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AILEEFIIE ( myasthenia gravis, MG ) 2 — @SR ZEN iRk @ BEEHEBR
MENRIRERREEYEEYHBINES > ZHERS  REEHEAN  RSEHEHE
mRERANEERE °

PeZ R RIS ERELEA ST R BVE R - MG NEZEN D RE B % » R 2HH AR EE
MG BYRTE ° R HBIERAREBEIEE MC WEIE » MK RRRE2GERBERILH - HiF
C(AEIERRRIRELSS ) - IREERANIRERSE  IRARARERE -

REPR/T—F - 81 D FKRZEA A - WRVIBRITESR - FREDRESFEIES] - MG BR
HEER MG NREE - GHEMBREREBIVER « #58 MG WERE - URRIAMRE
ERAR IFHVERN -

65 | HAE A FRIR B AMEZET B AR MG NERT R - RAMANEEmE RIREKE -

e RERERRIEER EEL B
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6MWT
AChE-I
AChR
App
AZA

Cl
CNEMG
CSR
DFPP
DNMG
EOMG
EQ-5D-5L
FcRn
FDA
FSS
FVC
GMG
Ham-D
HbA1c
HR

HRQoL

IVIG
LOMG
LRP4

LS

MC
mFVC
MG
MG-ADL

MG-MMT

N #ES1THIE (6-minute walk test)

C FE R 2 FRESHNHIE (acetylcholinesterase inhibitor)
CEERERRZ B8 (acetylcholine receptor)

FER#2IL (application)

Azathioprine

{S#B[Z R (confidence interval )

EOEH EBALEE ( concentric needle electromyography )
SERTETERERR (complete stable remission )

€ 53EB MRS BT (double filtration plasmapheresis )

€ 55 M52 4 AN JI%E (double-negative myasthenia gravis )
PR # JIJE (early-onset myasthenia gravis)

BuM A EmBE AE B AR (EuroQol-5 dimensions-5 levels)
#1ER Fc 288 (neonatal Fc receptor)

EEEBMREY)EER (US Food and Drug Administration)

R4 BREFZE E 3K (fatigue severity scale)

FA ISR & & ( Forced vital capacity )

2 BB IIIE ( generalized myasthenia gravis)
EFWEEE 23R (Hamilton Depression Rating Scale-17 items)
#E(L M3 (glycated hemoglobin )

E\p2LE{E (hazard ratio)

EEABRAEE S E (health-related quality of life)

P9I EE (interquartile range)

AR ST B EKE H (intravenous immunoglobulin)

Btk 5% BY AL £ /7% (late-onset myasthenia gravis)
BEFEEREASEMHERZER 4 (low-density lipoprotein receptor-associated protein 4)
&/NFEJ57 (least squares)

AN FIRESE SR ( myasthenic crisis )

RIS S EATEE (measured forced vital capacity )

A& FIE ( myasthenia gravis )

AN£EJ7%E B % & 7& &8 ( myasthenia gravis activities of daily living )
ANEESIEEREF ARG ( myasthenia gravis manual muscle test )
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MG-QoL15
MGCS
MGFA
MGFA-PIS
MGlI
MGSTI
MM

MMF
MMS
MuSK
MuSK MG
OMG

OR

PE

pFVC

PIS

PLAC

PP

PR

PRED
PRR
QMGS
RATS
RCT

RNS

ROC
SFEMG
TEAE
TNMG
VAFS

VATS

ANEESIIE - 4 7ESE 15 I8 ( myasthenia gravis-quality of life 15-item )

ANEESIFEE S 932X ( myasthenia gravis composite score)

ZEANESERE (Myasthenia Gravis Foundation of America)

EEANESERE - TTERAKRE (Myasthenia Gravis Foundation of America Post-intervention Status )

ANEE S RERERRIE R ( myasthenia gravis impairment index)

AN GEARREER SRR ARE = 3R ( myasthenia gravis status and treatment intensity scale )
KEWREAR (minimal manifestation )

Mycophenolate mofetil

AN SIGEEE S ( myasthenic muscular score )

A4 2 M ER R EL B ES ( muscle-specific tyrosine kinase )

MuSK FERABIANEE JI4E ( MuSK-associated myasthenia gravis )
BRANELANLEE JI%E (ocular myasthenia gravis )

BSELE (odds ratio)

M B #2107 (plasma exchange)

FBAIAY FVC (predicted FVC)

FFaRAREE (post-intervention status )

ZELH (placebo)

3% 53 8407 (plasmapheresis)

ZEYIREFE (pharmacological remission )

Prednisolone

LeBER S S LE (proportional reporting odds ratio )

ANEEFIAEE £ 8 ( quantitative myasthenia gravis score )

Pt S B BN AT ER 17 (robot-assisted thoracoscopic surgery )
Rtk BE 51 5% (randomized controlled trial )

EETHFERIE (repetitive nerve stimulation )

EUESIRERHE (receiver operating characteristic )

B ER (single fiber electromyography)

AEPHIFNAREEMH (treatment emergent adverse event )

i R E RN JISE (transient neonatal myasthenia gravis )

TRESE Y 23R (visual analog Fatigue scale )

FREHBNBIRTEER 117 (video-assisted thoracoscopic surgery)
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AILEEJTIE ( myasthenia gravis, MG ) @— & & ALAIE S ER ( neuromuscular junction ) 898
BREER  HEEE LR CHMESR 88 (acetylcholine receptor ) ~ Al 4 2B
L BES ( muscle-specific tyrosine kinase ) HIEZEEREEHO X BHEBER 4 (low-density
lipoprotein receptor-associated protein 4 ) BY B #8188 (autoantibodies ) & AT ALRIE
ERIEE - EMERINENTES ' - MG EXLEFZAALIEE & FIaNZEHIERER « &858
HIE « &H ~ UMUK MEIRENR - B REKRBIRE TE « 818 « RENEE R T
= 35

MG I B EEEAMNERE (ETEBE 40 RUATHLZMEM 60 RULBEMN) - BrRoit
Al > WA REEAERB ARSI HARERRERNER"-MGCHNEREITEASH
BA40-180 N ERELRATEHEA412 N EBE » MG BRAEIK 2013 £1
4,476 NIGH0E) 2019 85752 A » BITHRAIRB+EA 19 AEMEI 24 N° - 2 5F
B MG ( generalized MG, GMG ) &/ A B 2009 F 1Y 1,576 A AN E) 2019 £ 1Y 2,638
AN BITEREESTEAN683 AZFFEEME] 11.18 A (p<0.0001)° > —IEEHEEE
& ¥LE ( National Health Insurance Research Database ) 324 GMG JE AR EEEF] A
(healthcare resource utilization ) F1E&Ex & ARV EM M4 ECEAZTIE T @ B85 GMG IR AHE
kb > GMG fEATE 2019 FFIIEANT 10 ZRFIFZRLES ~ 0.62 R{ERT/AHERM 0.49 R2EZM2
(p<0.0001) » BEEEFRANFHERABNE 94,997176,431 70 (££ 3,133¢2,521 55) * iAb
EFREERNER (PI52 ~ X8 ~ 2E2E ~ &Y)) PEBEERS (p<0.0001) " °

B MG BITERZFIRMASBRAERINENGIE - BRRHZHN R SRNE
2% - BERI - oK RRRBERNIEREZE T » BNERRESFNEISEFZRN
SENERERER » fi— MG RBEA  BoENEBMNEMBRASRH—NER
MR MG B2ERELREIES| - IREEE MG R ANEBERMEMERAR » TBoE8E2R
£ MG RIEGETTE SRR R EYIRE -

1. Jaiswal S, Shrivastava T. Cureus 2024;16:e59104. 2. Phillips WD, Vincent A. F1000Res 2016;5. 3. Mishra AK, Varma A. Cureus

2023;15:e50017. 4. Gilhus NE, Verschuuren )). Lancet Neurol 2015;14:1023-1036. 5. Tsai NW, et al. Neurol Ther 2024;13:809-
824. 6. Herr K], et al. Front Neurol 2023;14:1203679. 7. Shen SP, et al. Front Neurol 2023;14:1216595.
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HIlBEARERGE

EREZBGHE 37 UALEIE (myasthenia gravis, MG ) HHEIMNER &k —IFE KR (
EENENERZHEIESER) BB 11 EFREANEESHE » B1EZ2E  BARUIBRM (
thymectomy) ~ BRA/LE! MG (ocular MG ) ~ R EEEI2 B A MG ( early-onset generalized MG) »
Ak 5% &Y F #3R B 2% BY MG ( late-onset generalized MG and very late-onset generalized MG ) »
AT E M ERREL B ES ( muscle-specific tyrosine kinase) FEREAY MG K & 724 MG (
double-negative MG ) ~ ALEJIEER (myasthenic crisis ) ~ #14E A E D EER! MG (neonatal
and juvenile MG ) » MG & B 88 & & & ( MG with autoimmune diseases ) ~ # /88 MG
(refractory MG ) UK REAEIE R m & 2B 8E (long-term management and patient support
group) °

BEREF/NEE B S MEDLINE BRER 10 £ (2015-2024 ) BIER @ TEFHIE
FBERERNXEE » i£8 MG ERRZENERER - ZAERZEERB MR LR

ERREBRBETE—HIRE » ABUFTRIFEKRBESR (5-point Likert scale ) ZEFIE
ERZEHHEEBHERRE - AR ATEER (accept completely ) » A AEIRE
T aB 2 REE (accept with minor reservation ) ~ =3 BREIREFERZ{RE (accept with major
reservation ) ~ M AL GEREBEF B R (reject with reservation ) UAR—nRATERY
(reject completely ) © 5@ 75% WEREZEEFT D ZBHRANER D BEEM L - 60-74%
ERZERBRXERREE/NMABHRAS » & <60% EREZERZAIBIRZER - B
T HRIREHHPIE RIS ENERETITS 0 275% EREZEF S ANEI RS RERHH -

& <75% ERZEZE RS AIBEFREZEEER - BRARHEEIZE (level of consensus ) >90% AIIFZE
BHAYEEERSRE (strength of recommendation ) Z5RIUEE ©

FIL 3 7 JiE B PR BR A 45 5
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=HA 1-1
RSN EE S E ( myasthenia gravis, MG ) Y
mA > BEETIFEREE > 2RSS
2 (acetylcholine receptor, AChR) #ii 88 #% il ;
ERERAEBRRFBT SR > v XiBIFEEEES
o AT > HHSIE MG IR AB BB Al sE IR S
TR FE > EIt > $EFERYEE RRE RIFENTRIE
ElSHEEEM -

HEFIZRE © 100% > FI95F9 © 4.84 > EiH5EE | id

—IA[E AR IR 0 4 224 (I O BRBE iR 32 B2

( acetylcholine receptor, AChR) #& & #1182 2 [5
MHEA Efss i BHMEZ BB ENIE
( myasthenia gravis, MG ) 1 11 i E#E AT EBY
JRAMHERR o FITHY 155 ADmA > Hb 30 I
HEEMIMGIEA > 125 2IEMGHEA ; #&

REIR > HEILIEMGEA > MG TRAEE A EE
HIREF U MG HIFIRAERIRZRIR (73.3% vs 10.4%,
p<0.001) M EEREER S AChR FEE e
(8.2£15.6 vs 0.4£1.6 nmol/L, p=0.011) > HEH
B9 AChR 58 Ei 188 ( modulating antibody ) 3828
HE S (89.3% vs 23.9%, p<0.001) o EaK L £F
TIMGHImAR > EEHEIR ACRRBEE NS
>0.5 nmol/L BiRENHEEEE 20% » BRAEH L
B AGZERR MG ' ©

AChR BN ASRE WA ER MG ERRERRY
S1Z o EARMBIE AChR 7B B RSB R R
AR R IEaR ; WS EEARA S iHIEaY
MG JmA > AChR 7B e R E BB A £ e
7 ( Myasthenia Gravis Foundation of America,
MGFA) 5> £ IEABRA > AChR #1888 E 18 N
10 nmol/L » MGFA FF 3 B L RYRT BB 1 "L & 18 1N
10% ( & FA % & Lt [odds ratio, OR] 1.13 » 95%
S #8 [& R4 [confidence interval, Cl] 1.06-1.20) >
BRIHERAMERERE TR  HILFEIE

09 58 1 7 B B 9 31

fi¢ 1= B2 A (longitudinal monitoring ) © It 4} »
AChR M E B8R E B MGFA 5T 90 > TR (8=
pyridostigmine ;A& YR AR Z B » F It
AChR M;EM A REH I ERRARNSEARKA
BAK 2 b5 > MG 25t 8Y & b B2 B BF 89
AChR T AT EMEEREL MBS ( muscle-specific
tyrosine kinase, MuSK ) Il ;&5 1 82 F5 M B REZE 18

B o 180T MominBe B R TRREE ®

HiH1-2
BTYEEZESESIAES > BEERKRE
FEHELIERE » MEHEHEFRH (repetitive
nerve stimulation, RNS ) 6 E s BN EE
(single fiber electromyography, SFEMG ) © j§4&
TRARSTHRE  EBRESKERNEETRE
E - BAERES > EHRRRIL o

HIEE 1 100%  FITFFD © 4.92 0 FEHEE - 4
BEEEH

BEXIERT B E &M &R B (repetitive
nerve stimulation,RNS ) 12 & « B AN =
(single fiber electromyography, SFEMG ) Fl[E)/0rEt
EMRANLEE] ( concentric needle electromyography;,
CNEMG) 2 RIF B ~ FRIE A MBI MG B2 R
TH* —IBMA 72 IHIF R R4 CIEEEE
I > RNS Al SFEMG % & 7] LU B S B 58 MG BY
BRIREZHET o TR ERAN R EITIR A N S R
& > A LUt AR BURY > AHE MuSK I
EIMEBEERNREA - CNEMG NEMB S EA
WMEXEE - MAMZTUEE > BRAER
Be> BRIREALFS SFEMG U B AR o k4>
BMMGEANKEREJERERESEEN
BMEE o B—IEHD 75 i MG fw A B [E]
B 2T 2% 30 - BRI BT £ 8 (jitter) FE R
(decremental ) /2 F& B2 JiE ik BY 1 R ATL A0 P OR
MEH - RERFOKRANREND 25 E MG




Chapter 01 | Diagnosis

xR—  EBEEAE R & FERE R A BERFZILA ROC iR TEEUR REBENSRENSENY
IERIME BRRE (%) HEMY (%) p fE ROC iR TEE
£
FEAR
APEANE S >89 ps 74 72 <0.0001 0.75
MR AL >91 ps 89 75 <0.0001 0.82
PR AN A >114 ps 64 80 <0.001 0.74
BE
MR ANE S >94 ps 62 68 0.03 0.82
IR R FE
REAK
APEANEE S 24% 74 63 0.001 0.70
IR A 27% 62 69 0.01 0.70
BE
ARER T2 24% 63 65 0.01 0.66
MR AN R S 27% 62 69 0.02 0.67
ROC, receiver operating characteristic.
( generalized MG, GMG ) IE2 ] MG EE 7 EX BEEEH
( quantitative MG score, QMGS ) 18Rf o 5B B fiE

AR A B IJK (symptoms and signs ) BYF B35 U 28
121E4F1 ( receiver operating characteristic, ROC)
A% & (area under the curve) £ 0.74-0.82 »
B (£ ME (optimal thresholds ) £ 89-114 ps ; i&
2 FERY ROC BB#R FEIFRR 0.66-0.70 » RIERT
B 4-7% (FR—) ° ¥18) (>100 ps ) AERR FE
(>10% ) BV L BRI LUERERAPIRRERE S
MG NBEREE 7 °

®iH1-3
HHIRREBPREARBYTRA > °TLAfsE Ak BRI
(ice pack test ) YA Kz 52 52 En R AN B2 AN £8 0 e
( ocular myasthenia gravis, OMG ) ° SFEMG RAJ}4
1R OMG HYEZEfEE o RNS #&Z 0 SFEMG FI 5
£l MG R EFZEMER -

HIBERE : 97% >

FIG5F9 © 4.83 > EBRTHE © 78

KECRIE AT ERTERRR LIRE ~ FHRAMAAR
1M 2 BIBR ALY A #& JJ 7 ( ocular myasthenia
gravis, OMG ) #1F EftE T A ¢ o —IE#7 155 fiI
R PR _EEE Ll OMG fm ABYBASE » EARE 102 fifE
52 OMG ; fEREET » KECAIE Y SEZ2E OMG By
BURER 86% (95% C1 79-93% ) » $FEME 79%
(95% Cl 68-90% ) ; SFEMG BIBRE S 94% (95%
C189-98% ) » HFEME 79% (95% Cl 68-90% ) ©
BEMEBNRERER  IEAELDV—IEOMG
BEEREBENFTR > HRERSE 98%
(95% Cl 95-100% ) > T 45 & M F K = 66%
(95% CI53-78% ) ; FRAMIERERERSME M
A > BIBURER 82% (95% Cl 75-90% ) °
FERME 92% (95% Cl1 85-99% ) ° © B—IENH
232 %L OMG fm A Z BIBEIEERZE » HA 165
I E2 OMG ; #& REET > SFEMG TE52 i OMG
BIBURRE R 79% (95% C1 73-85% ) » R MR

L9 1 B R PR 35 3 10
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80% (95% Cl 71-90% ) » HHEEERER T B ERTR
ABY ROC HHIR FTEFER 0.88 » HERMRR T
EREAKBAR ROC IR TERES 0.87 » BERR
BEREKRBARN ROC G TEREE 0.66©
t4k > RNS #2201 SFEMG & % B MG B BR E 712
EER e

E=EH 1-4

HRLUMGCHREA » ERETEHRREERIKK
BRJ%S5 ( autoimmune thyroid disease ) BYERH
Hop&81E B In X & K /& ( Graves' disease ) °
ZEFEEERNSBRITE  EHRNGREREY
EH o MNRPRBRRHFEZEEREMEE ( thy-

roid-stimulating hormone receptor autoanti-

body ) 214K > TRERTREBEIRKL KR
BREBERE -
HEBIZE  96% > FIG5FD :© 4.54 > BEHE | 7#

CRARLEERERMPRBREREERR
B> HPUBImRXEEKBEMBARKRARBRERX
( Hashimoto's thyroiditis ) £ 3F 24 o —IEHR A
39 IBRZTE 24,927 iI MG B AR & 14D 1 B8
™ EMGRAR > BEREZREMFRRBRERN
BRITEE 10.1% (95% C16.7-15.1% ) » EFEIR
ARERZE A #7188 (thyroglobulin antibody ) & 14 2%
17355 12.6% (95% C1 8.1-19.1% ) » BIm KX
KERRITERE 6.0% (95% Cl 4.2-8.5% ) » IBAK
ERARBR R BR1TERES 4.6% (95% Cl 1.9-10.5% ) ©

MG £ 28 4 B 83 % 5% M B AR AR 5 7 BY R BR 1
% B8 (OR 2.86, 95% Cl 1.54-5.28, p=0.001) ' ©
F—IERH B REMA 26 85 B AR BRI
AZEERTEHEE XL KRR (Graves’
ophthalmopathy ) MR 4B ZE > FEREETRF
ARERR AR ZRERTENEERBIR R
BRRAVERTTE « BREREEIEBN AR o Bk

n 58 1 7 B B 9 31

BRI B$88 ( thyroid-stimulating antibody ) AI{E
@Tﬁﬂﬁi%ﬁnﬂ ﬁﬁﬁ’)ﬂfﬁﬁaﬁkﬂﬁlﬂﬁﬁﬁab
( hyperthyroidism ) ;8 FI & 8 In X & KERREH

