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1. EAERHEESAE (MG) DR RE & Jia i HHiT
1-1  EEE A I J)E D Jp HE

MGIFHRERG R IR DT BT /L= U R (AchR) 7213 T T ARBUAFAES 27 B FLal >~
EHEREMICEA T 20 FICRT 2 A CPURIC I DV BIET 5 H ORERETH Y . Bk L IRE
IS LD EE M E T 5 1], FEPRIE=aF AEBWEDOACRRICEE RN A2 7= O, DIk, & O
AChRIFREE 2wy, FERIRIERSHIER X OB HER L 2L, #HE (7 U —E8) R
WlEEL X732 bbb, MGOZWIENREIT20144E 2 B ARMRR S . B AMRIBESSS . H A fH
o, HA/NEMR PR 0TS & RA T EE G BT IREE [ et BB+
LA ORRIZEXVSGET SN AT A R A4 & LTRBINTWD 2], ERREROFEMm
= E LT, IHRDOssermansyF8IZ 00 % C. Myasthenia Gravis Foundation of America (MGFA)
SR RINTWA[3], BEIEEIZ OV CldQuantitative MG Score for Disease Severity
(QMG score) . MG activities of daily living profile (MG-ADL)Z8\Z Xk A A a2 72N T
TWD ((1£#£1-3) . FHTEISOHIE, JENT I ORIR O FEARIZ I TFL 2 AT A OBEHR 2N EEA DB BT
% (4], JEIROEHEAZRIFE & 72 2 HIAChREUAIL MGIZRFRAITH » MGDHIB0%) | HEEE LV
RSN Z EXENTH D, T OMHMEIIMCO FEAEE % K925 & O TIZRWV DS, il 2 OMGE
BV TUTHACKREUAIINGEEIR EAHBI L CEBN T2 2 &30 5. 7o, MREEE O —ERITMG
DIFER D < T HAChREURBGMES] & AFE7ET £ [6], EMCOMIEFHIY 7 % A 713 HMuscle-
specific kinase (MuSK) iRl E4%. $Hilow density lipoprotein receptor-related protein 4
(LrpD) FURBGTE 2 %, 5 %l & TOHURNEMEDsero-negative MG (SNMG) T % [4],

MG2S Fifh D L& A FT . (FTAChRBUAR O H O 1) (21 2 T, 250 GIEFE) - 5 BRI (iR
JEAPEOFE, WARBROA ) ISR DRI DY T 2 A ThoEREnTnWb Z 2iX, HwA -
JRREZFMET 72010, EBIEFNENEE 2D ETHLEETH S [4],

HIMuSKETAREGMG TIFM R I IR B PR 2R B b 2 9 2 S IXENTH D . Ml i O FERRAY 725t
Gl ZTWRY, BIACKRPUAIZHMuSKIUA L 7325 2 LidENTH 5, £io, IRATOAITIE
AR 2 FEMIRAEMG (AR RO 11 B AR BRI DIEBI NS B END Z L b s i o
BRI 758 & STV, EH R, 2585 29 2 MIRIE - FERIRIENGEZ FREd1-3I2 %8 L,
TNENET T XA TIZXK Sy L2k, IRBAMCE Mz TR S s, /NEMGIEBNZ 23 (5)
T 5, BRI Z TMGIERIZ DUV T, MGFAZ FHCQMG score (2 K 2 HIE EE ORI 23 T i1 5 (4],

FHE A I )RE D 4358
g YTEALS E-)
Jitg BB MG (Thymomatous MG) 1
BHHASESE (Early onset MG) 2-1
FEH ARAE MG (Non-Thymomatous MG) W (Late onsot 0 =
FEHIAE MG (Non Thymomatous MG) FL MuSK HiiR B MG (Anti MuSK MG) 3-1
7L AChR LA T Lrpd HLABEYE MG (Anti Lrp4 MG) 3-2
brikraEt: (Sero—negative MG) 3-3
R 75754 MG 1
R, FE XA D B gk &
EOVARE N
/N MG (Juvenile MG) 5




12 s gk

MGIZ%F 9~ 2 M i tHAfT 1%, Sauerbruch (19124F) & OY, Blalock (19444F) O g i HiTR#% (2 MGHE IR 23
HELZEVWIOMEITHBEDLLOTH S [6-8], FFHHITRBRACHEL CEXRERHY, 20
MGE D BEERAVARHL (2 DWW TIIFE 2 D ATREMEDRM R R STV D DS, RIEH B Tid e [9-17],
J A T MG D % & DB 2 7RE 5 2 < OMEN 72 S TR Y . MGITxT 2 AR e 1R
EELUTEST O TWAONREURTH 5, M HITIERORBBIC6 » AN OEFEEZET 5
EVbITEY ., ZOMOADLE UE LHERFT 5 72 O NRHITEE S L ETH 5 [18, 19], HIfRAENG
WZHOWTIE, MRIEIZ 3 2R & LTS i sk bivd, LieRno> TEOFHMEIZ DN
CIE IR BRAEMG FR A |2 %3 2 VR Al Chgim S AL 5.

(a) i fias o oo A 20k

AR AT & FETAN 2 Lele L2 fllD A %« 75 U o R LKRERR AR I L D210 a7k — MMF%E
(FRFHLB500N) IZHESLK DO THDH[20], ZDOHRELL DAL « TFH I VARHESNTND
[21-26], HbH% < O2THIFE (BEEKI0140N) ZMRET LI A % « 7 U v A ClIMafgfi ke o
remissionld31% TIFIHEED15% LV AEICRAF THA v X2, 445 TH > 72 [25], Z DD A
Z 7TV ABMAEEORRTHY | IEMENCOTERTFEL & U TR 23 A3h e LT
W5, BEERBC IR AT I IMC O B fif - DRI REMEZ D D — oD AT v a L TH Y, Y
TREEMEI VA THD & LTHESEL T 5 [20-26],

