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— 2 B SERT, ABPEEEE 72 & % < OFERRIN AV L T D28 Z OB G M AZEN K E L | fERIA
T EMER RSN E N, o ClE, AFENHIE &M & OB G e Sh T b, fk, ks
LR TRE TR FOBEITENE SILTER, 7 AT FIEOFE LWL & 2, HTRALE
(B 5 & B ORM/NMILE R . RNF2138AR 721 & B3 N kA2 78 &L A RIE I BE S 5 B AR D
REIE L IRFRIEISE OBREDEED DTN D, FTIERIREAR & ST EIED IR/ L IERIMAFIETH 5
£ #Z2 51, Embolic Stroke of Undetermined Sources (ESUS) DAESNMEE S 7z, IT4E, Z DESUSD
BEEIZEE L TR DTV D 28, ESUSOZERRIR T & 2 J0 I FLBALE IS x5 2 1% A2 IR P FLBR A0 0
MBI OAl Z A AL EF A S K LT\ D, o, DEMEN R 5N DB 2 & B
T 7R RS 2 W T ZERRIRTRIR S AT RE & 72 > TE TV D,
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fa R K- DR HAT [ &R AL E S PEHICEZh & S50 — T R 2 x5 &9 DA ESGE
T u—F ]\ IRAD D D, B AT, BEIRISFIER IR LT b M E PR E IEE O PR RIIA 143
& % D FEAIED, MBIk B AE, — MM R 1R, ARRERIMEIRE 2 3, ERE ORI E W TE Y 22
BE) TH D03 YRR NEITREN L =D — D TERERIMIE A HEET 5 Z L AUETH D,
25 AR K- O - CIIde R D b O3 E LT T 2 A3, D AETHENE S V72 K25 R T 85 O 7= 9D O ek
MAEFEROA M2 MEES D RESPECT  AFFEOFERAFER I4v, AP EFE TRHICITMEE 130/80 mmHg
KR E S 2 FOA AESIEH S ivlc, SBRIBEEHRZITI U & T 2O fEBREFEFIC OV T H D
EMEOTE T V AEEML TN 2 EREE LB X bvd, FEOFIEREIERTS T O b/ IMEEIL T
2V, ZurERT LIV, aRZ = ARERN O SN TE T, 20214E12H, ARANIZZWE S
NDCYPCI9EIL T ZRIDEEEZ T WE SND T T AT VLIVNT 71— AAPERNEIE, T 7 - FE%E
TOMANERI NI, 5%, BRDEFR TVROBABIRALEETH D,

SVESNAHRCRE U CIT FIERS 2405 LA 0> =Bk PA 2 0 i ZE R HIE G2 k4 2 Ja) B A = U4
i (MIMENTER) OFTMEICET 2= 87 U AR ML S, SEINERO R E BRI & 5, 2V
BRI BT DIMIMEPIER O BEEMEN B E 5 2 L I3Ee K9 2372 < AR NRLEE O Hrs B K i & TR
(2B LT ERT Y AR S AL & O FAPERE LR e SIS B R 5 Z L3I s b, F70, BIER
4. SIREILLN ORI ZE (23 L TUIE T VT 77 — B & W I MAREFERIEM T O D, ZOREE 91T %

ERD 5 %I, ZOMRIFIRER TH D, AR, 2EMED SV BRI OB 7 & HE
TH D, W CTHRETOT X T 7 T7—RBIXT VT 77— % LA D MR E 3N Es S, Fek Tk
CHEFAR INTEE O TE TS, DRETHT R 77 7 —EOEADT= D OEGRMFFEH I fi
HTHLM, NI v 777 %25/MET HRBUETH D, £, WMEEZE 72 &% O oIR8k
PIGIE. NEBITEIER L ABHDIR IR OIS DERIEF O Rt 7 £ AR & iRk Ufabirt 2 fi/ME
T 5 IBPR RIS AL O 72 D OEGRBFFE N ENAL THED BT D, IMZEHF 2R IR O I D 7= DMz - 15
BR OSIPT R R EAE N 20184F 12 I [ES THRAL L, 20234F3 7 (215 2 B BRI o ot FLAS G 1) 23 Pl
WIE S e, SEERFR T RINZER o 7 —2GR0E S 4L, F 72 BT AR R LA T RE 72 ha gk 1 — Yk
Efi o 2 — a TG HE S, RERIREERIOFENBE Y F THEATWD R, £ O TN
IR & & B I FEBEAREERN A - TE TV D, MM A (RS 2 IR SE O BA S I ZERRAIT & 151
LTWDA, MR = M, BRI TIEEE OB O FTHEEA] FTBRRIE OB 2 5 X
ETHD, MHIMLITKT 2 BPEIREERRE, SAMBHREED R, < BT Ik 2 AARTRRRE 72
SO TIE, s & OIEFFFEIC T BT U A Z L L TV BN D, S HIZ, AT(ATL
HIRE) 216 ) U 7o B 2 Wi B0 i 98 U A 7 ORHALAIE) . Folin i@ uiigh 72 & Az eikic s
J 5 R DRI, REEOBRF P ED N DL ~ETH D,

ML EE T 2 5 N ) T =g VTADTHY B Y T = g VOB TAL LR
LR HED DI TND, EBMRRR, A by 7 ZEHIH, e ARy MRV B 7 —2 a2 BIL (7
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BOEETRTHIEICEY, HLWEK - TR FT7 7 V—0BR 2 HEET 2,

A, B OO R (/M) ORERENER SN THY . ZOBREREIZ. & Ok
EREFFO, MAEMRRAVE, MM S —F Y =X A MEEFR TANAR, TV NA = —iile LD
RO TREE VEBBICER T B0 T05D, 204, KERAETZES 7 2 U 7 ENHA
ZeT (NIH) G/ MIERFZEIC R & 22BIL S ED B, HFEOHEER RS STV 5, BMOBRER M E
ThoH/PMMUEDORE THDL, 7IvA RT XA N"TF—0, M/NLEDOEMRE & S 2 DML E TR
DWT, TOBW, PHIHEEZMRIL T BERSH D0, BN/ IE R C & 2 K8 MEgEL HEMiEs
P HYLNEVMERE CADASTL) 12X LT, 7 R/ AT 2 U oMk a 2 U 20 & - BRRAF e
THTH %,

LARIN 6, 23 A BILIEARIE I & 2 BMZE R O TFFE TN DAL TV a3, T 4E, EER R Mo —B & L,
WA ERZEHIZEIT 5 LY A N U BSOS EA TV D, BARADIELERIKOE 1AL EMHT A
(BA), F AP ERE THY | MEOEHHIH L, UL, WEOEDHIIZIL, TEFT AR
FIEILDELTELOREST v Ay h=—XRH DT, BRI &N ABIRICE D 5 2RI X
DRIV 1A & AR O BN LI TH D,
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FEY 7 A

® thRRBIEZ L & U MR S5 D 2 A RIERIEDBRFE R ER SO H D,

® ESMEME & T A AR DRI FRIRES . I EGIEGIRR S AT L)
Bl IN TS

® NovoTTF 7¢ & OBl ERMER b IRBRIGK S Tz,

® ZDMDIEE TIXZ < O FEEMIRFEIEDOBBENED LT\ 5,

PR RIE T O L IR IT, BRAETIZIZ N E TEE U OB SRR LT D, L
2L, BRSO R E e EOMRERE B LT & ZICETHIN D OIIMMRRNECTH Y, £ 2 T2
W S AMBHOIR IR DN LB 2R S T2 B ICHARHTRIT SN D DR — R TH D . R TH D,

Fo, MK - BFHE - RAEHRIEZEORZENL, 20 Vo — X HilT & ETEORE & RICEG R 2 0
BATREAR 2 20T, MBS TITMAR RN E DR G203 4E 2 HR LT & TW T, BRI EROK E TR
RS IR AR BB RUA L 77 U C [MIESZIR AT A R T4 ) 2T % 72 EREMRRY 2 T8 2
B L TV % ([E NICE: National Institute of Clinical Excellence, >([E NCCN: National Comprehensive Cancer

Network) .
BT, M- TR - RIARIEEOIBE S . 2 THFHTIE D i Tl < EHRRIEEe L i a7
FONBIER b RE b ELAZ 5D S, £7-. 2016 £ WHO MBS SR, SIS SYHEDNEL

DANDI, 3B a—ZFFEMY A =T TEMTCTRAERIEITINZ . TEED 7 F U RECR IR
Bl EOF LONEBHOIRIRIEN R 2 LR SN TWAH Z L EBE L, MIERICL 7Ly Yar - AT 4
VU ORRDKRIZE VS THE TR, 4 TR 2165+ ) FRUZEBAL TS E D
WZ D, AREORRZ RIE AT L & RIBOR & ST E 7o R I ORI SGE R E D72 D12
WAL & RERIC AR R 2 B b D [ A R X B2 il - 38 - KA RIS TER O BFSE DR
DMETHDH, PEEICEBNTS, W CIImiR %2 5 &3 2 E5ENFEHE (neuro-oncologist) 7A3EE S K
TG DAL FIRIEZAT > TRV | SBRIDE T b MIEE 2 5 &3 2 RN B E 2 B L T < LB
bD, BAERMICITEE ZLONAT ) MENTFERZ S L 10 LTRSS 28I 95 precision medicine, 0
FERAEIZLE D HT LB DHEDE R, %O 772 8, #igt. Z2HEOMiE CORE G RO bivd,
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hE Y 7 A
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e EA TV S,

o Ltk ZTNOOREEZY LN T H7-0IZ PET 72 & & AV BRI 2 A 3
WETH S,

TAETIE, BolEREE b7 & QNS Hsk 2 R —> O KA~ T, 5] - SMEIC K DK - FREREE
ML T&ETWo, o, ZIMEIIKR L L TEHESMEOBERFR TH 5, ZOX I RAR—YR
B FE S B L7 - FBEAME OB L IRERIE, 2 hE TEE L TEBARSCRMi AR T b T
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BET DB DTN TIEARV, B a2 BV TLIRRIRRENETT L, BUF, [EEREE. i8S,
ROTREE . TEIREE, EEEE (ON—F Y =X A K, EBRE R L) . REVER £ OBRKIER E &
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HAME O SABITHE K 3~ B A THEOMIR M T, BRI AL E LY v AT — R EEREEZ D
TV D, BRKTIX ATE/CTE & U CRMHEERNEHZ 38 T B IEM T DA T2 0> b EE OB TR £
TITOITWD, RILIXPETIC L DA A=Y 7 bR L T L7 ¥ 7 ie 8OO R 72 8l82n
ARRIC 5> T D, DRETYH, ZOX I RNBNRT T u—F 2B L3 52 1B IEIMEMEK - &
BEAE OFF REME B & IRFRIE D BRFEIZ DU TR N B OFERI 7 B RS LB & WV 2 D

S BIZAR =R FIZ OV TE 21X, ANA Sports Neurology Section Strategic Plan (ZH % 5 X 912,
AR =N BR L7 ARG I DUV T OWIIE L IR AT 5 1300 T2 < IR B A RO B O
AR—=Y BINA~DLERMZE D T &R0, MR E O MR LB 22 538 E & ADL I R T 84 Bfig4 5
ZL, HEBOL L TREN AR  A A BT D 2 L e EiE, RN O K& B Th D, BRI
AR—= VIR TR D RB S SR | RO N & B 5 iR, BeEs, MM, BiRmEEE L
MY Tl FRRRNER D 5 RESMER R, XA B U IR, mLE . BRI, BEAL
HRMEIE, A > T AR EMIR, D9 A » 7 AT LARN IR AP 72 B 0O 23870 S AL T AN RalT
TIHBEED A F=7 L LTRSS TR Y ZOREOMRE, 1RFRIEORENREET TN D,

FIREAR=VIZBIT AR EER LTSN TVAE, ZEOHERE < EOL T FiThs: -
FEAE DIRTFAE « PILEN LN E R ohole, WMERBEEL I DT 78—, TAV 7y hAR—/L,
Fli7e ETTIHBHRICBIT DA RIA U BIER SN TS, EEEIILD T HERFKIKHT D51
ROMEITMRFES B BEHK L & I L TN RETH D,

HAFRE AR AR — VNt 7 & a Tk, BUEAR—VICBEGR LRG0 5 b 18k
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43



METd 5 & & bic, MERERERSHBEE (TADA, ZRVEEVIE, REER. "YU 4772 E) OAR—
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2000 FERL D BITONTE =T LY NS = —JF A F~— I — DS & B L7= ADNLAFZE 722 & D
Zisk R FEDFEE & LT, 2012 FEI2 NIA-AA 12 XD TV g = — i OBW R HEN LT S, A
F~——ERAOZHIEEY AD (L2 ) =%/ AD) OBWREHEL 220D | & 51T 2018 4EITIF/ A
F~— A —ERANTZT VYA = IR OEY P WERE (Wb D AT(N) Y AT L) DR ST,
FRCHFZEIC RN TIE, 2 FREBORFESCEEZPIEICT 5720, 7 I N, Z 7., FRRZEMED 3 FEo
NA F~—T—ORARRPEIRL e oTe, TDL D RN F~v—h— % ELHRIRIL. DRETH
J-ADNI 72 EDMTHOINTE 2R, Bk &L TR TR/ S < BB Th 72w, E£72, 7Y
A 7 —JF LS OFRAEL BIZ R 2 B0 LA TR TV D, B E LT, 29 L7 ERRAFZEIE R
PR AP 2 3 ORI A 232 < . ZAUSFEV, B ZAT O EACHIR OB, 3 —F 4 X —F —
R ENHY Y — 2 DORARSCHEE BRI & OB ISEHEN RO LND Z &, DD EANKE N L%
FToiLd, TDH, WNIHREZRFFRERIZHEE TELDDRRROBETH D, £lo, M A~—h
— & L TMOZEMRREE L0 B < KT 2 BRI O ATV 2@ VIR TiEd 523, REDD 72
WIAEAS A T~ — T3 — D Z M HEDRGERHED BT\ D,

T I NA IR TR AR B O Tl IR B EA Th 203, BUEICE D F CTREEMSE
DIEFRIT KRB X Th o7z, O T, FES, BEOHT I uA K B HURIENE 2/3 FHERER T, —fIE
NP REREREH LTS, 2021 7 7 2 0 X~ 7 BEICKRMESEG)F (FDA) TR
AT, hRESERED AfEFE, 7 I v A RNEHEE G R (Amyloid-Related Imaging Abnormalities; ARIA) 72
FOBEFHICL Y OBRETORRBIIAEONTZ, LrL, i7e N7 4 7V AFERETHL L IR~

TISHESE FDA, £ L CONETER I, FIRBUS COMMANATREIC R > 72, ZOWMAUCEISTE 5 &
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TRB D, Fio, BAEES: « BARIFFTHLE & LI REMIA O 72 0 OB BRI O %l LB T, 2
O ORFEMIEILE T >~ T — 7 ZREEE L JHIR - 73RBS K ONGHR - TIIEBSE D 72 Ot %
RANHEE ST DD D,

FFETRE Z L, BEE, R THLT YN v —IRIFMEMR AR BT o 0 A BRIk &
DOIBERHLL N LD, ZOHIEIT b BLRAED wRIZEILZDO L OOHIEIC HL#ER LD THY |
ZDA R NMIEWFIICHLHEEMICHL T b TRE N,

BT, BEETH L RO D ERMHEEER S & U Cofkx ik, Fl 3050, KT, K8, §t
GREE, FLMEREEE R EE . BT OREE . WEATE R SOITEVRT . AR, ER. 5 oRiE, B
71, EEHEREE, MEIRREEE A2 213, MR BRI OSERE & BRI Z Y, DT, T D OFEfE
OEATIRE, BEEE - xy bU—27 | BT 2 3VENRROI M TS A~ — I — DL LT D
PR RIC I W T35 2 & 13, MR ORI O RE<S BT 2 L b s, ZHucidm
GRF AT L 72 D,
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FE> 7 R

RKRETANATIEIA F o F v 2V SN OB FERNBHA LN o7,

SFR T T AR Y N T =T IREED TAMNASFEIE~DOBE MR SN2 o 7,

PUTAD ARSI THEEEIC L 22 Wridl - 731 ZADBRBEDPLEEND,

Fv MU= IREOBEEN T — T — A RO=a—aET 2 b— 3 VIRED

B NEEND,

®  TANAZHHLEIRPE D2 E BRI X 5 RIUEER IR 7SR S O EE & CiERy2 ik
RHIOFEE N LI TH D,

TADAIE 100 5 ANENLTRIES 2BE O EWINHREE TH 5, Rt ORRTRIER - AR
RGN - FELFIEIC 28OS ME RoTc, AR TRIZESIRVLODHEIZTHEZY 9%
RIETHY, QOL OEWVERE - BEHFKEZ B T720I2, BAEE LTLoNY RV HOLRZEETH
. ELWTPBI-IRRIEZRRE LILD 2 FRRAIREF XD,

TAPAE, EROK) 100 NMZ— AN & @mBEIIET KA T, TEEMITIRIENETITIH 505, i
TADPABIEREOERIZ LV L be— T 5 2 L3R TEL LI ko TE e, EEiinth
KNI oR, MR FEFRIEDOBEITINA ., IR FRRECESS 72 ST B L7z Sl iE T A
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Think TEPE]D FERROBRZ R L T D, WRHRRIZINA T, TADABERHIHRCT /31 212
F DREFNERE £ TR OIBIRITIRV A, WEIRIRHRERIR 2T hRW E#I b L, E7oamg 8o X
SVWREBTHD, ZOLIRBURZEE X, MHRNBEIIRA TANADONEHEROHENFL LT
TEITEBRDAYGFIND, RS, 1TE - BEZEEL - kR & i L <. TAA SRR (B
15 29 ALENF IR ICTRRE) RLTFERY T A AR R R OB 4 2 E TR L. KRB RIF 7SR H O 1%
L BB ORI SRR SN HET 2 2 LN EELRRETH L, #HAICAHTH, WHO 7% 2022 4F
5 A0SO 10 R T= 5 T[RRI 72 T A A & 1 B o S TENFE 1. Intersectoral global action
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TADPAIREEIZEA L TIE, ERMETANATIEIA I F ¥ RUTNMA T T ARMBRO 35 737 OiF
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o JTIHii OIFAEIC CGRP X° PACAP38 235 LT\ D 2 & BB LM &AL, THHREER
HOL—0y heloTnD,

BREIE. H Y SNIIERTRED O ADPRERT 2, —RMEFRIZEFEZ O b OXMBE TH L2 RETH
TR, BRORIVUETE, WIS & 5t = AR A AR TR 22 SIS S TR Y . RO %
{ERENTWD, FERIEEBEEDD B HAEOFENIEFIZRE WIMREE TH D, AR OGN
BRI, U T X ORI L0 R L SRHERIEICE £ o TR0 . AMEENERIEOEREZIC X
DBMAL NIRRT REFIE L 72> TV D, b U X AT YUHEVE A 5 0 R f D FR o ibd i 4 s
DI 5 RIREFIIFEACE oS BRMEDOEH NI AI VX VBB S WVEAATREL 72> TV 5,
SRR I R ORI ESE I BB AR R B A BT ALY b =BG F R (CGRP) & 4 —
7y b & LT2FAIOBRIEMRHED S, HCGRP HUASE (WL WX AX~T | 7L ~3 A~ 7), $LCGRP %
BRPUASE (2L X~7) BREFOTEE LCHEAEEL 20, NSRS SR LZ, &
BRSO CGRP #EHIEE (70 b)) BB SN TWD, %< OFRREE N 21O OFIRIBIEICT 7
TATE, TORBICRE 2REZEM I D2 LERS D, HFEHE T, BROEHET LOB%, JFK
AR TOBEE G T OEBEN R S, FRO—EE LTA A0 F v FOCMRBEYE & OBSE S /L
PENTWD, SHICHHEREEBRIC X DIMAOMFICET 2ENET L C\WD, b aHiEL, IE
ORI OBW Z FTREL L, L 0 SR @B LIAR - TEHIEZBRT 2 0LERH D, FRMERERD
WX EBREERE 0 3 D B ASEERMERR ST\ 5, 72, DAEICET 5 R EROE T AL
ENEHERIEIR DY R A HEET 27201 THROBIR T A K742 2021 MMERSNABI TV,
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(7) FPREAEMAIE

FEY 7 A

® ERVEMREANIR B~ DOIRER « Bin FIaREN KRB SN,

@ TV YV—LI— T UADFEEIZLY, L OBGHERBOBZWEINATREL 2o Tz,
® X TUMDPET VWY RIS T,

o ZEMEBOIFRYZ X7 BEIZHOWT, O, MEERHESIA ST,

o ZEMERBIZEBWT, U A UERDOEFENEAT,

o 5Ltk HEHBZW & TR THAERELATZ, LUANVEfEENERILETH D,
® Si%. BEERMIRIR & WA A 7ol LB S LB TH 5,

PRSP BRI X, ARARTBIR O T ORMRICH 5, 3. HREMEMZEWE (SMA) 1TxH3 5
EIE, B FIRENER L, 2, 8o EMREIC L, AEAIID TEDOTH AL HIZH
RDOWTEZFH THD, ET 2= XBFHUA Ma 7 o —iE, BEME ATTR 7 I F—3 X
(FEMET I A RARY =2 —m/"F—) 1T U THEBEIENFER Lz, B i, 8RtEon
PRI U, BEIES, B FIRRIC L OIRARFEES YL L FETh D, ZOMIRIT, 2
b, ATOBMBIEMREMEREIGHTE CTH D, FEE. FHEMEFEMRMMREE, ~rF o b
R~ DZIREROIGER b BA S, FIR Y 7 E O Bl SN Tnd, £, BFROERZ ¥
— 7y & LR S TR EIEOIRR G Bills S 41, ZEMOERMBERAEZ L L9 & LTWnD,