FHENMBRERE © -

Bl 1-5
HitMcRA > BEETHEBEREERE
( chest computer tomography ) LA HE B g B £

® > S BREU R MRIEE - EREETE &K
REEEFENEESTH > e ESERRNS

Rz RARTE > Xi5 | EEERFIHSE o
HEIFIZE  100% > FI95F9 © 4.81 > EHEE | 78
BIEEEES]  SHHHEBMUMGEA > FEFER
FER BRSER B IR IR E R L e S B AR
JZ o HIRRERRE > AEFEET 2 VIFRKAR
BRI AR o IRIFEMFRIESEER > TTeEEEN
WM ETRR B EM / L BEFE—F 8% o Bl fE

MERBEERENSIERER  HEREBRER
RS HREZ2E 7 -

1. Sun F, et al. Muscle Nerve 2022;65:508-512. 2. Heldal AT, et al.
PLoS One 2014;9:e114060. 3. Galassi G, et al. Acta Neurol Belg
2018;118:435-443. 4. Vahabi Z, et al. Curr J Neurol 2021;20:120-
124. 5. Guan Y, et al. Muscle Nerve 2017;56:253-257. 6. Chiou-
Tan FY, Gilchrist JM. Muscle Nerve 2015;52:455-462. 7. Abraham
A, et al. Muscle Nerve 2017;56:445-448. 8. Sivakumar P, et al.
Indian ] Ophthalmol 2022;70:1331-1337. 9. Giannoccaro MP, et
al. Neurology 2020;95:e1800-e1806. 10. Giannoccaro MP, et al. |
Neurol 2020;267:739-745. 11. Srivastava A, et al. Electromyogr Clin
Neurophysiol 2007;47:93-96. 12. Kubiszewska J, et al. Brain Behav
2016;6:e00537.13. Kanazawa M, et al. Eur | Neurol 2007;14:1403-
1404. 14. Nakata R, et al. Eur J Neurol 2013;20:1272-1276. 15.
Song RH, et al. Autoimmun Rev 2019;18:102368. 16. Seo S, Sanchez
Robledo M. J Endocrinol Invest 2018;41:1457-1468. 17. Wiend| H,
et al. Ther Adv Neurol Disord 2023;16:17562864231213240.
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FE5 | RERYIERM

EHH 2-1
FhECEREY MG TR A » 5512 18-50 BERE AT
AChR fi R[5 1 2 5 B! Al #& 77 JE ( generalized
myasthenia gravis, GMG ) & > 12 & iR I 5 iR
VIR EY S HAE - EBAZEEETIU
HEHFRBRE B RENHRENGEL
18N 58 2% prednisolone BIRTHEE o 4F 51
ZE BRI 4 ( thymic hyperplasia ) + R 5! MG
( early-onset MG, EOMG ) flli& /AR IZEFREIFERY
mA > ERERYVRTERESRTEZ BB ENRR
RRIREME EINEARE - R EF 2 BT LEFR
MG BA ° FIBRUIBRHMTPTRERTHR L R R  TERREE
&Y MG ( late-onset myasthenia gravis, LOMG ) *
BFERIBA - BIEEE15H ( body mass in-
dex ) B - B EHREHIFERRIBEA »
BiEREEE MR RERER
B > FRUARIBRUIBR TR iE FAFEREIEE & ©

HEFIZRE © 100% > FIG5F90 : 4.97 > BEE5EE | d

—IE 5 Thymectomy Trial in NonThymomatous
Myasthenia Gravis Patients Receiving Prednisone
Therapy (MGTX ) BYFE & ¥ BR 5088 ( randomized
controlled trial, RCT) > Lbt8& T 66 ii = & B
JERIBRJE AChR B2 5 1% MG 8 A2 B BR 1)
BRflT B FE B (alternate-day ) {53 prednisone &
> B 60 1123 % [E B prednisone & Y E
W o FEREET 0 MBI ERE H#ER prednisone
> BEZWERVIRMET=FARBEEME
JNFE =3 QMGS BR1E ( 6.15 vs 8.99, p<0.001) »
¥4 Bm H prednisone I F ¥ FE R 2 W B K (44
mg vs 60 mg, p<0.001) ; BEEZBARVIFREY
/AR » EE(FHA azathioprine (AZA) (17% vs
48%, p<0.001) KA IEMEMM FHFF P (9%
vs 37 %, p<0.001) Mm AR D - SHB

13 58 1 7 B B 9 31

prednisone Bl £ &P TEHA ( 1B1E % RERK B
£ ) En AR REKRERRRIVEMY
FE AR ( minimal manifestation, MM ) 0 & 2 &
RIFEEREREINGEER o £ MGTX BYM
FREHEEPHEREURER > EREERY
PRIl UAFHER 2 B B IR E MG R AT 2K
2B 2 - MGTX FHERRV B RABTE DT ZEAIZER

Ed 85 ¥% 55 A prednisolone 1H Lt » %% M BR U1 bR
fi 0 prednisolone & E&HY MG @ A E B B
IE AKX B8 X B 55 2 1% A3 prednisolone BY EE 5
B (64% vs 38% ) » ELIEZHIRFRIEIR (1L
3088 vs RERIPEREFRE » p<0.001) 3 ©
b5\ > BBRUIBRTT & HEY A BRI UGN E
TRAEZBEAR > I’F MG IR AR B & EEEEEE
$3 45 0

BRI RFEEBRZEE MG (late-onset myasthenia
gravis, LOMG) mA BB T EE TR R VIR
fiT o TE MGTX BRI R BEHE D 4P > B S TR
ANMKERZE R TF 5 <40 pR X 240 IR B W AH »
ERETAEB—ERRFERER HER
{8 A3 prednisolone #8 Lt > & 5 B9 AR ¥) BR iy A0
prednisolone & & BY &5 [ /0 # I 13 QMGS #
prednisolone N FHIFREBHRIE ; HKRER
FHp <50 pREL 250 BRI HE » TERRFE 250 5%
(B LOMG) kB > MERERANNER
REER ) GEURZRERAHERD (M
BR ¥ BR i 4B S 5 > prednisolone #8 /\ )
MGTX s ERERER > RHARBR VIR &2 5
14+ I B9 BR 78 AChR 1 B2 5 1% EOMG B — E BY

» BREH M LOMG EMN M K HEE
Fir LA Lt 38 9w A SE 17 B9 BR 7] BR 1l §1) F& 17 #8 55
e ZE—HEHRAKUELCBEETSoMMAA
NEHAREWE HRNIEEREHEE MG
(n=766) # LOMG (n=230) fm A3 B BR U1 PR



TR VR > 53 7 = T8 L 5 B AR V) PR g B2 R
TRABTMEEIEMARE MG AR  f&
REAT > BREIERRE MG WA ZEDIFRIRIE
AR REM LR BB m A 1.95 f& (OR 1.95,
95% Cl 1.39-2.73, 1> = 0% ) ° FIRRYIBRHMT B (R <F
AEE AR ANERREERR (clinical
stable remission ) T Z&¥)#% fi# ( pharmacological
remission, PR) R BERIEZE 7 o k4 > —IE[E]
AR » EFHHBY LOMG (265 5% ) &
A 352 e BR U BR filg BY Lb BI{E 7S EOMG (<49 B
9% ) MIEE FE K LOMG (50-64 58 ) /A
(p<0.001) - BRIARIE I WBRVIFR « REM
R EEZ BRI > 2EMRELREER
RBRYIBRAY=#E LOMG @A » TE AR =F & ER
A SERE - FTEERAEE (Myasthenia Gravis
Foundation of America Post-intervention Status,
MGFA-PIS) ~ MG HE X E7EE ( MG activities of
daily living, MG-ADL ) 5772 F1FE EHY prednisolone
BEEREEER® - 16 » W EEMAYEEH
ZEHAT » LOMG (250 3R 387% ) M AT IR Y]
PRIt UM R B MRS L » TR MEER R AR
B EE I EE R BRBIEBITRAE S (60% vs 26% ) 2

BFEZEHR) prednisolone EZ#1E ( 0.8 vs 4.0 mg/
day)? e

RN ERR VRN FERNE T > SUERW
MERITRER » MG R AT AR VIR T RI89%R
2O 12188 ~ B AChR IBErS 1% ~ BRI
HEFBTRERTE 40-45 RUTERMERTEELR
IFRERIR R ERF 03 c BRER « Si2EE1E
Bim ARAN#EIFERRAESMEBERAE
HIAERAREF o

MR IR S REMBREN MG 5 E > —

TE[S] A 14 R ST RE TR OMG s A T2 332 B BR Y BR
iz & > foni A MARIE £ A | BRI AR BRI A

Chapter 02 | Thymectomy

teta T A - HAR AR R R A ZE R R BT ERR
f# ( complete stable remission, CSR) N EE S
(p=0.014) > o URRVIFRIT SR AEMFT I F
B MG NFEEAR > (65 B ITHER KK
BETRBRVIGRMHELCEEFTVERE MG ER
2UEBEEUN > MEEEFTVFEER MG RAFE
K 22 RBRUIPR 1610 o

BHA 2-2
BAMRETR EASGEHBBZERFH
( video-assisted thoracoscopic surgery ) S
F BB FIBEEE F 7 ( robot-assisted thoraco-
scopic surgery ) TR IR0 52 MG @A
FREREE  EAEHERZATYN »
BENEHRBER AV HEEEEENEE
LrIRe SN TR ENRR - BEF —LHE
iE > (BEXZ R AEBRYIPRAT R EPIETHE -

HEIZE : 94% > FIYFS : 4.50 > BiETRE 18

fE &t B B A SR 17 ( robot-assisted
thoracoscopic surgery, RATS ) i 17 @ B £ BR i
BYAE RESCRA 5 & > — IE [B] 3 14 6ff 35 F 1338 Hit
RATS % 339+t 132 BB MEIRE =~ EE
BRIE B9 MG fE AR 2 76.5% (26/34 ) Tl S 2 4L
RWE~61.7% (21/34) BV EEEEENE
2 UR=ZFEEFIEE %P M5 —
T[] M ST BI BB > 7E RATS & R (U BE Hit
BFRE 60 18 B (5@ 12-263 BB ) 8 > EER
K12 60 5% B MG fm A AR > ZE R CSR BV ELBI B
7.8% (4/51) » EZERE 68.6% (35/51) ; ELEE
FIAELL » RIBEHKREEENTFYSER =S5
E M (17.6£23.6 vs 2.6£6.1 mg, p=0.0001) 2" ©
tb4Y - —IE[E 4R ITEE R > £ AChR 182 F5
M MG fR A > BRI % A 7E RATS % 30

B9 3 B B 2 45 2 14



B8 | MBRYIERM

AABEHZBENLALLIFWRBRAES
(18.4%[14/76] vs 3.9% [6/154], p<0.001) > />
FEEEH) ( atrial fibrillation ) @B MRENRAE
RBBFEEIE 2 o —THEIMMEAFRAILE T &
& B iR B 8% 3 117 (video-assisted thoracoscopic
surgery, VATS ) (n=86 ) #1 RATS (n=61) ¥ MG J&
NETHRVIFRBVERN > AL E6E R E T
VATS #85 12 £ ( M43 iL EE [interquartile range,
IQR]19-14 &) > RATS#HE A & (IQR3-6 &) ©
fEREEL ) VATS HEN P BEREEB =X
(IQR2-4 X)) > RATS #AEM=X (1QR2-3 X ) (p=
0.013) o VATS #HRY CSR 285 18% ( 14/65) ° [
RATS #8155 26% ( 16/44) ( p=0.06 ) ° Cox B & 73
MrEE RN EFEREES « RATS I AT EN IR R B S
ZEER) CSR MBI TERIRF 2 o

5HH 2-3
H 52 B A% 35 52 B BR ) PR 4G B9 B2 2% BY GMG 7R
A o fliRi e RARY MR E#a4ilT ( plasma exchange,
PE) AT LA ERKER - BRI RERER
( intravenous immunoglobulin, IVIG ) —f& &
ENENS E > HFRMHAE R R EE LR
TR HEEIE -

HEIZE : 96% > FI9FESD : 4.54 > FHFEE | 8

—IERFIRIAFTAA AL 7E R AR TIBR
fily =2 W11 $% 32 I 4% & #2417 ( plasma exchange, PE )
BY EOMG (<50 5 398 ) WA 5 IBRET > &
it —FREHFT G T > FTAERANNER
Osserman 7 R ERR 2 R BRE > HUAL
BEE2FENHEANIRAOEEEGRANE 2 A
> —IESH T 177 (L EZ AR UIBRMTAY MG
A BB MR ST AISEIR > iR PE B9R
A HARERTS2EE > BWBREENED

15 58 1 7 B B 9 31

fiE f& &R ( myasthenic crisis, MC) BYB] e M B =
(OR 3.59, 95% Cl 0.92-14.04, p=0.066 ) % ° 55—
TH RCT B LEE MG Je AR AR E 5 R B BRE
H (intravenous immunoglobulin, IVIG) (n=12)
5 PE (n=12) F & K9 BR U] BR i §i] 2 1 B9 7R
W BRELR EPEMEAP BEEURAMN
BEE HBEHNPLHEREAS 13/0E
( EEE 2-216 K ) > BIE IVIG R R B WAL
WARE > HEHNPLUBERES 0 /(&8
2-22 /\BF ; p=0.01) ° PE $BAY T35 F iy B RS
tE IVIG #B 2 %94 /) BF (3.46+0.68 vs 4.171.03,
p=0.05) > 1B{EPzHFRA ~ MNEmRE R E KA
EEEH ST mAEREEEERE - RERVIFRIMTR
BIUE R IVIG 1FR PE B AE 2 -

B84 2-4
AR ERN AR ERFERNARE
5 ST PSS RIS B SURS S HARNEY MG (mus-

cle-specific tyrosine kinase-associated MG,

MuSK MG ) is AR 5 1 TR AR LD BR 1l

HIBIZE : 96% > FIHFFD : 4.73 » BETHE © &
BEEH

—IEHA 10 fiL MuSK FHEARY MG ( MuSK MG )
WA BRI T > MERVIRMTE AL
EMGRAAEMERAE Hiit—F82F
WAEER|CSR> MMERE A F A CSRE
REDRESE 10% £ 20%Y c B —IBEZ f i)
=] 4 1% BFF 22 Lb B MuSK MG s A 3% 3 B9 iR 17
PRl (n=26) 2 B & = MR VI BR AT (n=29)
BN HAPUBCEREE 25 S 70 (£
6-184 18 B ) 1 36 ( & 6-148 @ B ) &
B R EREIRE > B (35%[9/26])
FRE (55% [16/29] ) == MBRTIBRMTBYRATE
MGFA-PIS FF 0 B B BEEER] MM ARRES B HFRYLE
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BREEEER (p=0.17) > BFARTIRRHrEL5E
BB IFERARFERAVAIEE M #ERE (OR 0.43, 95%
Cl1 0.12-1.53, p=0.19 ) 28 o |tk 4} » —I&E[O]3f 14 i
FRAIFETR > TR WARYIBRMTBY MuSK MG %
AR BESAE 50% 7% A BY MGFA-PIS 5T 33 5
MM ARRESEELT » (BRHAA PIS 577 B R 352 AR
VIRRMTEVRAMEE - SN > WHARFBEESH
RUIBRMHm A ER 7 REildak - Hit
AR S HEPRBIRR VI BRI R BE 2 o

2EEH

1. Wolfe GI, et al. N Engl ] Med 2016;375:511-522. 2. Wolfe Gl,
et al. Lancet Neurol 2019;18:259-268. 3. Lee |, et al. Neurology
2020;95:e755-e766. 4. Chen R, et al. Expert Opin Investig
Drugs 2021;30:1231-1240. 5. Jakubikova M, et al. /] Neurol
Sci 2015;358:101-106. 6. Akaishi T, et al. Ann Transl Med
2019;7:5208. 7. Zhang J, et al. Orphanet J Rare Dis 2021;16:232.
8. Sakai W, et al. eNeurologicalSci 2016;2:17-20. 9. Uzawa A, et
al. / Neurol 2015;262:1019-1023. 10. Yang }, et al. Int | Neurosci
2017;127:785-789. 11. Pang TB, et al. Zhonghua Yi Xue Za
Zhi 2019;99:3232-3236. 12. Otsuka R, et al. Ann Transl Med
2019;7:4. 13. Menghesha H, et al. Neurol Res Pract 2023;5:24.
14. Khawaja |. Cureus 2023;15:e37584. 15. Zhang J, et al.
Orphanet | Rare Dis 2022;17:309. 16. Popperud TH, et al. Front
Neurol 2021;12:596859. 17. Heng HS, et al. Neuromuscul Disord
2014;24:25-30. 18. Zhang Q, et al. EurJ Pediatr Surg 2022;32:543-
549. 19. Lindner A, et al. J Neurol 1997;244:515-520. 20. Romano
G, et al. Eur J Cardiothorac Surg 2021;60:890-895. 21. Li F, et
al. Ann Thorac Surg 2019;108:912-919. 22. Marcuse F, et al.
Neuromuscul Disord 2023;33:417-424. 23. Kauppi J, et al. Interact
Cardiovasc Thorac Surg 2020;30:827-833. 24. Siahaan YMT, et al.
Case Rep Neurol 2021;13:1-8. 25. Leuzzi G, et al. Eur J Cardiothorac
Surg 2014;45:e76-88. 26. Alipour-Faz A, et al. Acta Neurol Belg
2017;117:245-249. 27. Ponseti JM, et al. Expert Opin Biol Ther
2009;9:1-8. 28. Clifford KM, et al. Muscle Nerve 2019;59:404-410.
29. Guptill JT, et al. Muscle Nerve 2011;44:36-40.
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Chapter 03

BRANELANEE e

Ocular myasthenia gravis




E=HA 3-1

BN E oMc EEMRANGERA > E—i%
RBREYS RS FEEEINHIR ( acetylcho-
linesterase inhibitor ) > %[l pyridostigmine ° £
BRERENERT > TR EEAEERE -

HEIOFEE © 96% » FIYEFD : 4.81 0 BEBETRE © 58
BEEH

B 1% B MR 5l oMG R A A WU E A
pyridostigmine JAEEER » BB B LER S
ANREBREN o HELERE OMG mAEKE
BB HEIYEe S RS - B CERRE R 2 AR ER
1 &l % (acetylcholinesterase inhibitor, AChE-I)
## [z & 1Y B AL Fi 722 2 BR B T 22 FE{SE AR e = H 61)
E7a% -OMG K4t e i F| Y fE S E RS -
BHE2BFAFEE005-1mg “HMBEKRESR
B LUERRERIRER 12

BAA3-2
HrtoMmcWaE > EHRS 15 mg WEEIZ
prednisolone % ARBEAE - kS > BIS
B =8 prednisolone LA K H fth 35 B! pY %8 [ 2 »
%Ml methylprednisolone > LB R B EN - A
e EFEIENE  MhERZERRNEE
BB RTEERI(EA R EFHEEE -

HEHIZRE © 100% ° FY9FS - 4.81 0 BHEE © 58

—IE RCT LEEB L AL HI (n=5) # prednisolone
(n=6 ; EEIEHIE 10 mg FREARA » L1 16 BA
FEEESHRZ 40 mg) £ OMG R ABER ;
FEREET 0 15 16 B » RRIEIMEAEKKER
£ 100% (95% Cl 48-100) > T prednisolone #H
BELBERS 17% (95% Cl 0-64%; p=0.02 ) °
Prednisolone #H 3 F| 3548 MM ik A& BY 5P (i B Ks
RIE 1458 > EZEH prednisolone PRI EHIEH