M BIEMG R L2 6 2 M i LB D2 R B3 2 T o & A B iR (MGTX study) 23,
National Institute of Health (NIH)IZ X V1To4LZ DRFENHE S 7227, 28], EDORER, FE
MIRRAEMGEEE (MGFAZ 7 ATI-1V) (Zxf L5514 OFFll Ctime-weighted average Quantitative
Myasthenia Gravis score CA BN HINEED RAF72 A 27 (5.47 vs. 9.34, P=0.0007) %7~
L. B H#Hprednisonef® (24 mg vs. 48 mg, P=0.0002). azathioprine#& 5 (17% vs. 48%,
P<0.001), 3 X OABL & 24 2 B4 i fi B TR RIS 22072 (6% vs. 30%), FETIRH
RIS OHEIXIFSE T, 6020 H M OB TIRIFBEA EF 5L, prednisonelt T42%, Ml H i
T3 TH -T2, ft- TR TG D EFHFIEIR 2 T 2 L ikim S T\ b,

(b) Fia s it o A

it A A L B B 3B TS RIE, MGEER D =2 b — AR RS RRER T H F DT RIT1I% LT
TH 5291, MR HTICEET 2 A0HEE LT, 7V —F (6%) . EYYE (11%) . a4
TR - BEMRARRE (2%) 72 803 530, 31] o 2015E DRI EL A EERIRE T X 2 T3 E o i
IR £ 2 FIRFEC3IT0. 6% Th - 72 [32]

(c) MR ffg i fity oD DR

R A AT OFEFAIZBE L i, MGFA  (20004F) 2> B A& OV HH PRI B SV T AR S T
H 303, 31], IR N (extended thymectomy) 23 BILH SN TWDFETH S [19, 33],
Fi P & U Tl BIRWVS O IXZAERAE AR & IR (265 17 D maximal thymectomy T % [34],
7-72 Lextended thymectomy & maximal thymectomy& ORCTIZZ2< . £/ FHIZEBIS Hmaximal
thymectomy DENIEDNBATE T2V 2 & . maximal thymectomylXextended thymectomyd V& BHED
FAERNEH N EnE . AFRIZBVTldextended thymectomy2d3= & L THT403LCUM5[33, 351,
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d 77 a—F

IR BE AT & U CHaESE T o fiok i il [35-37]°a R v BTN [38] BN EA S, KoE
EFYIH T 70 —FIC U SRS RS S T&E TW5, RIBEFROEREL X OHREHIIMICY —%
VI ITN—T XD HE SN TWAH39], T e —F LS, MEsE, ARZER T, v Ry Mel %
¥ T DMrib spreadingR B U ZITHhRNZ L L L, MRV DENTE=F—TFIZIT5> L LT
W5, FEMIRIEA DINGICRI T D6/FGED A % « 7F U v AT, fERHIM CF B HlEsE Tl
WENTEY, FEDEMETH 72401, E-MRENCE Z D8N A X « 7 F 1 L A THIE
BEsif, i BRI, RSB IS B W TR BICIES IR M TuNz [40], 230F98 2 Mt
L7z A% « 7F U A CIEMPess RN CA RIS Mg, ELE . 7ERE B3 72 < . iR
XK D>> 7228, complete stable remission rates [L[F% T o 7= 7= D e Fi7 13 B M F45 & [7)
BEONRENG D LG T D [41], MESEFIN & vl v FRFIN A I L7cAfsED A & - 7
7 U A TIEHi# CTceonversion rate, TERLHIM., iiteiRkI R CHEZREIT R, FINRHCTHE
iZu Ry NERFIRN RN LTnA[42], F£72, MARES DM i Cmmmittz Eoh
OFOIBRAAT O MENAE U D ATREMER S U | F 7= MR FES] C I SR s mEtEns 2 & b
bb, ZOXDRGEIT, FERIZ ST HSIBE ATV, FINEFET & Th D,

1-3 Py

% < OIEMIRRIES DIMGIZ X~ DAFFEIL L A A & Dcease control study THY ., BEOH VT ET R
Lo Ted, KEMRFERDA K « 7 U U RAEELRIIERHRE STV 5, 20134FEDCochrane
library2»& Dreview[43] Th AL TH D LT T\ D, ENIH D DEESL T & Sk
ARBRIZ &0 B i A DA M BE B s & 7 o 72 [27] 0 MGE 23 BRI O FATE I DWW T LU R IZEE T,

1. RIENG

BRI Lk D IR & U C IR iR 23 T o 5, UIBRARREZR GG IINBHRIR O G & 70 5, i
JEADIMGIZ 33 1T MG Efif Je OBz 2-1E, MIRIEFEA DGO & DIZ AR TRIZE XIS D &35
WA D% UN19,44], % AIAIE Dease control study» b BT TIXMPIES OHIAEIC
complete stable remission rates?MEWNE T AN D B [45, 46], F 7-MGE £ 720 i g 2 5ot
L TR H P12 L IMG &2 FEAE - D post thymectomy MGH Hiiy STV 5 [47],

2. FEMINRIEMG (PTAChREUIARB M « 25 HY)

HHAZIE (Early onset MG) & % HI38IE (Late onset MG) & OBEFAERICE L TIE505E L T 5 D03 K
b TH D [1, 4, 48], F ORI Z DFERE BT B LB AT, FARBIZIERD
FELEIBO2ODE — 7 ODBRMNZ OFERIZH D Z LICE D0, TOEREZHAPRICTLDOEFRETH
%o MIRIEBIZ EIRZ BV TLR Z IR & T 55 2 50, HARH TR 1 7 ¢4 — 405600, E
EITBEEZFHTED D, T-. BHIRIEMCD 5 5655k LA EDOFRFEFNL EEFIEMG (elderly—onset MG)
EREEI T 5 149, 501,

2-1 FHAFEIERIMG

JREL AN I MR A 2 S IS A DT 2 Z E BT WD, FRIED S i i £ T o #i R
PWEHWERTFHROBWRENRSH D Z Enn ., BRI ED S Tunb (1, 4,19], KEH
RS2 (AAN) SORRMNAFHRR 22 (BENS) HA KT A o T 6 B o ffa i Kl 2 HESE L <5 [51, 52]