ZOWNOH, FOBRBOWBRITIE, BBEEOIGBRITIECZOWT, WEE TOBERE TR O AT
BHINDILERSH D, £72, IHROHBRTHH0E 22, REIEF OBIG -2, 1R ARG
[ZDW\WT, ELSI Z¥VH L, #EEHIEZ BT 2 0ER’H 5, S 51, BIBHEMRENER BA~DJEMmR O
BWTiE S U TR L~ L TORISFIRETRR b HREFICA > TE TV D, ZOEKTIEICH L TH,
fRERAY, R RS OTENH L & A HEOREZED 2 BN H 5, FRHZ, 26 OIEH#IC
B2 A A AR A ICHERE T~ 2, RTZ D R EBEMIEIE, BB FIRRORHMUS, FAE D EERA 72 A
=TT TRE LR, BRAEE LRV Z ENEEND,

—Ji. REHE 5 2 IERREOIMFHEIRE R BIL, ZOEET 27 37 ERFEE S, Rk
DHFEREATE, T BB RV BT, WWARRDBEE VO BRI D 2 L AVHIBI LT, WK -
WHSHEE WO BIGUT, 7 I m A NEEREIED KOs /7 E RNA 22 ER0 T ENER 2 Ff
STRRBEICESTIEHEDOZ LT, 2 OMREMIRBIZHAOND X VR BEERNRTE L& o)
FIZR DAl REtED R ST, ETIERERZ VX7 ENRRIC T, BARLWMEAIR S Z Lk ST
TN, 7 IAABIICLY ., RLH 7 ETY, HEMEZ b OREOEREEDN, KEEICRRD
eI LTz, ETo, BEOMN G L BERE ~ U ZOMKICFT BiATe & | WIEHDOF—D ¥
VR EEBEANTREOBENGIER I ShD 2 &, EHIIEZOBERDOHEEIXTTOREHRAND
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BRI T 2HBETH DL 2 LR ENT, ZRDOMRIT, MREWEED, Wb b7 U A UK
AR T 5, AL, TOBRICEEE 52 5 ERORTND, &< B LW IEO B
DRBEOLNTND, ZONEFTIE, EWHER, JEiREMET e & thOBERORHFE ORI 722 A0
FHaEbb L TWD, BBETS, KA EHiER SPring-8 (XD a-3 X7 LA UAEEDMHI 72 &
oy B O OFHRG 22 E DR A FIFTnd, LivL, RiZHaTidiad . 5%, oA, b
RECFEIRE D, MBS T ~OREBI 2B ANE TiE L T HMEOHORHE . 2N a5 AMO
BN EEND,

FTo, EHENREND, Zhb DX X BEOROBRIFEHAMRREDTELILA, B A s A 3555
HZEPHHLOOH D, ZOEMND, TNHDOX U RTEIIRT S, SIREIENRRE SN, T
NA—IFIIH L, P72 aA KB HURERTHD LR~ 70, WAETYD TORBIEMIKE LT
ARSI, AR, Z U, a-U X7 LA AT 2 HURBRIEOIER b ST\ D, Fizo, # oS
7 B OLEEANEN 2RO T V¥ = OF B/ IMMETIEIC ST 2168 b EN TITbi e, ZREEMIEIC
st L CiE, BEBR T DEM E oo T a A A QL0 DIRBRN TV, ARMENFIIES LT,
—77. BAETIE, ISR AMRBRE RO LD PS BMER ST, Zh b 2RV =3HI 2 7 U
—= U 7SR FEHERAINR S, IRROSED DTS, TS, B, Hx 2iRERDS, VRN
MR ISR BTk Lt B AL DR & 72 o 72,

EBRORFRICA Y | #RZEMERE O R OB & | EMER TH& THOEEENLD TRHS TN D,
AR BB T, BUTE DR T TR T & 20 b 2 FIERE TIX BN AILITEVW E B2 b b,
Z ORI, TTIZE L OB KDL, BE X R E G IRRPEIZIAN 5 TS, IRBRE T S
L7202, XV RHONANBKETH D, ZOmIIE, BIERT, b L <ITE RO O BH7E 2
BB THL, ZORMT, FEMY N7 EICHT D8R8 U 7 R AW PET 13, #iffCT&5F
ETHDH, ZORF TR, TBENRY T ROBRFETHRITLTND, Fio, MmikCERiK 2 VT,
PRI SE & SR~ 5 /XA A~ — T — R Z 20 T A HEE LR 5 HEEOBIR D STV 5,
BOE T EEOVHEE AV, MiES T VY A ~—IF ORI % nlfe &+ 5 HAMi SR Sz,
EDIT, N=F YR LT, MEFD o v X7 LA DY — RERET DHMNRE Sz, 4
%, BRE. b L IIRENOIRENLZEEIT. £ LT, ZOET 2B 2 2 B OBRFE 3,
FECHEE SN DR ETh D, FEEITTCZENCBE L Tid, AL BEE 7 V2 RRIIEA L,
REEMF OB ET V25 E 2 ETo, ERAEORV., REEITTT VOMERNLEENRD, ZhICX
DIRERN X 0 R HED LD Z EnHIfF S NS,

PRRZEMERBAFTRICIE, B L UA NI BREETH D, BOETIE, EREREICRY, Zhb o
BOBEIAD, EFET 7 EABRHELINTEY , REBENLTHD, LML, ZOL TV MY OFERIL,
PRI Z LI, AT THD, HPETIET ) A RPH Y A b7 4 —JE, ALS, A SMA D LA
NUDBHEICRS>TVWD, ZHbEFARL L, 5% BRANINT S, MREHEBOL VA N 0%
HAEEND, —F7, BEROERIERZOI L, WAETHR—F Y 00 L T o /IMESE O RTER ]
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aR— MFEMTONTEY , SLRDEENLEEND, S 61T, ARRE, SO, 2o
HEE L 7 — 2 DEFUEDBLETH D, FFIT, MRRIRELOMIEDG D720 D52H ) | RER kL)
VETHD, b MEEMEREZ AW OREEMT, 2< kb Ty, SEEMEKROERIT. DrE
MR H Y . B EHRICEBEOICES L TE ST TH D, FE, RAEOBE R MEERAE H
W2 A FEEND, RES A TRROBZBEERBEDEV PR SN TWS, Ll HFE 20
S TCOANMBERBEEEL 72> TN D, ZOEBMMEE KDRWEIZ, FREOSOEHE . AM OB
BB THD,

77 BEMTRFSEIC Ko T IRIE TR T OBARTEIR RS PR B O BAS T2N HEE Sy, AR MERIR A MR
BOMEEG AL HEES ., 2RO 08BEF»D, K2 OREBO, JRES X v U —7 BNk L
mole, BUE, MIBNERoTery VU= DR FaF—0 v b & LITIRETIEDRENRA LN T
W, o, IhH OBEFRIE. RHZEORETIIICLFG T2 LB 0, DAY LMEHT O
IRIEROERMEDRNLHETH D,

— . FERRASMER B ORREIIZEIZ. 7Y THIE, /NMAE . HRISRZR &L AR DS KLk D G- A3
b lpotz, KETIE, MREMEREE~OR/NLE OF L, REROFLEITOWT, £ 10 4, <
W2 XY |, Z O OMRARFIEEES LTS, LovL, BBETIE, MERR, &R OME
B & VEMRB OIS L ORWN DI 2D OSBRI OMSED LD —BOJLFTBMLETH S,
ZIVDDIITIZIE, — o FT. v VT A v 7 R, o 7RV, bk — B
Bi. BIUCEAN, SCUEHR AT EAN 72 EMETH D | R BB, MR E oM ERAET D
VERND D, ETEERITCROND T — 7 BITEEMITHEIN L TB Y, 7 — X BREVRL OMHTIZ 133k
FHIT A LA TH D, ZDOXE I, KOZHBFOHENALEE S, 612, E7VEIFEE, &
NMRFEEZ LA L TS BERSH D, SHOFREMRIZ, LV IAWHETIR D OFEE B, #AE LT
WS EDR B D, BIED AMED %l & LT EBIFZE3CRITIEF IO ER FERTH Y, 2Dk H 7
A A T OBIEREIRO BRRIZITE <HR, ZO X5 REGHEROER E BRO BT, BB THY . »
O AR DO SRR EN R REND,

— 5, KOOIV ARREE - MRS T2 U Y T — g URHAEERICEIDIBRLEETH D,
INnEYTF—vard LTE, BBETHRE SN A N=7 AL DMEEDEFIREO, 5725
WK BFFEDS IR S LD, ETHAEERICB L TR, 23— Y LRI L, iPS Mz FHu 7ol it -
BAERIROIRBRD B S, ZORRDPIIRI SN D, £72 MR A F MEARBEHEFIEIC X 2 BEEKERE
Z o, BEIEE OUEIRRITEOIE b A TV S,
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(8) FHRERYLE

FEY 7 A

® <ILFT Ly APCR THDHUNRR « I/ SV SRR S NARRIERYYE D R IR 2
WricZAE ST\ s,

® U UFUEMERLICLY A T PEMIEAIEGNTIRIE 2 < o AN, il
REFIZBNTLT 7 F U THNA—S N T WIMEREGYES N L T\ 5 7
D, FHY 7 TF o OEANREH I NTND,

® [ CAEMEMNRIZEE D D2 ORIl R EHUR & BRIR A7 ~ 7 AR S
DOH Y, ENTH H ORBEMMAE %2 XIS L BRRBRAED LT 5,

B - g id, EREL T 2 S AR INRIEIC K 2 HE R BIEE, & OISR bR 2 &
N BT, k722l & BN AR 2 Bldh 3 5 2 & 3B 72 Neurological Emergency D¥ERE &
LTEST BN TN D, BlEER - RIS T DHEIESLCHL Y A L ZZEDIER A EA L7208, SR
W, UANA, FEZ, BRER ERIYEDOIEZ)E CRERTIC L 5 b0 EZIKIChIE b ) 2, BIKEY
TIHECOIRRR R AR A FET 5 2 & BNEEE 2R S 07 < e L T L HTIlR T RS IAHRAEIESE S
T2\, L EZESE 2 THEIRS - IR ORI TIE, Fln-CRER B E0 B RINBEME S5 2, #E
TE S NDIRRAE 2 0 3 —F 411169 (Empiric Therapy) % T& 2720 RENIBIGT 5 2 & 2Vt
FTHY . FRKMEYORERICHEMRB (Definitive Therapy) IZORFDHLERDHDH, ZNET
—HDOIFIFEARIZ KT D PCRIEDERRZWICHW O TE 7223, 2022 FICRRINEL S 4172 FilmArray B
R R SRIUTK L RFRI T O A VA M, EEZ2 S0 4 BORREREZREHTE 2~V F 7Ly 7
A PCR Toh Y BRA AN E S ERALESTWD, 72720, #iZEE % 5 T FilmArray BEEER - MR
RENTEENTWRWHRFIR S B 5720, (ERIEL OMMNRZENINE CTH L, o, A¥ 5/ A
WA — 7 = v THEAR 72 ST 22 WA OB S IO LA AT D MEDR D D,

Haemophilus influenzae type b (Hib) U 27 F o & 13HFEAR S, pneumoniae 7 7 F > (PCV13) @
EMHFRLIC KV Hib BEER OIEFNTITITIHE Lz, —F. MiRERE TIX PCVI3 TH/N—TE R ILE
N 32 Y DS LR BRI 134D 60%I2 & & F - T 5, PCVL3 FEE A MLIFRL D HIZ IZFE R
REEMER IR A < . BEREIRLR & OBEA R SN TV 2 MEFM b HE SN TWDH72D, LViIE
SR IE R O iR EKBE A DB Y 7 F U BAR AR DI TV D, DO HIT 2022 41T PCV15 23 [E PN 3E
FARSNERE LI REREICRBET DY A7 BENVEEZ LN DRAZRR L U CEEERN
REE 7RV 2024 4F 4 A SI/NEOEBERIEA SN TWD, £7z 2024 4 3 J1Z1E PCV20 2AEANT
RUEIR FEAGE SAVEE I T S TR Y A TIERMRE G Y 7 F o OB bIED LIt TV 5,
PUlAE /) 7 v — T VHURBGRI O BERER ERYME D FEAE Y 2 27 & 1,000~2, 000 5N S5 &
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. REEBEE T HERIOREIERE Y 7 FUBEREAKRD HNE N, mETHIIE LV, Zok, B
LEFRE AT DRSS, BRI LA O BB A C B R RRYIE ) A 2 B LA JE R D
TR D, Atk bIRIEE, T CHRGEIRBICIT 25 FRNIEOMER NI 5 Z LR RiAEH
LT, BYIEY A7 MRIC—BROVHLLERS D EZ 2D,

B DJRIRNITHT 40%DNEMENR R Th 0 | Bl LR 27 A L 2T REROK) 20% %2 HH D Z &
O, LU ANV AIKIZ L2 RENEROEIEMEN T TR I TV D, LavL., JRIEARBBNIEA I E
0. HIETIHRERARRE SN TEZMEREEOF D, N-methyl-d-aspartate H7 /L% I Lk (NMDA)
AR 2 T IR ISR T DS ARSI LR D HUAREE (MitlaR mitiAaR) 5T 5HE
SR DN 2 Z LAV L TV 5, A CAEMEMRITEMERK D 20~30%% L 2 FEREH 6T
70, AR D EBEARERIRBR L 2o TN D, ARSI R A 2 FE & 5 B CPUARER
MREHBEEA SIS E T A D= XL L LT, 20 OFUARED ML mAEAE B OFBLA f A
TEELZENRNEINTEY, RERIEOEBNNEFEERARICORN S, £D7D, 51 5
IR E LCRIBREAT oA R0/ a7 ) ARIEZBE L, 5 1 BIIARODEN R+ 07 s
I, 2 BIAME LTy 7 rhR A7 7 2 ROV YR U~ 7 ORIl 2+ 2 2 & A stoms
b EICHRI N TS, L L, ZHUHOIEANTNTI G OBETIIREARAZE TH Y . FFRICHAD
BRRB CU YR~ T 2T 5 2 LITEH LUVRILTH 5, EATIE 2024 4 3 AR T, B OOEN
IR B0 7 v 7 U L, NMDAR HUIRBGE 7213 LGT1 HUiRRE 0 B e MM S & x5l L7z
P R TV A= 7 OERKREBRPET L TV D,

MR FRYSE OIRFR X, BURHEURIC T 21RO A TIEAR 0 TH Y . BRI tE- TAE L A 16 0k
ISE TR E DAERBIEEREIC KT 21RO BERH D Z EDRH LN o TE TS, Fiz, Hjffi
AR 75 & A I A JEGLIE % IR R BT S A S AL, B ORI & U CIMR DS FR3E T
LT ENHDHTEBHIALTND, ST, MRERGWE & B OO MmN & f G I 2 7o B2k
DR L BT LT Y XAOHEENRD BND, £z, BFKEEZ S D2 ESE 5720120, FREE
2T D BHEEAN O BTN 2, Y L E R D7 1 A ~— 7 OB & FAEFREIZ DN T T 716
HEHE DR ENMLETH D,
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(9) COVID-19

FEY 7 A

® I/l RIRAERICEDEGTH - ThH, K « IIECINAE T 72 & O A OF
JEZ O, THRBRRERD,

o EHIMIERMNFGT 2H8F (Wb long COVID) 0T 7 F % OFIIGIZE
T, MR EOERECR BN S,

® long COVID, UV 7 F U ZEIRISITRT DR BARI & | 2R 72 & NZIRIFEIE O
NIRRT A BT e REBETH B,

Filam ;oA NV AEGE (COVID-19) TiE, 2MHICE W THRCO EV, iR, R - BREREE
78 EOMRIERZ LI UIERRD D, E2MWigk - BED Oz EBVRERE, RMMPREE, R
ELHET, EODTEEBRMEMGEIELZTZL Y5, ZNUOLDOEIHED S B, gk - BIECIMZE 72
ErROLGE. EMTRIIRRE LD, I 70 U HRIRERICEZ2BRTH-TH, REHDIKTL
T REE AT SN ONHFREAE T HBE, VI FURBERERETIIAL S 2, ZNHOAEDHED
REMEFT & L CiE, SARS-CoV-2 7 A /L A D=0 ~D BEHEYE, MMM ofide, ek, 1 -
A A v MFES H CHURIZ X 2 BB iR bE E e E 3B 5 5 ARtV R S h T b, BEDO THE
WET DD, Hx OAEIHEDFRREEMIFAT D Z &, 720 NCZE DORIEIZ S - T IBIRIEE LT 5
HERBR OHEE N BE THRD BN D,

F Y%, REIBERD R T 2 BERFET H, COVID-19 THIRIEND 4 i E T MW, 4
N6 12 WE TR, TR SRS, 205 biliatE L g ofER A2 A bE T
long COVID, & L < Z2E#% COVID-19 JEMERE & MRS, & 72 AR EEFEES (WHO) 1% post COVID-19
condition & W I AMEIEB L T\ D, BMRIIZER E U CIEBEER. %, MUE, B%, fdm, BEIC
JN%.. brainfog, #=iv, @RS, B, LOWL - &R, WRSE - BRIEREE . 7 & OMREIER & &
9%, brainfog | MO HFIZEN Do T2 K 5 70 ) IRREIZ 722 238 BERERR H O —FL T FLERESE . HrYH]
TS &I, LR AL, B S e ENEC D, BRI RRGENE T, B R AR NS
BT EBHY | IR AR S E R & OFEEE LR S TV D, EYEE OB
INDO%RBIELY R T HBRFIFTHMO—RET=E0 | M REALREVL O EHERI S D, T
COVID-19 D REEIFFRDOBAEFIE DMK T & 72D 2 & 2R THEBEOBRENR 2 ST\ D, HEES
NEHFEL L TR, T INODOEBE T 2RRIEHIE 7T ETNVEMLT D22 ENEToND, 2
P30 DT [ & it PN RFRE PR [ O B B0 HE LA T 5 2 LITMBR OB L 5 2 5, BARMICIEE
el LA, £ L TRERFZROTGE LRBDRWGEE O IERCHEEE 2 LT 2 LER D D,
F 7L A R T D 70 IR BT ORI A AR AR Th 5, Z4LE T long COVID DOFFHERST &
LT, MERNICERTET 2 VA VAP - RNA I LV 5] & 2 SN DEBIERIE, 2T A NV 2 BB H
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FENDHECORE, ME#EEIT VAV AFED dysbiosis, REMMME T2 ENEMINTWDER, 4
BO—JBOMIANRKRDHND, ZD D 2T, JWEBHETICEED TRBEO A NEZIRFET 5 72 O ORER R
ZHEHET DB B D, AT long COVID DIFEIE 2 T IS 2 fERRIAFX0, BWr-CEAERE, TARENAR 24
ETDIODNAA T~ —N—%FAETLILENDD, ZHEZIT O DI, WINIBIT HHIER R L
7= £ 912, Electronic Health Record (EHR) % W7o KHIE/2BE BT AT ANRKLETHY | HHAET
HHLNREA - iR b D,

T F ORISR T DAL LETH D, U7 F 0% long COVID DOFAEZ T 5 Z &K
LI INTEN, —FTRIBOES &7, BEMIIRLHE. DIEE, 70 « NU—JEGERE. HNERIR
TMARSE, EFEL IS OERRIEERIEE e E D 5, MRRFEIRORIRISAZ < | JHRECTERRIE DB %S
w2 D H BN B D, Long COVID & [RIFRICR2 IR Z2 i35 Z & | IR 2RI L | 16 IETRIEIS
DRFTDHIENRRDBND,
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® FEMLEE R & iy b oA HEE T DR A X D UNER D D,

ZHMEEAIE (MS), FIEFMIEIE (MG) 7 & OGEMT 250 U7 ek EER (o) 13,
BNEOAITORCK L2 LIofbv, B0 L TE T 5, MEGEREBDOBZK~—h—& LTI,
PERMNE XL FHNTND MG D7 EF /b2 ) U2 BRFUAS MuSK HTURIZINZ T, ¥7 2 - Nb—
JEWERED T v 77 ) A REUR, FARERR A7 F 7 AE (NMOSD) O7 7 7R v 4 Hilk, &
FEMAEVERN D 72 £ D NMDA 32 5 RHUASS LGI1/Caspr2 HUA, B AR D cNI1A Hiik, BN 48
F—® SRP H{A° HMGCR Hifk, B OOt B HAREEIFE S O gAChR HUk72 & Hiix LHLVWE I
RBRFERLEI, O TREEOMBANET & & H1T, 6k, FEHF N EE STV R o 7o it
BIZBWTH, BIET 2 HOHUEAR R AL END 72 & GBEMEMED IR B OPFIXIER Lo2 b
D, HHVEIMOG FUAREREDO L S IC, BOHKRA R L LIc2WA OfREEARA 28T b H 5.
I BT, BATEIKIZH T D PD-1 FURICRE SN D HET = v 7R A MAEFEEDOBHHIZL Y | IRES
DHEE & L TAE L 20BN EMOMMREER ML T 5,

