, B0 10K, 3% H
4 J) B T B KGR R 1200 mgo FEAH R 36 T JE
W, 5 HAh FeRn 45 BT 50 A H 30T 52 48 19 97 3%
W FEVRYT AChR-AD BHYE gMG HE 1 & B, 16 24
AT R AchR-Ab B VE MG 8 3% 815 240 1 19 97
RV, SRR LA, SOMBEEIATT IS NG 1 R
—HEIHE T MG EE N REBITEFTWEARI =&
S EMG B R HRYT B OB B R T
A9 I HGE R 1 MG & 5 8 38 E 352 0B iyR YT
Jei ARG B A

T8 R 2R B e PR U A IR IT AchR-Ab [ FI
MuSk-Ab FHE MG B35 . TEIm RS T 7R, 7 mg/kg F
10 meg/kg 3X 2 Ff 51 &5 35 A AR 4F (9 36 97 SO Rt 52 1
10 mg/kg BRI BUR KT 7 mg/kg, (HA B B & A4 %4
B M, 5 HAM FeRn PRI EE , 3% A R
BTN F Musk-Ab BH P Mg 8 2 SR T R A1
ROR e
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2.3.3 AMRAPHIF) AMERGAE RN RIEHESR R 2
SE R AP RO AR o, LS AE TR0 A KA
IR HEAFWEAE o AMAA S B9 B8 005 A0 A , 76 NMJ Ak
A 2 fil 5 TR J MAC, ELHE MR 1 MG i & e . #MA R 48
JEVARYT AchR-Ab 11 MG 835 AT AT A HE 3, 38 2k 30 A MA
C5.C3FIC1 43T, AT AR SR AMA G K N . 7E MG iR
J7 i R EJRE X C5 AR KR b TR R R B
i .zilucopian a5

WRPZEER B — T og 4 A JRAL B e e b A, HEPL 4
FhE R S NS AMAEE 11 CS, a4 i i 2
T ACIHTZE A AN BT C5a F1 CSb 2R P ALE . IZA/EFIHLH
ATBHAE C5a 51 & MR R ANk 1k 2 CSb 5| & 1 MAC ()%
A A PERR BT B B R B T T4 YT AchR-Ab BHE
MIMETRTE eMG I B . AT LI AL Z R R ABTIA
ST MG B E A MG fE 4, X RIARIELR APUIEIRIT
e AEIGPE MG I 0] g EA AR E T, AR
IR TR AR R PTIRIT S 1 B2 =R T 1 g

PESRBAHT T AR R ARG " . HE TR R RN
JIR JETS L | R R T

R BR BRI 1L 8 0 FeRn BYRRIE PR, SEH 1 124
Vi B (1 AERF R I, AT ZE K 73R 7 ) B e ] 7 e R
PREAGAEIRYT 1 S 3 T AchR-Ab [ gMG 3% fdE
RAALA 18, BRI 25 R A B & BCER ™ RA
BRAPUAEIR YT gMG T3 T B AT R 4 i RS8R A S0 B
I AR N, FL 4270 JH: 3 AN R 2N Sy I i ¢ 3R 7 J
Y HAE Yo TS T

zilucopian J&—FP J T VEGS L A IR LG 25 #MA C5 37
H, RGNS CSb S5 MY 45 &, 78 7%5 [A]_ERHLIE CSb 5 C6
(45 45, 388 3o OCER AL A ok BEL 1 A s ARS8 I8 90 38T
zilucopian XM MG B F R IFERI TRk w0, 3252
N BN AT SRR BT MG R

JIT AT 5 2 MO T 30006 7 1 S8 8 A 20 ) 2 o i 5
REWPEN o X TRIEAETHRIGITATZE D 14 d W52 I
P& B AN B R I TOR B PP A ZB T R I, LA

FEEL, B0 FARLEA A= B ZR BMERPE MG B35 kUt 1R TR AU 8
Fz1 Hu#HTIERRENEREZAY
Jed |[VER| B 2y . S . £K
b & 7 JiE %2 R K & PR IR I
£ |5 x| deb AL Py & i oy X R BB s PR 36 - B Tk
| B i A %AR | phase I : NCT02110706,
A% | AchR - Ab [ #/| 48 18,375 mg/ke, B hk| - - Lk R SAARR | phase I
D20 #% | MuSK-Ab [k gMG | 24+ BB BERBER KM 40411
S R g &30 phase IIl :NCT02950155
fFAF] | AchR - Ab R M/ 46 B 152,300 mg/k , 3| RS BB X 3
CD19 o o . : X hase Il : NCT04524273 | [46-47
in B&n . | 2k34% | MuSK-Ab FREEMG | Bkiz 4 P TEEY o [46-47]
#.55 5k 4 R 3 s | g s
ZFE% [AchR - Ab Fa W/| B 1R, B4 8 B, 4 3| L Sk Jm feifiaik
CD38 ol M hase Ill : NCT04159805 48
#4 | MuSK-AbFREEMG | 5 X 45 1 o JE phase [48]
R FGFHRE F
: iscalim- . B4R 1k, 10 mgkg, 3| X i
e CD40 'bcf‘}:m P& JE gMG j‘iz A 10 melkes 3\ % g B Wi | phase T :NCT02565576 | [50]
B;:ﬂ a R B B S
[ ,
A4, W4 H 14,10 meke, phase I : NCT01480596,
BAFF 7 | AchR/MuSK+MG . g 51
jpp)f}i g | DT BWR A, BT LA LR | gk Mok & | 2K 511
2 AeL R} s . N
BLYS/ | g | #E R 1R, 160 mg Fn 240 R R LA
#H - e gMG . hase I : NCT04302103 52
o [ APRIL my [HEEe mg 74 7 8 3 4 phase 1521
A 4% .
B | K | 2R 1k,162 mg, MG | FBX FLHAT
U | R MG P e e hase Il :NCT05067348 | [55-56
L6 g | EAR * 8 B4 B 1R FHRIEST KOBEF phase [ ]
A | 4T | AchR - Ab R /| 120 me, £ % 0.2 4 | A 2R A £ 5
. . X R hase Il : NCT04963270 46
6| ki | MuSK-Ab FREEMG | % 5 45 7% wl gmiga |Phoell ? L46]
Je A 30 mg/kg F= 60 mg/kg, — R JR .
M REFERREE hase Ill : NCT04951622
e eMG e LRERR R phaselll : NCT049516 [58]
AW | AchR - Ab A M/ &8 1,680 mg K42 )8 o
s - PR 951 hase Ill : NCT05403541 58
$4 | MuSK-AbFEHEMG | 14,340 mg, # ki 4 EAARRAS | phase 581
FcRn Hn i AchR - Ab 8 &/
X o | % 91k, A 4R K| kR R uRaE O e
o 1gG % ff,; AchR - Ab B &/ i};]o Afﬂk-‘iﬁ? " ;?%m‘; B o e (/0 1m0 [59]
#l B | % Musk MG e A e
BB LR Rk
A E | AchR - Ab B /|7 mg/kg #= 10 mg /kg, # Bk | O BEa B 545 ML 5k
o . . " | phase Il : NCT04124965 64
B4 | MuSK-Ab FUEEMG | 724 Rempes Ao P o4l
bk A
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Fed |[1ER| B % . . S . £k
i& 57 JiE 225 75 & N A & SRR 6
£ |5 x| deb poo! P & LN R B W JRX B - B T
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