2-2  BRIFEAERING

A, BEIFIEDOMCOHEN NG ST, HERMETH 5 [45, 46], MCEE OFIRRFIDOREFE T
1%, 605k L B BE TITMAROIFEZIENZ LW EARENTE Y [49], 607%LL_EDOMGHEF]
W2 BRI IEFE DO LD L B ZDEBETHLXETH D, MM IR A2 BT
HETICHMZEST 52 L. FIHREE, BEORGREOBEND, 605l Lo BHE CTIXERE %
kG & U CHliRfE I 2 80 2 5 & & 2 [49], — 5T, @il 233 2 Mld v oA FvE 2 f5
T 285 H Y [63-58], FEFIEFNZINTH MR IIRRIED —2 L 72 0 15523, Z D
JEAZ DWW TIHE 2 OFEFNZ IS U CHo IR T 2 L E 03 & 5 [48], FEFSICIX, MG AR A C g kA ik
DREDIFAEN TR SN DG, TEROEITNRWIEE . BAIEEICK L TH#IBETH L BE R LY
DRIG L 720155, ARG THAChRIUAS M 235057 H 65k £ TICRIE L= W38 ER o B
TR EHIN 2 BB L CTHRWE LTS [27], ElE 128V T H IRFBRSCHIAChRYLIAFEMENGIZ
DUWTIE, RATIMG & FIERICABHROTRIE SR HERYTRIRE & 72 £ [48], AANT A R T A T H60-655% £
TOHRAA O CEig ER RSB R D D 56 2 bR & BRI HEE L e LT
% [52],

3. FEMMRAE MG (HT AChR HUfRIEE - 25 7RY)

PT AChR HLARFZME MG 1%, MIFFAYICHT MuSK HUARRME MG (Anti MuSK MG) . T Lrp4MG HUAR M MG
(Anti LrpdMG) | W 4L s A3FEMED MG (Sero—negative MG) 123 S 415 [4], £72 Titin,
Ryanodine receptor, kvl.4 2@ neuromuscular junction proteins IZXF4 AHAL MG & OEEE
WE XN TWB[27],

3-1 Bt Musk FLIREGME MG

Anti MuSK MG OJFHEZEAY 2R 80E. MAMED SR ENTH Y . HFLACRR FUA L IFHEFEL RN & T
Hb, Fl-MPREEROLEHIERNZ ETH D [4], Anti MuSK MG 2B\ TIiE, MARFEHITIC L2
MG DEMENZ LWNETHHENH Y . WRIIBENEL S5 (4, 10,52],

3-2 9t Lrp4 HURBGME MG

MuSK 1% Lrp4 & 2 &AL L AChR @ clustering ZFFi 4% = & T, MO ERIREIC
BET5EEZE2LNTWAL], Lrpd IZ8T 2 HAPURDRAIR L 0 #ils S [67], Hiiey 724~
ELTHEMENTWA4], Anti Lrp4 MG & Anti MuSK MG [FIEEIZ 2/3 D& THIMRIT atrophy £ 7=
IXIET T o 0 MR AT HESE S vZen [52],

3-3  PUAChR HUK, HT MuSK HUAFEM: MG 36 L UL Lrpd HUIARREME MG
(Sero—negative MG : SNMG)

PUACHR HUA, HT MuSK Hifkds K OWL Lrpd HUEDZMED MG IZ DWW TIE, 2D OMEOHURE 7213
IR AIPETTAR S L OSREN O B CHEANR Z DIRREICE S LTV A b LHEZE S LTV 5, IFE, Bl
JHE LT OPLACKR LR 2 9 DIEFINERICE D 2 & 2R TAFEE RN A ST 5 [59],
PL AChR FLIA K UL MuSK HUIR DS EPED MG 123 T H . HT AChR HUIRFME MG (1238 L T AR IR B2
TR B ST Y | BRI IR R OSES R S ARER S & 5, T AChR HLARE MG
L RIRRIC 2 H A % 27 D 5T AChR HUIR K& O MuSK FUARFENE MG 12 oW Tk, MR HIF OGS Th 5
L OHWENH 5 [60,61],



4. AR MG

FHIFEAERI MG TR D & DI 11-28%2 BIREMGI 238 0 . WRHIGIRIED UL & 72 D [62], Mol
IR DA I DWW TIFMR T 2 AR E ST Y [19,63-65], EENS/ENS A K74 L TH R
T A REEE ST I ISt 2 R 3EFCHT AChR HUAME DS S EE B, APk AR PRI A
BATT 5 U A7 BEmnGaic stz 2 &35 & LTw5b[66],

5. /NEMG

/ND MG 12537 D NBHITRIERIC K D BRI NSEF] & R\ Z ENa BN TEY | uﬁﬂ?@
FEEICTIE, BORRSE I IE MG DRI B A KT S 7\ [67], FAUTH L, 12 SRR OFAE R C

Ji9 AR AT 9 D BLFR RIS FERG B L 0 S BIF Ch o= LT 2MERH Y | EIEHIT iﬁ%@%%%
Hifi 2 81d 5B/ 5 5[68], AN HA KT A T BHFEMETOHT ACKR HLikEEME/NE T NEHITE
PAIRPERCRIEH 28T B 72 DI il 2 Z B L CTh e L5 [62], 18 w4
FMG ZREH L7z 16 HFFED A %« 7F U 2 A[69 11Ttk DAV H MG BAEFE 1T 77% 2 EN TR H i,
WHAHED ENTH DT LAVRIITZA ., Bl T & FER IR O HLehfF 22530 72 < power 1355
WELTW5b, F/hNEoRPEEFINIT X COMREZ R T 2018 +00s LitZene LT,

1-4 MG EIEFNZRBIT D Fivo 2 A4 I 7

2R DR AR X0 KENFRE %2 ST AN TR EBR A 20T T 5 B T b s i 1 vl 6
ThHU ., FFUCRIED NS CIEM R A O IS IS 1X 72 B 720, MG OFffRT= > b e — L3 A+
DIREFITH, TOFMECEILL %L TFTHH[29], LL, MG ha— /L REDIRETT
MzATo &, INREE ECTRIMMZZE LY, HHEROZ V—BOBERE< D22 LbH LD
T, ZTOFIROXA I TIZ L TR LR ET D2 LIFTE RN,

2. JEAWRHNCEERT 5 MG 1B L Ia s

MG DAFHRRE AN I X 2 B OHEN %Eﬁzﬁ‘%ifL&ﬁﬁ£ﬁ>&b%5b> JARTEERICBI L Tldmn = B
T U ABIRNTD | BB EL « BRI & O i@ RV ETH L, nELEEDbND
BRI - A B >V T ﬂ%k&éﬁ&%TbﬁﬁItT/%@ﬁ%ﬁﬂf%D\E%%ﬁ
BIIA iR O ER b D,