Chapter 03 | Ocular myasthenia gravis

15 mg/day ( E3& 15-25 mg/day ) ° 5 E&BFE H
RELRFZEHNEEEMTERR « ¥BRE
HEERY / BEBRFRIE (osteoporosis ) 3 ° A
m > IR EEIR - HEEEE OMG /&
ANSIENEEEMIZMRRLLAIE 67% > ME
BRERENLLFS 20%

S—IEEHE D =FHEIERIT AN 87 fiL
¥ % prednisolone ;8 FEHI OMG i A » B8R &
54 fii & #f B 15 &£ A & & £ prednisolone ( <7.5
mg/day) BIRA R » B 47 (IR BEEE GMG
W k18 7 € BR B8R ( binocular single vision ) 5 ©
HMBIE4RZEREEIR > F{ER prednisolone
EE OMG ¥l aE > T ameERTFEEH
R AKHEIZE 10 mg 3 29 mg » BAE—EBERHX
FREMEL - S—EHERMMIEAIFL T 87 i
MG B ABIFEFA M BR AR ( ophthalmoparesis )
£ $% = %l prednisolone B 2 & L 2 B HI K
R, BRET > REERBEANET > RAL
EREANTFHRESEEER > B37% mAN
BRALFREE =88 A8k - ERAMET=E8
PR R RV A BR H BB F AR AR YR AMELE -
1t P9 3 32 B9 7] 4R prednisolone F Il & B 5
(0.5 vs 0.3 mg/kg/day, p=0.014) ; SATIEF 25%
B ABIES T IVIG/PE » TEHERRIELER AL
EEERAREHETEEN 7 o 4l > —I8[E
MR 3T 234 29 fi AChR H1 25 MRV OMG fm A
% = methylprednisolone FYEXY » BERAE R
B 82.6% MR AR AR EIR AR T ERE
R HaEE RENTIEEEE=E°® -

RS R AYBRFZERESR » —IE RCT LLE OMG
WAEZ(EE LR E 33 (adrenocorticotropic
hormone ; /\X#2%|= 580 units ) (n=21) M%&
R (n=22) BYER » BRI ES)EE MK
FEEMBERIEER

55 1 7 B B 9 21 18
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HH 3-3

B HAE A AEEES A% OMG FIRERI AR EELS
GMG BYE PR ©

HEBIEE : 97% > FIGEFD : 4.89 0 IBEEE | 58

—IER &M 2 M # A J\IE LL 8 prednisolone
5% 1 fa] H fth % 7% 30 & I #1 pyridostigmine T£
OMG J&5 A YR 2 [BI R I 6/ 35 > 547 (U %
AEDBRE=ER » BEEERHBE—FHNH%
B FERFE 0 H pyridostigmine 48 Lt »
prednisolone F % 7% #1 I| &I #H 2% & GMG HY OR
£ 0.19 (95% C1 0.11-0.30, I’=37% ) > §& =~ B
HA{sE A prednisolone < G2 & 0 | | 75 & ] LUR
> GMG BYEE 4 0 o th4Y » ZIEEAERZT R ER
—XEET > (FREEEME MR B INEIR A&
OMG BB &K GMG BYEBE 1119 o

EPH 3-4
¥} prednisolone A5 5% 8o R FERY OMG
B » BEEEAYN azathioprine (AZA) + myco-
phenolate mofetil (MMF) # tacrolimus FIELE
ElEZ S EMHIE] ( steroid-sparing agents ) {EfS
22 O BB WA RE o SEEMERD
HenEEERENKEYE - RRRIIERAER
EERVBIVER « MEFHRTRIZE > W E R ©

HEBIORF © 100% ° FI95FD © 4.81 0 EEE0EE 1 38

—IEMABIZE R E B R ZEEET » OMG &
A\ 7£ & #t 1€ B8 prednisolone #1 mycophenolate
mofetil (MMF) JEAK R R %> IHREER/E A
MMF » £ F33B HE 4.2 FVEFEE TR R &ER
B9 187 > H MMF 1.0 g/day fES OMG I R EE &
BIFERRZE2ETMZN 2 kA > BZIAE
[B] 3 14 B 25 0 BE 7R MMF ~ AZA # tacrolimus ¥t

19 58 1 7 B B 9 31

27AE OMG IR AR R ER - MMF ] BES iR &

Mt3Z prednisolone * F ¥ prednisolone A EE R
FERY OMG fm AB 3 ' o FRHAXEEIEE AR HA AZA
HREA B LT EUERZE OMG IR AESR
fi# 1 o Tacrolimus & prednisolone Y78 R LA
B LIE OMG 5% A ¥t prednisolone HIHKHFE »
it B fERIRHERFE MM ARRESE &F ' © 1R 4E[E
Fg 8 #8255 A tacrolimus B A 20 & OMG fm A Y
BREBGEAR > A6 BAH LE GMG B9 4 22 o Tacrolimus
BRERESVBRE LR » It B ] URE
OMG IFTE B RIEMN @ Fh2H P ERE T E
MOMRALESBIREA © LS > HtEFEME
RARER > BYIERAEINREEREERE 2% o

HRREHZEHROOMGHE A » —IE[EM
HHRET SHERERZIME H (MMF -
methotrexate ¥ tacrolimus ) BJ L4 2> 38 & B2
NERBIEMARKRIE - HEA > tacrolimus 7£
OMG YR H/aE PRI M B fth S N I &
YFBEIEERL 25 o b9} o tacrolimus AJ R SHE IR AR
HEEEEAE=(EARERENRERR R
#RE OMGRA » ©

1. Wiendl H, et al. Ther Adv Neurol Disord 2023;16:
17562864231213240. 2. Narayanaswami P, et al. Neurology 2021;
96:114-122. 3. Benatar M, et al. Muscle Nerve 2016;53:363-369.
4. Bhanushali MJ, et al. Neurology 2008;71:1335-1341. 5.
Verma R, et al. ] Neurol Sci 2021;420:117274. 6. Shah YS, et al. |
Neuroophthalmol 2021;41:€622-e626. 7. Europa TA, et al. Muscle
Nerve 2018;58:542-549. 8. Lee YG, Kim US. | Pediatr Ophthalmol
Strabismus 2018;55:339-342. 9. Mount FW. JAMA 1964;189:55. 10.
Li M, et al. Ther Adv Neurol Disord 2019;12:1756286419876521.
11. Sommer N, et al. ] Neurol Neurosurg Psychiatry 1997;62:156-
162. 12. Monsul NT, et al. /] Neurol Sci 2004;217:131-
133. 13. Allen JA, et al. Muscle Nerve 2010;41:379-384.14.
Mittal MK, et al. J Clin Neuromuscul Dis 2011;13:46-52. 15.
Kupersmith MJ. J Neurol 2009;256:1314-1320. 16. Mee ), et al.
J Neuroophthalmol 2003;23:251-255. 17. Bi Z, et al. Neurol Sci
2023;44:1383-1391. 18. Li F, et al. / Neurol 2018;265:2773-
2782. 19. Kupersmith M), et al. Arch Neurol 2003;60:243-248.
20. Chan JW. J Neurol 2008;255:510-513. 21. Isshiki Y, et al.
Jpn ) Ophthalmol 2020;64:628-634. 22. Oh S. Neuromuscular
Disorders 2017;27:596-5249. 23. Duan W, et al. /] Immunol Res
2021;2021:9138548. 24. Fan Z, et al. Front Neurol 2020;11:594152.
25. Wang RY, et al. Zhongguo Dang Dai Er Ke Za Zhi 2023;25:1034-
1039.26. Omata T, et al. / Neurol Sci2019;396:30-32.
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EEH 4-1
M AR E B T L AT LA B B2 S 55 8 GMG JEA
HIRERR - REN ATEERINSREEHMNERS
SR LA RSB ENEEEE o

HIFIERE © 100% ° FIGF9 © 4.84 > BEH5EE © 7H

— B4 LA ZEMA T MIEE S RCT &l
Bu L SRR ER N 2 R B8R GMG BYFRT ° 55—
B EREE » TE/RE/NE B > prednisolone #A
(n=6) MZLREE (n=7) BFE 3 UWHRANITH
& o B_IHEHAEERAIET > TaEmER
methylprednisolone #8 (n=10) BYALEITHEER =
T2 FEERRALL ZRIF4E (n=10) B4 (p=0.006) °
B RCT WAEIREERRET - BLREFIML - &
BEEHAEMCEREENRPIE '~ F—H

5¥H’|_&Lﬁﬂ%ﬂ:$§ MG AR HRE R E—HHEEE

F (BRANERRERAE) MEERESE—
*Elﬁlﬁh BEAEN ; ERET 0 RHEZAE
I EEZ A EEE RS L AR AR U E

PUEF] MM HRRE ( EP& L {E [hazard ratio, HR] °
1.66 > p=0.011) - PHIEZ BE—EEEGE (HR

1.50, p=0.043 ) ~ EOMG ( <50 5% 2% J& ; HR 1.74,
p=0.034) #1 OMG ( HR 1.90, p=0.007 ) £ iZ F|
MM RRESK BB 4 AR RE B R o £ EOMG ~ OMG #]
AChR H1EE[Z MR MG REFHEAH » RHIEZIAE
N OREEEESE EEERLEEES S
#4H (5 [IQR 5-10] vs 10 [5-15] mg, p<0.05) 2 ©

=i 4-2
Mfs B R EE R L 2 AR %A GMG I—
BENER > HEFAMNBEERIE » BNE
R BUFRINR

HIBIZRE © 100% ° FIG5F9 : 4.70 » BHEE © &

21 58 1 7 B B 9 31

BEEH

—IB[L MRS 116 (I MG ITEAEHE
F8 prednisolone 60-80 mg M 1T /8 & > & & &
=XEBRINER > AEEBENRBAEL
FHESE (EE T AKEH —EARE—RX
HE 10 mg ° AR m AT RIS > I
EMEAN1I0mgHREE—FTHE)  BR
BA'R © 80.2% YR A FZRITRAE (27.6% ) UHE
EBWE (526%) 147% BRERENHE -
52% RBERE - TERENREAF > T8
# 13.2¢11.5 K (EEE 12 /\EFE] 60 X ) IR
FrEE o £ 3 L EIRBHBENEZHR
AH o REEIRANE L IRNEREN P HE
BREF(F159.4188 A ) - Z—HKEHI R
F)ER 3T A 1% 2 fR B £ A = Bl £ prednisolone
(75-115mg) B9 15 i MG B A ° $EREERFAE
¥ % prednisolone BERRA > HAlAOB LA
BNBEFNE ; BRETAREME > BOARA
HIREMERENAITRE - 54 > B 11 %
A T£ 12 F prednisolone #f f& ( off-prednisolone
days) » EHRRJESHIEE > flH2RE
EERETRE  EEETREERRMmALE > AL
7£10-60 XEBEFTEIEK ¢ o AR B REWR
Ba LUR A EEEREIER > AMERIER
NZE > —ERRYEEWARLEFERRESH
B MG B9 B
H 51 RAFRE 16 L (31.4% ) 4%
» BXERS

£ prednisolone ( 100-120 mg)
EiEM -
HIRRREARZE1E, (initial deteriorations )
(L B EE AT © o

EHH 4-3
GMG R AYIREASE S HEELE (NS
BR A8 40-80 mg prednisolone ) B¥ > AIRE B X E
—ERRMNERMERS ; KIRREFRE -
BEREOWANENERE > UKk MG BERE




E 3R ( MG severity scale ) FF2 BIERIEA R
BER - Bt > FItEIRZE VIS RREARIKE
SLEREE -

FHARAZRE © 100% ° F4T3F5 ¢ 5.00 - EEGRAARE | 04

HEEEE MG NIZZERE > BRI geE 6B
HARY mi o sB N E G R ER B 1L > R s ZA
VDB 7 o —IEZRBE EIREIA 27 IEFRZTIA
FMLEREREERAE MG & > IEARELRREE
3 BEREUREEEREEEME SRR ;
EREETR BEERH MCEN ) BEAERE
B EERVIRER R (B(EEE 33.3%) °
Cortisone HI321LZE & & (100% ) » prednisolone
BIEE{LZEHE (35.1% ) * methylprednisolone HY
BEERRE (23% ) o EREREEIZE/aEMELL
5 H 3 /R H = £ prednisolone &K F A
FERZEL  KZHEBEHNBREEREERKESE
FE - ERBENEREFEFEFHRK
GMG ~ OMRANES ~ EREBRERE - BREAE
BRUIBRT © o b4 > —TEEIMMEFZE AT 116 i
MG J&5 A & B 1 8 prednisolone 60-80 mg 31T
AEIFER > BB 56 fDRA (48% ) HIRYIIAIE
At > HR 10 imA (78.6% ) HIREE R
ME > FERENHEHER > WIREA (7.8%)
HIRAPERL > 37 ifAEA (31.9% ) HIREER
b o BILBERE—KRESE 17 XM FHH
BE 49X ; BLFHERRERS 1-20 X » FHH
5 4.2 X3 o Z—IRRIMIEAZE 2 55 L MG 57/
A= HfER prednisolone 40-80 mg ETT/AERN
&R » BB 23 A A (42% ) 7E prednisolone
AERBRIERERERL  ZEZBEEELR D
M ( multivariate logistic regression analysis) 2%
I FEEBA - BRENOMWALEDN MG B&E
FZE 23R (MG severity scale ) F R BIEZIERE
LN EEERARTEAE F © o
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EH 4-4
AZA B—TETE87E MG FEIRFHBEE B BHVEY »
|G ERMER > 2 H prednisolone &}
- BB MM EThEEAKRE > iR OMREALEE S
BYSEAR » M EEFE MR prednisolone RIMEIFIE
RIBEFRFEHIE - AZA NEVFTREBRIE
BTEFSAEPEEMGCHNRIERR  BES
XEFAZASRAREE23mgHIE > It 5
prednisolone S {EHR °

HIFFZRE © 100% ° FGEF5 © 5.00 > iEHTRE © #

AZA ZBIaE MG BIBZEY) » B prednisolone
EHERARREMNEIESSH 2-3 mg/kg °
EEEGEEWIEEBERREERENFIEEN
GMG R ABE SR AL > AL B EEREE
EEEM2BEEEREYD - AZA FIENGILE
B ERARKERRIR ) BEE 6-15 EA R
MBS > I B e R R —RIMERE—
H185R 5 o

— IE 7% 5 32 5 Bff 3% &F & 40 i MG " A #%
TAAEBE—RENHEYEDRENS
BER ; FTERABE MC Mm%\ RZIEE
B EUAZABREI 1224 E@B% > 25
B 825%~925% f1 97.5% Mim ARITEH I
el E ~ ORAEDNEAR BRI MERME
Z > BIERESREEMMEER S BEEART
ALE M MERE A 0 AT » B —IEF Mt MG /&
ANER AZA (n=5; FIREIER S H 50mg
IMZESH 2.5 mg/kg) X prednisolone (n=5)
TES ¥ ta e R A ENEE ) RY BN > 3B Bt 8@
—FHRCTHRER ) TIRAAZARRE A
o B AR A L IR 7% & FE (idiosyncratic
reaction ) > 7 37 BN 2% A prednisone ; 55 & M fi
WATIRA AZA —F %> R FREEL
KRR EEL » BERX{EH prednisolone
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EME | FREESRAENE

BRESUE EE—URBAZANRAES
AMBENNE TEF-FEEREB; nE
B /) BE #% 3% = prednisolone B EMN B AHEH
FReflE - EILt > IR A EZE EEKRERT
BEFRBREE > E A8 AZA 1EB MG #1ta R i &l
BENE—ZY) > MEFREEEERE 0o
5 —IERCT tb 8 MG & A # & AZA (n=21;
3 mg/kg/day ’ $iE—F » A% 2 mg/kg/day ) BX
prednisolone (n=20 ) ;AENBERNZEM - B
1S AZA YRR G IEE R - Rt AZA #BRVREA
£ % — 18 B BR 3 prednisolone & H 1 mg/kg ©
ERER EFH30E A8 G K H R
prednisolone #8%5 12 i (60% ) fl AZA B L
fiI (42.9%) % A 3R JIE AR B 1L (p=04) ;
prednisolone #88 12 {i (60% ) » AZA #86 A {iI
(23.8% ) WABERE (p=0.15) ° £ prednisolone
#E #8 Eb > AZA #E 2% & R R K BN B ] R R
(p=0.02) > BMEEE B TFERGFB AT EETT
AR AZA RBEE R R K BB BF R R AR R Btk
(p=0.05) > i B prednisolone $HAYSLBIZHIALL
AZA 85 2.8 f& (p=0.5) ° Itt 9} > prednisolone
HPEEV—RERIERNRALLAIERS AZAKE
EERERFAS2LEZENEE (80%vs 57%,
p=0.18)"" o

—HEZHOESRCTHHEMGRAETT
= FWEHE > L8 #E % IR B prednisolone fil
AZA ( FI9AHI £ 5 50 mg * = HIE N 25 mg B
%8 7) £ £ 2.5 mg/kg ) (PRED+AZA, n=15) I [
H prednisolone il & & %I ( PRED+PLAC, n=19)
B prednisolone E BB EMEKRFER o &R
H8 7~ 0 55 — O W #B B9 prednisolone A iz 24
£3 B FEEZE R (PRED+AZA > f§H 37.5mg ;
PRED+PLAC > [ H 45 mg) > 1B 2 PRED+AZA #8
B prednisolone P HBEIEXE —HE=F

23 58 1 7 B B 9 31

RFBPTR2 (88 =4 : PRED+AZA > fgH Omg ;
PRED+PLAC > f@H 40 mg ; p=0.02) © Itt4} » PRED+
PLAC fBTE = F AR M ReEIREN TR ESIA
5% o PRED+AZA #ERVRITEF S8 - ZRBR1K 2 0

B8 4-5
ERERSRT » Ao E 25 th G i1 E Rt

BHEA > BERIER MMF - TR E
PR REIR AL -

—IEFIEMEE RCT S RAEEEEDT
3B ~ AChR #1885 1% B MGFA 3% I1-IVa Y MG
WA » #HFEt% 5 BLE MMF (n=88; 2 g/day ) &
FHEIHE (n=88)> BHA 36 BNERMEL 2 MEF
o $& REET > MMF #BH 44% R A 2 &Y
EI#EH 39% BIm ASZEE] MM 3¢ PR ARE » Mi4%
% E B A R D $EE B2 B & (p=0.541); Wil
A1 OMGS ~ MG-ADL #1 36 ISR 2 EAE
( 36-item short-form health survey ) ¥ 2 &8
Bl MAENAFREHHERL = - Z—EZH0
€5 RCT ERERBREIFAENEEEH
E 253 AChR IFFE 1% MG i/ A EEE MMF
2.5 g/day /il prednisolone 20 mg/day ( n=41) #
ZZELF NN prednisolone 20 mg/day (n=39) » 38
B 12 BFEEHBERNLZ RS ; BANEEHSE
IEE R EEERRIE 12 588 QMGS &1t o T
Bt 35 & v] LU AR FA A IR 8 MMF 24 58 > [RIBF
1% prednisolone B D B R IEB WHI £ - f&R 7
T > MMF # (-4.4£5.1) ML &IA#E (-3.625.0)
Y QMGS FIFELAEEL (p=0.71) » TEFRBIRE
PESER > W E 4 BY prednisolone Bl £ ; =
ABHAREYNMZERL > R B TEEASNAY