T D MR B ORI, RIBEEAT v A RO IlAl e & Ok OB 2 T, ¥
L Oy TRERSE DB A HE A, 7o 72 R 2T L T b, 72 & 2IEMS Tldod A 77
VEENETHTE Y XA TR CD20 AR E T HA T 7Y AT MG X° NMOSD TIEAifk C5 %1
T DT VAT « 7YV X7 R EH S, S HIZ MG IZIFHiR CS 2R LTV ar7
v, BRIEYE Fe A (FcRn) Z#HERET52 7 HNLFXE Read /U F X<~ NMOSD (2% IL-
6 TEEEENE T LY N T U XwTRCDIY #AENET 54 xE Y Xv7 4 Efisiu, CD20 #4151
ETHYYF YT OB H NMOSD O FHIEIN Siiz, S HICHT- 7200 THERISEO g R B %
HIED LTS, B LWVIRRIEORENLIZ LY . X072, &2 WIEH- 2msiEfigi ki G on s
— 5T, HEITIES B R I O (R BRI A 2% R RAE 7 & OTRTRERF R R S OHE B E L TR Y L 18
WIED YV RT RV A RBROBND LI IZmoT0n D,
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PRSI IR L, MU TTA T RAZ A NDOEDREERELZITHDOT, 5l &k & REMNREY
MEha %, BEREFHEICE > THX TERL T ZERRAIRTH D, [FRFCHR RS, K155
KD B RIS HTN R O FREIREC Y A 7 B T- 0 63D B HEhi ST 2 EHIRY 7o 2 [FHEE R
FEFRAIDMA T, BEIOREL VA N 2ET L0ERS L, BPEEAGORET —2 22, 2
Wi, 1BHREINE, PR TR EDONAS = =7 T Y A LERM L, EBkERDOFE~EKT 5
ZENEETHD, THUTIE, BREREEE) Lz, (RO B CPUAS HLA 72 & OREFR5 1 D%
TR 7R ERER . GWAS R LMRHT 72 £ OBAR T I 28T N 2, — M4 < 7 A - Z22/4 2
7 AT R RS D Z LIk 0 EAYREHIEIC L EE 59, AlEEAe A ERRIGH T & B ATREEDS &
b, EHIT, INOHABARERBL YA MY ZHWT, 707 RMCKOIZERER & o2 L0 A
MK DRFZREZMATLZENEEND, FHTPIERCRAEEICB W T, 1A T MRIX PET 72
E DR UHERICRE T A Eife T — ¥ Z RIFFICH L STV ZEREETH S, T CITBMERIENE
i3 = = — 1 XF— (CIDP) B L U'NMOSD IZDOWTIEHEA L A b U BENENZ NG S
Nz, T ECTRERICEBIFRICIBRS LI N v AL —va b L) —F 2 LiEd >, BRREF X
DEONTET —ZIZHESS Y ANR—=2 « hFT U RAL—2 g F AU —F 2Rt L, 210 DA/
B L C, 2l - IO L & . unmet medical needs DA & Z LIS xE T D HEFHHITEHE DBHF & Al HE
T HZENEETHD,

BRI - RIEFHRBILFRFICHRR AR T Z L 3H D, 2 b ORBITEF D55 FIEERIFED FE =
X 0B RIBEITIENER SN WTREMERH V. L 0EINRRBOERMNPEE CTH DH, PRI
EEELTENETHHEAIZIE, X—F =y Mi, 25V 7~ =7 A BANE, A1 — A,
AR AR & T2 HRBITIT Y = — 7 VU EBRE, AR & T2 RBIIIZRH R - BEHRDZH
D, Yoo K= 2%, PARARE, RBRERE, oV bENE LSS, MEER L, MkEEE
RAHEIL, RLE 4 TR LT 5mEZ®RE, EMRBINRE, il 2 308 & D REEIEZRBINRE
/NIE & T LT % ANCA BEIE R (BEIEINZ I8 M 2. AFFRBRVEZ T S ME N 2FIEE . 2558 ifl.
ERVERIFIE) 2 ENRH D, T OM, MARIZ KV FRAFRAER 2 k350 ) VIRETURIEFERES, U v
~ T MIEAE. RS3PE (Remitting Seronegative Symmetrical Synovitis with Pitting Edema) JEEREZR 53
0%, W2 OB TITAFERERMEZ 36 I8 R ZERERE IS 69 D51 IL-S Hifk7p &€ 7 7 v — L Hifk & &
oA FEIESLOBRRENZIRICHEA TE Y | JEROBILN LN 7o, —HZWNZHB 0 TH 2018 F20 6
EZEIRAK . EHRBINRS (2%t 2 FDG-PET Ma S RERIE I & 72 o 7o, A% T2 2W - infRIc kv B
I 7RRIm SR C & DIEGIAE 2 5 & TSN D,

INbiE, EFRETHL0,. < OE&HIOFMARPZE L TWDH25, R AEE O 5131
TR, LarL, #Z8IE, ADL & QOL Ik b RE S WEB L 525, £/, M- MR O%0E Y
AT KR OTNETRR D, ZRbOmND, ERE., E#r T, L0 %< O ENEE DS
EEHEBPMLETH D, fEFl, VY —RAOERMERIAITE o, IR & s & O A HEE
TOHRRAEZ ZNENRH D,
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(1 1) REMHERRE

FEY 7 A

® HEME ATTR 7InA F—3 R (T InA R=a—mXF—) OTHEN
SIRNAJRIEIRIC K v E L 5o d b,

® BMESIEMERIMMESZHE =2 — 1 /F— (CIDP), ZHRMEER) =2 — 1 /XF—
(MMN), £ « NL—JEfERE (GBS) DENAT A K74 U RMET STz,

® CIDP, X7 « NL—JEMEHCIIT B AW FHARA OBRRE N AL TN D,

® CIDP DL T A NUPHEEINEENPED LN TWND,

RIEPRRR I ARRRE R (4 - PR & RMRRE (BN, EEZARRLE) 2S8R TH D, K
HWHROEE (=2 —a/F—) [ IFHZEMR - HVET, BREE (LOTUR. R, I . 3R
[EE (b bh, BITHEE, BERE) REDERE L THLDND, WTILHHEED ADL & QOL
ZRE AR, Fo, WHEH - MERBESCRTYL 00 BRI T B ORI B A X 72 LB & R0 5 D
BHELREHTHDL, L, BEORKEVIBLENLIX, EEARTARBMICH D LEDE D54
e, ZORKE, OJIKZEED common disease 7> b A/ DR E THO THIKITH =572, {BFEOK
AR & 72 2 IEREZ222 W D72 9D121%, BUR TR E SRE LTV 2 MMIRINFHEEEIC L 5248 - AN
HThDI L, ORBRFRENIIGFRIENHNL LTRENELDHCE EEoTnDH T L, @EEREE
DELFIHPEBTH Y, JREBMHAKCEELHAESNETH L2 LD 3 RIENTHIENTE D,

KA AFHRR R (XA R N R SR ORI S DK 10%58 % 6o, DAETOREFHITH 1,000 1A & H#E
ESNDEERERETH D, 720 THREEHDZ\ common disease 1T RN = =2 — XF— (HWN
HEEBEH 430 HAN) LT na—niti=ma—an"F— ([[A220 5N) D2OTHD, milkE, KEKE
72 EOEFEMIRROYERRDE — R RIBRIETH LN, 2 OBRFIXIZORERHSICERTET, =
2 —aNRF—OHEITIZ L o TREE, BUIWR E2RER SN TN D, FRCHBERDOZ O, FERIFE
Y= 2 —m RF =IO TiE, REREMEOHENDE TH S,

ZF OO FEBE 2 KRR R L LT, Yy /ba— -~V —- ho—RfF, EBEMEATTRY 7 2 2 A K—
VAT EOBARTERMMRIE L, ¥ 2« S L—JEERE (GBS) <° CIDP 72 & ORIEMEAR MR B &
WD, BIEMERMERIEEICS LT, ki —7 v —2 Bl LT, BT 2lETrEROS
LRDPEFTEKD L L BT, D TREOMBICE SV TR BEHER OB ALETH S, #EislE ATTR
TInAf R—v A (FHEMETIoAf FRY =a—oF—) (2oL, TEAERKEAR->TWHWD T
YAFA LF L (TTR) @ 4 BIROMEER OVEEZIET 22 LT Ind FEREMET 2277 2
CARAT VI v AR TTR mRNA Z 925 siRNA RN E ML I, TERPIKESEELSOH
%o BUE KA D siRNA 07 & F& v AR 7 & DIZRIEIRS T 7 AREIC K DIRBAET L TR Y,
SBOERDFEEPEFEIND, RIEMERARREIRRIZIVTIL, CIDP, GBS (3192 43 FAER TR L
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DERFEDBEED B2 %, CIDPIZE L Tk, A% OFEMH, EIRMLTE, =7 ZAIH 2R
Dlesd, A=Y ¥ RUARBIOREFI LA N U ANERSL S, SEFPRERED HivT\Wd, £7-, CIDP -
MMN OHTA RZ 4> GBS DHA RT A OBEN, HAMREAFECITbiv,
FREOBWROBBE AR O HRL Y AN A AT U 7o AR T K D 02 IBAE OB IE, R
PR 2SR DA N L ETH 5, MRERENF ORI, M phke B M 2 82 TR ¥ 2 R
PR SN~ T D HAT OB . RN~ O SHRRE I REAE L & 2 R A AR B O SL 78 £
VB TH D, FEEMFKIC X DIFEEBOMET OS] & AR AO(REDO MmO ETIZ LV | RAehRR
BITFIRE BIET 2 LR REE 72 5,

FAFHREBODGRDORIR ESEOSEE
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(12) BHEKE

FEY 7 A
® HHETHWE SIHEEATH ZIRMEFEN T I A4/ 3F— DK A, 3R Y v
— MIEZRTHDHZENHLMNE o T, AT, R—FF—7D
— MEZERPERGOBEU LIERE S XE T W) FHOBEEZ I 52
EL. FTEBEFORBMEZ RESEZDZ Lo Tz,
& LSHELICHRMFEAICBITD I E— MIRERORENETLEEZ BN, vy
7V — Ro— U A& DT RAEH| OBfH N LETH D,
® ENEIIANTFIEEDTDODT ' ) AT I BN, JEEFEE OBFEMRS S
L, 2024 43 AICKR ST,
® Tl XBFFHTA IR T 4 —DIFEN, =7 V53 AXy T EFHET LI
EIESL, BV R TAEACKYAEEE e oTn, MA T, =7 V44, 50, 51728
ERIGE LTcmr YV o s A%y TIRIEEEDOBFE Y AR L FCK 2 L2 T it Tn
Do
® KETIE, TavazrXMHTA a7 4 —[NHIT T/ BEET A VAT X —
ZEH U728 s 1R Elevidys 238 Al &7z,
& LT, VA IMrT—lRIEEZ BT AREREEL G OER IR ONZEE
BNERLTWD
® UL KTt rOfilitk DL e X OHE MOk N 2, FrflEs iR
PEDBHFENZ [T T TR BR FE M (R OFE i S LB T D

R R D BB BT RRARFRIE B & Ll U CT/h 7203 BIRN ST DT D IR R 72 TR A T
LTWDHRBITIEE A LR FRITFEA~DOIE N R b S WS EO—D2>Th D, IV 2E0a % 1 5 =Ar
B2 A 3F— (GNE 2 A/F—) T, ¥ TABRO—FTHDLT Y /AT I VBRI K DHHIGHRIEDR
FHNT T IT FETHED L, 2024 42 AIZEATEE OFEHRS 4@l L, 2024 43 JIER SN
Too MWREZDOT 2 vz XAHY A br 74— (DMD) Tld, A7 rA RpEIMAMEEH ShTnd
ZEITMAT, DRETIEAT FA L TR L T2 VU B3 AXy TR2FHETL, BV RIS
D EPENOREFRIESE T & U TR & BIAGE S Lz, 72721, BV b Tk T X HiR#x 5 DMD
D 8UIZBRE D72, DRETITIRRMROILRDTZD, =7 V44, 50, 51 0 E&xtG L Liz=
7V Ax y TEORBNED LN TS, HARMNIFAOEILRGERMERH YA a7 0 —TiE, A
T a4 RIGHR & RERGLOBRRBRAEE SN TV D, RACEWHREES A he 7 4 — - 247
1 TiE. =Y 2u~A v OFMMEELREET 2 EMEEERP DK T L2 Z LTz, ¥y v
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~ =T T ARRRERITINA T, FfE~OBATIEZ AN L7z siRNA EHEDOBHFENEA TV D,
o, SRR, KEHRIRESNDRIEEHRB T, BIBEEAT a1 FESQE MG SEAME 1
FiaR L L CORSITEN TV D, Z< OBFIIHRBEIEL L TOMMETFE2%E L, B EAIGICHIR 4
BEER L SN TWD, BIEHERENRZ VAR, JHEERIC SO BTBIESRIERR SN2 T, 29 - EIC &
S TRONTZ LR OME & U COM MO iPS AL Z FI 7B & 5 B AR BN 23R D B 4
5. £, PIRIEDREZEN L MEERBMOBM: LT S EECTHDH, it EmiEic
HOHNDHF N aX=T T 2IRFEE LTCHEHERETH Y, Sl 08072 BTG ORERO T2 ORI HE
HTHZENKLETH D,

FASIDRBEH A OT —DEL RSN EDTERTESRELSICRDE

EJLbZILEZ, (NS-065/NCNP-01, VILTEPSO® ) DELEERZTEER
EEVOREEER. BEVOHTDA DT 1 —

IOV« FvT (F8) ERZEULHD A OTr — D728 LES
EERESET. FHOEDRE (I I2/MELCDONVT. —EDFHEZES

HIZArOTr—2R8 s BILTAD JEED
s TOVS3RFY T E#FE
o= P N + 80 mg/kgDAET1[E]/E2
R RERS

B
Lj: ]‘ " UMIN: 000010964
N ClinicalTrials.gov: NCT02081625

=P N Science Translational Medicine,
o 2018

F13 T RE \(oj'm BRI
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EIL S ToNERE
> 20194688 #AVEREEEROEEIE
> 2019F118 £ =ZBRARBIE

HER ; BonfFEE ‘ o s 5
T DR S4k > 2020428 HFDANHERZSRFEEE

1977 FITOMRETRE HIZ X 0 REBEED L Sz, IRFSERA I 4/3F— (OPDM) 12D\ T,
ZDJRRA LRP12 O 5 IERIERFERICAFAET D CGG VB — MIRERTHL Z R L LR o7,
CGC V &'— MEEMNBET 2HE L LTiE, MEds X BIEURE - RFFREMERE (FXTAS) . AN E A
i (NIID), HEMNIAEZ £ 5 IRHSAT < 435 — (OPML) ., HRWABEZRAI X A/ 3F—72 ERA BT
Do PERBMEDIRE LB X G TN I D OB, FEMRERIRA 72 0TI L 0 Z DERIREBIZA—
— T T PFET D Z LIZRO0NIZZ Enh, ZNERBOBR T EIZ CGG E W) [A—FF—7 D
VE— MIRERNPEZDLZENFERTHL LRI, Z0Zenb, VE— M EF—7 L REM
DENCIRVBIEA B 5 &)V BE— FEF—7 « REUEGE L WO oS ERET 2 LRz, Th
HOHEBIZILET 2 REBEEOTFENEZONDL LWV ) BRTREMEZ KELL L2 HbDTHo T,
ZOHBWAIT, CGGC b LT CCG VB — MIRERNBFESNLTEY, ZhbD U B — MiIRZER
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(2 L DM EAOFE N RE SN TV 5,
ARFIEIE, FEFRRGEIR D U & — M EZRNITES < OFRE TR S, BRIZIE 5] 0 38 JE R A

EHLHATEDLZLRPALNLE R TETND I L E2ERIT, BMROEEIZBWTAMER, VYV —2A
DERENORIIRD YT ) DFREITZ DR E CTEEX CELIEREETHL I L AR LTND,

ZOXORY E— MIRERIT, BEMEOMRIEEDRIL G PR AR B & QNI
BLS OB O RE (common disease) (2 HBR L TWDAIREMEN B XA OND, m T — Ry —7
Y — O ZRIEINC LY ) B MIRER L FEREOERI HIZH LN END & TPHREND,
Fio, VE— MIEARIC L AHREBIIEBIEIR SIC L HIEREO B VERIZR D LB 2 b, SR

TBIRIEBIRICIERE T2 LI S LD,

BROREEEATAISA) (F — TR A
(OPDM) (NIID)
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» BNEREAREMBREGEUILTIRS)
» BRAFSE
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NZTENASHERDEZIIN—RIGEARE  satwomwonr-mns Ak

» NOTCH2NLCOCGG/GGCUE—MBRZ -
RNERTHIENES MR 4

Ll
K. oo UE—hEF -7 - RARBGHE
Sat hi & Kinoshita
i D ca6/ccaUE—HEBABIREC T

Arch Neurol 1977
P 1977FE (A THRBESHHT FHREBRARIN L

» ZNEREREIEREOUSTIRS) —

> RARE BRBE. RiENE 2

> BRIRT 5. BRIRES)IR. SR VA - FORGS T S REEEEA s F—
fIOEHIE T

» BHERT, BIEMEECCMATRRDZEREEYS » CGG/CCGUE—MRERZERICLDE TR, REHPFEENS
TENEFAE BRAEBRBISANNF—HECSTENBESHERONR

» LRP12, LOC642361/NUTM2B-AS1, GIPCI, » AR BBEEZSNTVEINSOEEBEN —DDEBEIARINSAT
RILPL1, ABCD3MCGG/CCGUE—-MRRICLS HITENBESHEROTIZ
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RIS N AL N4 VORITICHTzoT

HAMRE AT, 2001 4R (WIS RBIFHR OB ICAO X, RS TEELMEREIZD
WCHBETA R4 V2T 5 2 DS PE S, 2002 4512 TR L [78—F > v Vi,
[CADAL (2R ], TR E ] TR E] 0 6 IO VT O [THEAT
4 FF422002] #5847 L F L7

Z0M%, HAMBEFETETRETA K54 > 2002] OFATH SRR L, HLOVARD
ZELAWIML 72720, 2008 FOHFLTUETZITI L2 REL, S HICENLIBED BHEL
EHNLTHA K4 TEIMERBER R % %E L COHREGETRH BRI flATEE L
72. BIEETIZ 18 DH A K4 v AR R =2 R=VTRELTVET. 1 FF1 Vi,
MU ERETAFITA ] ELTERESNTWE L7228, 2010 FICSETRE LTAKLZTTA
WAL, TRAVERE], [ZRMMALE], [N—F> Y VK] OF A FI4 bk, WA - B
DI [BHITA NIA V] ELTER - ARENDLLHIZRD F L

FAERGHEIPECET 204 K54 2 & LTIE, FBBIERmEZHhLE LT v 204K
RIS, HAMIRGRSS, HAMBREESB I OHANEMEFEOW I 2HT, HA
MREFEEDEBDL &, [EREGEESETA BT 4 2 2014 DMER S h ARSI T L.

SWRDOHTA KT 4 1%, 2014 SEMOEETT, #H722F ¥ o8N—=1b - £ — b VR EEJIREREREAS
SEHEBELTMDY F L7z, HAMBEEREBODL &, HAMBGIYS, HAMRERES:
&, HARNBMRZEZOMIOb LA K4 VERBRES 2R L, %D T, [HER
EJRE /T V73— b+ A — b U HEERES BT A KT 4 2 2022] L LTAEKTRICE 72D
DTY.