MG IR ZITEDFIENMATH Y, Pra ) A7 77— (ChE) K, AT v A RIL O mslHH
ﬁm%ﬂéﬁ\ﬁiﬂiﬁﬁ%mﬁbfmﬁﬁm%%&ﬁﬁﬁnfuVk%%%ﬁﬁbﬂéii’
7hoCE T, HYFEITANMOFRRO 2 her— L EECH LA, FHTHICEIT 5 MG 155K
ﬁwm@%%ﬁ%ﬂ%ké%@kowf@%%#f&wo::fﬁ%%%_ﬁ%éhéﬁgﬂﬁw%
b5,

2-1 fial =277 —E3H (FiChE %)

PL ChE 3 Ach O3 fRAZINH| L, thfeiheEs BlIF25 AchBEZED D Z LI X - THIHE S

2R3 5 [70, 71], L LigI#E 512 & D:J/¢%$7)—tﬁébé_&ﬁ%émmo4%

@ Anti MuSK MG TIFIBBSIET 5 2 & b I T\ 5, RIREIE TIE /e < RHERIEIK TH 573,
EIhEn 0 13 & A EDIEFNCEN TH D [T1], LT, HNciEE &b 2 &Nk

<D,

TEF L AD L~



Pt ChE #KIZBHT 5 control study 1X72W2OBHME/R =BT o A X2V, ZOFEMEIZH LR 7-
. MG DZWIHED first-line DB L L THWHNA[51], FDO7- 2 Z TIECHAN /2 B
DOER - RBREIRRD,

a) rATPR

I PP E O 1%, pyridostigmine bromide 60mg BA[AIF5-TIIfI 200 53 CTH D, LAD Y AME
R X DuaM:, Fides X OERS R CIIRAR, BE7a v 7 R EORWERRH VY | RH R ORE
LI T L ERET D70, PINOERNIIIRESRET S5 [72], 124 B OO0 H$T ChE 2R3
ET DI ENZNN, AT aA REOHFICIIkGER SN ATRe s T 285 L H 5 [72],

b) PR

Witk DPL ChE OF G- 81T, MG IER, FHEIEICINZ T, RIRIC X 2 EZ OB b 2 58 L CTHRIEKE
BRETDHMENS D, Pyridostigmine bromide % 60mg/H F 7= IIMFRIE G ED EENDIAD, IE
WaEZRBRL (HbHZVEZRaR=U AT ANEHALC) HGEEZEBT L LAETHD
[73,74], WFEEGICI Y 2V AEEWES UV —BRNE LD Z L NHIOTHEEELET S, NIRERO
REIC DWW Cix, RO BEBHGZ LV T T8 LINE 2 BEXVHEBATLIEARS 5,
JEFNC X0 EIEE N B2 D720, fx OIEFNZ AR TZISNRD HiL D [73, 74], #&0#5-03FH
ThoHN, HEFEELEILGAICIIRETEEZN L TORERHNLNTND, 728 Munsat B,

7 ) —B ko 7B TEFOIRIE (drug holiday) (24 U $i ChE FIi3 2N SFEL 5 5
ZEEHRELTNDIT5],

2-2 A7 uA R3K

MG FEFE 1T~ D s i EiiE & LTI 1B IR TH 0 [51, 76, ARMEIZOWTIEZE < O »

& % [75-77], HTChE LW A THRATICHZR G SN TWDH Z EDZWEAITH S, EENSDHA KT A4
T, MEREEREOS 1B L L THER SN TV 5 [51], HAMRSES « RIS X 5 ik
T EDIRFETTEHZOW T TN T 7 — il (2010 42) ClE, MafRfE AT O 18I L L

TRART BA FEZF#E L THIT 7RI RO Z T, — TR 40%Dfiigk Tk, M
BT T RTICIEEE 1 8IRE L TRO AT u A RIEEHEDLRNZ LR FEE L TIRE ST =2[79],
a2 & OEH OBEFRIT OV T, JEINH R ORI 2 A EHERRBIE & OBHEC, R OEAN T

BOWEL BT BTN, A% OMFETH 5 [80, 81],

TEF L AD L)L

27 a4 FEONIRIBFEIZE Y 70-80% DUGERNF LIV TWVAD, MGIRRICBITH AT v A RE
I DWW T @D RCT [T 4EVN[51],

a) MIMRREHIIN & 27 v A FHEE AR

Mo A I 2 DO EN I T D E TIZ6 W ADLSLEFELET H[19,20], iRICAT oA FEE
BATHILE, AT aA REICEDEMY 27 2898 L, &5 &L OO 28R 5
ZEDD . MR DSBIE DOGAIXINATIC AT 1 A R 32 AR IR 2 — i T ST
W5, FTo. EERIICH ChE O A TR HIEENREE L 5 2 DR DIEFNIIE, AT A REh
DMGIERIEZ MW TERZZESE T FINEITO 2 bEID LTV [73,82-84], AT mA
REE DA & MG DR HIERE O BIRIZ W T —E D RARIT /2 [85-87], MRfEHATO AT 1
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A RREFGIX. BN HIECE 54 2 TN R SN TW A2, B T#IckIiT 2488kt
VZEA & M7 2 TR 5L, 82], AT AT B A RRKERGICET B &FHEE LT, TR o
FERPART 1A RIERIC L DEFFERBIED A[REMER T 55 (51, 78, 821,

b) rATPIAR

AT uA REIRERGRIEL LTOELEIEETH H3, AT 04 REIC XL AMCO P EIC &
THLENRH Y [88,89], EENSOAHA KT A L TIIVENSOMIE - [BHEGENLEE LN E SN TH

5[51], AT aA REFEIC L AMCOHIHEHEIX25-T5%2 4 U 5 & s SN TW5H[90-92], AT 1

A RIEOFEHECHEAYMIC LY B2, RIEAITER (38-67%) THV ., HEYE, AIETERE

OFEFE, HALVEIESS, MFERERE S, REAMER, MRk ¥ 28 Th 5 (93], Lizdi-> CTIRRTC AT
oA REREAINTHDES, ZORWERICEDTHTY AZICOWTHMET 2L ERH H, —i%IZ,
SAEHERRICEE U CIE B e, ISR OBIEALZZE L, AT 0 FEOFHREITEHAENEE L