FREMH "o FEEMIERCT 1 > & MMF B2
prednisolone {ER#)ia 8L KRR HENANE
BR > FIEAREZEU MMF {ERE— R a5 s o

E2EH 4-6
BE—MRETR > EERRENERE GMG TR
firh > HEEEEES REMTEE (S iEREME
E|LL R rituximab ) ERHIREE (EERER
RERENNMEATAESEERE > BE
ZERFRESTHEIFERA 12 AAMEERIRE) T
REATBRMENKIE > UERENTER ; &8
SAFE BRI R RRAYE S -

HEFARET ¢ 100% ° YEFS © 497 0 EBERAERE &

— IR ZE ST MG REFHBRARS)
FEER » HpiwA 48 I ERBRER R 3R (<50 5%
W) GMG B A > BRI RS MR UIBRT
(85.4%) ~ prednisolone (72.9%) ~AZA(33.3%) *
MMF (4% ) ~ methotrexate (4% ) ~ IVIG ( 14.6% )
M rituximab (8% ) © #&REET » WMAELEREE
NE—FRBERNILAE 500% ° EZFR
56.3% > HH=F 5 66.0% > 5 10 £ 69.6% ;
W R RE RIRETGERTRMERIE o

EEH 4-7
HRRIIEHAEEBESENMGREA @R
alendronate Fll;E14# 4 & D3 EHEITREB M
HEEBEE TFHEINEGEELFERESEHRR
FEEY AT RER B IRETRRRRR

HEEFRT : 96% > FIGFFS ¢ 4.57 > EEEIEIE [ 58

\
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BEEH

—IEmEY - HREBNEROHAELER
alendronate /Il alfacalcidol (n=22) #1 & %§ {&F
Fi alfacalcidol (n=53 ) R EZ HEEAEN
MGTRABBRNZLE - ERETR > TARAKE 12
& B %% > alendronate /Il alfacalcidol #B B9 FE #
& & $8 (femoral neck) 1 &
85 &F (total hip) HY 7 3 & & E ( bone mineral
density) EL E Z {F B tb 2 5 8 10 T 3.4%
(p=0.002) * 1.8% (p=0.21) F1 2.6% (p=0.02) ©
£ B8 %8 £ A alfacalcidol #B > & A BY BB #E ~ AR
BENEZRTNFEEEESNEERT
6.1% ~ 3.2% # 3.3% ( B B p<0.001) o E & &
FA alfacalcidol ¥ 2 J& 2 58 [ B 7£ MG & A 5|
ENEERRHNURL AR o B—IHRS
73 #r A0 R 0 14 O] BE A A L IE B 38 (219 fiI MG
WA 2V UEREERME) FEHEELEERD
mENEHE M CENMEANE BRET
MG iR AT T4 R D EE L HERER
4.69 ng/ml (95% CI -6.17 to -3.22, p<0.05) °
HPR MG R ARMER D EERE » FItES
BRMEHER D EEMEITHBIE 7 °

1. Schneider-Gold C, et al. Cochrane Database Syst Rev 2005;
2005:CD002828. 2. Zhen L, et al. Front Neurol 2023;14:1259484.
3. Pascuzzi RM, et al. Ann Neurol 1984;15:291-298. 4. Pinelli P,
et al. Eur Neurol 1974;12:129-141. 5. Gilhus NE, Verschuuren
J). Lancet Neurol 2015;14:1023-1036. 6. Lotan |, et al. / Neurol
2021;268:4573-4586. 7. Narayanaswami P, et al. Neurology
2021;96:114-122. 8. Bae JS, et al. J Clin Neurosci 2006;13:1006-
1010. 9. Cosi V, et al. Acta Neurol (Napoli) 1993;15:123-131. 10.
Bromberg MB, et al. /] Neurol Sci 1997;150:59-62. 11. ] Neurol
Neurosurg Psychiatry 1993;56:1157-1163. 12. Palace J, et al.
Neurology 1998;50:1778-1783. 13. Sanders DB, et al. Neurology
2008;71:400-406. 14. Muscle Study G. Neurology 2008;71:394-
399. 15. Tomschik M, et al. Neurology 2020;95:e1426-e1436. 16.
Lv F, et al. Clin Endocrinol (Oxf) 2018;88:380-387. 17. Bonaccorso G.
CNS Neurol Disord Drug Targets 2023;22:752-760.

( lumbar spine )~
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EBH 5-1
EOMG #1 LOMG f5 A€ BBV R E A E R FE
TRE3EN - (BF EFEREB A BERAR K RE ©

HEIOME ¢ 100% ° FIFSD © 492 > BESERE 8

—IBZ OB BRI ZE 5T EOMG (<49 5% 3%
5% 5 n=71) #1 LOMG (>49 5% 385% ; n=27 ) FEARYA
BEIER BB REEHE pyridostigmine (89.8%) ©
prednisolone ( 64.3% ) ~ MMF ( 15.3% ) » AZA
(27.6% ) ~ IVIG (23.5% ) Kz rituximab (2% ) * &
B—EBMEFETME T 58 MR ARBERER o &
SREER ) EOMG £ LOMG BB BSIREIE R (FRfR+
qE+E(b ) 8L (p=0.165) ' o EMAIEIHAMERH
ZEERIR » EOMG (<50 5% 39" ; n=40) #1 LOMG
(250 BRETH ; n=72) WMAER 7 BIFEEEE /
MR ZIMEIE ~ IVIG+ TR BN HIH + BEEE (£
LOMG J&A ) » MUK PE+SEiMNEIHIFNiEEER (&
EOMG /@A ) EARBYaHER » ZEH MM B PR #X
RERVLEBIAELL » D RIS 95% F1 94.4% ; 1B LOMG
WARZNRENHEBE8RIE (MG ARREEE
& 578 £ & 3R [MG status and treatment intensity
scale, MGSTI] <2 ; p=0.048) 2 o 55 —I&[o] 3 14 Ff
ZEHIRE » EOMG (<50 & 38%R ; n=48) #1 LOMG
(250 BR 3R ; n=92) WMATER EIERRYIFR
fiiy ~ prednisolone ~ AZA ~ MMF ~ methotrexate *
IVIG # rituximab E R BB E R > £ & w58
ENE—FRBEARN LG 55 50.5% #
60.9% * BE_FDHIE 56.3% M 67.4% * FE=F
D HIE 66.0% # 69.3° FH 10 F9D 5 69.9%
1 73.5%3 ©

B 5-2
HRWBIZEEBEMeH6ssRE U LR A
prednisolone E—f @A AE EEHAIAEAE °
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EEEEERNEEEZENRANEMERES
H > {ERUMLEHZE prednisolone BYEIE o

AR 1 100% © FHIF5 © 486  EERAHE | R
BEEH

— a2 7 ABRREEEY (265 5 EETR )
MG & A & R BB tacrolimus F13EE 2 (n=12)
HYBE R © AR MGFA-PIS #&REETR > B 36% Y
WANERIRE > 55% WRABFRE - A
w12 97 15 ¥R = B 3T Bl BB 7R pyridostigmine & ff
prednisone ZY prednisolone ¥/ 1&AEEEE MG J&
ARVERIRSE BB MAY 56 o

BH5-3
IRIRBERAVERFRIEH » EIEE prednisolone
5% AZA > R REN S HEETEGE LOMG 5
HE39 B RER ° FAM * prednisolone #1 AZA &
HEEUFRFREZNIEEDENY > LNER
ABYAKEE o

HEIORT © 100% > FIIEFED © 4.76 > EEEHTRE | 38
BEEH

—IE[O] ¥ M B 2T 3 4 prednisolone (n=22) »
AZA (n=12) #1 prednisolone & f} AZA (n=50)
T2 5 M IE K AR & LOMG (250 5k ¥ /% ) &
ABVER ; ERET BR=FFERE > i
B 59.5% By " A FE & R 4F (MGFA-PIS 5F 73 i
FICSR-PRM MM —F) » HP 18% &
A % prednisolone /B E » B 12% m A &R
AZA 8 > HER 70% 7% A B %2 prednisolone
BHAZARR - BEEROINETR £
prednisolone & fff AZA ¥R RBREZENIE

7 & (p=0.009) 7° S5 —IE[EM IR
prednisolone (n=67)*~AZA (n=7) ] prednisolone
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FRE | BBEMEGRERAEDE

B AZA (n=46) ¥ LOMG (260 % 28% ) WA
B ; BB —FREHEREET - REPYS
BEUNRBIFIIHE A2 5 prednisolone #HH
B 51 RA (76.1% : CAAERE ~ 20 {iL PR ~ 24
(IFEENE ) AZAMBEAMRBA (71.4% © —
i PR ~ PU{iEEZNE ) > AR prednisolone &
AZA #8758 41 1B A (89.1% 11 fiL PR ~ 30 i EA
EWE)eo

EHH 5-4
Rituximab B 4% 2 #E MBS FE A0 BE 55 B GMG JE A
AILE BEA RIS — o [B1SRRNE » 1A
AR ER SETE T S e R B IR ER o

HEBIZRE © 97% > FIgEFES | 4.68 > EEETERE | 7&

—IE[E MR B R FIAZE DA rituximab £
i AChR F1BE[S M LOMG (>50 B 2% ) WA K
B ; FEREET 0 W rituximab JAEE T 185
B A > MGFA-PIS £ MM-0 &) MM-3 > MGFA 93
HNET 0-2° FTERALRNELNEE R
DHEREY) > BRMUBAES 12 BRAEEE
EEOE rituximab > BIRBREBTAKFREMH° o

EBH 5-5
EZERS MG BY 65 BRIAETRA » TE&ERBAIEAA]
B HRABZSEREMNSEG - HFEERAHE
tt > I e R ER D EYFEEED RIFRYE
BEHR - A RZEARBFEETHERR
HFEEBR -

HEFRRT © 02% > FFIGFES ¢ 4.78 > EEEEIRE | 58

—IEHZMEETEZ 0 3E L E EOMG
(<50 7% 2% % ; n=288) ~ LOMG ( 250 1 <65 %

27 58 1 7 B B 9 31

R 5 n=227) MBEREE R MG (265 BRI ;
n=424) N EE KB R & R > 887~ B EOMG Al
LOMG #8 Lt » B SAMBBR 2% BY MG fR A TE 38 /R B
HIREZBEREMNEH (MGFAIVB F V;
p=0.002) > B EMPIEFIERERENEY
28 (p<0.0001) > BEYHLUAENR AR
BYK (p<0.0001) ' o S5—IE[E 4 IAZTRIRET
B2 EOMG ( <50 5% 3% /% ) A1 LOMG ( 50-65 5% 2%
¥ ) FELL o WBRREEEY MG (265 REEE ) /AR
MM S EFRERIELBIERME ~ 324 MG MERISE T
BILE BB S (p<0.001) » i H MM T EHFARRERY
MERFIFEERAE (p=0.007 ) o LA » FEGRGEBER]
AEEABEREE B MG TR AMNTERARER "o H
fth S IEEA M A R R R AR 2 B MG (265 5%
Bm) mMANBERERBERERTY > BEARE
20% BYR A T B M fE o 2 18 e e 4 i 7 2R 22 )
HERikRE 42 c RS EFERRIIMG /A
FRERNNRRIE > FL4FIEERL 80 5%
U ENEEREA > EZFRARERENEZID
HABEUBEAREMHEE 3o

B8H 5-6
IR1FBRAYEIREEREMA tacrolimus (ERES
L ECEEEE A ) AT seH R EE Mc B2EWMA
BRHREREL - E—EBEAR > YIREISFE
BEX 1.0 mg BaEREFIEARBIHRR o
HEBIZRE © 100% ° F3GFFD © 4.56 » EHTHE © 7H
—IALE MR ZE St iREGE 25 B MG (265 R 2%
5% ) ™A BR A tacrolimus ( n=36 ; SEH™MZX > #]15
T = 5 1.0 mg/day ) BYEERL > A AL 2068 B R RS
£ 28 1 B (I1QR 27-29 & B )  tacrolimus & &

8T 36 188 (IQR27-52 @R ) - {EREET >
1B¥R MGFA-PIS » B 43% BIENERREE > 37%




Chapter 05 | Late- and very late-onset generalized myasthenia gravis

Hm A B & > MG-ADL 573 7B Mt HAfE 1R
K& E o Tacrolimus B ESHEEHEEHT
MG IRFRES ~ ES ~ BB EMBERREHE
ZE R (p=0.578) > > MG-ADL F BV &1L
REREEER (p=0.614) ° H 25% (9/36) J&
A HIREE tacrolimus HEAN AR R FE > HAAX
LYW A BEEBRY 4 o F—IELEMERELIRS
FRZEANA =17E 80 pE A EF EmAI MG /A »
2R AR U HAREE R O ARIEEI = prednisolone
(5 mg/day ) # tacrolimus ( 1-3 mg/day ) Y& B
B WMANERGEEES » RBEE =

1. Binfalah MF, et al. Neurosciences (Riyadh) 2022;27:16-23.
2. Pasqualin F, et al. Neurol Res Pract 2020;2:45. 3. Tomschik
M, et al. Neurology 2020;95:e1426-e1436. 4. Zheng Y, et al.
Front Neurol 2022;13:843523. 5. Pugliese A, et al. Neuromuscul
Disord 2023;33:145-147. 6. Oliveira R, et al. Acta Neurol Belg
2020;120:981-982. 7. Yildiz Celik S, et al. Acta Neurol Belg
2020;120:133-140. 8. Evoli A, et al. | Am Geriatr Soc 2000;48:1442-
1448.9. Sahai SK, et al. Muscle Nerve 2020;62:377-380. 10. Cortes-
Vicente E, et al. Neurology 2020;94:e1171-e1180. 11. Tang YL,
et al. Neuromuscul Disord 2023;33:358-366. 12. Vijayan J, et al.
Muscle Nerve 2021;64:462-466. 13. Nishikawa N, et al. Jpn Clin Med
2015;6:9-13.
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=0H 6-1

5 MuSK MG TRA KSR > SEEE—ERTUH
BEEIE ; #SX prednisolone A] {F ARV EI 2 &8
ES&X 10-60 mg > (EE ANEIFHERSX
30mg °

HEBIRE © 94% ° TGFFD © 4.62 » EHTHE © #

—IA[C] M AR 2S94 pyridostigmine ( 30-360
mg/day ) ~ 3B[EES ( 10-60 mg/day ) F1 G &N H
£ 21 if MuSK MG JR ARYERL ; HHE 81.0%
(17/721) B9 8 A ¥ = pyridostigmine » 90.5%

(19/21) W ARZEEELE > TENEE
BB & pyridostigmine ~ FEEEE A 0
B> B 76.2%(16/21) R AT HIREAR B
REHAE - BRET > TEHIERE (F
56 HERF R 5 1,202.172976.73 X ) ° & 4.8%
(1/21) BYJE ASE R CSR > 42.9% (9/21) SEF]
MM > 19.0% (4/21) BFTE > 4.8% (1/21) &
IHRIFARE > 95% (2/21) BT "o 5—IE[E]H
MR ZFTERE MuSK MG T A (n=46 ) UIEEEIEZA
BZEANERIFRIER  REHEEEEM
FEAIER > PAOERIFETEREEIERERS
NE RRAFEREBEF - ERER &
ZEBANERHFRENEA > HEERIFKRIE
AL FE=ZFENEFAEGERPER
% ; Z @B NERFREHEEZRNEGMETER
BRE » F=FER 89% > I EBHFFE 84% o
REERE > ARNENRAREREREM >
M TEAMBERE =M 85% & QB HERFAY
67% ; B 33% R AE=EANE RFNKFE
KEiE > WHEFEHRERS L  RELTEE
B2t - =R AHEEENRIF RERTIUTE
Al MuSK MG i@ ARV B FIRERER 20 Ltk > H

MBI EAE RS EER » BB —4 (53% ) AR
FEEEEHY MuSK MG TR ATR B 1S BIEE 2 - UEE
Elfz SE R SEN G AT IUE B AR MuSK
MG BUBHEE 4 ©

=i 6-2
MuSK MG 5% A f# F pyridostigmine B 5 &8 E A
e AT IRER R LRV CE o

HEUIRRT © 100% » FHGFFSD 473 > EEEEAAIE 1

—IER B RFIRIE D 57 i MuSK MG fm A
HWRAENRIE > BHFRES 0.5-29 F ; &R
FT 0 FTBERAEES T AChE-1 > BREEE
SARME > BE 12408 A (21% ) RIEHR
ENRENRIFNMZY » MERRAEPE
E=2 - B MG BREREEME S AChE-| R
FERIEAR » RZBBVREA (54/57) FEEREZE
faE > TEBEIBMURAES T —ERZE
BIZR PEFI IVIG o Llb4Y > TEE HEHRFE SR B »
B/ ImEANBEERSATHRE  HPEHE
=(IfEHER AChE-I JBFEMIRA S B—IEZH
IMARBIRFIAZKAEET > HH 16% (8/51) %
% pyridostigmine 78 E&HY MuSK MG & A &RIRER
PREE ¢ o b > —IERAFIRFAKAEIRT
$5 AChE-1 B MuSK MG & A H » B 57% RIJR
ARFEERKRNE o b5} > ¥ AChE-I B97B)
I FE It A~ gE R Al A ¥ 58 PE 2% IVIG BY = FE& »
¥ AChE-| B RFEB M &R FEE FR{E AR Szl
HIZEY) L= TN 8 K MGFA D380 ; SAT »
AChE-l BEREEBLEREZERINREEREN
RIEUREFHAERER ¢ o
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P 6-3
B AEREFRER MuSKMG FRA ° 1S
BEMBZ2M rituximab (FRAHEZEE;
ERSHE 375 mg/m? « SEFFRAMNE > S ES
MR E— « 82X 1 g ° 7 MuSK MG JEA
& rituximab FEQEE > ERARA R —EET >
prednisolone Kz EL fth 5 /& 41 5l &I 6 FE $5 E A HI
EFEEAD -

AR ¢ 07% > FYFES | 4.68 > FEEIAE 38

—I8Z 0BRSS A 25 {iZ MuSK MG
WA BERNMAUEZT AR BE(FEH
rituximab 375 mg/m? EEIE » ABRIEE TR
HREBRER—X) AMEIR AR 1+ AE
(#8F MK rituximab 1 g BI£ > FEIfRME) » UKk
NADRAES F R 4 /8% (£ 375 mg/m? » &
&Y ) 5 B ER 5+3.3 F o fERER
FREA2I+1MANEREDHE 18.2%
80% # 33.3% > FHEEFFE 2B 3.5¢1.5
1.1#0.4 #] 2.5+1.4 ££ o LA Kaplan-Meier & & >
RAAR 4+2 AENBALLRBEMRES R
AENRAEREEEEFR (p=0.0001) ; &
RAAZE1+1 AENRALLRBA R 4+2 BEN
BAEERERES (HR112.8,95% C15.7-2,250.4,
p=0.002) ; IRAAF X4 BAENRALRABARE
4+2 RENEAERRBEESHNERE R (HR
9.2,95% C10.9-91.8, p=0.059)7 e B—IBZHI[)
5i& ~ BEMEE (blinded prospective review )
ELLBEEES (n=24) MBEEZ (n=31)
rituximab JAEEAY MuSK MG JE A 2 FE% > mEAY
R ECE MR RISREIE 3.5 & o TERE—NEATR
B > rituximab #8758 58% (14/24) BB AERIR
FHIRER (MGSTI <2) » TEHERAER 16% (5/31)
(p=0.002) ; rituximab #8E AR prednisolone HY