HREMMEIE, T v N— b« A =+ YGRS A F 94 MERERAORRE
e ER, MR hE YAF~T4 v 2L 2—%EH, WEBEE, MEBREICIE, BHEOAR
MREFAREFICHBMLEHCHEE 2L, DAMREAABMHKBEEAPREL, &
KGRI DBE L VWEIT AT AL FETH) L LB, TORERRIZOVWTIIAGETA
F¥rzrlizLE L

KATA I A4 2 ORET - VEBIIHE R KR, MIIZHD { EHF (evidence-based medicine :
EBM) ®# 2 525wy, [Minds B9 A4 FF 4 SAEROTH] % | 2014 4ERUCHER L TIER S h
F L7z (2N F TIC 2014 ERUERLI S FMRILE - HAREERER, —F Y VK, TARDA
DHWTA KTA v REVRHY ET). 014 FEMTIRIEERATAANAY v TH 7 )= AN
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WHA FIA4 v O—FICHEAINTVET.
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T, BREOEZNMBICE DS TER SN2 O TT M4 0EE S ADBHRIITRTORK
T—=5 &b LI, EREIZL>THENDOREDN L SNIEIREHDTHY, BHEIL FITL id
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FIEHMIJIE (myasthenia gravis : MG) I3fi#EHi & 23 HORERED ) bREZD DD TH
. TOBHFETREC T IR & KiEORFEITA 70 FICEH-T&7 Lal, K-
RHIORITAT 04 35 7253 A0G D] (quality of life : QOL) DX FANKBIZH S L 7% V),
COWEHEORAN R EEZBHNSL & )12k o7z 20004128 7 1Y) A AR, 2006 412
TARY Y2, L T2011 AFICHET T 7)) & FEREARBLEE & 2 0, 2014 412 FEH?;
TEIFESHEAA KT 4 2 2014 BT ENTz. TOHA FIA4 MEREWINZR S OT, Hrikft
DMGIHEBICBIU D2 ABOBEREL o7z, 728 21E, WAL LC&RO7L F=vo v
5mg/H UL TEMBGEIR (minimal manifestations : MM) LX)V (MM-5mg) P E] ZfkE L722
&[RRI G HE s | 245808 L CREORITA T 04 FG281T 5 et 2iEE L2 &,
BEVBZDYREE L THhITHN 5.

Z DOk, ZOFMHAPERHENEG A MG IBHRICHNTH 2 2 EAHED R LIRS d LRI
MG B3 TREEIEAEE ORI 22 A LT & 72, 2017 4212 MG TR D5 FRRIIETHRSE L
VA 7 HRBOE & 720, BUES SITA D OFEAN DB ER_ P TH 5. LVIFE, MG
EMOBPPIE L TE LWL SWERIZ LD THA ). GHOITA K74 2 Tid, [EREF
WIRERBHAA K74 > 2014 22 LT, 0 FIERBHREON I &b —iHBRk L TNEZ
T v 7= L7 BENCH2) BE QOL & RAFIZIRD &\ ) i OEAE X IMED L Do
TV,

GEOBHEITA FTA VTR, TRETHA RIA UDPFEL e oicT 28— - £ — |
v 40 BERE (Lambert-Eaton myasthenic syndrome : LEMS) b HU) 1iF7-. FRAHEETH
%7:90% { DEMARBDOBERBRIZOWTHIRAAML T inwE ibh s, SROSEITE
5L TS

BWHLHEIZ DOV TIE, MG, LEMS OWJRBIZOWTHEE L7z, BRERITIRIEET BE OB
e L OELEEDAFE L TV 528, ARSI S NS X IR 2 200, ZRASTHED
Btz BERTHELZDDTH .

RO, [ MG, %I LEMS ZRLHE L7 MG 38 53, BANITEE MG
DiaHE, NBHIFERE MG DG & T 7z,

HEREE IOV T, [Minds BH#FI A F I 4 VMEROF5] & 2014) (BAs : fRIFkE, 10
EA, EFEHEb E2R 201543 15 H) 28512, LFOX ) I ko7,

CHEREDGR S & 2 Bl (1 BRCHERRT B, 21 55 <HERT B) TR Y (R 1).
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Clinical Question 1-1 1. MG O&RR

MG DimE I {EThH

O

OS/ERENAE (myasthenia gravis : MG) (&, ##REFIESID FTRAEELEICHBL<D
HOZENHARICHT ZECSHREDERICKY), HRFZESHBORATENBSENTELS
BeREERETHD.

02022 117, RAE UL TZORREDIRBHSNTLWBBCHEEF, 7EFILIUZEE
(AChR) A EARRNZSHEFOS FF—1 (MUSK) ildD 2 DTH 3.

BR-BN

PR TR M AR B P O PRED 2 <, H CHURMRAEME MR BATE U 3 WIS 2 F¢
O, BEREMENE (MG) (&, MRS ED 20 TR OBEE V. DAEDO MG £ko
#7 80~85% A% AChR PUiRE:C, #5% 25 MuSK JUfRREIETH 5 12 5D O 10~15% 7%,
double seronegative MG & 7731, /NE MG RHRFHELD X 9 IZHIEEELLT @ AChR $Ufk73
HEEEND B0, LDL ZAAEEEY 4 (LRP4) kY, HoH VI, RANOHCHAKIZ X D5
JETAHOWEETNTWAS. 2011 SEIHAED S X7z LRP4 HifkiZ ¥ AChR, MuSK 2
X9 % HEHURICH < % 3 H O EEA CHUAOH N B Th 5. B4R, N4 v o KES,
BRI ? 722 5 O T, LRPA PURDFIERFERR S N7z, & T A 75, 2014 412 LRPA Uik A3 25
MR R LI BE 0 23.4% THTEIZ % 2 LG SN S, ZOBERFFIEIEEM A LT 5 o0
5|2, LRPAVURINEICHT AMTDOY AT T4 v 7 LE2a—TI&, MWEEIC L) ZOMEK
GRBERNP R 5TV E Y, RSN TIE, KA 4 K54 2T, LRP4A PURIIRIEYEH CHURT
HBHERWMTAIIET VALNVIZHEL TV ARWEHR L7, LRPA DY 7>~ FTH 5 agrin
X B FEPUA D RIEMEREA & L TR ST b 2 AChR BfRRPEBI T, titin, ryanodine
receptor, Kvl.4 7 & DOREGHUGHEEMPUTEICH 3 2 HOHESHE SN T2, Th b odifkid,
ZOREEEZRTIET Y A%, WBEBHMiT 0L ELONTVS . DITFIZ, MG ®
DA 2% HCHUAD R DR 2 /9 5.

- IEFVR

1) ZEFIL3YU VZEEF (AChR) HAICDONWT
Lindstrom & ¥ 12 X % fi ool @ik o B LKk, AChR HifA7s AChR \/ER T 248F & L
TiF, O7kFvay »ré AChR L DfEZHETZHUE (70 v F 7)), @QHCHAFE
AChR D#EAIZHE D AChR ORI X 5 F v jdii, ORIARNTELEC X 2 SEEHEARAE, o
3OPHE NIz, BUETIE, IgGHURY 727 I X 14K TH S AChR Hifkiz, ®D#FIC
X o THBIEIKD ¥ F 7T ABEIWIE LN, AChR DA 5 2 L X725 RERTETH

wr



1. MG OmERE

HEEZEZLNTWAD. T LNVOMTERSIE, AChRal F7 2= kD 67~76 Fz 5t
N HKi B 25 3 25 FEMEFIE (main immunogenic region @ MIR) Td» % &g ST 5 919,
2017 4212 A% 5 b DS E TIREGEH & 7% o 72flifRk I3 o = 7 ) X< 713, #ifk&EHE C5 oY)
Wz L, BREESGEROERZCE MUt/ 70—F Wik Th s 7 BifE, #EHATE MG
BEEZHROICHERSH EN TS B —J, MG EBAEDKRNO L Z THRWIZ, AChR HUEAIE
HO LB SNHOCHARDPEA SN DN E V) @A H 5. BETIR, REFzy 7KLV
FHEHIC X 5 AChR HUfERTE MG O ), ZOFRERFINER ShTws.

2) FSENSBHEFOY VFF—E (MuSK) HfFICON\T
Hoch & 12X % MuSK kD FE WLk, % < OEiRIIZED % S, MuSK $ifklmtE MG ©
BRI S N7z 2% MuSK HikD W 7 2 5 213 1gG4 B3EART, WA FEvE BB
BRI L A LR VIR IEGTREGSIE ShTws % 2ok, —#EHER MG O
2 R EERSEIEBY € 7V OWFZE 2% 12X ), MuSK HUAORKEMEIZIZIZIEH S Wiz, 20
JRRERET X, MuSK §ifk IgG4 (Fab 7 — A ZCHHUK) 2% agrin/LRP4/MuSK ¥ 7 )V % [iE§ %
ZEIZX o T AChR BESIHI SN B 720 LI S TW 5. &RETIE, MuSK £/ 7 u—F
WHURZ R L, agrin/LRP4/MuSK > 7 3 )V OIFERF SR S oo dh 2 75,

3) LDL ZFEFEEEEE 4 (LRP4) H{FICONT
MuSK & B % 729 LRP4 1K 3 2 HEHUKIE, 4 3 H omEM B koA ) 7
TH 5. 2011 412 LRP4 OHMMBAVFIZ K3 % H CHUAD—H D MG BEMGE P IHET 5 2
EDARIASIE SN2 Y, 20, ELISA 9 % CBA %57 % EORL - 7kl g i o#E
EVATIT Ay 7L a—1" BIXOERNTESWE T VOWNIIEN 2 SNTEL* £
NOEORREERIET 5 L, OMZEMEMRMELIERZ THH 20% kM & 72 2 5 BRI M E,
@7 v A FHEICL ) BHERCEHRGES R R S, ORIEIYE 7V TIIHARMEED RSN T
W % 28 LRP4 JifkBstE MG B ORBEE D 2 Wi EOMEYRD 5. FRahh s, RN T
E3FHORREMEHCYR LI ECTE R VENH A FI 4 ERBRATIRHIR L7

B4

DB AR ANBOE. (R B - BRRTTZE O ol W—] Sk i 5 SR — TAE A 06 ) S
(MG) —HAEf MIIAED H Ok & HAERR 2015: 73 GT 7 Selethmiie i/t - 465-471.

2) Utsugisawa K, Nagane Y, Akaishi T, et al. Early fast-acting treatment strategy against generalized myas-
thenia gravis. Muscle Nerve 2017; 55: 794-801.

3) Rodriguez Cruz PM, Al-Hajjar M, Huda S, et al. Clinical features and diagnostic usefulness of antibodies
to clustered acetylcholine receptors in the diagnosis of seronegative myasthenia gravis. JAMA Neurol
2015; 72: 642-649.

4) Higuchi O, Hamuro J, Motomura M, et al. Autoantibodies to low-density lipoprotein receptor-related pro-
tein 4 in myasthenia gravis. Ann Neurol 2011; 69: 418-422.

5) Pevzner A, Schoser B, Peters K, et al. Anti-LRP4 autoantibodies in AChR- and MusSK-antibody-negative
myasthenia gravis. ] Neurol 2012; 259: 427-435.

6) Zhang B, Tzartos JS, Belimezi M, et al. Autoantibodies to lipoprotein-related protein 4 in patients with
double-seronegative myasthenia gravis. Arch Neurol 2012; 69: 445-451.

7) Zisimopoulou P, Evangelakou P, Tzartos J, et al. A comprehensive analysis of the epidemiology and clini-
cal characteristics of anti-LRP4 in myasthenia gravis. ] Autoimmun 2014; 52: 139-145.

8) Tzartos]S, Zisimopoulou P, Rentzos M, et al. LRP4 antibodies in serum and CSF from amyotrophic lateral
sclerosis patients. Ann Clin Transl Neurol 2014; 1: 80-87.

9) Takahashi H, Noto YI, Makita N, et al. Myasthenic symptoms in anti-low-density lipoprotein receptor-
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10)

11)
12)
13)
14)

15)

16)
17)
18)
19)
20)

21)

22)
23)
24)
25)
26)
27)
28)
29)
30)

31)
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16: 229.
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protein 4. Intern Med 2018; 57: 3021-3024.
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Clinical Question 1-2 1. MG ORRE

HaBREEDTRRE

Oz

OIREFIEBIEENDESE TH S, ULXUITABRBBICREUENCERIZEHHS.
O9iRAE(F World Health Organization (WHO) (£& > T 5 DDJRIEHEE! (A, AB, B1,
B2, B3) (AT, REBMEBRESENZNIFELRENHD.
OMIRREDFHADFA(C (FIER IS L BERFRFEHIS$EE, Union for International Cancer Con-
trol (UICC) (C&3 TNM Ri2ZAW=READ5EN 5 5.

R - IEF VR

Ve e (308 DR B 203 ARSI FEE DI T % 205, JEI PRI ZR~ O R A FL 1 i BB L2 R0
SN, WERICIHEMER T2 0H 5.

g e (3 s b Bz SR DS T b B R Vo B A I LSRR S b B & IR ) O S ERAS
Fie DHETRMAL, WHMRGRIIZE TH L. WG EEMBOFIER &) ¥ BRORIEHE
2D, WBRIEIR 5 oORELER! (A, AB, Bl, B2, B3) IZ4JHSAN, MR O ELHIA & 4%
P, MiRAfER L OMBIRENT NS

1982 AFIZIER] 512 & o TRE S NAEARRHI I Y &, Ml owisEe LT, BUE
BRI S —IRIICHW SN TWwA. LA L&A 5, International Thymic Malignancy Interest
Group (ITMIG) & International Association for Study of Lung Cancer (IASLC) 12 & - TH#%
EN7z TNM & 72915048 2 1%, 2017 4, Union for International Cancer Control (UICC)
Version 8 IZ X » TR EN, S, —HNRKHORLRIZEZ Z LA TPRENS.

H AR SR R 2 DR BRI & 2 ZEERARIC XU, 2016 4E0 1 AERH O N lsUE o F4ir i1
1,986 B, Ml O FA#i 1L 314 Bl TH o720 F72, MG KT 2 KBkl 478 BT, 2o
9 B D 333 Bl (70%) HSHIBIE & PHE Td - 72 ©.

IR (3R % O HORERBO GOSN Tw b, MG OGIE RO % <, HANIRHT
RN LD EET— 5 X—=Z T, WIREGIERBID 23% 12 MG 236069 % ™. F#I2 Type B2 it
T b BT, 40%I12 MG 2360 5. 72, TR OUIBRAEF O 1% 12 MG 236 0F LT
Wz T IR D Type B3 L BB DORAEBNELOONL I L HH Y, MG G OMIEIZIX
— IR BRI ASRAE L TV B BN S 5.

E 51T, MG DEERD L WIIRIE DB H D 24.6% 235V T, AChR LA S T 5.
WHTZ MG OFERD V2 S Db 53, JPREIERRIC MG 2398 S % iEf] (postthymecto-
my myasthenia gravis) O#E b & Y 29 T 0% THRHTICMIET O AChR Hfkd i ST
5.

WBIEN DY) > 2XERIE 213 % 500 CD4*CD8* T Mlild2s& £ h-ClB D, MRIEONES; Rzl
NEI IR & B3 2 THIlE b2 o0 & E AP NTET & E X b5, L Lads
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5, MEHAL L 72 ERzAE o HLA-DR OO T & Aire BIZ T OB W2 LI12X % THI
BB ZBARD L /S — ) —O@BIRBHE O B Fl S h, HOHUEBISED T Mo 51
A SN HCRIERBDIIET 2 W REMEASEN X o Cwvw B oW
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Clinical Question 1-3 1. MG ORRE

BHZ R B BR DR RE

Oz

OER/ALIIRRIS PHARE MG THENKIRBHSNIMIRRETHD. —EORIRIE MG T
LERHENS.

OMG DBRZAIGARICIFEEPIDAFEL, AChRZEBE, AChRAFRN T #Bf3, AChR AEFE
4 B bR/ R &AL EREL THY, AChRRIAFELICBASLTWSEEZ5NS.

OBRZAMNERIE MG DFRREICE<EHEL THY, MERMEIRIE MGBRNDUVEDITRN 53,

BR-BN

MG TRINREFEZ 0T 5 2 0% L, S THEEBRMEEIHEN:H YA TH 5 AChR
PR XD MG OJFREICH S BIG- L TWA EEZZ 5NTWA, LITIZ, MG JREE & BIK
MR OB IZ O WS EINZ 5.

R - IEF VR

MG 2B 2 BB L F 55 MG (EOMG) THEMNZ 320 5N 5755, #IIZRE MG
(LOMG) TIZHEIZ T2 2 LB SN Tw5D Y & 512 LOMG TOMBKOFLE X EOMG &
WL TR EZR 2 L A% . MG OBIEBWR T 2 SERO M58 - {GPEL, IRAOIE & %
FEVEREIR %2 R0 5 2 RO R AATE T 2 AR O B3 B S e 37K %) @I
Jl#IZ1E AChR HUfRpEA IV EETH S AChR &I, AChR I T Mife, 1§ b L7z AChR
PuikpEA: B MR AFAE L TB Y, AChR JUREADY; & %> Tk 24

R ALRE T I A REIIE & E Rz MIfE O —EF I AChR B ERE R0 55, RIS
427 AChR F721% AChR EOS T2 I L T b —J7, Milkiiiglcizsesa7 AChR 2358 L
THY, main immunogenic region (MIR) IZHFMIILOAIZFED LN D 27 ZD7zh, MG IZ
BI1F % AChR PUREAIITHAMILD AChR EFEAEICHG LTwWhAEEZbNTwA. %
7o, DANVARBRGREBS M) A=Y, IR O A > 2852 CCL2L 07, Ml B
JEiZ CXCL13 ASE\BNIFI L, naive BMIIEZ EAB& D) H b 2 & TR LR VB
BllhoTwa EEZHNTWS ™S MG ORHLLTIE CD23 OFEIITTHEDA Hi, B MINED 5
1B, AfFREICES LT AR H 5 2 Kl BRI 72 & o PuE R T H
fa, BRIEORADEL &0, X SICHIERIRZ L2 X 2RO 7 A — D12 X - T AChR Bt
JEARIT 5 2 & T2 BB O R AChR FE8 1 H E S0 L4 L, 2hb
DB T 5 2 & T, MGASIET 2 L EZ HNTW5 08 F7- Hl LRz 4
A MHA VOEELRERBLT, MG IREOMIFIZEYS LWk H 2 1 FZFEHI EOMG
TIIMDO MG DRI A b I AL DT O T 7 A VHFERLD I LB IR TNWDS 517
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NRRIE AT AR B RRE L EZ SN D 0819 L L s, KEMHEROA T AChR JifkhT ke
AL L7220, e e R 2EMEENT, WRIHNZ S BCHUREAED Y AT A0 FEL T
B 2 ENTRIEEINY, BRI ZRBHEIC R 2 WREEIFRVWEZEZ b5,
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Clinical Question 1-4 1. MG ORRE

UV INERPY A b HA 2 DfFiRE

BE

OMG RREICHWVTAIN—T (helper T : Th) HREFEELEETZLTVEEZEZS5NTS
V), FRHEMPD) Th17 MMEREBERMEAIL/N—T (T follicular helper : Tth) f@iazh"
5, HIEMET (regulatory T : Treg) MM EA L, E|EEXR AChR MFfdaxED MG
DRBEDEBEIREShTWVS.

OTh17 #BRARSES 1 R Hh1 > T3 IL-17, Tth{BRESEY 1 MH1>THS IL-21, BBk
BHEY 1 M H1>THh3 BAFF X APRIL A ER L, RELEHEL TV EANTREBINTY
2.

BR-BN

AChR HifkBE: MG Tld AChR I2J&ME S 72~ b 8 — T HIARAEEC B #lla D & H CHifkas
FEAESND Z EDIEIRED LICH 5 EEZ HNA, MRER XTI AChR JURIZ L %
WA O MRS OB L > TELL EEZ 5N TWAD Y, JHEMEH CPUR LR
HREFGEATBRCORIEICH 2 D) Y ERRH A b A4 Y HBG L, MGIRREICKIENHETDH
HTENREEINTVE Y MGIZBUIILHA M4 =) YSERICET 205132 H 0, &
FTLL—EDRFIH TS LTV RWA, Th17 M X 2850 Thilllicls8c
PUREEAARAE, Treg MINIBEREA421C X 2 S0 SUS OIEVEAL AR BAL S T 2 1B D
L. LUFIC, MG OJREBICEELEEZ 5N5 Y YSEKRH A AL VIZOWTHIZMNA .

R - IEF VR

1) Th17 $HB3 EBRED 1 M hA Y

Thl17 Mifg 3B R F ROR y t B L, IL-17 & L7z A bAoA v afithL, iz o
MMLIZVER 2 2 & T, WEBMAOIF KRR 2 &2 e L IEZ R S S 21EH 2 A3 5.
ZAEMERALE, BIETY 7~ T & OMBREE R 2 HORESE EER R LR BEEL TWwD 2
EDHRE SN TV A,

MG 2BV, FliERIE MG O KM o Th17 M s LA L, QMG % AChR dufk
fili & IEDHBE 2 526 72 & v 9 ity © R M4 @ IL-17A A% AChR JuiRBEE MG (5 12 7 1 589
MG, Ztk, JEMBRIEER]) TLAL, QMG L BEOHMND 72 I MEN L ENTNE Y
F 7z, M5 IL-17 234858 MG TEA L, AChRJUAMli & B L Tz vy i b 3 5 9,

2) Tth #H3EBHED A M h1 Y
LIRGIZ B M2 & oPuihk A ES59 4 T ML Th2 Miig2s 3k & Z 2 S Twizgs, TFE
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1 Tth MU AR E S EE 2R # 2 £ LTwhH EEZSNRTWD. Tt MliRIZFmEIC 7 €
HA VZERCXCRS R PD-1 %I L, VU V7S EROKRF LA LTBY, 1121, IL4 4L
O A M H A CEREEL, BMBOZ I AAL v F2ifET 5. £5%T) 7<% b—T2A, Sjo-
gren JEMERE, HLAEERE %% EPURAAENE O H ORISR TOEREN WL ST 5,

MG 25 Tlid CD4*CXCR5 " PD-1"Tth Milfa #2342 41 MG TN L, BEMIEE, AChR
YUl & s AHBEASH 0, B LA & OPUREAE 2R E T 2 EEEEATRIZE N T WS 9 F 7z,
IL-21 OFEAITEISTEPEL Tfhl Mg & Th17 Mg o2 ShTna 2 e shTtwns 9 &
512 CXCR5"CD4 " Tth Mg As MG T8ML, BREEEAHBEL, HHTRT T2 L dREN
TWwWa 7 F7-, TfhMlEBEEY A M H A > THh AL IL-21 MG TEH L QMG LB LT
Wiz &) i Y R TL-21 250 AChR IgGl VMl MBI L, A7 04 R CIK T35 &
WIHED R ENTWS Y

3) Treg fHfERERRED A NAHA Y

Treg Mllx Foxp3 2 FH L, MY A bAh A 2 THDH TGE-FRIL-10 2 &ML, *
PEINEOPIHIHEZ S THLTH S, Treg AMLOBEEAR LI L o THRIED/NT ¥ AN
% HORIERBDPFHIEL D 5.