VN BRI T L R = Ok 26mg/ A UL EOGEIIRANCBEZ ZE T XE LT8R
b5 [72], —HTHRTAT v A REMERBEO S DEIHER D& ORES H 2 [94],

o) JEHAT v A K

BRHAT v A RIEODMRZRHENIIME ORBEEEST 250 THY | MHEOBE TRO (R #%
G RREE 7R IG G IR BRI 5 Thi 5, BREOINRTAT oA FENIRIZEL Y | MR-
DA LRI ANEME NN T S — IV DREEDRA 3 L R DGR 5, T ZIRMEDR|E
AREERIET 52 &2 BIIC, BIRMIICAT a A R AN—RRgt &5 95, 96], HEFFRELL ETHOX
TaA RIN—=%179 2 & DOFRAMEICONTITFERPE SN TV ED, FIMREOEAWZLY, A
ToA NEEGEAZRET D Z LN BRIIITh TV A [97-99], MAREHAFTICB VT, BRERIR
MR AT NVT L =y a o B GICEDAT oA R AN=2MThit T3 [73],

d) ENAR

frAf A7 v A FiGHITIE, IREHNE AT a4 FERER SN D (73], BOKRGPFEAITH S
R, NIRDSREE 22 5 B 1 3R 5 B B 1 & 2 B EORFIRIIR 5 b 1T 5,

e) AT A RV ARE

2T aA RV ZEEIN% 7 V=P 2R LS A I HO BN RSN ([73], @A FILT L
R=>"v > 1000mg/ HSHHEES B Z 1 A 7L LT 1-3 A 7V E{TOBETH SH[100, 101],
FHIZHRIIRHTH 22 77], AVEHELZ 4 U TR W RE R ICB DT AT A4 ROV A
BIEEATD ZLICE D, ZOBOROAT nA REJE TE D rReMEA i LoidE b & 5[102],
FIERED HERABRICEI Y AT a A RV ZPEEOH IR RENTEBY . X 80%, 2 H
FRCIRIST-2 8 ] (4-14 [f]) TH o7z ST (101, R LYMBEEZELC L Z L3 D
TeOEEZET 5 [2,77],

2-3 SR HNHIA

MR E AT oA REEJHTLZ LT, A7 aA RERMEID LIEROUE, AEFRORK
AR TE A7), IREEM OREBAICER SN TWS103] o LaxLans, ERNSA TR
PRERIE DA I L0 BIRESNDIAMITE R D, ENTIEILV Y =2—) VIHERITHL L 71 Y
AAROY A 7 v AR O MG IZxET 54 AR ENERCT & THE S TEH Y [104-108]
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RSN TS 109], 72720, &GIZHTZ- T, BHERICKT 500 Bl & PR ORFAfiAS 2
HThD, Lo, W% B LT RCT (2720,

a) Xrual LA

MG Ik 2R ES 7 v U AA (Bmg/ B) 5O AMENHE Z T 5, Retrospective 72 fif

HrCI% 0. Img/kg/day & W IIRFEOE G T, FHINEBLAE 1 » AICT 23%0 584 7~k L, L AChR
PUARME X B AR AT -2 33. bnmol /L AN BIEEH AR T4 7. 8nmol /L IZHR N L7z L s ST b

[110], AT S NIZIEATHY | AL TIHLFEAT B A RELIFAT M6 DIREIZHN SIS
ZEMEL o TETWAH[105,110, 111], # 27 v U AZAOERBF L LT, I T il oam

2Nz T. Ryanodine receptor (RyR) # 4" L 7= 'BH& 5 DUHE 2 TUET A RREC, fIlNDO R T o

A FEEL B SEAER bR ENTWA[112, 113], Mg 5806 2 7 o ) 52 %M

BRKBATE L LT 2WMERH L2 [110], WFTAEDZ 7 1 AZZANIZOWNTOHEITRL
JETENZ B 2 A HMEIIAATH S, # 7 1 U A ZDOHETE GOV T 2009 PRI &

nTRY, S%FERkay ha— L ORBRIEFINFINSHER SN Z ERTHEEINS,

b) A7 vRKY v

B r7aAR) AZF 7 a ) AARE, DLy =a—U URHERITHY . GEmEIR e LA A
WHILTWD, A TIER A —F /LA 2006 4E12 MG ISk D RBREM & SN TWD, LLyA 2
7 AR Y NXF ORWERIZX T HEUED RO LKA TH 5, FRICEHREREE, St & O
TERORIBENVED B D DT, EENS DA KT A o Tld, THF ATV A LIRWIGE O 23 HE
"IN TWH[51], MGIZxHT 54 7 v ) ARAOEG EIIMRBEIG E 3mg/ HLLFIZHIR STV b—
. A7 ZARY ATONTUIRGEOHIIRITEH T STy, BT 28 o0 T
TGN AHTH S,

c) FDOfDIHA|

fl D RPEINHIF] & U CTARIRBREISAN TlEd 523, T TF AT Y A3 TR S 53K
KITHANNEHBET 4-12 » H2 T 5, KHE double-blind randomized study I1ZJ -
T, 7THFATV U NAT A ROWEICEDN THDLZ ERRINTWS [114], EENSDOATA K
T A U TIREMOGEMREIENLEZEFII L TE, 7 F4 70 PRI 2T a4 Fo
WEZ X5 Z ERRERE XN TV E 3 [61], BRI T 28 IO TUEIH LN TR, Z 01
Zbarzz )=, P A 7a T4 AT 7<A R, UYXv~<wT7, AV FLFtE— NI TIX
FHENTWAREOMERIIIRER TH S, 2,51, 115], F£7-. HlkE 2 7 o —F L bkl
ThdT 7 VR~ 7 IXEHARME MG 12X 5 £ sk LR T o 5 REGAIN 3R [116]3 L O Okt
ARERIZCTHERIE, FREMESHERR S, oE 7 m 7 ) o REFERE XX MR b IEC X D IER O
BRI EE A ORFRIMG 12X U CTHREREIS AR ST D, Lv L, BlIRA I YYE D%
JEY AT DEEDZEEOEIHEN D 7207 EHKEOREE « XfISFH “DREINTEBY ., +54
ICHEBEICHEHTREIERTH D,

2-4 I LI

MR EA LS TR E R OB B & SN D FIEGNIRT L THW LA TR Y | A EO )