31 58 1 7 B B 9 31

J& A LE B (29% vs 74%, p=0.001) M1 FHH| &
(4.5 mg/day vs 13 mg/day, p=0.005 ) &R LL ¥ FEHHEE
ERD o b4 > HthZIERRRAZEEE —RE
FER > BB MuSK MG J A3 rituximab e 1 >
MuSK MEFES R A B ZRMEAR R E ~ 1R
MM AREE > #1172 prednisolone B & & REEE R »
BEMB R IHIE o] LU DB E S 3 o

Bl 6-4
B RNEHIRTIREEET > PE S MR 5 Bl
( plasmapheresis, PP ) £ £ 55 58 j[E I 3% 5 Bt iy
( double filtration plasmapheresis, DFPP ) BJ B¢
¥ MuSK MG fE ABFiEBh - PE R IVIG B Y
BERVERPRELE - EILEREZ B LIEKE
AJHEB BE o 1FHEETT PE FTREIT MUR I REAMY
REARFERY o

HEMORT - 100% ° FIYFD © 473 0 EEEIERE - A
BEEH

—IERFIRFIERZE ST 110 fif MuSK MG JR A
HIERPR/AFEIE R » SRR PE R ABRKNE
teAE SR IVIG BRI A LR (93% vs 61%) ©
5—IERGIRTIHAFTEEE R 12 if MuSK MG
RAF > B 10 (i3%=3E PE BEEENNE o
et > —IERAIRTIAFARET > R EN
PE A]BERE MuSK MG TR AR B RGEE ; £ 12 i
MuSK MG Jm AH » B = (IEZHIRHAE M PE 88
$EDNEH B R FFEMN RIFIERTEES] 5 - BiRbl
REEE > MUSKMG TRABEREEATIBEEN
BFRKEEA D NS BBENY PEMEEE
78 [ 4% 53 B 1l ( double filtration plasmapheresis,
DFPP) > ERRSBEPIFZETIIRBLIAE » 7]
TEFREE "¢ o b9} » MUSKMG IBAER IVIG
A LUESERARM B4 IBERNE - HRkaE
R FEARERY MuSK MG A RTIAZE [& IVIG'78 o
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EPH 6-5
1 52 I2 & F M ;5 B2 1% MG ( double-negative
MG,DNMG) 'mA R (ESEEEREARE
18 Bl & B 4 [ lowdensity lipoprotein receptor-
associated protein 4 ] # cortactin ?"'E‘—“F%'I'EE'\J
& A ) » prednisolone %EEE AEEIE A
M ERPREEMEZ IS EfA ﬁﬂﬂ??&j
EEEEFFRAFR; SRETR —ERAEER
prednisolone £ RIEEfEAR & HH IR IR AR » Mo H fth
AL ETREEMERARE o

BT ¢ 94% > FIGFFED : 4.61 0 EEEEIEE [ 34

—IBZHROEMEMAFLEREREEAR

#21ERIZ 8 4 (low-density lipoprotein receptor-
associated protein 4, LRP4) #1 88 5 14 MG /&
ANBRKRBEHMAERZER  HPRMA 133
LRP4 71 88 5 M & = 11 75 2 M MG (double-
negative MG,DNMG ) f7m A; B RE T &
90.0% (9/10) Y LRP4 #182F5 14 DNMG & A
12 pyridostigmine /R ER FER I > 87.5% (7/8)
41 prednisolone JBENRERIF - BES BB
BT BH41.7%(5/12) BB AZEER CSR I
MM > 50% (6/12) f&1HEE > M 8.3% (1/12)
BRERE Y F—IEHREHARINARNARSZ
LRP4 #1885 14 DNMG 7w A » iER B =K 8
AChE-| I prednisolone J& &% » MBRATE
TR 0o b5 > —TEER R4 B M AR
HZF O FEEMEEY 5 8Y (drug-refractory)
MG NER RIS EF SRS R » THEHEMEB
9.8+4.5 & » fA 10 I ZE)EHESE DNMG B A ;
TESREATR » 80% HYZEY)EER R DNMG I ABHE
LA R &SR B R IE ; TEHEERRE RS -

HE 10% NEEYEIEE DNMG TR ERHRED
MM FRRE 21 o

=BH 6-6
HRWEZENS DNMG HEA » AT ZEEERRE
MEIR S ERIITER

HERIZE © 97% » 5D © 4.59 > EBEEEE | 7#
BEAN

—IE[EAERZE TR MG REFHBRABG
fER > Hhf A 17 L DNMG fBA » B HA
B 2 HBRYIBRTT (58.8% ) ~ prednisolone (52.9%) *
AZA (35.3%) “MMF (29.4% ) ~methotrexate (6%) ~
IVIG (35.3% ) # rituximab (17.6% ) ° #&5REE/T~ »
DNMG R AR ERBIENE —FEBEMARDN
LB B 118% EZFE313% E=ZFH
35.7% * BEE 10 £ 66.7%% B —IB[CI 4
EtHE 27 (L MG WA ERAORIFEREE 2%
MEIE % > F(HFAREER rituximab BIRSEE » H
RN A YL DNMG JB A ; #55R B8 > 72 DNMG
BMAPR > BE—FHEA LU EEERE
BEREINFRFT2EEY > MBZERER/
BASHARERNREER 2o
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Myasthenic crisis




=08 7-1
ERIEANEEHIEESR ( myasthenic crisis, MC ) 5
MG ZEE(LEF > E5REE) DFPP T PE » 5545
EeEE I LINERATER c ;A PE % DFPP
EEANNEFEMNOIEINEE » BAERAN™E

HEBIZE . 97% > FIG5F9 | 4.86 » EBEH5HE © 5#

PE 2 & K¢ (immunoadsorption ) & MC HY
E—RaE JUETS-6 X BEEESIRX
AR WRBBEUUERRBRERE o —I8
[B] ¥ M4 Bf 35 93 #7726 fiZ MG 7 A ETT PE( &
44 BHEA 17T R) WA ERGER HF £
MC (MGFAIVb & V) 1T PE> 18 UK B &
EFINEEMER > LEHEOWAESER
B 18 [E BE S AV AL EE J7 72 1L (MGFA llla & Nlib )
mETPE ZFE—URE T EHFERERVK
FMFASTEITPE; ERABET P PESIER R
REMFETERS IERABREERX
PEEHAF RS P EEHRRKES
prednisolone S E R iFIE A% » HP A
80.7% W ABMRPEERIFHNEZE 2 —
TE S & RI B IE B ST A 29 L MG fm A > MC
(EEBIAENEHMYIREIE A FEEFEHMT
28 ) 1k 16 i » EREAI#%= PEBE > ML
%% PE MN5RAKE ST hydrocortisone 7B ° R
SAMR 3 o 5—IEEIAM R 44 (IS E
3 63 X MC ( EERRBTIRRIEF ZHEH MRS )
B MG 5B A > LEE pyridostigmine JA & 24 2K ~
pyridostigmine /I prednisolone ;& #& 18 X & PE
JATE 21 REVEM ; &R > ZHERAREL
hNE&E R B R =& B & BY{E kR Oosterhuis &F
4 ( modified Oosterhuis score ) HEEEEEZR 4o
B DFPP > —IE R E A C MMM A 15
I MGEA (HEBE20XRMC> ERERBTREE
TEFERTRE) > KHDFPPAER » HA
B 12 R (60%) RIERSF (MC FIEXRE < 1,
X))’ i& 12 RHPF/\RIEHET =R DFPP &R AREH
LR 28 S o
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SZMMGCIRAZTEINRFE » UIEERSE
It BEERT - KEFBRET QEN PERTY
HEZMEMCEANERBEEEZENRESRT
Mg e —IRE MM D 18 i MG TE A
( MGFA IVa-V ) 1T /8% % PE (£ 18 B H] > 87
R)WER > HER 11 A MC ~ EHRKFEE
{LTETT PE o FEREET > SR8 M PE REZHE
Bl I Bl E S W ANERKRAKT > 72.2% B%
ABEEERERK - X AEM PER > £
IR 23 YRS 12 K » NIEERE AR
UBFRAS 16 KR (RERB25X)7 ZHN—IH
MELEVERZTRIRER » FRE MG /A (MGFA IVa-V;
23 fii MC 1 12 i IEET RN ) BEEEHER
B PEEREENRIFRIE  B2BRA
{EEZBILTE IR > prednisolone 1 / 3¢ AZA 2
=B ANERINEE - AREEHRIBER
2 WRBRAEN PEERMIET » 742% B9
TRAEAEN PEESERIFe o

T4 ERE AT > —IEN MR IMEaE
PE ¥t 11 fiL MC J& A (MGFA llla-V ) EERE M
AR BRAEREMPER  FIERA
B MGFA ERFR 383K » IR MBEREENE -
o] U ERER 3| 5 B2 RERREZE Bt (p<0.05) 7 /D
EBEREEREELEZIMARE o b5 > —
15[E) MR ZEEET 0 10 i MG JRTIRELBIEA
(MGFA lla-IVa ) TE#% 8% 4% PE MB% > B
REAELRHY MG-ADL (I -5.0 > p<0.0033) ~
MG-&7EME 15 18 (MG-quality of life 15-item,
MG-QolL15) ( A fif £{ -13.0 > p<0.001) * MG 7
FANRAIE (MG manual muscle test, MG-MMT ;
I8 -10.0 > p<0.0001) 1 MG #EE D & (MG
composite score, MGCS ; H{i1£§ -10.0 » p<0.005)
S B BEREENE » RAEM PE SR
SR EE A ERIR A 10 o
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EH 7-2
IVIG 52 MC 3 MG 2 EEB{LBR— BB
BHE © IVIG RIEE{R EREARIR IR » iRV HRE
MEETER > WeKFAMANEFINEE - £7%
XARTFREESELAFEE 1-29 8 1IVIG 7]
HEBLUARE MG BIREIL ©
HEBFERE © 100% > TEFS | 481 > EEEE | R
BEER

IVIG & MG Bt B BRNEREE B
E58H049/kg > EEARX > T 1.5-2 g/kg °
EEM (ED ) X WRBEITUERKBERE
B o —IERFECIREKERMMIE MG M RELE
FRYRCT > R IVIGEH R BAEPFEEEE MG
SR BERIE 5 EH IVIG 1 g/kg BIEEE A
BE MG B1b > HEWE 2 g/kg (EEM KB T
19/kg) REBEER " - F—IERHRELIREK
kA IEE MC I MG 2L ERIRVEA B RER »
HEmERBEBMGEA > IVIG Alge B EE) »
BRfERV S EEEEMNER 20 kA > 5
—IER K14 B BB &% M T8 MG HERARRZE » B8
IVIG BEFR/AE MC ~ [EREMEEYIEFIRE
HEREAEAERA » HARER PE3 o

EERMARAE > —HEK - 5 &
¥ BB IT# ¥ MG BB A » LEBRIES IVIG
(n=24; 2 g/kg PMKIET ) HEHHE (n=27;
BT EREN 5% BEEKAR WX
BT RN ; BHRER > MTREEMEL
IVIG #E7E 25 14 KBY QMGS ZERERFREEE N =&
(-2.54vs -0.89, p=0.047) > IVIG X RIFEEE
28 X » BEMEZHBBEELREEIRARE
(p=0.055) o HREREEE S » HELAHHE
Lt » MEEEE MG (QMGS >10.5) BIRAH
IVIG BB BB E (-4.10vs -0.71, p=0.010) >
MEE MG (QMGS <10.5) BYJE A IVIG A&
BI#EBARA FE (p=0.914 ) "¢ o —IENIBE MBI MUE

35 58 1 7 B B 9 31

#ERZEETH 10 i MG MR EHRAER IVIG
(YIRREIE S B 400 mg/kg SEIE TS AKX >
EBT/NBEEH—MEREIE 400 mg/kg ) BIEERY
EREETR > FTEJRATE 622 XA ° Osserman =
R IESEH - IRANE > UKRFIRINEERE
BESEENRE , —FE A Osserman EFXR D
2.5+0.8 #% ( p<0.001) > AZA ~ prednisolone #
pyridostigmine BYfE A HI Ei8 2 > B AChR #ifg
EEEEE T (p<0.01) o

EEH 7-3
IVIG #1 PE # R RIZHPEE MC AI1THYEIE > M
ERBREENBMRIFHERRFRIENL - A
PE 5% PP AIREE R AU B SEAELL B > BEE(E
BRI RN R - EEEEITPESL PP
B > AEEI IVIG (EREBRAE -

HIBIZE 96% ° FIFFES 4.89 » EERTHE | i3
BEEH

—IERCT LB MG BL (EEBM—ERR
HIRTIERE Pz — | FREH - SR
R EATREERERNAFLESERES)
FBmAEZ=XEHEPE(n=46) 3 IVIG &H
0.4 g/kg (n =46 ; EE=K[n=23] ~ EERX
[n=23]) B9 ; FERETR > £ 15 XK
MEREER > MENPLSNENESTS
( myasthenic muscular score, MMS ) £ 1t AR 51
B FEEEER (p=0.65) ° IVIG B9 5 FE 8 PE
9F > ENARAFPERTH 14 ERIER » HAR
PEREB/\A > IVIG #B1E— A (p=0.01) ° B ZT

R 0 IVIG AT LA PERIBR AR v B—
IHEE 5 RCT HHHPEFEEE MG (QMGS >10.5)
TFREAEADEBERA ERER IVIGEH
1 g/kg EFEM X (n=40) A XFFEH PE (n=43)
BB ; #EREET  JBESE 14 XH QMGS 1
BREERNEL  EE2EBRATE TR 409
(p<0.0001) > T£ IVIG $E % 3.2+4.1 93 (95% Cl




2-45) > 7EPEAE TBE 4.724.94 (95% CI 3.2-6.2) »
Ml EEEZEERE (p=0.13) HEEER
F& B9 tb Bl 72 IVIG #8 B 69% > PE #H & 65% ©
A Kaplan-Meier & 17 B #R 73 M7 W 4B I8 A B PR EX
EMFFERMRE > WHREEER 7 —IHMEMN
RIS AS6 I MGIAA (58 AMC> EER
MGFAV) » EH 40 iifs A AChR 1 BEFZ 1% »
K ZE PE#E (n=12 ; ARIRHETT) X IVIG 4B
(n=28 ; §H 0.4 g/kg > BEERX) ; ERET
MEERS IVIG #8 » PE B EVRNMNEREERX
8 (8.92+8.55 X vs 19.46+15.94 X , p=0.018)
» TERRBEIT IR 28 —3B % Y MGFA-QMGS ( p=0.003
) ~ MG-MMT ( p=0.020) #1 MG-ADL (p=0.011)
FRREDLRS -BREREETRE—ERE >
MmN DN R BT LNEE ® 5—18
ZH 0O EER RS EE 54 A MC(EEE
fifi5E & [vital capacity] <20 ml/kg 3% 55 2 1F 1K 25
) BEA > Hib 26 X (n=24) fEA IVIG A
& > 28 X (n=27) £/ PE JBHE ; TEAEEH thi
F# > HBEF IVIG 4B > PE #B7E 55 BRI MFIRAK
It (1% [partiall F=6.2 » p=0.02 ) Kz—1& B KIIHAE
MR (1R F=4.5 > p=0.04) &7 ; (BE2HEH
8 > PEMEERE RS HFEEERMKES (13 R s
52k » p=0.07 ) " o 55 —IE{¥ FI £ Nationwide
Inpatient Sample database 43 #r MG & & B9 &ff
3% > HiRA 1,606 ALEFTEA > HHE 908 fiI
MG JREA (LLPESBEE 737 A > IVIGBE 171 A)
#0698 if MC fB A (UL PEJBHE 529 A » IVIG 3A
E169 A\); fERET  AREEMERF > 7
MC fm A > PE HERV SR IEAR BN BEZE S 10 IVIG
#H (30.06% vs 14.79%, p<0.001) ; X IE H 1t
BRE > BEBA (MG+MC) EMBEMI TR
(p=0.21) Kz 22 fiE LL Bl (p=0.07) R EREE
ER -BBEIEMGERMCHREA PEMAB
FREIXBLHRIVIGEHE(MG:6 Kvs4 X
p<0.001 ; MC : 10 Kvs 5 X » p<0.001) 2 o
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Hn[E MM RRAEREMCEAR » ER
[ 5% 9 B 7 ( plasmapheresis, PP ) I IVIG 75 &
SR E R ~ 1913 BT R 200 B A =X Ze A
RELEBLL BT ER 2 o 72 AChR R FZ 1%
GMG FRERENmA R » B Rz KM miE T
BEEE (immunoadsorption apheresis ) BJf&EA °
B IVIG ARV AL » MG-ADL 593 88
BEWE 2o

84 7-4
£ B2 12 MC B% > IVIG 1 DFPP B PE 2 B I8 MC
A8 AR - SE DFPP/PE 5§ IVIG E1ERAR
ASEEERE—EEEWEE MCc IEp5LE
HERAREE > AR TRV EEES|E
B IBYIRAREL -

HIZRE : 97% ° FIG5F9 © 4.86 > EBEHHEE © 58
BEEH

—IEE G0 #itE ~ 12 ERRERE LR EE
=%8EZ (n=36 > 51 28 MC ; methylprednisolone
500 mg—1 g/day }3H& 3-5 X ) EIIZAE B (n=9 »
14 X MC ; IVIG 1 / B, PE) 7£ MC Je ARIERK ;
FEREET - BAREREMEL > SRIEEERET
BRI (ERTAFR (10.084£7.39 K vs22.71£15.97 K »
p=0.001) ~ #H & BFfE ( 1.84£4.58 K vs 10.86%
13.63 X » p<0.001) MNNFERBEEFTRR (1.57¢
4,15 X vs 11.64£10.46 X > p<0.001) ° MiHEY
3t T 2 (p=0.187 ) #1 MMS (p=0.281) #H 1L >
BRERBFEEHERENERGRBARSE (14%
[2/14] vs 35% [18/51], p=0.097 ) FIHK R B ARR
BF 5 ( time to readmission ; 1179.5+337.29 X vs
455.7+654.41 X » p=0.069 ) BUt8%: o IEFAEES
EEEAENRAR » IRFIRREEE ES
BmEMR ; Eitt » EEUESIZZEREN
HEREZHE » SESEERETHIERE 2o
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=8 7-5

ZERHTBENRAMBURBIEREBEMN
SHERERTTEEY » JHREMER (noninvasive
ventilation ) AJLATR B ERIE MC BY—{E T 5E3EI1A o

HEBIORT © 100% ° FIEFS © 4.84 > EEEAERE 74

—IEZHO B MR MC TR A GG (E
FAMIR 28 ( mechanical ventilation ) FYERFRIS R »
Hep 35 im AERAIFREMEER > 57 iR A
FREFEBRANBETREMRAR - HR
0 FERERMERAMNEREFEIERE
5|#EAY MC (OR 5 > p=0.0006 ; AZEIFER T2
il %% ) » LA Bz MC w17 B9 MGFA 1lI-IV #&% ( OR 0.38,
p=0.047 ) o EREFAMIRZFFAE (>15 XK ) BIHE
IR F B FH & K (p=0.0001) ~ LOMG ( OR
4.5, p=0.0001) ~ fER AT MGFA 488 S (IVb ;
OR=#EPRK > p=0.0001) » ZESHHE (> =F& ;
OR 2.99 » p=0.002 ) » ffiz¢ ( OR 3.13, p=0.0001)
.0 At 18 £ ( cardiopulmonary resuscitation ;
OR 9.15, p=0.0008 ) ° fE A IE R EE 4B R ¥ 1S
BE35AIRA (92 A MC) BE4IBY » FEEH
B MSEREMERNRAMEL » JFEEM
BREANTEBEREM (67 KXvs21.3 XK
p=0.0002 ) M FME R B EFRER (111X
vs 24.3 X » p=0.003) FEEE MR o k5> 0
RILIR 23 AR EMNEREEREBER
BEEM S 3 IVIG ~ PE A 98 TR M & &/ 7]
AE 1% ¥2 /0 (OR 2.05, p=0.0503) ° #* 5 PE 5§
RRRMEEEEE—IAENRA FE
REMBRVIBRBEEREE (p=0.003)* 5
—HEEWMEHRAE D68 AIMGIEA > HR
23 BB MC(68 I MGIR A » HA 16 fiI
ESIEEEEER 16 IESFRENER);
fEREET 0 MC NTRRIR 7B fE R ~ CINR A&
73 ~ MGFA >lIb f1 MC fR 52 ° IE#E = IEREE 4B
R 16 AIEAF > B7 B AFEFEARIER