MG 2BV TId, Treg MileEiA® MG TIEF ML DKL, 2O MlRIERE MG, RIZiHHE %
ZF TR VIERITE DIRNZ & A5 MG HREL B L TV A WREMEAVRIZE S N TW 5 0 &
7z, CD4"CD25'FOXP3*Treg i3 MG OIHEIHNIAL T L, SEEBEHRICTEA L, QMG %1t
KA Treg MINBOZALR LM 2 Z LAVRETWw 5

%7z, Treg MBRHEY 1 N4 A >~ Th 5 MK IL-10 FMEASHGEFBEIC BA L, EAEINE
HESUCTEE B L T2 & v ) #il R 2 BAMIRHIR O IL-10 2MEF L Tw b & v ) #iihhize &
nTwz®

4) Bifa LBREY A MhA Y
MG IZHT 2 Y F < THBEOAERMEIHE SN TB Y, B X 25Uk #EE X MG
RIS LTWwWa EEZOND. FEHRIZ MG IZBWT CD19"BAFF-R*B Mifs o LA 25
ENTwW5BH W
F72, BAHILEEY 4 5 4 >~ CTdH A BAFF % APRIL 2 L Cld, i BAFF i 25 MG T
5L, AChR Pufffili & #HBI L TV 7z & v ) iR 9 MG (FRICEIIZEIE MG) © APRIL i
REF LTV W) MG H B 0

5) Z0fth
Th22, Tc (Cytotoxic T) 22 Mifa#As MG T koL, MBRRERRZICAT L, MG g & B4
METLHEDLH S 7 IL6ICOVTIEEA LTV L) REDL VB, U TE Rdo
REWIHELH S X MG OBWETIVTIE IL-6 FIEICL Y, Th17 MR B MEAHIH < h
52 LT, MG OFERHIHIENS Z EITRENT WA Y. MuSKMG DV Y REReH A4 b h A
YICBTAME IR ENTH 505, AMMHEBERZ WS 5 & IFN-y, IL-17A, IL-21 25151,
Thl Mifa <> Th17 Ml OB S- % RE 3 2 Wik asdh 5 2.
MG JRREIZBIT 5 ) Y88k, A4 b A VICHT 20532 < H Y, MG ORI L - TH
BT T 7 A NDPERDUHEELRBREINTWS, MG OIFE RIS TR RT TN g
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Clinical Question 2-1 2. MG DER - SHHE

MG [FEDKSBIERZET D H

O

OMG NEFHRIZ, FUNEZRTSEHBONMETL, KRICK>TOET S.

OMG BEIERHERNDBAXEZHRZ S.

OMFERE LT, RLBENSVDRBRIETECERRGEDRERTH Y, OEHHET,
KEER, BEHNET, FREBCLEHETS.

O—ZRIC(3, IKARECITIRBE THRY HEFP CNSHEERDEFIHHS.

OEHFAE MG DERBINHRZELCEHECERT ZEREDERIISETZEZET .
OFREBCHEFNEREICK > THAHETOREPHH, HERDELCITSICERENHD.

BER-BN

[AIE DO ERAEROFFBUL, EB)ORIE, FEil b WEBHOMIIMET L (B, h
PRECEVWET L2 L, ZHITERPEAT 228 (HNEE), HIZX o TERIEZH T
%2k (HAEH) Thb. WFAEIRE LTI T RERGE B H12 X 2 84 & OIRFEIR
A%\ ] U 2003 4RI H ARG S & HAMRERIES R L o THER S 7z TMG 6%
A FFA4 > 2003] IR E N7z MG DIRRIFFETH 2 1. i MG OFRFIEROFH#E 2
LKL TWEH ([FEEEFAEIR (non-myasthenic symptoms) | IZBJ L Tld CQ2-2 &M
72vy), 2006 AP SRR AR AR A U B 3 2 T AT SR IE & KR B D B Y B A A BE O A 1]
TAT DN 72 A ERRIRE AN X o TREIFSEDQWMAREY] S v, 7 ITRREFRIC X 2 AR
FERDIFBAWI S A2 5 TEF2 2 E 512, AChR HUALSI OIS A CHUKTH 5 MuSK Hit
IS & B BEARAERDIFBA 5202 % 1), SRR EE F CHifR % & DI & 5 R
FEROFFH AR L CTB T EPMR EEEIC R > TWwa, F72, BHEEJERREC X b 1
BLESICIVUELZRTIENDY), SHEMBIL) 5.

Rt - IEF VR

MG D b FEE 2R FARH D BT ) i VIR TH 5. Wi EE) 2 8 ) K5
LIS TITL, REICK - THET 2 4 BUERA R BHEDORWERTH Y, KF O
AECIIMIEIRD 71.9% 23R T, 47.3% AR TH 2 2 FBWIIE TR T )5 81.9% 12,
BN 59.1% A D575, BIRHZHRFEL MG Td o 75EFI D) 20% A3kl 4z B
1719 % 2

MRAETRLZ R THIEE O o\ RSB 1 PUIBC OB A% 5 C °°7) 2006 4 DR T3 AR 23.1%,
B O 44.1% \ZFFRUBH KT 2 B0 2 LW SN T D 2 S 5I2, MERE, W
&, HMRREE 2 EOBIER (FIFERE 14.9%, ZWE 27.6%), BUEH KT (WIFEHF 5.3%, Z#r



2. MG OJER - BFHE

IKE 13.9%) R IFIRIKEE (RIFERF 2.3%, ZWiE 4.9%) ONICREHEIMKT 522 L Lads
5, ERERRSHIRH KT & 5 WIZREEE MO MG IERIZ AT 2ERIR, Th oo ME—
D MG JERT® BIEBIDAFEAET % 720, HRIER R WU AT LA BRSP4 o 59 57 =2 5 T A
TThoTdMGEHETE R\,

2006 - MG 4= E 2 E ARG R O SR & B BRFEIRDE A S0 L o722 IR
il MG OEIG1E 0~4 RIRED 80.7% 5 b &5 <, 5~9 i FEHE T 61.5%, 10~49 % T 26.2%
ETEIEAEIAS A3 & L DITIRT 9525, 505l 275 E TN 37.7% & HNd 5. 65Dl L
DiEE T, IREEE st A TIRRE DML S 2 72O RIg TR RSP, HIERE
W BE 5 7 L OABHEISRN T 2R TH 2 LIRE I N5, 7 & MG S Wi I EEEEa o
HERDP®D 5.

AChR LA O ENEH CHURIC L o T, ERENIEBIN R RRREIRZ 35 2 & bR
ENTW 5D, MuSK ikl MG (&, BRLEBOF T, HERD MG IEROP 2% L,
7)) =X DRTnERME SN TS ® Hiryanodine receptor TR E MG ¥ 1213, MHER
DIFPIZERIER & FEEF LT ORIERDPEHC EHE ST 0D

BT ER TR VIEED 2 VIR IV EEFET LI L0H ) '8 FFIC L 2 IR
TEOWFIZW 2T 22 L5 7.

ik

D BAMEGHRY S, BAMRERESSS (). MGHE#EFT A F74 >, 2003
2) Murai H, Yamashita N, Watanabe M, et al. Characteristics of myasthenia gravis according to onset-age:
Japanese nationwide survey. ] Neurol Sci 2011; 305: 97-102.
3) Hoch W, McConville ], Helms S, et al. Auto-antibodies to the receptor tyrosine kinase MuSK in patients
with myasthenia gravis without acethylcholine receptor antibodies. Nature Med 2001; 7: 365-368.
4) Drachman DB. Myasthenia gravis. N Engl ] Med 1994; 330: 1797-1810.
5) Grob D, Arsura EL, Brunner NG, et al. The course of myasthenia gravis and therapies affecting outcome.
Ann N'Y Acad Sci 1987; 505: 472-499.
6) Oosterhuis HJ. The natural course of myasthenia gravis: a long term follow up study. ] Neurol Neurosurg
Psychiatry 1989; 52: 1121-1127.
7) Beekman R, Kuks J, Oosterhuis H. Myasthenia gravis: diagnosis and follow-up of 100 consecutive patients.
J Neurol 1997; 244: 112-118.
8) Sanders DB, El-Salem, Massey JM, et al. Clinical aspects of MuSK antibody positive seronegative MG.
Neurology 2003; 60: 1978-1980.
9) Mygland A, Tysnes OB, Matre R, et al. Ryanodine receptor autoantibodies in myasthenia gravis patients
with a thymoma. Ann Neurol 1992; 32: 589-591.
10) Romi F, Aarli JA, Gilhus NE. Myasthenia gravis patients with ryanodine receptor antibodies have distinc-
tive clinical features. Eur ] Neurol 2007; 14: 617-620.
11) Mermier CM, Schneider SM, Gurney AB, et al. Preliminary results: Effect of whole-body cooling in
patients with myasthenia gravis. Med Sci Sports Exerc 2006; 38: 13-20.
12) Yamaoto D, Imai T, Tsuda E, et al. Effect of local cooling on excitation-contraction coupling in myasthenic
muscle: Another mechanism of ice-pack test in myasthenia gravis. Clin Neurophysiol 2017; 128: 2309-2317.
13) Marinos E, Buzzard K, Fraser CL, et al. Evaluating the temperature effects of ice and heat tests on ptosis
due to Myasthenia Gravis. Eye 2018; 32: 1387-1391.
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Clinical Question 2-2 2. MG DER - SHHE

FAENIEIRLNSER T NEIER P ESHEET

O

OMG [CRPRIBPERBLGLEECREERBEESHI D ENHS.
OIIBREERSE MG (TAMG) TIIFHRFIKE, PERE, KEBS, & vy 707 VMmE, O
R, BESHBIEEBERNBHESNS.

BER-BN

MG (ZIZHURIBIR B 2 Ehk 2 2 HORIEREI GRS 2 2 MO N TH Y, Fpl AR
VETH 5D, FRIHIERE MG (TAMG) Tld, RHIMICh: 2880 % ThMPRE AL
5 % IEBPEIRDTHE S S W RENED D 5.

Rt - IEF VR

HORIERBOEIEE MG &R0 8~15%HEIZFED 5, &fkE E L Tld Basedow iR
ARG E ORISR, BEY v~ FRe2HET) 77 =T A% EORBEHEIFHEETH
BV 772U, AT 2 RERE IS L CRAH L S V. —BIYICIE AChR $URR EE 0
12945, MuSK JUARBER X 0 b HERERBOGHHENEWE Wb Twhb. K TIrD
N7WFFETld, AChR JURREBIC AT 2 B CRERE T b £ VW EIL Basedow IR TH -
7275, MuSK HUKB VR TG BEBIA e 20 o 72 2 IREREB)FEE 0 A B AR OB A 1 HIR
PRIREDOW et 2 E T 5. 72, PEDROLZEDO MG BECIMER* HRET2%56% L
FUISRERT 228, i) v~F SN LERMIZRELNL TV 5.

TAMG T MBRIEH R O T MR RE R 2R R & 72 2 %% 2 JE@ B RE RS BL S % 500 %
FERIBOEMIC X 2 BN B EIE MG OFEIRICBIT WS 720, BWASEN 5 W RETED D
5. MEBTEIZIHEER L) LR, O F XA =3 KE V. T s % B E
K CD8 Btk OMIFBRE =Y T MBS IN & % 2 5, MG DR E K L2 WEEahrH 5. K
HEED TAMG TRO LN, HHANERWICEESINL ) MG I3 2R L & b IZ
FETDHIEND, REFMEFEIEN SN TYS, WIREICEI S y 70 7)) VIR 54
Good JEfEHEE LTHIGNTEB Y BREDOREALAEICEETNS " ERLZBRIGUEZ Y BT 720,
R RIEFED L E S MG OEFRTIIER T NEGIETH S, 72, graft-versus-host
disease FkDUEETEIC B & RD LY G0 D 5.

MG 2B 2 DIEIRZ T E K 2 BEH SN TE 72D, LEREE R OEER SN MG BE T
FERISEHENG T —ED BRI SR Tuiwy, L L, TAMG ® 1~2%REE [ HE 20
RGBT % 5 BRUHPUAR (FFIZ Kvl4 UK) 13 MG OO0 #1285 < BIG: LT 2 TRk AS
Hb. TAMG BE TEIBILNLAREIIRDSBD SNLYEDVH Y, ZZRIED) A7 %5 T 720



2. MG OJER - BFHE

2B DI Z K § 2R LETH 5.

(OB ZERKRICAVLBERDERR]

MG LB L7251 HERIRREO G ORI Z £ 2, HIRRAVE Y, HUBHUE,
VTR, S ECHARONE EZBET 5. TAMG TIHERPLZEL TV LHETY, &
Wb 7z ) FEEBPFERD IR LR EZ RS 5.

ik

D
2)
3)
4)
5)
6)
7)

8)

Drachman DB. Myasthenia gravis. N Engl ] Med 1994; 330: 1797-1310.

Nakata R, Motomura M, Masuda T, et al. Thymus histology and concomitant autoimmune diseases in
Japanese patients with muscle-specific receptor tyrosine kinase-antibody-positive myasthenia gravis. Eur J
Neurol 2013; 20: 1272-1276.

Evoli A, Minicuci GM, Vitaliani R, et al. Paraneoplastic diseases associated with thymoma. ] Neurol 2007;
254: 756-762.

Marx A, Willcox N, Leite MI, et al. Thymoma and paraneoplastic myasthenia gravis. Autoimmunity 2010;
43: 413-427.

Suzuki S, Utsugisawa K, Suzuki N. Overlooked non-motor symptoms in myasthenia gravis. ] Neurol Neu-
rosurg Psychiatry 2013; 84: 989-994.

Kabasawa C, Shimizu Y, Suzuki S, et al. Taste disorders in myasthenia gravis: a multicenter cooperative
study. Eur J Neurol 2013; 20: 205-207.

Kelesidis T, Yang O. Good’s syndrome remains a mystery after 55 years: a systematic review of the scien-
tific evidence. Clin Immunol 2010; 135: 347-363.

Suzuki S, Utsugisawa K, Yoshikawa H, et al. Autoimmune targets of heart and skeletal muscles in myas-
thenia gravis. Arch Neurol 2009; 66: 1334-1338.

17

-SERIOMZ

FIFSEOD






I
EB18
SIEMBENE (MG) i

. 2l - D - R



$18 EEARNE (MG 5

Clinical Question 3-1 3. 2R - 5Tl - SRELDLE

MG DERRIFEDKSICITSH

O

OMG DEHE®E 2022 =R U7,

OMG EIXNH V), FRIEBSHHENEAINNEZRITES (definite).

OMG EIRDH V), BRBHIFESHEENAAIN, MESHERNTENEZHTES (defi-
nite).

OMG fERD B V), MEHEBEN BT, MEBEHERTENEMG Z38<ED (proba-
ble).

OMFMEBENED LS E, MG DZHZBZL, BCREM THRVHEHIERE ZE&RIT
3.

BEx-BN

BUAT O e i TS I AL 2013 (REWi2EHE 2013) AMER SN T S BAELL B2l L Tw
5. A 2013 13, WL iP5 2 L 23RS E LT s, REEE ChUA% B I
H& UTHAEHE» S S8, SAEEEER % & O F 4 iR E 2 Ml 3 2 ik 2 C |
HELTRERLA R, ZOWFTIZL - T, WWEMEH YA TH U MG DNt
WINES o7z, L Lah s, BEO R HBMET EM O LA 17 Th 5 BUK TS,
PRERG A TR B AL C & V721 MG &M S 38 2i6H % 521 517\ AChR #i
&, MuSK #ifk & b 12k (Wb W 2 double seronegative : DS-MG) DIEBIDSFAEL T 5 &
ZrbNrz. 72, DS-MG D 7ZhIZ, HEHER X 2 & Tt G iR EAFEN S 2 B R
MG % ED AL DD 572, SIS OREICHIE LT, Rk 2022 TldSRi®
WrAT i & U CIAE LRk O At 2 i 0 sAA 72,

- IEFVR

FWIEHE 2022 TIE, KA FT4 2 DFEARTETH 5 “false negative” Z 7% { T HELED 5
D OSHFZMIIT R & L TS b0 G312 2, HEIZ probable & #%\J7z. LRP4 $i
 (CQT7-4) 1& MG DFFIEMEH CHLfR & L TR 2 iAs% 4 7250, Wik 2022 Tix B DR
PEECHURIZIZIIMZ o7z (3R 2).

C DB GHEEZHET HHHE & LT, Sk 2013 & FERIZ, R 59 571 R
Walk, 74 A%y 7 REbtE, T Rak=2n (Frouy) lBbE, ASRIEERERRE, H
MAMEGEXTY v ¥ — 0 ko 5 HH 280 L72.

D OEFZMIFT R & LT, ML X 5 MG IEROYEZR I A 72, FRIEMEH SPuik
R REEZ A TE R TD, BRERD S MG 2956k < BEbi, Mo EI |70



&1 EEMHENDESHERE 2013

¥
&

fi - U - AL

A. fER

(1) R TE
) IREESEE

) BEAIET

) HWEES

(5) BEHNES

) HIBES

) SRERERIE T

) POBER IR

(9) IFRES

<#E> LEEREZEF M PEANZESZET S

B. mERMEECHE

() |7 EFILAVVREE (AChR) FiiFEHE
(2) MHRKENZEAIFOY VFF— (MuSK) FiskzIE

C.Hﬁ%ﬁéﬂﬁ%

(1) REROZES R
Q)ﬁ%xnjaﬂﬁh&

(3) BT ROKRIDA (FryOY) HERRGME
(4) RERHME G E

(5) BIRMHHENTY vI—DEX

D. HE

DTFOWINHDIBE, EEMEIE I 2.
(1) AD12BLE, BOWINHNRBHSNS.
(2) AD12BIE, COVNWTNNNRBDH SN, MOERENERIT

=D.

(F) COBFRICOVTIFEAXZSHR

K2 EEFHENDESEESE 2022

A. fER

(1) EREETE=

(2) RIKEESE

(3) EEAIIET

(4) BERES

(5) BETES

(6) DHIBFES

(7) SEEREIET

(8) MUBARZIE T

(9) [FIRFES
<#HE>_LEEREZEFEPERNRESZET S

B. MEMEECHIE

(1) |FZEFIIVVREHE (AChR) HFFEE
(2) MABENZEAIFOY YFF—C (MuSK) HiEkE

C. HiEFRGHES

(1) REDSES GRS

(2) 7A RISy JRERRE

(3) IROKRZDL (FryOYy) mEkR4E
(4) RERMERR

(5) BHHBERNTY vI—DEX

D. ZHHIEHIPRR

MEFBEFOEIC K > TeE =R UIREN 5.

E. ¥I%E

Definite : IROWINH DIHE, SEMHBIIESZHIT D.
(1) AD1DBLE, BOWTNHHERHSNS.