WZEWROFBLA MR TE D72, BAEF] O Mg AT @S S5 [60], migvbiEis & LT,

MDD Ig6 SEIZd 557 B F a2V UZRIRGUR (HLACKR §UR) ZfRET L2 LD TE H %

% W 75 915 (immune  absorption:IA) SCIMLAEALH#A (plasma exchange; PLEX) 23Tl Tu 5, 1994
10



D Antozzi b OHELRE, AHMEIZOWTIIEEROHRERH VD . A3 55%-100% & B~ 54T
W5 [117,120], MigEALEEL, BEFOMF B CHEDORET 25D TH Y | JURDOEAIZI D
D 5 AR R~ OIMEIRIIFF CE RN &0 D, KB K DR EIT N TH D &
EzHN5[119,120], #@H, FEROYGEICEEE (3-5 ML) OfifTZ2% L, 2R3 1 HEMRE T
FHLL, FE 13 hAREL SR,

MARFAEIRIEIZ I T RCT 1720 AS IR R ERSGEN RIC OV TEZ S O|ERH Y, 7 U —
PICBITDEEE L THEHEEZ LIV TS I[51], Nagayasu Sk, Jghgi HAE G 3 THFmT
A LIFIEREAT B & FEREAT B O bl 24TV MATENCHTE 1 AFLIN D 7 U — B RIEFE Ko
el b adE L Tna [121], AMEERERS L OVERIOERGEICHH EZ 2 54T, EFNS
DIA KT A L TlE, APEEEITNZ T, MR IR U T ek osE N v s sh b
FIEGNC L CTHESE L ~UL B DI E ST 5[51], 72720, 2hRIT M TH D 2 b, ik
BEIK FIC X 2 YYE, FHRICEXZ2GIHEICHERLETH 5 [122],

2-5 g a7 U o RKREHEE(IVIg; intravenous immunoglobulin)

MGIZxtLTH, Mo B CHRERBEFEKIC, fET7a 7 )V RERIEOANERRE ST
W5 [123-125], [A7E1E 0. 4g/kg/day FREDSfE /a7 ) % 5 HR#ET 20 TH D, 0%
7a7 ) REFET, EWAERE L R B 2 B b T SRR A RIE & RIE AR
ORI EFF I N A[126, 127], Huang & 1% Osserman 433 11B B2 5T MG12 Bl ifiRiteE 7 a7
U UREZITV, TOMRITHGB®ZREE 3 A (1-9 A) 28, FH7H (3-19 ) THiE
RoloZ b, BEO 12610 56 6 BNTHI AR LT 21772 o 7o MR EEZR <M L7 2 & A L
TWA[128], Bk TITIERIEL LTHESL L2 D &> TEBY ., EENS ODH A RT A > Tk, Bpght:
NRD BN D EERRC, AMHEEICH L THIEL LA DIRFRLE SNTWA[124], B5I3@E T
HDHD, MIREALRRE & FERICRIT R Th 5 [122], IVIg & Mg LFRIEO A LIRS & &
DT NG T IEE A OREFIRCA sk ORRBRIZE R b D [1, 129],

WAZ 72 FINE OHE T H DI ERMCE MRS & BYYE OIS, 36 KL UOYEREE « EFHI OV CReRS
Do

3. FRE DR E B EMGRMEE (7 ) —8) OIfE
3-1 1% MG Ak (POMC;postoperative myasthenic crisis)

AFHRRRIE NG SV EOER L B2 5N TE Y MR ICIS WO T HATER R X0 MG AEROH
B Il d ZLEAaNH 51130, 131], MrEEH ORICERBRHAEIR (9 T REE, MEiEE) CrFRE
KRBV EIEL 2 X T T HEXB T RIS T ICHRE WD 24 B Pl EIChTz > TRk e b7 U —E
E LT TERY [132], EXPRFFRERL, EWinR e 3o EhinRke 24 51, 521,

IZEFT U AD L~

Witk OMER AR L% LD MG AMEHEIC D BT VA0 H HIREIEIT/RVWO T, ke b EICHMFEOE
R BERAFEINTT 5,

a) FEAMRE

11



MG BBEIZ & > THRHEEIZZ V—BRIEDOER & S, ZORAMEEIL 10-20%FLE & OHRERH D
[133,134], L22LAA 5. MR % O 27 V—E3AERICE L UIHRSIc L EZn kx| FE
TR 7 UV —EB ORARIT 10%% FlalD &3 DHENZ V21, 135, 1361,

b) fitk 7 U —¥ OER & fEHRIA T

7 U —EBREOER L LTE, SEHREOM, JEYE, A ML ARERDL T TNDHD
T, AT ORRYE ORI X b L AR A B 5 [137-139], itk U —E £EL DY 2
777 78— & LTNG DIERPIFANC MRS 5 2 & BIBROA0F, M5 AChR FLiff
i, 7 U —BoBEE, i (50 P F) . MiTEE (2.0L LAF) | BMI, Mi&OFEIBR, REAEREH,
A 7 5l b S 4T 5 [140, 1431,

c) HEIJES ) —BLa Y AR U —F

7 U =8I, HEEENEA LI EEIE S U — 8 LB ChE FERNC L 2 = U AREE S U —
BRHLR, ZOEINITT FaR=0U LT A MENKELR D2 LRH D [144], —MRICET R
s T IR oD N PR 270> & OBEBU A #EF]IZ 35U Tid, $T ChE FRO R ANV & & K OV B R
WZEO R ZBETHIE, T FeR=U LT A M 2ThT L bMENEY V—B LT 5,

d) itk 7 V—BFF L IaK

PFRiARE & LTE LT PLEX & IVIg Z it LIc & I3 H 223 [145], FRIE LT=ET V20 H DI
T, itk 7 U — B RIERFRRE (RTRC 2 SH) 1 EHIICIRFR OB O N IR E LT, AT 1
A RV A MREARIRE, IVIgIERA WL TV [, 521,