37 58 1 7 B B 9 31

R ERERE—NITRSZ R hEeT S5
ZURAEFRE  BAABAERIFEEMN
BRI o 5 IR ER 4@ | A Th A1 5 BUAY iR
AEEEGHNRHELZEEAER 5o i
— IE[E M4 A 25 B 28 3R OB R R B 45 S SR e e
M FEM /O B BEE) (OR3.05 p<0.01) »
= IM B2 1% 0 @ 9% ( hypertensive cardiopathy; OR
2.52, p<0.01) FI&R M 1% /0 & (ischemic heart
disease ; OR 3.08, p<0.01 ) B IFFEMBERLK
B TERIEF 2 o

Bl 7-6
B2 IR MG HRATEKRAELHBA » 52
T AR @#E5FE AChR 25K MuSK $if8 * RNS
HRF SFEMG F2REERS MG o EFEEREMFIRAN
MOMEANE D TEHR IR RIE - A %8 FE{ERY
B R AH;ER ( Forced vital capacity, FVC) »
% K & 5 B 77 ( maximal inspiratory pressure )
R AMESEES ( maximal expiratory pressure )
REERF > EPRIEZERR MC ©

HIZRE : 93% ° FiG5F9 : 4.68 » EBEHHEE © 58

MR—IEABRZRS B REENARA
£ 17> A 14 BE #7188 (AChR X MuSK) ~ RNS 18
B SFEMG Z BBz —E B K > AR 2
B MG o —IEEZ T M RO BRI KD
HERARNS IR E 26 i MC R A > H A 18 i
BA (69%) U MC 1ER MG IEXRKRIR ; R
FEN ) 24 /A (92%) BIRNS IRERE » £
a7 79 358 4% 81 55t 1Y AT BR) 7 RS 25 1) 3 ( low-rate
stimulation ) FEB& HIRIER R FE - BMALAEA
B9 & /) #5 Al (abductor digiti quinti muscle )
RABIFEBEAN ( Aexor carpi ulnaris muscle ) - BRER[E
AL ( orbicularis oculi muscle ) #1545 Al ( trapezius
muscle ) BY RNS 12 & 1E & » 1B 2RHERAN (extensor
digitorum muscle ) BY SFEMG & > 588 7 MC
N2k - E=BEBRAMEIR 23 UKEA




EMG RN (BERFRAERERRE) —
fm ABE1H - RFIEAL#E JIE (Lambert-Eaton
myasthenic syndrome ) 122 + —iJE A B MEig 14
fER ( cholinergic crisis ) 1R o %A E > BN
EEMESRA MG A > RNS REBERR
B> t2ERNEAAE TEERKREERF
AJEd SFEMG —EEEN B ERE A 20 o

FEFREREZ AR VIR T AR AT & 3 4 MC
MEMRAE > —ERESWERME O MEAN
# 77 (OR 4.84, 95% Cl 3.22-7.28, p<0.0001 ) *
iB & B MC J& 52 (OR 6.28, 95% Cl 2.98-13.24,
p<0.0001) ~ 7 § & %% & = 12 £ MGFA 21l 5
Osserman =IlIl ( OR 4.29, 95% Cl 2.61-7.05,
p<0.0001) > MM FIfEEE 2 LLBRE (F3
# -14.38,95% Cl -23.28 to -5.48 » p=0.002 )
EMEBEBEEMCHEZRMEEF * - 5—IEE
WA FTRIEE R 0 SR HR (OR 1.03, 95% Cl
1.01-1.06, p=0.01) ~ BIBRYIFRHTRI—E A MGFA
2|1l (OR 5.38, 95% Cl 2.24-13.08, p<0.001 ) K f&
FEH B FM5 7% (OR 3.10, 95% Cl 1.48-6.40,
p=0.002 ) EMBRVIBRM B EE MCINBESR
REF o ZMARZFRAAMER > SIERR
AR~ BIFER - MGFA D58~ MIRTRAEBEA R
M F s 55895 #R B (nomogram ) 3K & 8 i
BEEE MCHIKRE » LR MR B A ROC BB 5
H#E TEBES 0.771 (95% Cl 0.694-0.847 )
Youden 15 HFT E S HARMERKZEF 0.113 » H
REDS ~ ERRIREE > o ko » S—IEEH4
FRZTREE3R > BIARIE MG R A RYfiT R AmThaE S A
BREIBR % BB A MC ZYNHERT ; MranREm
71w Afi7E 2 ( measured forced vital capacity,
mFVC) £2 78 8 B9 B 1 M sm Bfi J& £ ( predicted
forced vital capacity, pFVC ) Z Ltb B R £ 714 5%
4 MC E—HBYJ&IZEIF (OR0.916,95% Cl 0.867—
0.967, p=0.002 ) © mFVC/pFVC B9 ROC Bl #&
EF& S 0.881 (95% Cl 0.754-0.956, p<0.001) »
PR~ FEUURBEMEETFEAES S
58.3% * 97.2% * 87.5% # 90% ( £ mFVC /pFVC
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<65% HIRAMET ) 32 o 5 —IEEIMMEIRZEAIZEIR
EHBBRVIBR MR > R MR R AR
MG mAF » EREBILARAMEL » BERBA
% MG R BIMSHR AR HENERRE (12
BE [EE 2-24 EH 1vs MER [ £ E 1-6 1@
B 1°p=0.029) ; MG Z{tHmAE MC fmE£H
ORANE DAt SR RE(EREA » B8
BEIEEER

B 7-7
BTYENEES MC AREE MG JRA - EERFEN
R ETERRE SRR - ANRF (’4E coviD-19) »
B ~ HEEMMHLFE - MC NEERBMER
B4E EOMG ~ MR E RS  (DIRERALTS «
== pyridostigmine + BiERIEEIANE S IER

= ( Myasthenia Gravis Foundation of America)

ERIKSHE > IR BH MC fESE -
HIZRE : 96% ° FIGEFESD : 4.73 > EBEH0HE . 58

—IERENE M MEHITEEIR > 7 16 iL MC
(EEBIREHERTIR=iE B FEFERTR
2%) WA > 58 MC IEMHEE | \iDRAE
G RRE (50% ; AAIAR > = RERKRG)
=fIAA (18.75% ) BEARTTDHFE » — (iR
A (6.25% ) BFEEXRE » MUGREA (25%) 7E
RERTENEBERRBEATEERE MC o 5—
TE[E] R RRZE 24 86 i MG A B R 14 M IR
FEEEREREE » HAP 36 fiI (41.9% ) xR =E
LB MC - ZEE M FET > EOMG ( OR 3.079,
95% Cl 1.052-9.012 ) F1MEORE RS (OR 3.926,
95% Cl 1.141-13.510 ) 1B EERZERZELE
MC BBILfERR X F > M{ERMTRSFIER IVIG
7R (OR 0.253, 95% Cl 0.087-0.732 ) @—1E{F
EETF Mo A mHAMSHET MGTRATE
COVID-19 BB =L MC » JE1T PE/PP AT 1Y

MmN EEEREEs OO
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MMCHEEBR MGCHEAERAEZ TR
Ze > FENN5ER S RIF &R AR LARA LB B KAV R A
t35,360

RARCEY)5 138 MC FHE » —IEMRERERR
mZEY)EIR (US Food and Drug Administration,
FDA) &N R = 4 i ¥k R 7% ( FDA Adverse Event
Reporting System ) BY&#E » 73 #fr durvalumab ~
atezolizumab ~ pembrolizumab * nivolumab
avelumab # ipilimumab £ MG ~ Al £ 7] fE 1&
BHMMCHEBANARSEHSRSE LKA LA
# & B H Lt (proportional reporting odds ratio,
PRR) B A NBEYHE=BAREH M
MR - BRET > B MCHANENDE
{& B% > pembrolizumab BY PRR [&| B 51 5% 58 £
&= » H XK F 2 nivolumab ~ durvalumab »
atezolizumab ~ ipilimumab #1 avelumab °
$HMC > pembrolizumab B E S FERE RS
nivolumab X2 > PRR B 55 16.54 #1 9.20 ;
{8 78 A& durvalumab ~ atezolizumab * avelumab
M ipilimumab VEE Y- S—EHFEHAB A L
TRAENMELEMERE > R ER
& LN & % (immune checkpoint inhibitors ) 5|
FERY MG ERIR4F 18 > 53R B2 nivolumab M RERY
PR AL 3 F0 MC BV A LB > S HS s E B
(idiopathic) B9 MG f&E A 3¢ - HttRIREEINE MG
TRRIEARBIEEY) > ELIET5REFFRERR ( calcium
~ FIPR# ( diuretics ) ~ & B
FE &R 7 ( beta-blockers ) ~ 48 F7 %8 (opioids )
B ER5t A ( muscle relaxants ) ~ F1HERR / fRIE
B ( anticholinergics/antispasmodics ) ®
% A% (inhaled) MEESRE « —ZRNEEH
(tricyclic antidepressants ) ~ £ B% B8 B 15 2%
#) (bisphosphonates ) s RIEF R ENE &R
( fluoroquinolones ) EIE NEEE M £ &
( macrolides ) ~ & % 2 ( chloroquine s BBE
FE £ 38 51 & & (aminoglycosides ) ~ U IR &
(tetracyclines) ~Z&X S FHRZE) ( benzodlazeplnes) .

channel blockers )

39 58 1 7 B B 9 31

carbamazepine » gabapentin * levothyroxine *
statins AR timolol ° MG B A EEEERVEY)E
12 > 5552 FTRe S INBIREARERS | 3§ MC RIZEY) o

AR IBR UIBRMT R EE MCRYRMR A E > —
T8 [O] 37 M4 f 2T 9 M7 387 (L IEFIBRTE MG JR A 3%
ZHRVIBRM B MC ERREF - FERER
B4 mA(11.6%) BEEME MC > HAfl
B MC J% 52 ( OR 19.823, 95% Cl 1.892-207.705,
p=0.013 ) ~ Osserman IIB~ 11l ~ 1V % ( OR
29.575, 95% Cl 5.981-146.237, p<0.001 ) ~ fl7gi
pyridostigmine FY% B2 >240 mg ( OR 6.897,
95% Cl 2.544-18.693, p<0.001 ) ~ EEfnfEEEM
B & ( America Society of Anesthesiologists ) &
BARHNEFESEFHR _E=#% (OR 8.884,95% CI
2.526-31.246, p=0.001) 24 MC V&1L
fEkREF o

1. Stetefeld H, Schroeter M. Neurol Res Pract 2019;1:19. 2.
Carandina-Maffeis R, et al. Arq Neuropsiquiatr 2004;62:391-
395. 3. Wong YS, et al. Acta Neurol Taiwan 2016;25:129-135.
4. Berrouschot ), et al. Crit Care Med 1997;25:1228-1235. 5.
Yeh JH, et al. Acta Neurol Scand 2001;104:78-82. 6. Ipe TS, et
al. Front Neurol 2021;12:662856. 7. Dogra A, et al. /] Family Med
Prim Care 2020;9:5971-5975. 8. Kumar R, et al. Indian ] Crit Care
Med 2015;19:9-13. 9. Rozmilowska |, et al. Neurol Neurochir
Pol 2016;50:418-424. 10. Raja SM, et al. Ann Clin Transl Neurol
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E£8A 8-1
LEIS MG N RRIEIT G & M RERE
b BHERFHRERE BERBREEFIR
B SEIE R I AR R T o
FATFH B BIR AT AL B MG SRR
RERNN - B R R FEAR IR A R B T
T o BEEEELE - MG IBRETHBRIL
FREEEEENHE R R R - Bt
B BB — RS R IR R o

FHAEAERE | 100% > FTEF5 ¢ 5.00 - HERAERT | 34

—IEFME MG 472 1% 22 HA R °] se RV BR R 48
R FRBERNES 2 A 15 IHIR
RH734axER > HAP 193 RFIEZEL > 51
RRENE ; ERET > Bie ~ ENMERE
RIRYEE1L LE B9 IS 0.36 (95% Cl1 0.25-0.40) ~
0.23 (95% C10.14-0.34) 1 0.11 (95% Cl 0.04—
0.22) ° fMABEA R ERIZZ BN ELLLAS
0.28 (95% C10.17-0.40) » HAIZEZ A& 0.07
(95% C10.00-0.28) » 222 1% 0.14 (95% C1 0.02—
0.34) o PR RIBIRRYIFRT 2 &R MG SEMTRS
¥8HIKF (OR 4.85,95% Cl 1.88-12.50, p=0.001) ;
B2 B3R MG R1LRIIBRAER KRR 3R o D181
TR BR VIR 1o BT 8E B Bh it BRI Z2 AR RA RV R IR
WE o FIEFMLIZZHAM MG ABRERMERYR
M CIREANA 32 IHIAZE » H 824 XIRZ ; &R
FE 0 324 MG BIEBILEBIE 33.8% (181/535) »
1RZ2HARIEE 4 MC RILLBIS 6.4% (23/357) » &
REEE MC AVELBIES 8.2% (31/380 5 AL
FE BRI MG (transient neonatal MG, TNMG ) BY
EEBIES 13.0% (89/686 ) 2

EEREAZE A E > —IE 7 BE M 3T 247 21
I MGIBA (35 RIRZ ) ZRZMERKFER » B8
RIE3OREZREEMNBERES > 50% MG SEAX

nl 58 1 7 B B 9 31

B(FETEZZH > p=0.028)30% X
E20% AR BULETIEZTERIE
FHRNS R EEF (p=0.028 ) FE K MGCS
(p=0.045) ; AEHHRIEZZFIE = HY MGCS 18R
(p=0.012) ; HFHABERZZFTEREMN MG
JAF2 (p=0.026 ) 1 RNS #3 & IF & ( p=0.008 ) 1H
B o B 653% NAHEZRIZEZRR MG R
BEFIRIZZNERRE - B 20 RIZEESE
WERHEE KBRS RHAKK (preterm

premature rupture of membranes ; 25.8% ) ’ ER/E&
EHNERE (11.4%) MR (2.9% )3 —IHE
ER R R GIEZRNAR T E R E MG
RIERBYR  HIWA 12UMGCEIF 13X
122 B2 BRAKEEDE > 10 iR ARLE
BHIEES G - R > B 38.5% HEAL
MG Bt ; ERIRT (R ATE —ZHEK
8 L IREREmMELSN > FiE MG RmAHD
HIRT B EBHPREAZTEENERE
AR o HEH 14 U8R » FHEER 37.2£2.0
B FHEHARRER 2,838.64724.29 ; MBH
$57(14.2%) BELEKMEA » —(L(7.1%) #
S2ETES TNMG » M AR AT AChR 182 B E B 38
2 TNMG R o thAAZTH > SEefl (33% ) B9
MG R N ERIEZIE ET e BB TERr B EE
W AERARY PSS RESR & ¢ o B —IERIMMMEIRZE B
WRHEREEBRERAGERE » 2 73 U
MG 247 K 135 i & R BIE 2R S ER T
BH#ER > BRURBHAED GRS T RRY
BRAlT > #TE R MG B EFRERIE (13% vs 27%,
p=0.03) ° RLUBBHFER MCHNER » EH1R
HREAZ HRTIREBMNRENER » UK
FKPERPAELRE (31% vs 15%, p=0.05) ° T£
135 RIRZEHE 41 RERES 7 &R BEMRY
BE > MLEEMERMEL  ELERATEER
HAREISE & {E F MG 224 (66% vs 36%, p=0.001) »



it B E A B ge R MABRVIFRFMT (71% vs 46%,
p=0.007 ) > MEEZFZEENLLARS (17%
vs 3%, p=0.009 ) ° o 55 —IE&ff 3T {5 A I B B 3}
BREHRERE » O 443 I EIEZRTIRRZ
HARI# 2 B MG Bt > BIREBE MCHE
WEIREHRERNRMEIT RGN ; £8 MGH
Bl > BAENLEAERE MG NER (69.8%
vs 79.5% ; AT OR0.59 » p<0.001) > HF|E
BMEEMIEELANES (51 EZ 16.0% vs
12.3% > A% OR1.42 > p=0.02 ; 2| E =
12.0% vs 8.1% > & # & OR 1.59 » p=0.009 ) °
EFEEMCHERHEHEBREERETHREW
X (p=0.002); AT > ELBREEHERE
1 5 21 ( Apgar score ) ~ R 24 ( gestational
age) NHFEXBENRARILAERS °c F—IH
FEREREBRFRERANFBEE2E{FRR
AR (Healthcare Cost and Utilization Project,
Nationwide Inpatient Sample ) EFIED T EE
MG ElmHI 2 (974 R) 185 ; #ERER > A
BE MGCHERMEL > BB MCHNERERS
AR BB IEM S MIEER « Z2RiFERRE « Bk
BRINAEIE T ( hypothyroidism ) F1- R EAE R EE
BB BESMTREIBENRELE K (OR13.7,
95% Cl 8.9-21.2, p<0.0001) ~ ¥R B & &
(OR2.5,95% Cl 1.9-3.3, p<0.0001) o FHARRIK ~
BIEENRENENRRTEEE MG NERE
HELZERE BEMCHER  FiEREENT
AEMEEK (OR 1.4, 95% Cl 1.2-1.8, p=0.001) 7 ©
S—IEEH TS 20 fIEE MG WZEH
28 RIZZHIERIKRAER > B8 50% NIZZ AR
THRMt : 18% BETIRZHAM » 25% BEE D
W% 0 7% MBEBRE - B 66.7% MG /IZH
MEFUARNEATIEZEZERERL B=
fIEEZHEELERENFIEEMEE KRGS
It ER—fIHRBR © #729% NIRZETT
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BIREE > DIRHRIEREERR 7% > FER MG
WERR 7% o

FEErEEZ A E > —EEETEA R L EE
BRERLEEFEZERNHERGER - MG 21t
FMIEZAERAGFEEIE 5 HAWA 58 fiI1E MG B2E1&
1RZ (90 ) BIREA » HH 56 X (62.2%) =&
EHEIIERZ > 34 70 (37.8% ) BIFFTEIRZ - iFR
FEN 0 METENIRZAELE > FEFTEIREZE RS
B84 MG 21k (37.1% vs 13.7%, p=0.04 ) ~ |E
ZHARIERR (26.5% vs 11%, p=0.05 ) FIAEIN:E
J&E (17.6% vs 8.9%, p=0.05 ) © i #H = & B9 3
G RER (TNMG ~ FTERNEREER « ®E
MEERITIREE > FEWE) REREEEE
(p=0.14)°°