(2) AD12RIE, COVNTNHAHERD SN, MOERENHRITES.
Probable:A @ 1 DLLE, D 586, MM LB AN BN RIMBDEEZRNATED

() COBFHEICOVTCFEANZESHE

21
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BT & DA MG LR O E R SOGEZ A B 2 L 12 X 5 T probable L HIETE S, b L
MAEALHEE DR T D o 7235613 A ORIESE TIE R Wl RO TTREY 2 % 5.
B C OFTFHIZOWTIEL T ICHBZ N 5.
DREERD BT F IR

MG D G PR TIE, BEIC LR Z RN 1 0BREE ThRITEES. ST X D IRE
TSR F 72 I ET IR TH B Y
@714 ANy 7HER

TA Ay Z7REBRTIE, WH L7274 A8y 7 G TIERIRIIAT 5 TH 5 720%H THW
%) IRERICH LY TS, I FE T3~5 5 MOGHIHRE SN TW22%, kil 2 5 oA
ERICHET 22 EHL W2 IRE T ESEETUEHRETH Y, MG DS ORE TSI
DT HATHIA CIRRZ BTl ), BEA2HERS EHE LR T 55, ZRCIMIROR)R
BT L, BESENS Y HI1AICMGBEICBITLTA 2Ny 2RO R E R
@IROKRZVA (T>OV) #HER

Irak=va (Friuy) fBRERITT 58021, MV — MR LAz 2T, T F
L7 2 10mg #JFI T, F 723 EMMAEAKICHRL THRIRNIX 53 5. IEIREAEEIR B 2 &
OBt H 5 DT, —FEICEREHGETIC25mg T4 TG L, ZOHE MG HERD
YELTVLD2E2MERT L. WODPRUESALNM N TRBER T2, % THIE, BE
DIEBRBENTEDHE T VLI EEZMRLTH LMV — N 2ikET 5. BETEZBRT 50
WD LYEE, TR EREAENK) $5%179. B 1BIZMGEHIIB T, Fuk=
7 LRBROME R AR T
DORERHEER

PSRRI L, S, M0ET, T2 SICBWTIT) . BRI EmZ s &,
JEEEAS AR S &) HENH S ¥ BRI BT 2 5ERIE, B 1B 2 BEAHIES)
AV (compound muscle action potential : CMAP) DIRIFICK T2, %3 5 CMAP ©9) HD
RAMRIEDO LA (%) TEBLT 5. %, RHHEE 3Hz T 10 OB KRB 21TV, D
10% U Fic o 72t e B L35, 72720, BN 28k & L2, MESE 7~8%I2

A7 ARINy TiER B: IRORZOIA (FrvOv) HER

1T MGEBECHIFZ7ZAANYIHREIROKRZDA (20O
V) HERDIER

22
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¥
&

fi - U - AL

2 MG BEDQIEPHERE, BEHENEGRERICES
[RERIEEAERDIER

FTHERRELTITLZ LR, BEL RFAIENTELLV)#HENH S Y 3Hz ORFLT
X4 HEVIESFEATT TV I) YORMEIRIKICE 2720, 1EICHTS4H50IE5
FEHOWHREZWHEEL EHT 5. K212 MG BHEO IRk, SRR/ ME Lk X 2 K
BRBERBR O R AR, 1FEHICHAT 2 8 H DRI L, 5 56 H A¥/ MR (REEER 25%)
T, ZI5HRRIERMCIE L TW 5.

GBIRMEMEBR (single fiber electromyogram : SFEMG)

SFEMG (3%, A, IS, AREMHIcsw<Tir). B 312 MG BHIZB T 2 IR
OREE I SFEMG OFE R 2R T, FSEHEMIC L o TH—EBHAICE T2 A L B 2O
GBI MRS N TV D, MK ORVB YA L ) LBV HITREINTVE2S, A
& B OWIENKRE AL, HiZ7ay s (B3 0%) 20 Twa. HRELHOBETDH
%Y v ¥ —fiti (mean consecutive difference : MCD) % 263 s & Hd TR E V. AR A HRE
HERRARDIMEDO LN TR BIRETH L05, B LG ICMERELOEN2E T L2 L
Wb, 72720, BYERHRERESIEFISE . BBOMN T SFEMG itk L, IEFHRTHILL
MG 3O TEHEMNTH L " B 2 133HHE 26 MIOFEAQHFEX T, A L BOWRENKECEFL
TWBZENRNbHI5, IEFEHEIZOWTIE TR 28Rz &,

ik

1) Mittal MK, Barohn RJ, Pasnoor M, et al. Ocular myasthenia gravis in an academic neuro-ophthalmology
clinic: clinical features and therapeutic response. J Clin Neuromuscul Dis 2011; 13: 46-52.

2) Park]Y, Yang HK, Hwang. Diagnostic value of repeated ice tests in the evaluation of ptosis in myasthenia
gravis. PLoS One 2017; 12: e0177078.

3) Fakiri MO, Tavy DL, Hama-Amin AD, et al. Accuracy of the ice test in the diagnosis of myasthenia gravis
in patients with ptosis. Muscle Nerve 2013; 48: 902-904.

4) Marinos E, Buzzard K, Fraser CL, et al. Evaluating the temperature effects of ice and heat tests on ptosis
due to Myasthenia Gravis. Eye 2018; 32: 1387-1391.

5) Bou Ali H, Salort-Campana E, Grapperon AM, et al. New strategy for improving the diagnostic sensitivity
of repetitive nerve stimulation in myasthenia gravis. Muscle Nerve 2017; 55: 532-538.

6) Abraham A, Alabdali M, Alsulaiman A, et al. Repetitive nerve stimulation cutoff values for the diagnosis
of myasthenia gravis. Muscle Nerve 2017; 55: 166-170.
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Tms
3 MG BECHIF B IR DREEINE SFEMG

DFER

7) Padua L, Caliandro P, Di lasi G, et al. Reliability of SFEMG in diagnosing myasthenia gravis: sensitivity
and specificity calculated on 100 prospective cases. Clin Neurophysiol 2014; 125: 1270-1273.

8) Kokubun N, Sonoo M, Imai T, et al. Reference values for voluntary and stimulated single-fibre EMG using
concentric needle electrodes: a multicentre prospective study. Clin Neurophysiol 2012; 123: 613-620.
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3. 2 - D - REENE

Clinical Question 3-2 3. 2Hf - 5@ - mEDEE

MG 7ER & FE QOL DiixIF

BE

OMG FEIRDEEE 7 5 AD%8IC(E MGFA 237 AW 3.

OMG NEENLEERTHBIC(F MG-ADL 27 —)L, QMG 237, MG composite ZfL)
3.

QLENABLDHELAILFHEIC (F MGFA Postintervention Status ZfUL\3.

OMG EED QOL sH#E(Z(F MG-QOL15r ZAWVS.

BR-BN

W <iE, MG OEJEE S E LT 1971 4E1238R S 7z Osserman DA L K W HNLTW
7275, 2000 45, MGFA (MG Foundation of America) A% MG O RIS % I FLAg 1A= #e b § %
PO A B HR AT — VR RIB LY DR, MGIEROEIERE 7 I A 50121 MGFA
Clinical Classification (MGFA 74H)" 2V bR TWw5, ERMNZERELEA T 7 & LTIE, 1999
fEIZ MG-ADL A7 — v (BEOEBIASFHIIT 2) 253K S 12 2000 412 MGFA 25%8l0ET
i % My 72 QMG (Quantitative MG) A2 7 &L 720 Z0H%, Ihbx WLz MG
composite &\ 9 FHEiZEHEA G L, HHAMAVRINTWS Y F72, EREEZA I TITMR,
MG (255519 7% QOL A 7 — )V Td % MG-QOL15 (15-item MG Quality of Life scale) 7553
NTW5 % MG IEROFHINEHE Lz, MG ORIE - R BV CER AT B i34k T
HETHY, TXTOMTEIE NS EBEIIHE. L 72 FBEHIIC RSN TITbN A RETH 5.

R - IEF VR

MG JEROEIERE 7 T A5 HIZIE MGFA 72 Hw5b (R 1). Zhud, HECWZSETO
REJEFRFOREIZL ) MG BEZ DT 2 08ETH Y, HHEROFFME LTHWEREDLDOT
v, e zIiE BRI —EERRI L THEINZ LD L 8H1E, BEBERTH -
TH MGFA 738IZV £ %2 5.

EREEA 7 L L CHENHHISGERTE 2D DOFMG-ADL A7 —VThb (F2). Tk
FICHEFOREZ S LITEET 2D TH Y, REDEFH EOFREIRL NV 2 BB EH,IiET
HIENTESL, RuLLTIE, BEORELZHEMT L7720 QOL A7 —IVIZIEWEEDH 5 2
LR, HBOEAZDTFIATHTH S (UMK 22 LB & IRFHERAH IS 5 5545708
FRBEOHIZLYA R Lh0nEE) TEhhIFohsd. EBEIZ, HBEO QMG 237 L OMEIZZE
N EHRL %< (r=0.55)% MR HIIZIZ MG-QOL15 & DM A L v (r=0.76)"

QMG A 2 71 U < HAEFE % G-l 2181 CTH 54, HFBIWEHMESH WO RS (R 3). #*
L CRERRAE L 1TV 2 R0, FHRF R — RIEF 2 # oM cd Btz 52 &

L 25 ¢
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x®1 MGFAD%8
Class I |REHHET. BIROHNIETHSH>THRN
DY NTDHHIFIER

Class I RSN DEE DEE T
BEHHHETI B >THLL, ZOREFREDZRL

Ia |E(CIUEAN @, BULLEZOEEZHNT
ZNKEIBBEVOREHDESFH > THLW

Ib |ECOWRSEE FEE, BULLIFZOMEZHNT
ZNEIBBRVNH EEEDOUR, AFHHDHIE FFH>THLL

Class I EREAUASANDPERZ DEHIE T
REENIE TH' D2 CHR L, ZTDRREFRDIRL

Ma |E(CURAE), @& BULLEZOEEZHNT
ZNKEIBBEVORBEHDESFH > THLL

Mb |ECOWER, [FKE, BULLFZOMEZHDLT
ZNKEIBDEVH EEEDONE, AFHDHIE FFH > THL

Class BBLUADHDSEDH K T. BRIERDIZEEFRIDZRL

NVa |FEI[ClUEH, 42, UL EZOmEZHNT

TNEKY BHBEVWORERDES 5> TH XL

Vb |E[COWEH FEH ©ULIFZOEEZBNT
TNEKUEBRVNEEEDIUER, FEHOBHNIE FEH o> THLRL
Class V [ERRESSNIRE. A THRSEOEEFRE DR
BEOMEEECSF2HE(FHRL
BENBLBERBDHDBEEFVD &F2

(Jaretzki A 3rd, et al. Neurology 2000; 55: 16-23." & W{ERL)

x£2 MG-ADL RT =)L

0= e W 5=
=i ( ) B RB [ CANBB T = (CANBEEE B TIE# 9T 2 DD R
FE UL IFES bULLIFEE, U UE
WA
HE (& G ZONVBYCEY | |EERE
BT ( =) Fi EFNICTES SEOCDE D6, BE | REXRS
" DEBHNE
R (&) T8 |AaBE0sgn BEBEOEIN NIFREES
BET - BEROWE| | |SHEET SHAREE | ABEET S =m0
(=) LA
BINSOUBLNY |, |BE BemEES |T2E HoREES |BE NHEETS
BE ( ®) E
e oL |PAPBETEBL | BBEC AN RRNTE [B5s
LY
BRTE (%) |, |Pe0BECEBL | BORCIERNTE BB
(A
B3 0~ 24

(Wolfe GI, et al. Neurology 1999; 52: 1487-1489. 2 & W {EmR)

WUHETH 542 L, BIEHFHOBIMRE L. FEERTREME, BFEETD0HCES R
BaIL L 02 EREHEDHIENELDS BB SN W a0 H 5 2 L Th .
Tz, BERRTOFNME 25720, HIZE > TEBT 2RI NZVILEELH D 9 5.

2008 412585 L7z MG composite 1&, Z15H MG-ADL A7 —v & QMG A 2 7 O KT & Rt
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3. 2 - 59D - HwELHE
®3 QWG RI7
& IEE [23:54 hEE 5E
Grade 0 1 2 3
E58, EAEEOERBESE 61 11~60 1~10 =5
TOE (¥
THREDERR FELRE TO 61 11~60 1~10 =5
BER (R
EEGH FECHEE |Z2CEU3CEh|R2CLaCEn|mRICmiaT
TE3 TEBZN, HLBL | TEBH, EHEM| ENTERL
2% EB R ICIRIRGE
BHBHT S
100cC DKDERFHAH 5 SEOEGE, AL [BLER oY, 8] Sz
DR
1~50 ¥ TR, BEBENL|50%T=E25 30~49 10~29 1~9
BY2%T
BT FR 90° 2 FT]| A 240 90~239 10~89 0~9
RErsfsE (B = 240 90~239 10~89 0~9
%FVC (BHInEE/ FAME| =80 65~79 50~64 <50
£X 100
B kg |[FI=F Bt =45 15~44 5~14 0~4
it =30 10~29 5~9 0~4
REBIOFE | Bt 235 15~34 5~14 0~4
it =25 10~24 5~9 0~4
BART GHEER 45° 5 L h o AL/ 05 120 30~119 1~29 0
B (%)
BAMMIC AR 45° 2 FAT]| & 100 31~99 1~30 0
REBRE (#) E 100 31~99 1~30 0
ait (0~39%)

(Jaretzki A 3rd, et al. Neurology 2000; 55: 16-23." & W 1ERL)

ERFERT) R TERSINIZBDTH S (R 4). EMIOTBIRHIND D 5 FEEERF S N5 72D HHE
THWIZL Db 5T QMG (r=0.84)%, MG-QOLI5 (r=0.68)" Wiz L HHD/NT ¥ 293K vd
PR TH 5.

MG DiaHEN R & il 3 % 1212 MGFA Postintervention Status % Jiv2% (58 5)". CSR (com-
plete stable remission : 554 %f#), PR (pharmacologic remission : #HZWEfF), MM (min-
imal manifestations ; BE#EIR), 1 (improved ; &%), U (unchanged ;: 4°%), W (worse ;
B4), E (exacerbation : f#%), D (died of MG : MG BJ#ISE) 238 S 5. 2DHH, PRIF
SERRIEOR G L ) B E R TV ARETH 2%, EETNEEa) v 227 7€M
EREZNRL T2 BEE, RCIHEIRTH > TH PR THL MM IZHHEN HTH L. K
AT, BRBFZERCTREROFHEEHE & LT, HEAEGIISRED 2 Wi e 283 LX)V 279 MM
or better status &\»9 717 T — 7% (MM, PR, CSR % ¥ & ®72#&) A% QOL T D R
LHWHENL LI IZhoTWD

MG RO RAE BT, BFO LB Z WS %5 QOL OFHli b HETH 5.
MG RIS A Dbk 2 T, WIS & > TEB L, BHEOWHBHEM, AEHRICL > THRA
5. B LOWEEZEZFHZICLEIBTE 2WESH D, SRS O A TOILHE L
W 1202008 4F,  KIE Muscle study group 7> 5 MG 4751 QOL 2 77 — )V T& %5 MG-QOL15 7%
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& 4 The Myasthenia Gravis Composite Scale

P el m% | 5458 10| 11~45% [ 1| 1~108® |2 B0
gg*?gg%i%?ﬁ*ﬁ@ SA5H 0| 11~458 1| 1~108 3 B65
o ER O | s | 0| comiow || | FEET CRTR)
Erons) Es 0| SooR | EETHRSLE |4 | Aemcmmnm
e B 0 |Bvamcms 2| FOVIEVCR 4| w0 —owm
fidepiceil Es (0| anicows 2| 2RCORPED 5 | sy i
NG (2 & 3 W IRATE % 0| EBmEn 2| ZBESON 4| FRenEEEs
%ﬁ%@égg gﬁ@?ﬂﬁ@ﬁ%) ER 0] ®&EET 1 (asjai;rg%if@) 3 SEET
Eron E# (0| BEET 2| gapoml. 14| EEET
) E% 0| BEET 2| olnl 4| EEET
&5t (0~50 &)

(Burns TM, et al. Neurology. 2010; 74: 1434-1440. “ K" ERR)

&5 MGFA Postintervention Status

B

Complete Stable Remission (CSR)

1 FLLE MG DIEERNBL, TOBMG [CHT 2\ T NDEE
BEIFTULRL. EREHERICHRUICENFRRERL
THIXNTOHTHAETNARDSNIRL. f212 UIRE D I
DERTHE RIFRIDRL).

RPN

Pharmacologic Remission (PR)

TMIUVIRATT—BEIANDEEICL>T, EEECSR EEU
REECHR>TVDHD. MOAUVIRXTS—EEERRLTN
BBREFCDOAHTIU—(CEFSHT MM [CHIET B.

Minimal Manifestations (MM)

BHBHIE NIFES 2D, HEEEICEENRUIRE.

Died of MG (D of MG)

wWE BRIRIER D, F/eld MG [T T 28BEEDFBENHHND.
Improved (1) QMG XI7h' 3 R FegE LIz .

% BRERAERDELE, F/eld MG (ST 2EFEERDFEN B SR
Unchanged (V) L. QMG ZO7DZEEH 3 RELFDHO.

BE BARIEIKDIEE, F2ld MG (ST 2/8FEDIBENHS5NS.
Worse (W) QMG ZO7H 3 R FHEE LB 0.

B CSR, PR, MM DE#EZ]Ez UfcEN TN O DEEZBR THE
Exacerbation (E) BLIzbO.

MG B8&E3E MG ¥ MG ODEHHEIC K BDIET, IERMERE 30 HLRDIET.

(Jaretzki A 3rd, et al. Neurology 2000; 55: 16-23." & WJ1ERL)

RFRENIZP MG-QOL15 13 15 HOEMIEE 55 2= 24T Ar —VvTh b, BHEHY
FEAIE 2~5 R Tt TRIRIZ L A MG-QOL15 OZAL & HAEFE A - — )V D24k
WCRIFRMBEDR STV D ¥ 2010 4, HASET b £t 3L AZEIC & > T MG-QOL15 H
ARFEH (MG-QOL15-]) 2B S, ZOfEHEME, 22U ME25GE S 7z 8 2016 4124, HoKk3E

ASFA L,
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R6 HEMENE £FI4VUT—BBEXR "MG-QOL15r-J)”
MG FER[C DV TLIFOX A ENISB B ICHTIEF DD, BASBRIORRIC OV THEZ 2T

Fofe<Zd | AULZSRS | B<ZORS
[FRDEN

WUTTRTH MG [CEEELT) 0 1 2

1.

MG DFFIRICTE CH D

2

. MG Dl ZzR2RICZBNELD (TEICEX
3, FBNTHD, 1E)

MG DIeHBNBRRICKENEL S

MG DIeDHAFENCHIRENE U TND

MG DT IR IR Z LUFTIF S U sH7RL)

MG DIEHFRIEDEKIC T (TIHA SHEL

MG DIeDiTE)IC TRADE

o[N[o[os]w

. MG DfeHHEEPRE] (REZSD) (CHBRAAED
HESNTND

9

. MG DfeFFIRICSIBIAED D

1

0. MG DIz, ARLEVOEITT DT ENE
LV (BEDEE, BELWRE)

1

1. MG Db EIESAD

1

2. MG DIehHHTICZENEL D

1

3. MG DIEHEEERURETTEFTERL (R
DHZFIFET)

1

4. MG TOSLTHEANICIBUESNZ SRS

1

5. MG DI EXEICKENELS

St~k

(BEMBAHE £FT74YU T« —EBBER “MG-QOL15r-J” Burns et al. Muscle and Nerve 2016 (HZ33

Ja

pan MG registry study group)

(Burns TM, et al. Muscle Nerve 2016; 54: 1015-1022. ' &k W ER)

I

THMIEH R A RE % KET L 72 MG-QOLLSr 23K E N TWw 5 (R6)% BIE, MG-

QOLI15 13355k, HAGELAMID 11 » EEL Lo FEEISHIE, BEESh, HEBRIKRZZT T2
BRERIRIETE, B THIRSHEHN IR TV A,

B4

1

2)
3)
4)
5)
6)

7)

Jaretzki A 3rd, Barohn RJ, Ernstoff RM, et al. Myasthenia gravis: recommendations for clinical research
standards. Task Force of the Medical Scientific Advisory Board of the Myasthenia Gravis Foundation of
America (MGFA). Neurology 2000; 55: 16-23.

Wolfe GI, Herbelin L, Nations SP, et al. Myasthenia gravis activities of daily living profile. Neurology
1999; 52: 1487-1489.

Burns TM, Conaway MR, Cutter GR, et al. Construction of an efficient evaluative instrument for myasthe-
nia gravis: the MG composite. Muscle Nerve 2008; 38: 1553-1562.

Burns TM, Conaway M, Sanders DB; MG Composite and MG-QOL15 Study Group. The MG Composite: a
valid and reliable outcome measure for myasthenia gravis. Neurology 2010; 74: 1434-1440.

Burns TM, Conaway MR, Cutter GR, et al. Less is more, or almost as much: a 15-item quality-of-life instru-
ment for myasthenia gravis. Muscle Nerve 2008; 38: 957-963.

Mullins LL, Carpentier MY, Paul RH, et al. Disease-specific measure of quality of life for myasthenia
gravis. Muscle Nerve 2008; 38: 947-956.

Muppidi S. The myasthenia gravis-specific activities of daily living profile. Ann N'Y Acad Sci 2012; 1274:
114-119.
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8)
9)
10)
11)

12)
13)

14)

15)

Masuda M, Utsugisawa K, Suzuki S, et al. The MG-QOL15 Japanese version: validation and associations
with clinical factors. Muscle Nerve 2012; 46: 166-173.

Utsugisawa K, Suzuki S, Nagane Y, et al. Health-related quality-of-life and treatment targets in myasthe-
nia gravis. Muscle Nerve 2014; 50: 493-500.

Sanders DB, Wolfe GI, Benatar M, et al. International consensus guidance for management of myasthenia
gravis: executive summary. Neurology 2016; 87: 419-425.

Hehir MK, Hobson-Webb LD, Benatar M, et al. Rituximab as treatment for anti-MuSK myasthenia gravis:
multicenter blinded prospective review. Neurology 2017; 89: 1069-1077.