3-2 itk MG BMEHIEE (7 U — ) I3 D PR AR PR

MG (2R O MR D RNE, PR SR T -CERIER OIEETH 5, MG OEVEREIZ L 0 M5 /)
KTFRAECEE, BHOPREEIEFETE . ©LATMIZEL T2 LBH 5, TOIDHHE
NI AN LIFPREEOE M 2E L TELERH D, 7V —ENECLEOHEES )V —E)
a Y AEEWES U —ErofR 2= Fak=0 A7 X NMETENT 5, 7272 LEO#RI K
JEGI S Z VDT, BASITRD OKEPRE & N LIFREBL 280 T 5 (73], AP REE D
(ZIXPUChE FTF- B XV HHT 5, 7V —B &AL U OPRAE R L RIS, MG (2 25 165 4 B
BT oMERD D, NLHRERAZET 57 U —BITT HMEAE RO BB D O & DIIRER 5 D
WETH D,

a) AN TIPEE P OIS

SENHEORZE LT, MEENMEED -0 20-15ml /kg R 254 &+ 58HbE508H 5 [131], F#
BRI 7 AR ORI IR 0 T ORI 22 B IS DWW O MR 2 5 L . RUE NI -
NTIERSHERAZE AT 5 Z L1272 5 [132], BIRNEHIC X 2 5GEMAZENR A U 5 alRetEn b v, +
WD OBEANREE L, A TMEREERC X0 AN TR LI SR B I — EMIAER T2
Z L TR ZRE S L BB TIThTWD, £/, Mol CEE ORI 4 T4 2 B/
T, BEBRKAHERE S LTV D, PIChEIIZA TIMREH F CIIAETHHOTHIET S, A DOIR
IE (drug holiday) |2V HIChEFKITHKT DEZMENUEL 9 D Z LRI TWH[75], BB
IRICER L TR OIEEO R ENEE ThH 5, —KIICEHIMO N THERERIZEL5EG, KEY)

12



BANMEL L R BB AN H D H3[146-148] | MCOAVERHEZfE S 7 U —F IR W TH 1 HML Bk
R ZRWEFNC R L Cix, [REDHOGBE T 208N’ H 5, B L, WEHEGIBEEITE O5EICKE
GBI IEHFUIBRANSIE L . MEBR DR/ E SN D, AlEO FL—E 712XV & @%ﬂk
IEFUIBAAIZBRCH Z & TR Y A7 2 SE 5 TRLH DD, AT a4 REORERERIEN
TONTWAEAELH D EARMIZIZTINAIDNEE T 5 £ CREURZITOR VTR R,

b) FEREEBTEHRIE  NIPPV (non—invasive positive pressure ventilation)

VAR MR AR A Ze 1 5 AR AR R 6h L CNIPPVIC & 2 FRRAHBI S O BTN D, HRICMGIZ L B IR
W ARBFER DL L DA TH D Z L5, MGIZHOWT b ZFDHFHAMERHET S T4 [149, 1501,

NIPPVIZ &L 0 &S NS % [BhEE S dv, A OHEOIR T, ICUEMM S M S -mERH 5, Lol
e B 2 x4 & L7ZNIPPYO A AMEICx T 28513720, Seneviratne B I ZFE AR 2JER 2 2 L 7=
MGHERB (24481 = FaRRAaERINIE D% 7 U —EBIXE £3) (kL TNIPPVEEA L, 2461F 1465123 K& N
& ZEREL, — S CIOPNTRENFEICBIT L2 & 2 A LT\ 5[150], $%E DONIPPV DA
FEWIRE ~OBAT 2 2 L2 10BN ZEREEFSC, DARNC 27 U —BoBES& A L7z BIEES 0%
<MEEN TV [150], NIPPVIZ A TR B4 O RS ORI & 53 2 fraetE b i S T
BV [151,152], [EWNIFEICEDD L O TRV, JEFRRIRIC L D GHTH D TREMEN RSN T
W5 [150, 151, 2D, 7 MRAEA - FHHEEOMER I Y T —a A RT A7 T
EIEFIEAE 7 U — BRI\, E T ORI [ERET 5 72 DICNPPYVOERARFSTH L (VL
— RC1) & LTWA([153]

4. EEA DY - FREE - S
4-1 YR

MG B OFFI OB FAIC I TIEL, Alige, BUMSE, T Hifl & Vo 72 YYE 2 S 0% & 0HE U 2 7
ITE £ 5 [154],

i B HE T 7% D R U BRI, FEARRIIZ I T O P ZR AR D FIR L AR Ch 273, AT mA N3
LG IHFN 2 L TWARE, YD U R 7 83— A 2R 2B R L 0 S, & SICERE
W2 PE D IEF] T ORAMESC, BRI 1B % E S AE B C ORISR IIMGIZ AL S KGERE D Y A 7 & @
Do YDV A7 AR S LT DIHRNCAT B A REOWRERLALLNTNDE, AT aA K
$E 2 B Lo G B 00 £ - & Ja i T 7% O IR REFRE O IR RBIRICBI T 2 = &7 v i3, Hik
W ORI B 72 > TIEIMGIER D EAL DO w[REM N H B 1= DI+ REENLNETH S, 7 /7Y =2
v RHR, RUAXTF RARBIOX v o RPiAEAILL 2, 115] | BXWW~27 v 74 RRHUEHI, 2] 11X
MGIEIR 2 LT B 3AI & S b ((FFRAZH)

4-2 PRIFE P & Bk
a) EImEH

IO a2y hue— B LT, BRI ORI ZRAEL T & R CTH 5, NSAIDIT A=K
725 TRV, MGIER OIEENREBR SN T\ D, B HIE, $EEAl L L ONSAIDO B G- X8 |
W, TEIUET B R T ) 72oXUZ ) B HND 2 E AR L TN D (73, 74], FREME R
TNz C R EA O PSR O R RN N LAE AR 23E T 5 [73, 741,

&I
-

b) B
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R UTRE L REA R EOMEIRECPIRLEIIR 2 0 /N e 0 iR ER 28 L TRV . MG OIE
WS 720 BT L SN TWD, Fo, EHMRTORHEIEE L TOMEBAIR G AE LT 5
WELHDH73], —EAIZITH e 2% 2 UAERIC K DBIRER 2178 L CHifg e e o En
HOHITND 23, MG R OH BRI EE 72 XIS KD 515 [73, 74], FEERIZITEMH R A -
VADTEDIINZ > TMIERDBIES 252 bH D M6 D b —/L3 B < SR AR EE 70 iE 5]
T, WTANCRERIEOCPIARLEDZEH SN TV DEE03H 5, Lo LRINMREBIING 2B ST 5%
KDO—2>ToH Y, FEARRNZIZEM BN IREIRESCHAR LI T D K& < 725 [130, 1311, JEiT
IO DA DN T, AR EI IR SR T 2 BN B D, ((FR 4 5
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&1