EPA 8-2
MGBHRETHHERB-10%EHERY
B 14 AL #E 73 i ( transient neonatal myasthenia
gravis, TNMG ) ° E|Itt » BEEHELEHERE
DEERAIMX > WERRAIEIREM TNMG BYBFR
T Fak  RRINESEMFARSHERREH
SALRAENDETHENR - EFERANE > &
EEEFRIRS ° TNMG HIERBEEF GRS »
BiE@EENZFERERTBITRE -

HEBIZE © 96% ° FI9EFER : 4.76 » EEHTEE | 7d@

— IE 1% BT A 25 57 (i TNMG 4 REVERER R
I > FERRERTE 62 (L EH MG BRI ERH >
PUNI (6.4% ) TEHAEF =K HIT TNMG FEAR »
PR EREHES - XRHBEMITIRER
FEAR > MEIRSEZE DR BE 78 42 2R 46 K »
FHERREIRZE 12-18/ N\ BRFEERE; —
MFERTEHER 25 /NEFHIEHE TNMG R

nEhEEEREEs 42
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I MEIREE - 'FIRIEER B S 78 56 X ; —{U
FEREHERE—E) BT REN TNMG
FEAR > B3R/ OIEBR ~ RIEE Z MMERANE] -
%2 B5EFRE AChE-| (pyridostigmine ) Al7iRZER
ZEY) (atropine ) JAEELURK fEFEIFIRES 30 K 0 ©

S—IEEMMMES R ER (BFEIRREHRE
RINERE ) B8 MG ERER 37 (18 5R »
SRR = IERGIERSE (£ 110 BRG] ) &
REEHIERE > SCERE TNMG 3£ MER] > 2
BRELRERMERRE - BFRET > =EHREG
RIAFMEMEIRES 147 (L HBHREE MG
KR > HAh 15 185 (10% ) 3R TNMG fE
AR o 1N E B ERAFRS PR - £5 20 {282
RERAMESIEN > PABKFESHERNE
—X (IQR1-2 K > &E 1-4 X ) » HhH IR
REHERNBEMNRXF HIRENK - HEREX
W IRAVE S EARRY T IME +3 BIE%EE (95%
Cl) B 1.5+2.6 X (1.1-2.0) > SERBAMNRBRE
SRR » AKX PTREE LA FE o
FRS TNMG i B RIRIREBIK » HIRN\MUER
HIERRE » HRXER tABREIREERS
BE INMG NERBOREEREETHERAE
HRE (= ERARIFEHEIRRY 147 ERG
FRRE—F) o TNMG NEUKBEEHERNE
—ENIRR (PAEEAX ° IQR2-18 X » H[E
2-60 X ) c TNMG BUIKkAZ A EEREdm o 3%
REZHEBHEBEEMCNAR » EFETHM
AEREREBRR " o

£%BF 8-3
WIS DER MG A > EENREEES
HEEE - EEEENEREEE LB RRS

BERAERERENSRT  SEEFERARE
NEIE > 40 AZA ~ rituximab Fl tacrolimus ©

HEBIORT © 100% ° FIGEFS © 4.78 » FEEEAERE 74

43 58 1 7 B B 9 31

—IEZ OB MR FT G A rituximab ¥
RHEVER MG NERMEZ 2 ; ERER > &
37 R ERBIMFAENEAFR > B 27 ik
= rituximab ;B & o fE FH rituximab ;A ERIE A
LhfE R E i e B BB e B R A B B IRV
B (p=0.006) o 1 rituximab fERFE _FHFE=
KRG EaEE L > £ rituximab {ERE—
REENFHRNRABTEFNEN > TEEE
LR AER RZEINEIE] (75% vs 25%, p=0.04)
#0078 2 cortisone % £ (42% vs 92%, p=0.03 ) ©
Rituximab 3214 R > R BEBRRIFTRRFE 2 o
5 —IEnI e R 2T Bl 2 5 tacrolimus 7 14 fiZ
FOEE MG RANBERMNZ 2N ; ERET
LA tacrolimus & & — 5 &  prednisolone %l &£
BB A (26.15+14.02 mg/day P& = 1.15%2.19
mg/day ’ p<0.05) > QMGS ( 5.00¢1.73 [& =
1.54%£2.11 > p<0.05 ) » MG-MMT ( 6.46+2.26 P&
% 2.08:2.18 > p<0.01) #I MG-ADL ( 5.08+2.36
% = 1.38+1.56 > p<0.05) F N BEEEHNE- B
10 ily® A (76.9% ) Se 2 1= prednisolone > H
FEEEREEREFBR - ACRRIETFTH
TEEN 1.96£2.62 nmol/L BEE TEZE 0.70+1.04
nmol/L (p<0.05) » RERIHBERAREMH 2o

2Z8H

1. Su M, et al. Orphanet J Rare Dis 2022;17:52. 2. Banner H, et al.
Obstet Med 2022;15:108-117. 3. Ducci RD, et al. Neuromuscul
Disord 2017;27:352-357. 4. Cheng |, et al. Acta Paediatr Taiwan
2007;48:141-145. 5. Hoff JM, et al. Eur J Neurol 2007;14:38-43.
6. O'Connor L, et al. Eur | Neurol 2024;31:e16100. 7. Nicholls-
Dempsey L, et al. ] Perinat Med 2020;48:793-798. 8. Alharbi M, et al.
Can J Neurol Sci 2021;48:767-771. 9. Anabusi S, et al. Muscle Nerve
2024;69:318-324. 10. Jovandaric MZ, et al. Fetal Pediatr Pathol
2016;35:167-172. 11. Kochhar PK, et al. ] Perinatol 2021;41:2279-
2283. 12. Molimard A, et al. Neurology 2022;98:€2368-e2376. 13.
13. Liu C, et al. Pediatr Neurol 2017;77:42-47.
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28R 9-1

HEHEREE Mc MIBRRRERRIEAE
1TaRES S iEREMF R MR TIBRM o
BN ABR S Mc MM MEIRENHBEAL
REE-

HEBIZE © 96% ° FIYFE9 - 4.81 > 1EHHE 78

—IERHE O EARET - H—R AL
MG RA G HAE EM BB R ERLRNIEERE
= HRZMEANRRESHRE ; KZSEW
B8 RBE S HHER AChR H1BEFZ1E MG BRE © LIt
5\ > RIRREEAERARY AChR FiRSRE M MG LB EE%
Z B 2 (autoimmune encephalitis ) F18% 2 14 Al
Jm% (inlammatory myopathy ) EB&IB NG R »
T ik e A B B8 & ( neuromyelitis optica ) 1% 2%
4 BE 1L GE ( multiple sclerosis ) B ERfgIRI@ £ H
B - MG M Bfe R B ERNEEF I ER LA
BB EFHUNRERFINERNEERRE
f@[7) ( genetic Factor predisposition ) ' ©

FEEBAERSE > —IEH ¥ 984 fiI MG R
ABIEM4 R A EE3R > 185 fi2 (18.8% ) /@
A2 214 BB BB RZ &R ; EOMGRA
(96/390) BEE—REHZEA R R EERIIE
25 5 B 9 AR 755 A8 B B9 MG (43/255, p=0.02)
1 LOMG J& A (34/259, p<0.001) ° RE RHH
SR E & m e AR % (40.6% ) » M HHEE
(vitiligo ) #0 If0/) ¥z /8 2 E ( thrombocytopenia )
W EEMEMGEREFEHREEHIRNH
e ZREDNMETR RRINAERREE
ERREERBLERBNE—IEIIEE (OR
0.12 > 95% Cl 0.08-0.17 > p<0.001 ; Hosmer-
Lemeshow #& E=0.007 > p=0.935) ° SERJREER
fRFET EOMG RAR B R R ERBITERS »
AR ELRmARREENGFAENTRRE
EYNIRBEMRE?2 - Z—IETE 796 i MG fA
HEREEETEZR S > B 2 (R ASHE

45 58 1 7 B B 9 31

BREER(11.6%) > EHPREXEZRAKRINEE
TUE (6.7%) ~ FRAKBRINEEIR T (2.6% ) A1 HBEAE
(08%); EHEREEERNMGCEATES
7% (57.0%) » 3R MG HEEEREFNFEER S
FFHS (<50 pREESE © 67.5% ) » BIRBRIE 4 HE
K (26.9% ) - E—fg AMHLL » EHEBEREER
REY MG TR AB & S LA ARBRIDEETTE (38
N 8.5 f& > p<0.001) ~ AARARTABEET (180 2.6
& » p<0.001) ~ HEESE (3810 1.3 & > p<0.001) ~
¥5 8 R 1% BF B9 & (rheumatoid arthritis ; 38 Al
1.4 18 > p<0.001) ~ % & M M/ ARk E D 1 %
B fE (immune thrombocytopenic purpura ; 38
B0 193.1 5 > p<0.001) s BEREEEHEAMMEE
M ( autoimmune hemolytic anemia ; 18 il 7.4
% > p<0.001) » HEZEMIF X (autoimmune
hepatitis ; 810 5.1 & » p<0.001) ~ K Z 224
% ( polymyositis ; & fil 11.5 & » p<0.001) 3 °
B—IEFEAKEZ A ( multi-generation ) B &
BRI ENMAFRBERT > BIE MG EBLL > MG &
ABES—EBREERHEIRRIEN (22.0%
vs 8.9%, OR 2.82,95% C12.49-3.20) * H A F
BAMZENEREXR - SEMEANRK / RALX
( polymyositis/dermatomyositis ) ~ =& 4+ HTIRE
J& (systemic lupus erythematosus ) 13 il 7 KX
% (Addison’s disease ) i& =& HLA-B8-DR3 E
28 (haplotype ) SRR MG REFYIHHE
B> LHERHEE MG o

£ MG EHEMBERERRZENERRER
FHE —HERBBRTCEE®ER ) 81 MG (1,873
IR AEL 36,370 (iR E ) - BEREMEFIK
BRINBEIE T (22,997 fiifm A2 175,475 i ¥ BR
Z) - BRREMERRRINEETTE (962 iIfRA
B2 172,976 (I BRE ) ~ SEEMMEILIE (47,429
im A £ 68,374 (U ¥ BB & ) ~ 2B R 14 BF &
% (14,361 Afm A EL 43,923 U HBE ) 25
MHIBEIRE (4,222 fiifm A B 8,431 I HRE)
# % — BY ¥ FR 5% (type 1 diabetes ; 9,266 fiL
WA 15574 (I R EF ) B9 %2 & X 458 B i



7% ( genome-wide association studies ) FT 3 1T
BY & [ Z = B &% 1k ( bidirectional Mendelian
randomization ) fff 3% #& R BE /1~ » MG £ T 51 i%
RHRRISINER . £ —EERE (OR 1.94,
95% Cl 1.16-3.26, p=0.012) ~» & H 4 IRE
(OR 1.47,95% Cl 1.02-2.13, p=0.04 ) ~ ERARARIY
AEIEF (OR 1.31, 95% ClI 1.02-1.68, p=0.039 )
B ik AR I BE 7T 3 (OR 1.55, 95% Cl 1.15-2.09,
p=0.004 ) # % &% 1% B 1L fE (OR 1.46, 95% Cl
1.01-2.09, p=0.041) ° &£ A8 5 Z= NI # (inverse
variance weighted ) 75 7% Bl 2 37 MG & 2 & F&
ERBERREREX (OR1.21,95% Cl 1.08-
1.37,p=0.002 ) ~ ZH—BUHEFR % (OR 1.09, 95%
Cl 1.02-1.16, p=0.006) M1 2 & I B IR & (OR
1.12,95% Cl 1.02-1.23, p=0.018 ) M & /il ° &
ERENERZIFEMC B2 B A MIREDRSE
—BERAEFTEERRRRAR > MG HEHE
BBt PRI TESRE THRRIEME
B o FIEF > BRURMBE X A BER MG B 18
MY X RERENE 2 ( causal driver) 5 o b4} » —
HRENMEERTEEBEMEIRA (allergic
conjunctivitis ) ~ BB S KX ~ BARKFARERRX
BRI KRR A a] R R B fth 9 5%
4 MG HYEFRIGN ; 34 MG VR RIGMNES
fhagMERNERBERFRRERE REBEX
F& > Hh U S HHEMIMEERAMBEAR KR AR

REVERRS ©

MG EZ2 B MAMIBEABRMEIEAR
3% 7 ® — IE £ A % Bl IBM Watson Health
Explorys FEMRAEASHRE ERMAEAGT
£ ( Million Veteran Program ) F9 & ¥l E 2 1 MG
M2 MATIRENMERMERZE > 85 E MG 1
25,750 A » ZBMHHIHIREN 65,370 A » HA
£ 370 A\FIREEEMESER o #ERET > MG
WARBZEMHAHIEENATREERRIERESE
MG R AR 10 B L ; BB B2 B MATHIRE
B9 MG 7w AMELE - BEEMBRBHIAULYE
IEBEEANATREMRS > MEFRTREK o
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b5 Bk =2 M BR UIBR 1T B9 MG Jm AAB L »
BEZHBRUIBR MM MG BARE 2 S AR
ER RSN (OR 3.11, 95% Cl 2.12-4.55 ) ° [0
BEEEEZEMRIEEN MG EAH > REA
BENERKESHZEMEI (pernicious anemia)
ZERREERAISEERER 7

ERRRTIRRMI2 I MG IR AR EH B ES
BRRAE 0 —EE RS R EEIR
£ 455 (U RARVIFRME MG RAEH » H
B 47 B A (10.6%) EMAIHZEBEE B
FRIER > 19 AR A (43%) EMBREHIRHN
BERE&ER  PASEHES 72 @A (HE
12-135 @8 ) - FRVIRRT R RE R
BB EREBAN KFRBEANER R 4R
EiZ > ERMA TR EN ERRRER ( Bk
INEETUEFBAKEBARBRRK ) FEER o #3E
EREERR M RIEI R MRS EE (1.35%)
TERMTAIAISEZ (0.45% ) ° MR EFHR
BB REERNZ L AIE R (p=0.026) ° 7£
JERIRRIE MG IR A > R FMNERHE/
B R FERERERNERTEZIGM
(p=0.040) o MIRRUIBRMT VBB R > TEME
BEEFBREERERERNAAZEZAELH
(iR I B R REER vs ik E BRERBRER -
CSR 29.8% vs 41.2% > p=0.254 ; CSR+*PR+MM+
2 & 85.7% vs 84.2% ’ p=0.858) ¢ o Lt 4 > MG
EHERERERNBATRERVIRMNE B
AR R FEERRNMEREBHERE » Uk
HARBRA B BRANERBERK ° o

1. Zhu Y, et al. Front Immunol 2023;14:1223322. 2. Evoli A, et al.
Autoimmunity 2015;48:412-417. 3. Shi), Huan X, et al. Front Neurol
2021;12:790941. 4. Fang F, et al. J Intern Med 2015;277:594-
604. 5. Li K, et al. Neurol Sci 2024;45:1699-1706. 6. Yeh JH, et al.
Medicine (Baltimore) 2015;94:e835. 7. Igoe A, et al. Clin Immunol
2024;260:109810. 8. Tian W, et al. Thorac Cancer 2023;14:135-
142.9. Liu L, et al. Updates Surg 2023;75(8):2321-2326.
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EEEHAYMGH > (RKREMEXHES L
EEMBREREER - BilERs - BRBEUAR
= B FHLRFARR - EEATEEME MG BIERE
%> SIEEMERXE - FECTEE > MEME
BB MG B -

HETZRT : 96% » FIIFFD © 4.73 > AT 1 A

— I8 {§ A &= B Clinical Practice Research
Datalink #0 Hospital Episode Statistics & #} & 9
T 1,149 fiI MG JRARIBIAMERRZT » P E6EHE
BFREE 47.2 8 B (1QR 19.7-90.3) » H 7 66 fiI
(5.7% ) #HEREREA L RR ; fEREET » 88
BMGRAERZERRER (210%) & H
AEZ = IR (33.3% ) ~ EAFPEHF B ERINE PR TR
(12.1%) ~ BE4EHEAX (ankylosing spondylitis ;
13.6% ) B EEMHE (12.1%) c RERFBEER
B9 10 £ ELIEEEIATE MG R AMELE > BER
B MG IR AT IRIEIEREL (8.71£15.21 vs
3.09+9.04, p<0.001 ) WA K £2 MG HBRA RV (E Bz o8
FE VB (5.00+11.08 vs 1.79+1.42, p=0.0011) B&
EBNN > B84 MG 2MERNXEAIZEEE
EARME (2.00£2.27 vs 1.71£1.77, p=0.97 ) c Z&
B G HEHA AR R 8 52 B BEER AR IS BUE 1T A
AR WEEUGER - TEEHEAR > B8
MG fE A LLIEEEE R MG RA BRSNS HHEL
) > BIEEZRE (6.1% vs 1.9%, p=0.03 ) ~ Bz EF 14
RAEG (3% vs 0.4%, p<0.01) ~ BN (33.3%
vs 22.4%, p=0.04) # & IM B& (24.2% vs 14.4%,
p=0.03 ) o A B KRBT H LL EF B AN R ITACAYIE
MG IR WEEEE R~ BB ERIE X
xR~ SME ~ FREH A EPEHF S ERINE
FR¥% » LA R 7 1% /0B = 18 ( congestive heart
Failure ) © 2FFETEZR ( all-cause mortality ) 1F £
AMR MGIEA (15.2% ) FIFEHAE MG B A
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(23.3%, p=0.13) T4 A FEECEH I —ARIE MG ¥
BRAERA (11.5%, p=0.42 ) R BREEER " o

5 —IEEIWAZEMA 62 i MG TRA (89 R
MC) > EFR 17 fifs A (27.4% ) B E#A5 MG >
B1E 10 (R ABERZEMERAIES] (58.8%) »
=fI(17.6%) BEETRDRERBENERLTE
BERRES - —1(58%) BRERENEIE
R~ =11 (17.6% ) RIS HHEMPRS 7 8% - #55
B MG FHREAVISEELE | FHEMEOMRALES (OR
11.47, 95% Cl 3.72-35.31, p<0.001 ) » & i
F5THY%IR ( neuropsychiatric illness ; OR 13.23, Cl
1.66-105.23, p< 0.001) > Uk ESHEMILR (OR
1.68,95% Cl 1.16-2.44, p<0.02) 2 < lt9} > HETR
FlER S 35N » AT MG RS HE X EAAR
% (inflammatory myopathy ) 1 & Z YR B2 &
(severe blepharitis ) 34 o 53 —IE[EIMA M4 AR ZTAIZE
I £ 76 MIEERE MG IRAFR 22 i (28.94%)
BEFERR > ME A 2141 (95.45% ) F MmhAs
HE > FHREIMEBER (glycated hemoglobin,
HbA1c) £ 8.6:2.33; B 68.18% (15/22) HY
A A HbA1C 28% > R H 9.09% (2/22) BIfm A
HbA1C <7% o #t 58! MG & A BYFE R R I A
£ (HbA1C >8% ) MIMMAEE ERIREITER S » 7]
A= KB E ER RIS INFTEL 5 o

EEQ 10-2
R EBEH AChR 5 MuSK I BERS 1RO BE AR
MG B A ° 1FE EfEA rituximab - EfFH B
B BWALER » BE{E¥ prednisolone BIF
K~ BmMEBRRE > REAATHEE > WHEBR
TREERETRRE o