Burns TM. History of outcome measures for myasthenia gravis. Muscle Nerve 2010; 42: 5-13.

Burns TM, Grouse CK, Wolfe GI, et al. The MG-QOL15 for following the health-related quality of life of
patients with myasthenia gravis. Muscle Nerve 2011; 43: 14-18.

Barnett C, Wilson G, Barth D, et al. Changes in quality of life scores with intravenous immunoglobulin or
plasmapheresis in patients with myasthenia gravis. ] Neurol Neurosurg Psychiatry 2013; 84: 94-97.

Burns TM, Sadjadi R, Utsugisawa K, et al. International clinimetric evaluation of the MG-QOL15, resulting
in slight revision and subsequent validation of the MG-QOL15r. Muscle Nerve 2016; 54: 1015-1022.
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Clinical Question 3-3 3. U - 5@ - JRELHLE

BAMGBEDLSEYTIATICHESTNZH

Oz

A MG BUTOO~ONH 91 FICHETES.
BRAFEY (ocular : O) MG (RRMEBCSHEANERE, WIRBMEIRADE) O
2578 (generalized : g) MG
—AChR A DIEMIRIES S B —
PHRE MG (g-EOMG) (REF#HH<50) @
HEARAE MG (g-LOMG) (REFH=507%) -3
—AChR RARZEDIIRES ST —
FIRRIERSE MG (g8-TAMG) @
—AChR AFELUSADRRIEBCSHEFRZENESE—
MuSK Hii&B3H MG (g-MUSKMG) ++++++®)
—RREECHEIFRENDLSE—
R MG (g8-SNMG) --+---®

BR#

Elull:l

BA MG IZBWT, ANE®BM (h~E4E) OBIIREE MG (late-onset MG : LOMG) %3#§ /il
L, ZOMEHIFIIIAE MG (early-onset MG : EOMG) &) < 2> TWnb I LR, s
DL A N 7T LM early- / late-onset D 2 Wtk 2 7R3 2 & 2%, 1990 4EACLIRE, TSI 2 &
HINHD - 2ok, bYREZED, GEEZ PLICFEBOMESRE ShTw5 50 iy
RIS MG (thymoma-associated MG : TAMG) (39%fE, ERRATH, &bECHA E42
BRI Y, T, FEERD 50 KR T ¥ =27 L3 2 1IEBMi 2R T /2% early- /
late-onset IZIZX B TE W8 | E T, WA MG IIEIEENG & IREDOH D AH 5,
EOMG, LOMG, TAMG ® 3 #247# (IHELT %) &1, EOMG & LOMG I3 J&4E 4F i 50
WMABICXBI S NG 2 LS h o7z ik, RN H ORI o4 8 & IR/ 2 SR OX
MNEGE L7275 4 THENHE SN 7801 EOMG & LOMG D% LA L ) IR ST
W5,

SRBIOT— 512N T AY =TT X A5 7Y Tld, RAMGIZ620% 7547
WCHFEINEE VI RRIHEYELURENTWS ™8 DINIZHIT 5.

OBRAAEY (Ocular : O) MG

FEAEAE L S ISR Y, I ELT 038 T 2 IH LOMG ORERIE 5 & 7 o TW7228, SRS
i (BFICG- 2 2508, Wi (o) S OIIXRERegRlE R_e ), Thai L
YTHALTET DS

. 31 «
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QRIRBEMZ #5258 MG

FFEBAT 2 F L a) Y2k (AChR) HUEBET, $XTOH T8 A TD%RMT, W—,
FAEAEWDEEMR Y, |H EOMG ORI TH 5 "8 Kb 160 C Rl BT e L
HIWTT 2556, BUISEE, AChR FURREOIEMBIES] (m el i) (SIS 3 5. 2he
generalized (g)-EOMG & 3 5.

CIIREENREBINGEL AChR AR EDEHE MG

FIEFRNIZ SIS Y ., [HLOMG OBLIETTh 5 "5 Tz g LOMG &7 %.
@258 TAMG

4] AChR HUfRBEET, BB & B ) FBIN AT 75 4 7 Thb. gTAMG £ § 5.
G@AChR A2 SE MG

FEREAEHRIE 40 MATARE E— 2 L2 IERSMTH D, EOMG 12 LOMG b &EENnsn"?,
Z OHiEIZIZ AChR HUA DAL O EME A Pk (MuSK Hitk7 &) BBl & N b5, T
FEAP Tz, MEHEMFETIEY 74 4 T LT sz w8 UL, wmEME ik
CEDRRE, BRI OREAH ), Uk KT 2003%4TH 5 . GMuSK Hifkkik
MG (g-MuSKMG) & ©@%ifkbatk: (g-seronegative MG : g-SNMG) 1 [X 513 5.

@37 AChR JUARB; O IE BRI 4 5 7 C L3 FE AR R S 512 g-EOMG/LOMG O 2 Wk
ZRT 720, FTMHEEZXTES 78 BEEN RN TIX, g-EOMG 2584 L g-LOMG 758
M3 2BROFIEERITB L Z 45 %e Shd ™8 LaL, 40 sfCoIMBiEe < b ks
PR SBO LN D 720, NI OB T 5 g-EOMG/LOMG DX ft4E i 13 B
170 50 DS ERIRIIZZ Y T 5 1)

L, Gilhus & 1V 252 L T34 74 4 78I IRFE MG, AChR $UikRR 4O I
JiEi 4= B T2 DT EOMG (FHEAE T <50 i%) & LOMG (J8iE4F-#i =50 i) IZIX B, TAMG,
ACHR Bt DAt o 5 B CHuRRE MG (MuSK HUiRB: 1 MG %2 &), & L CBEMOREMER
YUY GEMIE) MG TH Y, 7 I A5 —fTICL 2375 4 THE e~ L Tnp 7800

WA MG O 7% 4 71E, OMG, g-EOMG, g-LOMG, g-TAMG, g-MuSKMG, g-SNMG
(2 E N5 (O/g-ELTMuN 734H) .

B, LRPAHURIZIZ W F R 5% 5720, KAA KT 4 2 Tld LRP4 HifkBitE/AChR
PR - MuSK $URRBRED ST MG % g-SNMG IZ&® 5. £ D137 agrin, cortactin 72 &
(03 2 BUABRIN B SRR CTH 5.

ik

1) AarliJA. Late-onset myasthenia gravis: a changing scene. Arch Neurol 1999; 56: 25-27.

2) Aarli JA. Myasthenia gravis in the elderly: is it different? Ann N'Y Acad Sci 2008; 1132: 238-243.

3) Vincent A, Clover L, Buckley C, et al. Evidence of underdiagnosis of myasthenia gravis in older people. |
Neurol Neurosurg Psychiatry 2003; 74: 1105-1108.

4) Somnier FE. Increasing incidence of late-onset anti-AChR antibody-seropositive myasthenia gravis. Neu-
rology 2005; 65: 928-930.

5) Murai H, Yamashita N, Watanabe M, et al. Characteristics of myasthenia gravis according to onset-age:
Japanese nationwide survey. ] Neurol Sci 2011; 305: 97-102.

6) Matsuda M, Dohi-lijima N, Nakamura A, et al. Increase in incidence of elderly-onset patients with myas-
thenia gravis in Nagano Prefecture, Japan. Intern Med 2005; 44: 572-577.

7) Akaishi T, Yamaguchi T, Suzuki Y, et al. Insights into the classification of myasthenia gravis. PLoS One
2014; 9: e106757.

8) Akaishi T, Suzuki Y, Imai T, et al. Response to treatment of myasthenia gravis according to clinical sub-
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9)

10)

11)

w
¥
&

- S - AR

type. BMC Neurol 2016; 16: 225.

SR, AR BB, MIRAB, 132 Clinical Question 4-5  #%I%85E MG (late-onset MG : 50 DL B3¢
SiE) DORRIRENE. FIEMBIESHRTA ¥ 74 » 2014, FREMHIIESRTA F 74 AAREHR
(W), FHVLE:, AL, 2014: p.38-40.

Gilhus NE, Verschuuren JJ. Myasthenia gravis: subgroup classification and therapeutic strategies. Lancet
Neurol 2015; 14: 1023-1036.

Gilhus NE, Skeie GO, Romi F, et al. Myasthenia gravis - autoantibody characteristics and their implica-
tions for therapy. Nat Rev Neurol 2016; 12: 259-268.
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Clinical Question 4-1 4. BF - T

HHEICIEEDNDL SV MG BEH LS H

EZ

02017 FICREZ U MG BE(F 29,210 AEHESNE.
©2005 FICRZ U MG EE(F 15,100 AEHES N,
ODOHABEN MG BERHXZ 10 FERT, 2BICIBATVS.

BER-BN

HBAENZ BT, MR EC B 2 RIS X 0, MG BHR L ARG Z R
BRADNITI AL 1978 AFICE S N, TN ZNEFKEZ A0 AH72) 1.35 A 51 A2
EHERIL T, EFREDTEICD o & 57213 LOTOLEREBAIL, 2006 4FI2FE M S 7.

Rt - IEF VR

[ SRt IS B9 2 AR ATZETE ) & (e BB 2 A mige | B X 2 2z
FERADT 2006 SEICFEM S N, DAEO MG BEKIL 15,100 A (95%CI 13,900~16,300), 47 9%
KIFANL10 HADH72D 11.8 A (95%CI110.9~12.7) & HEE Sz ¥ 2018 4EIHEHE X 7z [HlisE
RIFERBOIE TV AL B WEHE - EREESEH - 4 NI 4 OR4M% L B3 QOL Ok
GEPEE [P BORKBLI 2325 7 — 7 ONUE - FRATICE§ 20198 ] BEO#AEClE, MG B#
& 29,210 A (95%CI 26,030~32,390), A% AIT10 HAH7zb 231 A (95%CI 20.5~
25.6) LHEEL72Y & BRI L RKEREIC X A 2EEFREOFHEICL > T,

FAMENC BT BIEFEDOARRFIL, Carr 5 (2010 45)Y 155 DL A=+ DX ¥ 7F1) T AT
X0 777 N (95%CI16.4~9.43), Andersen & (2014 4F)9 1/ V7 = —DF— ¥ X=X % H\»
131 A, Foldvar & (2015 4F)” 3NV #H1) —DF—F R—=ZAH 5 1742 A, Breiner & (2016 4£)¥
BAFTOF Y5 )FMOFT =5 X=275 263 N\ (95%CI 25.4~27.3), Lee 5 (2016 4£)? 1%
WEOF— 7 X—=25 1299 A, Santos 5 (2016 4F)0 ZH)V M AN DT — & N—ZH 5 11.17
A, Cea 5 (2018 4E)"W (& F ) DF— & N— 25 836 A\ (95%CI 7.98~8.80) LHEFIL T 5
(WFRHAOI0HABHLY). TROEDF—FN—2 Lid, EFRER, WHNE (K FAF
7IV), BA (TReFNaY) YRBERIUE) OB TH L. REOTEIRLE DD, HIRE
BALT 10T AB720, —HiEHRE»S 20 A\EETTH 5.

HAET 2005 4F & 2017 FEDOFIRHEZ AR EFEEFREIFESFALTH Y, FHTES
T=2IHEDVTWE, 2L 2 BEWMOERIL, WHLMZENTHWRNY
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1)
2)
3)

4)

5)
6)
7)
8)
9)
10)

11)

FISRIR, BT, FRIPAE TR MEIEORA ML, IR 48 42 B A i 5 M i i 18 )
HE A ZEIEAS L, 1974: p.50-66.

RISPIRGG, MG, B MR AR A AR R R AR S M A R R A R BRI 62 4
JERFFEHE &, 1988: p.227-245.

Murai H, Yamashita N, Watanabe M, et al. Characteristics of myasthenia gravis according to onset-age:
Japanese nationwide survey. ] Neurol Sci 2011; 305: 97-102.

HINGA], FKEPSCRF, MURMERS, (32 FEMMEIAEZR SN T 23— - A — b U HRETHREGRE O 4
AR A—— KA & 2 BFRAERT. ARG @A MRS B O T ¥ 7 ¥ 212 & % Ik - e
SR AR T A YO E BE QOL ORI 30 4L ety

Carr AS, Cardwell CR, McCarron PO, McConville J. A systematic review of population based epidemio-
logical studies in Myasthenia Gravis. BMC Neurol 2010; 10: 46.

Andersen |B, Heldal AT, Engeland A, Gilhus NE. Myasthenia gravis epidemiology in a national cohort;
combining multiple disease registries. Acta Neurol Scand Suppl 2014; 198: 26-31.

Foldvari A, Kovacs N, Sipos V, et al. Estimation of incidence, prevalence, and age-at-diagnosis of myasthe-
nia gravis among adults by hospital discharge records. Wiener klinische Wochenschrift 2015; 127: 459-464.
Breiner A, Widdifield ], Katzberg HD, et al. Epidemiology of myasthenia gravis in Ontario, Canada. Neu-
romuscul Disord 2016; 26: 41-46.

Lee HS, Lee HS, Shin HY, et al. The Epidemiology of Myasthenia Gravis in Korea. Yonsei Med J 2016; 57:
419-425.

Santos E, Coutinho E, Moreira I, et al. Epidemiology of myasthenia gravis in Northern Portugal: frequency
estimates and clinical epidemiological distribution of cases. Muscle Nerve 2016; 54: 413-421.
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Clinical Question 4-2 4. BEZ - Tk

MG BEHEINIIRRIE (FEIR, QOL LA, HEfIAFaR)

EZ

OMG BENDRNLBERZ I ENTHY. EIRDWEL NI health-related quality of life
(QOL) BRETHZDIFE, A9 THS. KECWARS G ERDNRFIRZERT S
BELDBLIELN.

BER-BN

SERIERAM A o — v D% e & 3l 7 2 i SRR ORI A S, MG BHOBLIRDH] S 22
%o T3 ™ MG IZBWTREMICOA2ZARMIBAEL TN TH Y, £ D%E MGIER
TAERE S 5 & E R HND 20 EROFIIATEA FEEML/EHTIE, 147 QOL %
PR3 2 BEIIPER 2w 2 LIXLIE, BOX704 FIEEA T2 ERIMELT
BY, MGHEREIIMIZ L7z, FAZ QOL HERK L 2o T2 0% shamhshik, M,
WA CTHEZHA TV EHEDOHEDL DR B

Rt - TEF VR

1) FERDEELANIL

HOSETIE, 2010 FELFE, Em I TRl 2 £ i3 R AAE D R LIThbh, MG EBHDOHE
REDHE XN TWwD %9 MGFA Postintervention Status ¥ (CQ 3-2 28) (230 { Bff s
X, BERWMAT42~89%, LW EMAIT6~97%THY, MHEZHETDH HLURETDH
%. minimal manifestations ({84 7z A2 1% 12 2 BE 72 WIRBIE IR D &, MM) or better status (584
B, SEHLER, MM) OEEERIE, ERMOROA T oA Fefulhs L72EEM b Tn
72 2010 4E, 2012 FEDOFTAEX R Tl 495%, 50.8%121EF o TW7z 23 QOL DM » S 57z
BHEDHERHETH 5 [MM-5mg|(CQ5-1-1 ZHR) DEM L 41.6%, 42.2% & & 51T 29
F72, 3ERBHFIOME TIX, ZEEMRIELT7T%00 4.8%12, IEIEAEMRIT 10.2% 05
8A4% 27> THB Y, WS NIZERO % 2 TREMHRIZIIN L TVl hr o 7z 35 W77 071 F7 4250
FEAEID EIRICE D Vo ZZATER L ANOVICERE L T, BRIIIEFR L W Hlhs% S5 mtr-ront
K94 S BHI L DR

WAE, WoRD 6 b MG BEBEOAR TG REBIEHINL L)%Y, ERT Y P a— Vol
OB S O AT S EARTE MG 28 10~15%AFAE S 5 & &b 00 B [BEORIER
BWEAT> TH T aLUEIREONL W] FIZTTlER L, TRIERREEICEY Ao 0145
BIGEOMBAHREECTH L | Fld GO THRMEMG LEZ LN TEBY Y ZOHEIXS SICHE
WD LEZ LN,

. 38«



2) QOL

MG Tid, ZWrHAT M, RIEBEREOLERIZE, JBEH, BRSNS L7225, BED
QOL LNV EE NICHER L TRV Z sy ST & 72 28 Lo L, HEESCIHBENE L
QOL O &M AHTH 1, BEOK Y QOL 25 MG RN R EHIZ L 5 D O EHEH,IC
OWTAHTH - 72, MG HEE QOL A7 — IV Tdh 5 MG-QOLI15 A% 2008 £ IZFIFE S N, Hit
WCZ O AARGERAERMGEE S 7z P73 MG-QOL15 i 2016 4EICezET &, HIE MG-QOL15r
MWEHENTWDS, CQ3-2BM). HAET 2010 4E, 2012 EI2frbh -2 sk LR TL
Bl FER 7 — 7 25 51, QOL OBURE Zotk - BALIZ B 5 ’F 5T iz V2
QOL MM 2 M7 N T-& LT, MGIERICIMZRIIA T A FEPSEKTHY, 270
A FOEWEH O M THIH) D, 7 v ¥ v FRREREAS TR LOBEREEZ RIZL Tz b2
MGFA Postintervention Status Tli%, MM, HIEAYERDH 5 WITEEEERA QOL i
B3 L C\727%, MM-5mg (CQ5-1-1 ) R S SISV Z /R L7z V2 MG AR 134
ANDIGEIVEICEREZ RITLTW2dS, ROATOA FERY v ¥ ¥ I HELRBALIAE AT
B ICEREL RIZLTEY, EEE LR 2T QOL # HE L TWwiz 2 FLEERLHS
D% EN, AR TORMBMEISRET L 2 LIRS IR EIN 5.

A5 MG 2 HAHRAG R MG SBSEICIb N 0 b, HRAE MG @ QOL IZ{EH L7
MEHIPETH 5 40, IRFHE MG 123 Bl % M54 b N 72MET T, MM or better status F3%
B L, FEREHO QOL IZAFICARTH o729 ¥ b a—UARZIRGE MG BEN
J& U 2 AN BE I AR DL ISR v o)

3) 15D - AR

A D MG BE TIIRGFEERLH ) O HBETH S 2 LARIH SN T W25, Kitikse
FHM & MG 4FRERR 8T X — & ORI IO W TOMENIA 0 718 287 ORI
ZHEEMEIC L % &, MGIIBUF LI >0y L-B#EFETFE LT, #OXT04 N,
MGFA Postintervention Status DA% (CQ 3-2 2M), FERMADHIFSNTWASE . #1H ol
PSL & LC75~10mg/HOMENSH L L ) 25w 0% MG BHOW ) D&#ET 572012
&, BRMIMCHRT 22704 Fiddie L, RUICERZYESEL ZEPEETDH .

MG Tl&, MHREIRIC BEH S 2 PAZEVE IR RIS 00, Al FH v oD S22 15 U 2 B 5 9 2 e IR e
OHED L, QOL ICHERE L KITT L OWMENH B 22

4) AR FER

MG BETIZ LI UISHAREE IR S, 3, IWARD 2R EORFIZEL b Y, QOL
R IZHE D o T % W58 KRR OBIFE XL EORHE - fRBR - FEFIRIC L ) 22 5725,
BRI, 7Y 7B A MG BEHEOIZE, LR, WINORERIL 20~50% & S TWw2 5565
DOETIE, ZtiaedtE T MG sl 923 FI s LR MWAFIZRICEIT 2 7 ¥ 7 — AT
DRTVD Y REPARE LR BEIZRA 30% U EOBEZTRESNTEBY, #WINAT36%,
LMIEBIOBIRAT49% I R Z EPME I N TS Y MGRERICIZ, EROZAFa A K
RE D FEIE, WA B OBRAE, HHARSERERNE LTEETH 720
OEHHEE (MM-5mg, CQ5-1-1 BIE) K & MG BT % S L 2 AEKGENLET D 42
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Clinical Question 4-3 4. B2 - Tk

MG DRI EPIERIF

Oz

OMG NEIAFEEIREFENERICIVHE L. BREEIE 20%KGTHIN, £&, 1=
[CEEBHANBOEHMEEIR (minimal manifestations : MM) JREEE CTET 58E (X 50%1U
+TH3.

OMG [CRHETBRT(FFELALELLBELOTHY, 7)—EICKBFEEHIKREFEA LIZEE
HREL.

OMG BEBDFETCEFREBELHUNSVETIHREEH !, ZTO5TERVETIHREEHS.
MG DETICHETHIEFELTIE, BUHEBESOEH, MER MEEESHETE QOL
DIETHSHS.

OfIIRIERDE MG Tl MG DREEPITFFRICHET B L EF L. 56 MU ETHBZ L,
FIRREERSFR ICH L TBRHEBNERES KUARNZEENHDC &, EROPEIULETHBC
EHHIRREERSIE MG DFERICET S.