<0Osserman 43¥H >
I3 IR (ocular form)

iR T, HHOL (REmHIIIHVRTRALND Z ERNH D)
AR : #%fE2 L7 (mild generalized)

B, ETIZMEFGOSE S ALY bia ) =T T —EIICE KK
B % : th&4 57 (noderate generalized)

DAL VEIETH 2 ) VAT T —BIRICKHISIEIR 0 TH D, 727207 UV —BIZIEE > TV,
A : 2MBER (acute fulminating)

BMEIC R REREST, PFRREE, 7V —EBE2MES b
IV B EEM (late severe)

[ B FE T MR CHRAE L, 2 FLINICITEICW =2 H O

<Myasthenia Gravis Foundation of America (MGFA) 43%H>

Class I HRFHEL. ER¥mAHOM KT b ETe, MO TORMINIIER,

Classl RSO OBEOF; KT, IROEROREIZRDAR,
Ha VU « Al > e - WASE « REAR O 1R T,
IIb VUK - Al < e - WREE - PR AT O IR T,

Classll  IRUSN ORI OHEEDOTH KT, IROGERORRE XM DA,
Ma DUk - (AR > D2 - HASH - PR O 1K,
b PUR - (A= Cfze - NHEH - FEORAR O 5 14K T,

ClassIV  EREMIOB D@ OB R T, AROAER ORLEEIRT 20,
Va PO « fAel > Qe - WESH - PR Of5 IR,
Vb POf - fRml< mfe - A5 - PR OF5 IR,

ClassV 8. ANLMRZEROFEIR DRV, IRIEROREIZ DR,

(EH OWREBIIIRS , BEREOATHE SN TOWRWEEIEIVL IZET, )
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% 2

<Quantitative MG Score for Disease Severity: QMG score>

MG SERK DARBEZ T RLOIE AT DUV T 4 B (0~3) TR L. 27 L — FEDOAFF (QMG-score :

0-39) 12L& v MG D

EIEEEZHET D HIETHD,
5 1% bk e
JL—FR 0 1 2 3
()
RSO I T L E TR () 6l 1160 1710 Ll
TN AN 2
" i . Kotz A | 7200 i i e
O R,
R " @ J;f D E/E\ [H,.H.E U{Jj) %J\
100cc DK DERIrIA I~ E® I EAUN D b7
1~50 £ Tz, MEEENMBATLIET| 0ETVZD 30-49 10-29 1-9
FEALCH Bz E(90° ) (BD) 240 90-239 10-89 0-9
JEAL T B E(90° ) (D) 240 90-239 10-89 0-9
I it £ (%VC) >80 65-79 50-64 <50
B =45 15-44 5-14 0-4
H RIEF) Mk =30 10-29 5-9 04
#77 (kg) Bk =35 15-34 5-14 04
= otk >25 10-24 5-9 0-4
BN CHEER 45° 2% 23S WIREZR
IR (FD) 120 30-119 1-29 0
M C I 45° 2% F2NTTREZR H 100 31-99 1-30
K (B) /e 100 31-99 1-30
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{135 3
<MG activities of daily living profile (MG-ADL) >
QMG score & RARICEIEEOFHEICHWSINTEY, ZL— NE (&5 23 QMG score EMHBET 5 & SN T2,

e

CER
D BEREIZAARE S L < i3 sm7s
ISR S L < 13sm A Lo LRV CHLig rTRE
D W TEMRE S D O DR
cEw
: B TR YT
RN EM TR
DR AR
CIEH
D FEUZDED
CHERENCDE D20, BEOEFNLE
DR AR
CIEH
 REhRE D BB
D EERIR O B
: NLIFER 2335
BB X - M O fREE
0:72L
1: BhEBETDINMREEZE L7320
2 RBZET 5
3. TERN
Ko oarh iy EE
s 7L
CHRE X UX AR
DR RIS A R S
CEE, THEET D
s 7L
c B AHMEH T W
D fEH 2 B3N T
CHEICH D
L
B AREHRTIE W
BRI DR TR
DD

WL

T

R

WN O WNDHFH O WDN— O WDNH+H O

B

R g T~

WN = O WN O WDN— O
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EX"
S HEEE & STV EREEHAD

PRy
1. EEFEINEDIRTA BT 42014 (B AMRES

2. A list of these agents is available on the Myasthenia Gravis Foundation of Americawebsite
http://www. myasthenia. org/LinkClick. aspx?fileticket=vBhcG7LRIRI%3d&tabid=318
XUV OTER R FamiRtEE. Fia U AEH

EMRBERAL, HIALHAD

DA =/ = S =WV e CVAWN

s TN TERA c S AHEIRA

Cc TNHE T TN CTNT T TN

« ITENRA DA™ e LUAWN

A =0k 2AAUN s T ERA

kL — AT FY YT A

s T ENRA « TIVTEBRA

cTFV T A I TERA

s hNUT YT A 7 aNTTERXFUR
= R IEA LT A

a7 S IBFIL CAXHY T A

/A= vl c T AT N

U HFR s ruaFTENRDL

DA == LA WA s TV TTENRL

s AFEPIRA « IN= N TERA

- B FENL cTaFY I A gy
FLTADAED

R /A=UAS AN

s I FERLRE

Pis—=x V¥ Hia U A

s RUAFLT2=DL YT
c ATFXE s Eua~FFr
s FurFIv cwPFa—u &

WRATEZRE . AP - hi= U AEH

X TF= A IX TSV

T N P = B =0 ) N

C VYT =F vy e

RENRAFA

cTuAAL T IR
AR A

£ A
CHilE~ 72T A T R U HERHR
(TEF =) CHEIHENS & DB 2 TR Eh A H D)

Z DD FRHA
< kA Y T r R RE AR
(3ofbs Va2 FRHTEF L) ERERT) &

CEER G & STV D FRFEAD
T/ 7V 3y FRFUEWE - Y XTTF FREME
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VT REIT T VBB IOV T T ARBEO T BT L2 ) S
ZIEBT D, I DOHFUEMEOMIFREN m &, AN EE 1) E S
2 DR T 5 = L R D,

U Lo A Ly R EE

—a—% RS

~7 v A4 FRVEWE

PV — L SR RARERE -
CF AR B =P N T L CFTIT—AF R A

PIAREENRE

UV IR B

FOM A2 —T7cu BKl ZATaA FF| L
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