HEFIZEE © 100% ° FTEFD © 4.76 > iEHTEE © 7d

EEEH
— AR R CEESF (S rituximab T EE 788! MG
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BB > HEAAA 13 IHABRMZE ; BRET
rituximab B #5588 MG IR AT R 7 IEEBVER R
BR > UEMEEERE I E S
MR EIE L YRR B RIE » WiRFH
RAREERE o 4 > rituximab (ERFHEAR
BEEEMN » HLHIRE MG iR ARVIFIBIR 7
HWEM S o B—IERE 2 rituximab TE
AT MG BUER > #A 10 IB R M RG9S H
—IEHRMIFZE > H 160 AR A rituximab B9
MG J& A > E R 88 i AChR iBEfE M ~ 65 fiI
B MusK et ; #EREETR 0 rituximab 7B E
AChR ESFEMERVEE AT MG RAEEBEWE
£ 77% (95% Cl 0.642-0.899, p=0.030) > M &
B MuSK nisZ M AR MGTRAEERER
2 73% (95% Cl 0.631-0.829, p=0.048 ) ©
Rituximab PIEEZE R EEEENTHSHEIE !
JAEENT S 31.81 mg (20.00-45.90) » BEEE
6.81 mg ( 3.44-8.00) > i “* 21.70 mg ( 15.50-
42.46,7=2.366, p=0.018)7 °

FEERIAISAE - —EF RSOOSR
HERETE 11 (L ACRR BB EEE MG TRA »
IHTIEERZ rituximab ( MR 1 g & » FEfREME
RBANEREHE19) EN - ERETR > E5F
— RERGE rituximab BBV 12 BB » RE—{UK
ATEMMS RIBHED 20 oW E ( BEMALK
ARETED 18 49) » B 55% HImABI MGFA-
PIS 5HIE - b4} > BRIRCNE R R EIFIE &
VR R © o S5—IEHEIRE MG RURTREM
BARMAZ AR ZE > #AA 22 & A (10 i AChR 1
BB ~ LA MuSK FBERE 1 ~ =fIinBgrEd ) -
DIRIEZ MTE rituximab FEARPH—TE B
E— ! SEBE—K 375 mg/m? > FEEE >
RESNAMABEISEBLE—R FERZ | M
RERE 750 mg/m* (BRBIERZ 19) ° MK
AR mE ; BRI ES 28.8:19.0 A

49 58 1 7 B B 9 31

(#CE 6-66 ER ) o FERETR > T MMT F 5
# 10.6+5.4 T [& = 3.3+3.1 (p<0.0001) > F 15
prednisolone 7 2 ¢ 25.2¢15.1 T [& E 7.3+7.1
mg/day ( p=0.002 ) o £ 10 R1E3E » HRIEHM
RS 17.125.5 @A (B 9-23 @R ) °°
S—IEFIREY « BBIZEAZE ST 14 (I EER T
MG IR ABBEER » FHEEHRES 22.612.4
@A ; #EREET - EEZERAL > TEEHHARER
EF rituximab FEZ[&E MMT 589 (13.1£1.9 &=
3.5+0.8 » p<0.001) * prednisolone | = (27.2%
6.0 mg f% E 4.7+1.7mg > p=0.02) > U K F
IVIG #1 PE FYZREL ( p=0.02) "0 o —IA[E] A ZT
SIT\LL AChR IBSE M EHEE YR ARKER » §8
I rituximab BET A B ER 18 BB A I E
prednisolone | Z£F8& T > 43 5l& 50 mg (1QR
30-50 mg) #1 10 mg (1QR 0-20 mg, p=0.011) >
MR A B MGCS FEZE N E > 2518 19.5 (1QR
11-31) # 6 (1QR 0-16, p=0.012) ° 7£ 18 {EH
HIEF G > FrERAR MGFA-PIS 4838 MM-
3" o E—IERABIRTIEAZEH > 16 fil ACHhR H182
R M &R R MG B A rituximab 75 BRI 3B B
18-84 B8 » FTERAIEBRIERKRNE ; BN
iR AERE—(EaEERERTFYS 36 EAATE
% HBRERATET 47 BB BEMHAR
TEHEFSRE RS2 © Rituximab BJBEE AChR 182
FHERE MG RA > EARRAGHERAA
BRERGEE 2 o b4 > —IERIMERZTRISEIR
LUEHEE rituximab FZR1E 16 (U588 MG WA
(J\fi AChR FEEFZ1E ~ /\fiL MuSK $8SF714% )
FERER 1288 » MARPRAIRE CD19
CD20 fFM 2 MEEK » BTEEHtHAR R ERER B HT
RI1EEE = o

RN ST VEHEE MG » —TELI MM HE
MARNTFDEHEBE MG JRA (UL AChR 11
B ~ —fI MuSK i BEf51E ) » {EREERTER



A rituximab ;AR » FIERATLERERE (F
7 11.6 18R > &8E 4-24 B ) N RRENE
MEETED ; BOMIRARTDFE MG M
AR AR KRR » B MGFA D 3B FTNE »
MmERBBATEES rituximab JAERBRHIRPE
BB ERY MG fEf ° FTE R ATERR rituximab
B > AChR B MuSK B8 iRE T » Hep
=B R B ke o

88 10-3
B Z EFERAOBR tacrolimus (EE #A R MG
WAZEBREGERIE > AHCEEEEE
EER REEERT - ROFEEER
B—RRELZ2HEYISE - BREFTIH
EHAREMHHSE o

HEFIRT 1 100% ° IS © 461 EEAIHRT < 34

—IERZEMA 24 L EBE MGTRA > B H
[ AR 3 mg tacrolimus » ML E /A EN R AER
26 NEARFEHEN BRETETARE
% 1 B B fS B5 B9 QMGS ~ MMT ~ MG-ADL #1
MG-QoL15 5549 T B ( p<0.05) » & RIRFF AR
FEPREMRA &R mBEENE -ARAARGRE
QMGS ~ MMT ~ MG-ADL #1 MG-QoL15 B9FH 45>
HEEE TR > 2RS4 5.388.75+3.33
8.21° F 23 iIf8A (95.8% ) ERE —XFLE2
B2 T prednisolone B = » A &1 = R
7 61.25% (p<0.001) "5 o 55 —IE LAY £fF
THEIA 32 M HAE MGIEA » HEEREHDO
AR 3 mg tacrolimus iE#E—F » AJREENEH S
B MG s ABVERFREEAR > €13F QMGS ~ MMT »
MG-ADL 1 MG-Qol-15 FF R REERE » UKE
H O AR prednisolone %284 (p<0.0001) ' ©
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RS EGRHEN#HBRE MG —THBAK
EHRBEREMIES 13 AR EH AR MG
fm A & B O BR 1-2 g tacrolimus ¥ & — &
NEINZ2HE BRETEAE—F%>
prednisolone % £ §8 & i 2 (p<0.05) » SEAKFF
& B & QMGS ~ MG-MMT #1 MG-ADL FF 9 12 58
EWE (2R p<0.05 p<0.01 > p<0.05) °
BEENE > B101IEA(76.9%) TE =
Fg prednisolone » W & =i 52 & W E it [z F&
(Cushing reaction) 8k AU BMEETFR
NAERERTSHBBRFTDVDE—HKE AChRR#T
RBEERBEETME(p005) RERERE
FREH 7" - Z—EEMYHABREEMRSRE
MANMLLZEMGIEA > HEFRINL(66.7%)
BEBEERERKBMY » tPfI7ER~2 prednisolone
B £ 1% 18 38 1 / I & = prednisolone B9~ B
RFE> ERMIBmAZH > BEAEASOR
prednisolone # cyclosporine & #f A & & 2
RERE BA=MIEWA (333%) HRER
tacrolimus B8 —Z47)78 % » LABA Lk prednisolone
NEIERSBEREMNHBIERL > SFEER
&~ BPE (cataract) ~ BERBRIEMSER
B2 IMJE ( hypercholesterolemia ) ° FR B/ A%
52 tacrolimus A EEEE 24 @ B ( BIZRHA 24-46
@A ) » AW TE tacrolimus AERITIERZ THEAK
BRUIBR T o #5REE R tacrolimus #5 E—F 1% »
EAUBEEREREABMEN MGRAR » B=1I
B EEERERYD T 50% > BEKIERE
b o EAMBAR > BRIBRAL(66.7%) FL
i (77.8% ) 1E tacrolimus $5 %% /5@ B f1—F4#% »
QMGS D HET =D LU L © Tacrolimus HIERK
MERF T ME L - BEAB =W A (33.3%) £
RIFRRFE > BEREMLAEKE ® o
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E£EH 10-4
A] & B {# A €}% eculizumab - efgartigimod *
ravulizumab * rozanolixizumab # zilucoplan
FEANFHEEMREIREGREREREZERNFE
B9 GMG FX TR A o ELEFERARIEE K
SR EREMIRMERAR LAERNNE LA
RIFNZ 2 -

HEHARE [ 97% > FITFFD © 4.94 0 BESENERE | 04

Eculizumab ( ## £& C5 # %! & [complement C5
inhibitor] )

—IEfEE ~ 2O 5 - RREIHBRE
(REGAIN 358 ) LEEBR BB H AR GMG BB A »
S eculizumab (n=62 ; F—KUKEE— =
M =BFEERH = 900 mg ; FIHE 1,200 mg ;
WIEBHE8MB 1,200 mg) 3 Z & A (n=63)
NEMMNLZ 2N - BRETEEZERIE 26
BB MG-ADL i DBt EMERBEEER
(-11.7,95% Cl -24.3-0.96, p=0.0698 ) > 1B ¥}t 12
QMGS 8t » ERZ BFAELE > eculizumab EBE R
(-16.0,95% Cl -28.5 to -3.4, p=0.0129 ) ° Eculizumab
HABE MR A (10%) » ZRBHEE 15 f0m A
(24% ) HIRANESEARNNE » BEH eculizumab
HEBENRAMBEA (10%) MZHEEE 12 6B A
(19%) T E IR B & (rescue therapy) © LtL4 »
eculizumab BB NI A (15% ) % &L H|#E
B18fIEA (29% ) BEBREFAREH " &
REGAIN R IZE EMEER P » MMA T 117 fiL
HBRB GMGRA » EERABEEDV—F#
ZiEmEU LR RIMEEE > H—FRHARRE
Z—EU ERBEIEEEMIVIG AR £
B PE > {BEEARTIRIES] o BLRABMBZES
1,200 mg eculizumab &% > i 50 & [F) B {5 A3 /Y
FRIEHNFHIE L > B3 prednisolone e HAHRA%E
EEZ ~ AZA Fl MMF > FHERZEVISF © {FRET

51 58 1 7 B B 9 31

48.7% (57/117 ) B9 A BT AR MG SEAR SN E T
FlESRD—BU LN REINEIEE > B
R NGB ASE F R 38.9% (280/719) °
FERDM/HELE—FBULEREDG E
& B9 5% A o prednisolone & H #H B 18
E E-AZAMMMFEY £ 5 8 BH B & &
BEERNER —XRFhcBIRRDT
60.8+28.07% ( p<0.0001 ) ~ 89.1+25.77%
(p<0.0001) #1 56.0£32.99% ( p<0.0001 ) © F 5%
HAME > FERe BB ERBEIFIEE > eculizumab
YR B EERRAE R (MG-ADL f1 QMGS) » B%&
2% prednisolone & E BRI EE 2 ~ AZA F
MMF #8151 ° Eculizumab A] LUKERFEE SR BY MG J&
ABERER @ 20 o th5Y » 2 IR 14 6f 35 55
eculizumab EE88! GMG TR ARVERY > 3517
eculizumab FJ LA E MG-ADL #8249 ~ B DM EAKR
22{bH0 prednisolone BYHI & -2 o —IEHEI&IR S
D EETR eculizumab A LA E QMGS » 2 #E
BERRH#AE MG NRAMNRMZHaERE
RAE>o

Efgartigimod ( 7% 52 Fc % 2 15 #1 & [neonatal

Fc receptor, FcRn, antagonist] )

—IE RCT ( ADAPT E. B8 ) L& EH GMG BY
JAA » ¥ efgartigimod (n=84 ; 10 mg/kg &
BREEREXER T  E=@REBEH) A&
B (n=83) NERHNZ2M - FRETHPL
AChR RS MR ATESE —BH > EZ R H#E4E
kb > efgartigimod #2 MG-ADL 9 # QMGS &
SEMLLBIES ( MG-ADL: 68% [44/65] vs 30%
[19/64],0R 4.95, 95% Cl 2.21-11.53, p<0.0001;
QMGS: 63% [41/65] vs 14% [9/64], OR 10.84,
95% Cl 4.18-31.20, p<0.0001) ° HPEIEHEA
H&8% > MG-ADL B EM LAt B AELIHIER
(68% [57/84] vs 37% [31/83]; OR 3.70, 95% ClI
1.85-7.58, p<0.0001 ) ° Efgartigimod AR R



REZEER77% > TREBER 84%» ° 53
— I8 it 35 &+ ¥ ADAPT &2 B& H0 # A B9 129 1z
AChR I B2 % £ BY & A » &F f& efgartigimod
B R & E m B (health-related
quality of life, HRQoL ) IR & o {F R EE R~
% & %) 48 Lk > efgartigimod #H BY MG-QolL15
EBETREFD -BONEETRELIEBEDARREBR
( EuroQolL-5 dimensions-5 levels, EQ-5D-5L)
HFrE AEmEmMEIMU K EQ-5D-5L TREBIELER
(visual analogue scale ) 543 ¥ 88/ H 1RR H 58
EBBE > )7~ HRQoL MYZ4E » H MG-Qol15
{EETHR A0 EQ-5D-5L AF R E B FBH—F — 8
B—REFER > WETHHRE/GE %o

Ravulizumab ( #&#E C5 #IFIE )

—IEREH ~ 20y €5 ~ TRIEY RE R
(CHAMPION MG 582 ) LB B 2514 AChR 111
BERE M MG BURA » 3% ravulizumab (n=86 ; 5
—XEZ B BIE 2,400 ~ 2,700 F 3,000 mg °
P& #& 7 38 15 X #% % #f ¥ B £ 3,000 ~ 3,300
3% 3,600 mg ’ thBRE/UBEZ—X) N RH
(n=89) NEMALEM - HRETHETEE
B LE > ravulizumab BB 18 0 T MG-ADL (-3.1
[95% Cl -3.8t0 -2.3]vs -1.4[95% Cl -2.1 to -0.7],
p<0.001) #1 QMGS ( -2.8 [95% CI -3.7 to -1.9] vs
-0.8 [95% Cl -1.7-0.1], p<0.001 ) DL E # 4R
B2 26 SRV /NF /£ (least squares, LS ) &
1L o & MIETEZ R E I 7E ravulizumab
MERER—BAREE > WRHERIE 2658 °
Ml EREFRSEGENHEALLBABEL
7£ CHAMPION MG FABAZ B AE B+ > WA
WA DB ESZ RZEMED ravulizumab 78 »
€2 #& ravulizumab-ravulizumab #H ( n=78 )
L BB - ravulizumab#l (n=81) - & REE T »
ravulizumab-ravulizumab #BB9% ATE 60 3B AT
BF 71E4Z (MG-ADL #1 QMGS ) H#EFFelE »
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MG-ADL £F 9 £ CHAMPION MG &2 BR & Z# 48 3
% 60 EM LS FHELE -4.0(95% Cl -4.8 to
-3.1, p<0.0001) ° Itk 4} » & & | —ravulizumab
M EREMEAHIRRERMFENSRE > |’
AR A (R S BR B 22 #R B 55 60 538 » MG-ADL
FFEY LS ML -1.7 (95% Cl -2.7 to -0.8,
p=0.0007 ) ° QMGS & FHLIAEEE: 28 o

Rozanolixizumab ( FcRn 1£3#121 )

—IEEH - 85 - TRAINE - BE%=
HA BfF 2% ( MycarinG & B ) 5F {& rozanolixizumab
EGMGIE ANERMEL =M o 5 A #FE#&
STEMR TR IEZSE X FENEN
rozanolixizumab 7 mg/kg (n=66) “~rozanolixizumab
10 mg/kg (n=67 ) L BBl (n=67 ) #&E R 58
N MG-ADL FF 2 fE B 2R B 28 43 XA LS F15
% 1t TE rozanolixizumab 7 mg/kg #8 (-3.37[ 12
#E B3R Z 0.49] ) # rozanolixizumab 10 mg/kg #A
(-3.40[F#ERZ= 0.49] ) B LEHIHE (0.78
[FRZAEERZE 0.49] ; LS FHEHEHE S 7 mg/kg
#8755 -2.59 [95% Cl -4.09 to -1.25] » p<0.0001 ;
8 ¥ 52 10 mg/kg #B 5 -2.62 [-3.99 to -1.16] ;
p<0.0001) ° Rozanolixizumab 7 mg/kg #8%E 81%
(52/64) B9&EA » rozanolixizumab 10 mg/kg #2858
83% (57/69) BUfE A > U R LR EIHEE 67%

(4567 ) ITE AN BEREBRESRIAREH

(treatment emergent adverse events, TEAE ) %° ©
Zilucoplan ( A2 C5 HIFIE] )

—IEREK £ 5 RRBHRBR=HHX
( RAISE 58E% ) 5F1d zilucoplan 7E GMG & A B9 &
BWHEZ2M - MABFRER S ESERX—XBIT
K2 F 7% 8¢ zilucoplan 0.3 mg/kg (n=86) = & &t
Bl (n=88) > SHA 128 - fERFEERE T R
MLE > zilucoplan #EEEZERREIE 12 B MG-
ADLEF D ERZHINE (LS T8t -4.39[95%
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Cl -5.28 to -3.50] vs -2.30 [-3 .17 to -1.43] ;
LS ZF393: -2.09 [-3.24 to -0.95] » p=0.0004 ) ©
Zilucoplan 85 66 i@ A (77% ) AR 2 EIHE
B 62 iR (70% ) B4 TEAE® o

E-IERESNMEKRESMALIE
MG EBR 3t 941 i GMG JRA » LB FFML T B &
BT EERERN | B 26 BB eculizumab #
ravulizumab ~ 28 X HJ efgartigimod ~ 43 X HY
rozanolixizumab ~ 12 & Y zilucoplan Uk 16~
24 3 52 FEHY rituximab o &R EE R B2 B I AH
Lt fEESHNHIEIAD FeRn HEH1H ’J**”I%ZFYJ MG-
ADL FF > 81t £ -2.17 (95% Cl -2.67 to -1.67,
p<0.001) o ## B2 N & & &0 FcRn qu aEZ

RSB EBEEER (p=0.16) ° ERLRIEAALL >
BEHNHI A0 FeRn ?“—“#*“EIJE’J QMGS Bt 5 -3.46
(95% Cl -4.53 to -2.39, p<0.001) > 1B FcRn &
B R EAIMEEE K (-4.78 vs -2.60, p<0.001) ©
Rituximab ;2 & 8 & c{ & MG-ADL (-0.92 [95%
Cl -2.24-0.39], p=0.17 ) 3{ QMGS (-1.9 [95% CI -
3.97-0.18], p=0.07 ) 515 o IEHIEFRE D ITF >
efgartigimod (¥ B REAEN MRS’
H 7t 2 rozanolixizumab’'c B —IEFE K S
9 #4813 TH RCT £ 1,167 {iL GMG /& A »
5F i 8 ¥ & & B9 & X . rozanolixzumab »

batoclimab * zilucoplan ™~ nipocalimab »

53 B e B |

eculizumab ~ ravulizumab ~ iscalimab »

rituximab * efgartigimod # belimumab ° #& R 58
71~ rozanolixzumab £ 78 & GMG RIF HEEH
& % > batoclimab 340 mg #1 680 mg 7] B
% & QMGS ° Belimumab N Z 2 IR ERE
BE1T B4R T E & ( surface under the cumulative

ranking curve ) fxfm * 5 89.8%% ©
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