BR BN

MG OEMFRIZOERBEOERICLIVEEL, MGOIEHRDH b7 ) —E % & MG IZBHE
FTHHEIEL 2% LT E o TS Y ERISIED MG OBNNZEEVy, EEIE MG O PR 2w
BELMNKLUETH L. MG ORI BRLTHITO VT 2 REZ v CREili L 726781
L,

R - IEF VR

Grob 512 & % 1940 4484 5 2000 4 £ THANIZ, MG BHDOBHRBIREORZHT L 72
MEICL DL, FEETLEAOFEGHINRY, WKL R2BHOFEGHHML T2 2 MGOT
% % Z BB 2058 Y) 7 REE &2 v CRHi L 72F7813 4 . Tsinzerling S 13 H O£ #E12 X )
(MR 1 24%, T3] 13 58%, [ b7 L]1iE12%, [HE 11X 6% & i LTw5 . Masuda
513 MGFA post-interventional status (2 & 2282 & & 12, Tifi# (complete stable remission &
pharmacological remission) & 17%, MM % 33%, tXi% (improved) 1 32%, %1ft7% L
(unchanged) & 17%. 34 (worse) 13 1% & #HiF LT 5 Y. MG DRI 20% Kl TdH %
B3, HEEGE AP 2 WEHEIR (minimal manifestations : MM) PL EOIREEIZ 72 5
FHOEEIL50% L EIZEL TV A,

JHg B B MG 17 ) — BIZRa 2 BB S B <, FEMIRIE MG ISR THEERGEDZ V0
L L, MG ORMFRICBIL T, FRERIE MG & IERIE MG & ORICIZAIZ#D b
R\,
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E18 HEAENE (MG) B

1968 4E22 5 1997 425K E N7z 8 DD MG & T — ¥ FFZE % Mt L 2010 4E105 R Sz
ATFRTA v 7 LEa—I2X 5 E, 1968 405 1997 4RI S 7z MG BEORIETZIZ 0.06
~0.89/100 73 N/AETdH - 727 2012 4 LRI #E S 7z MG B # OFIE LT I1L 1.41~1.76/100
HNAEEBIL TV Y8 Zhud, 70 UL ETRAET A MG BEDOBMAEE L TWw iz L
ZZ O, AR L 7B ERIIED W Y AN TOF— 2127 555, 2000 4D S 2005
B L RE OB THEZZ T TV MG EED ) BT LBEDOE S 089%, F7-
MG 27 ) —EZ2FIE L7 BEICBIT D TIL447% TH 729 MG DT EBHETLIHT-L L

T, EVEESOAPE MEE, OERE, BIERE, WEREOFSE, BIRESHH V0N 5
W TIEMiZE, B QOL DIKT A% 5 #1% FFIZ MG & OB 2 BH#IE T EN TS 578,
EVIES OAIHIEG TR P DL EELRMETH 5. Cittario H OWMIFIZ X 5 & 2479 Blo
MG B # D 13~14 SEORRREIIC B VT 8.9% D B H TR O EMIEE A5 A L Tz )
EVEES A L OB 2 AT & LRI RE & MBE R MG 231 b7z,

Wl B MG Tld MG OFRESCH I PRICEET L2 i3k, 56l EThsb I L,
AR B (2 B CTHEE I ERAT B & IR D H 5 2 L, EMOSEH I ETHL L,
WHO 7T B1~3 12347 5 2 L A MIRIERE MG O FRICHET 2 P F/2, KlRIERE
MG TIRERIEDOIHED D 1, JEK & L TLHH &I X 2 FFEMAEIRO W B2 5 S hvTw

%19 WIRIE R E MG TR PR & 70 2 5E B Tl DR & BHED LMD S 5 17 RN
DR EBMITERVEATD, DAL RIZERESBO LNLLENDH L .

(@B ZEKRICAVSIEBEDEER]

MG OEMTFHIIBL CRIFCTH 5. %FLE%W b7 B RIEEROBIENIC X % BHIRAE
bR BRI R ZIE L0 & 2 RYEDO G % S HEBRIE 2 L CTAREXTH L. RIEHRE
ZEINAT - T 5 MG BE O BRI E#*WAD&&«T RTH D A0 ILRE A
TV, DEATHEDHEEICOWTIZZERIED ) 227 b H Y, LERRAE R &M 2R
EHMET AH. A, ERIE MG ML TB Y, ENEGOAB Mi%k, &9, QOL O
PPRIGZELTEY, Ihs0BBFORNTP%EZZE L REREORESE D 20sh 5.
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$E2E AAHIRE MG D6&

REAHRRFERE MG DiaBEA1 F (CQY YD)

OMG [FBECRERETHY), RESENEBATHS. WERESMENNEHRE LTRITS
(CQ5-1-1) (&1, 2, ®1).

OMG DERIBIEEFH LV, BHORKHBICEDETBEEZBIRY S. SHEAECDOWVWTEE
CQ 3-2=z8R.

OMIRFEBRDENIC DV TIE, HIRRIERSHE MG TIXED, FEHIEREE MG (CDWLWTIX CQ 5-2-1
z2R.

OREORT O ReRBItReBRBRZH T . BEBIAIIC CQ 5-3-1 23&.

OREM IR Z EFICALS (CQ 5-1-2).

OHIEMH MG (CQ 5-1-1) [CRH UL FIRETGEREE (CQ 5-7-1~5-7-2) ZRAT 31551 HS.

OMuSK fuiFizE MG, MM MG (2DWTIF CQ 7-2~7-4 Z8R.

x®1 BECQYYYS

TR BREGICPRIS ===
- B - PEE EiE - @A JU—t
N | ¥ & TAMG 585
- :ﬁﬁg;ﬁ%ﬁgﬁﬁ‘vgfomem—%ﬁm vIERKEEES
= M CQL6-1 v g-LOMG FRAEIG L |= CQ 7-5
’ = CQ5-2, CQ7-1
vROZTOA R vROZTOA R et
BORBRE | vRBIIHE v SRR YIIRRERE REITOTY
VR, RO
M2 LEA o - S
: = ;ﬁ: o) sy | B MG (S5 F AR
= T N R/ b=
HEORBRE |V oy R WSO K®E | cq 5.4, CQ 5.5, CQ
= CQ 51, CQ 53, 56, CQ57, CQ7-5
CQ5-4, CQ55, CQ56| ’
I YAIUYIATS—C%, vFI7VUVERE | RANEALEL
R R Hff = CQ 58, CQ 6-3 VI FEEICH T 3iEENAE
K2 BESHANDFES—T 3y
BEE CQHES |nhEICHIFRER
(1) [(MIUYIRTS—EE CQ 5-8 O
() |[#OZ504 R CQ 5-3-1 O
(3) | 2704 R/SLABE CQ5-4 AFE
NIV Za—Y VEER@IQULR, YIOARYY) | CQ 5-3-2 O
FHFAFUY CQ 59 AFET
(@) |SemglE [So0RZ T 7S R CQ 59 X
=07z /- )VBEETIFIL CQ 5-9 X
A KUFE—K CQ 5-9 X
() SFER | TIUART CQ 5-7-1 O
TBEEE INVESEPA CQ 5-7-2 X
©) |[mEIO7U Ve CQ 55 O
7) |mEmems CQ 56 O
(8) |mrmrs | CQ 5-2 O

A EReRREREE LRV, PEERWEL L FAS L TZOERRERHHNTNS.
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B ABARAE MG DJ8& A (CQ ¥ v, 8&FPIVTURL)

HRAAE 258

| PSLOEY + iz + 1o |

[ DOMG | | @g-EOMG | | @g-LOMG | | @g-TAMG | | ®g-MUSKMG | | ®@g-SNMG |

DAY=
FOFVURERY H@Hi?ﬁﬁ%”

EFT® EFTY

|(H’m]ﬂ,?ﬁ§35ﬂ[5&‘ﬁ’mjﬂ,ﬁﬁj|§%)| IVIg, IVMP, PLEX, IAPP Vlg, IVMP, PLEX

] ]

SFEsEE |

7ME S

R | nFmevegs o |

K1 REISEDBEZIVIULOHE

&% (DOMG, @g-EOMG, @g-LOMG, @g-TAMG, ©g-MUSKMG, ®g-SNMG) 2D\ TOHBAIE CQ 3-3
ESBOE.

MO DU IRTI—CE, PSL: 7L RIZVOY, IVMP: AFILTL RZVOVERNIRS, EFT | 2EEM
AR, IVig: B/ 07 ) atEss, PLEX | MMESSH, IAPP | B ILSEE, FT s

BE

1) 777V SRRERERFNA S (CAAIN 2 SBRTHS. A TEMG (8L TORBBEMRE R, B
BO&H5T, 2ERORBTECLBNTHIHENHD. HONUHERBEE TRRANSRICHEIL THLE
D5,

2) BREFE MG L8302 FT01 RIFFL RZVO> Smg T #ET 3

3) BRHE MG ([CH URIESER(C2 > TW\ 2 RBIIFIEEF I 701 ARDATH 2. RBINHIEEDIR SHIHEH](E PSL
BEBDRIR TH L.

4) 25 MG CB3BRORTOT RFTLRZVOY 10mg IRICEEH BT EEHETS. £<TH 20mg (13
ZBVESICTS

5) FHTET 70U ARESTORK > OANMRRERTHSD. 7HFA T BERHRREREE LAV, 2
B _LE, BEAE LTZOERIERHENS.

6) I TRFS—PEE LTIEBEE RRFIIDHERIND. ERINE L SHRDLEEBIET

7) BRI ETOBE, R CIHIRE R EEE T DAL TR MERIEROMEEER (71 —LE280) 2E12LYT
W, TRIC EFT AE+ARREERETOINENSS. L, ZOBBICRTOT R/ RAEEESTTS T
C(FBRTH 2. FEMIREE MG (ST 2ERBROBEMICDVTIE CQ 5-2-1 Z8RDT &.

8) IR EF, PENDRORT O RERBINFIER THREAN AT THNIEERPHNCITD. IVMP (FIVIg,
PLEX, IAPP SHABHE TS LA HETS

9) PHRRMIEEEE g-MUSKMG % g-SNMG (S LTS EXIC(E, IAPP DR PLEX £ EL 388D B30
IAPP & BIRUA N\ & &Y 5.

10) AChR 1A Ba M MG (@, ®, @) TEFT/FT Z1T2> THTDHEEIRNESNEWVEEIC(E, HFIZ0 e
ELTIZURTYTEBVB T ENTEETH B.

11) AChR UARRIE MG (®, ®) TEFT/FT Z1T 2> THTOEBENRNMESNEWEEICF, HFEEEREEL
TIYF IV TBRENBNRIZENSHSD. 5 MUSK VAR MG (8T B 1Y F Y T OBEMMEFEN TIFHIZLT
WB7H, AFBTHRBBEAN CTHD.
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$E28 PAHIRIE MG OBE

Clinical Question 5-1-1 5. MABRELSE MG OREIE /51 AEOEANZRS

SR LOERNIGEZTIF

OARE MG ODRBTEERISH (HEER 10). BENSZDBE, £EICHESZ
E%Z2#U, health-related quality of life (QOL) P XU IIAIRZRIFICIRDELSIC
ORI EII TS (ERER 10).

OMG BEI(ICH (T BRUIDBEERR, BOTL R=VO> 5mg/BLUTT minimal mani-
festations LNV (MM-5mg)] THhl), ChePHRERT IR D0EHBEERS (HEE
T~ 10).

OMM-5mg (FREEEBIEH S 5 FRAZDEMNIBINT 3D, L, FEALBILAEL
128, BRINRHDERZBET (HZEER 10).

ORORTOT RORSASEPPEEL LDIZSHIRE MM-5mg ZmRKICEHEL L.

O 2R IEEEEEE (early fast-acting treatment strategy : EFT ; CQ 5-1-2 88g) (&
MM-5mg DRHHERICHERTH S (HEETR 1B).

OHIBHRICLZEAERORTOT REEIEFLLEERY QOLEZICDHRIWRTL,
MO, TREMPEH MM-5mg (CBHELARWVHEREI N (HEEIRTR 18).

OHEEM MG & IF, [BHOROREBERICLDBE] H50\F ROREEEREBRVIRT
IROFIMIEEEEZHAT 2/6% (CQ 5-1-28R)] 2—EHRAT>TH, [THLUBNE
5nEW] H30(E [BHERAPARBOLHTHRERDOBENBH TH B H5ETHS.

0258 MG DB TRH ETREEENPOTHSH, RV IRTS—EERFHEIN
FRELTENTH D (HERT 10).

Bx-BW

1970~1980 4EACLARE, Wi - Wisid% 5212 X A A E (1mg/kg F 721& 50~60mg/H) FEITA
T NS R L, &8 MGIZX 2 EER, EMTmd, AaFRriEgELz e
T2, BHEROATEA FERIEGEI MG ST LAY V¥ — FiEmLEzobNT
X208, FOWRICE, BHE, BYMoOZTFOA FICX ) REIEEL LER GEIROD 2 WIRE)
W2 EV) WD - 72, IEMERRERGHEA AT 0% £ £, L V) HEPL VS
N, BOERRPHRE SRR H 72, L L, BHEMIChZVROZXTFa 4 Fiulo
BIRDIELATONZZZ S b 5, BlFEIZIE MG O EMRIIBAETHE T T (10% K
i) TYHEL TRV ZLoBETROATO, FIZBEA 2T TREIMLLZ Y &
FAERORT T4 NG MG EROSEFICHRITIEH 2725, wERD EOZATF A FHR%E
B SER3 <, ZHAREIEMNR QOL FHEITHE TN & gy M8 10117 171 R £ A%k 46 Wity —
POMI ek, DIHNE MG O¥EL [F5] ERBIT2ME 0 H o720, EiF GEIROD 2 WiIREE |
BB OB LA 2 BRE THR] L v FEREAEYTH 5.

50



5. BABREESE MG Oe&IE

MG JFEIRIZ G I IR LB 2 AW Bl 2SHE L vy, ShE ERICEHET 5 27 — L ? 2 MG
FERIY 7 QOL A — )b 1271 25 3@l T H W [ Lk 181010 2010 4ELARE, 25Ol %
ZNia AT AR D R LiThI 7z, ZOEE, MG (IR % &) TIEIA T R ReGE A
FHREOATE L FO720, QOL HFHEINTWABEPHIHTH L & 178516 L
AR 72 EOWEZIARZEN 13 L LEDOBZICELTWLZ LW RhEPHLNER ST &
NOEFEIRORAT O A FEEE L 0O HRZ KT 2% THh 5 80 BHEOER L~V
RIFRIHF T A RG2S, FHREICHFCHREIhTw w45 hn Y MG Tldses
BIFO M O FTHMPLEMR AL, BHFEFZ B L THWMHE ORI L w7
Y BRCE230 4~6 Wikr =2 ORI i3 5 72 AGERL S LT H RIIFEEE TICHET 5 2 L%\,
ST RIS iE 2 RO O A TIIEMMHERSREER 2 L BL VW20 THDE. 4D
BT MG IZEMN (ZZAFEICHAD) ISRET 2 S SeBHIfECDLE, BHEOS N8
FIEWEET, QOL M TEWWliEEEAYE O N A 1AM HEE &2 RLER T 2 & & SBUEDIEAR S $1T
HbH 1Y

R - IEF VR

QOL R A Y F NWANVADARIZHE S ZH T & LT, Ao E8ERecEome, &2
7UA4 FEPFEETHL 8 WEA TG LERIEORA 704 FIZELOEAL, BERW, S
JE, EIRIME, BHIRMEAL, HHEE &R EITICmZ, [OERPM) SoFRKE L TEET
»HY, K% QOLBERERE %o Tng BN 155 HMEIETL F=va sk
LTl H®E75~10mg 225Woht ) 29 020 BFOHZMIEEEZ HE L QOL 24T
5N REIEOATOA Fidd@ETRETHL 30

HOABE DL R LY, TEEM L IZZFAFOER QOL b, EEEMELVL D
B F)E 2 B HEE & L T minimal manifestations (MM, MG Foundation of America
(MGFA) postintervention status ® 7% 7 I1) — ) £7213ZNLLE (MM or better) 121, 7L
F=vur 1 HRMED 5mg LT Th 5 IKE (MM-5mg) | 23432 S 7z +28 Z ot HEE
BAZ KD, HRIEBIEGEE & LD ICHIEZ QOL YiBAME H s 571 F7 v FHIEEA LR 4~6 M7 =70
L L, ZOEEEIEMIBEOZEHHFHAIC BV TH MG kD 42~50%*> 71 1717 #1E
OO WS OB L IO 3T~45% 2L £ B 00 B OW D IHHEERE L T MG BEE T4
WIS SR L) T2 EMIIER DR ONBURTH 5 2

MM IZESEER T 7 & FW 7 A2 e 5 2 L IEWEETH 275, 2015 4O S faedi 4 o2
WXV HSNEM IO T — # Tld, MM E3# D MGFA quantitative MG score (QMG ; CQ
325 BT 4728 51, WHAEIT35£22 1 THY, MG-ADL A7 —) (CQ3-2%
) I&HMT12:13 54, BHAETLO10 M THo7 (HAMG LY A M) =T — %
N—=ZX1). MG-ADL 27—V Ti¥, MM FIOEHIERIZ 0 M TH DI LH% W,

SRR MG T, IR Z RSN ICH, EROPIEEL RO T oA KR
Hl oW Z K5 RN EHENE (early fast-acting treatment strategy : EFT ; CQ 5-1-2 &
)] Z&I2E D) MM-5mg ORILERERD T 2 L MG SN TV ) ISR OREHNF 5
Ny, —EMoO MM-5mg %K T & U, BRI ZIERITHEREGRHEIC L ) MM-
5mg OB RETH L. —F, IERITIEREGRRE Z AT ICHIRERIC L 2 REXEHT S
B, OAT A FORERNED 2 CIZHHEE L 2 ) 2T MM-5mg ERER I ER R
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BlIGEZ S 5 AERIIEMT 275, LIg, 1ZLAEHIML W © 720, 225 _RUERE Hig3
FEIBRIIC D, T etk & RIVER O 2 WA G oW ASE R BRI D AT h D X
o TS 2B MGIEEOERI Y AN A ¥ v AT, [BERADNE 572 2wvdd
B\ I D FH T RN LAV TOREE] T [ MM or better O H 7 T — 2K T 5] &
EERBHEL LTwD 2 F72, REPSOEEOWME T EWERAIE -2 kbbb v
LD BZED T NN LAV TORE ] ICBERN 2 lEAE SN, FBOAT 4 FIZOWT
X 5mg/HUTF L EhTwna %

BERZIRKRICAVIEDFRR]

KAARTA4 V0L, BHEROATEA FEERIIHET SO TIE RV, WiEe3I2E5H
ARG TLHEY 55, LaeL, ZoSHEE AR, AT a4 FEG-REHHRR ]
YERFEFRIRN ROV T T = DR AHTH 5. BHERIOATOA RO IIERICE 2
HRETHY, G LGETERHPICTHET L. BRELKROATOL FIRGICLL2HE
DAL, RHBEE, PR EOEREL, MRE, FRIETT MRS 585 P KB BEE
BRE)IZBFEONEZBELIZTALOTH Y, BICHITZRITNERS R,

TR - WP G X B E AR AT a4 MRS (15~20mg/H) MLEOROIA T
oA FERIEICO%2%) QOLEALZAEL 2 &1 —), ERFEEERL ) RO LM%
{, MM-5mg DEBIZ O ARFITH S 0 EFTIZZ DIGEEIA L7286, Y5
MM-5mg SEBAEHALTENS O L7S> T, RAA KT A4 3l - i 52510 L 55
MEREITATF O A4 FEEZER L2V, HUIRTO—REHEZ VK E LT, AF1 K5
A VX EFT 2 3% 5 5. EFT & IEROMEIMERHIC OV TIE CQ5-1-2, CQ5-4~5-6 2B
N7z,

HEETEE ST MG 1K L FEEMEEE OB SHEA TV S 2% #iEE MG &, THED
FEITSRIE AT X 20008 ] & 5\ [RRIISRE A HRE & 4 0 3 IR TR et 2 DR 9 %
Wik % — 2T - CH, [T o RdER SR LNV H 5 iE TRITERRERICHE) Ao 7
Dot & 15 B EHR O S HEETH B | G TH B 1A,

Poa) vz A7 —EHiE, TETFVAEFZLVWLOO, O MG IERO— B ER R
HHENTHY, BIED first-line DIEHEIZEZTENS. L L, BB MG OEHFHTIEIH FT
REFESHLTH Y, ia) Y A7 7 —EEIIMPIWEHICL Lo 5. 5 mIELHEN
B GEEEY FAFZ7IvOsHWS) &L, BREMEET, RERIGREFREIC L > THol
FTLdbLidhibd s, €V FAFZ7I V3@ TH 5720, RERBEONEIELNL
TOMPEMEFRE L CTHHRG A D 5. W NREEDO - ORMED GRS 2 BH DY A,

B (1 RERIAD) O ) FAF 7 I AKX DiRbE L ikt LT ) —E¥2Fhi LoD, Rtk
WX pUEES.

IRAGELCEE L Cid CQ6-1~6-3 Z B S iz,

MG TIERSG AT, FREEE, FRAIC X o THIED R 5. [ AWIEEIE MG OE#HF A4 F (CQ
< v )| BRIz

ik
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Clinical Question 5-1-2 5. MAMRELEH MG OamiEt /51 AEOERERS

AN SRS & (S fah

O SPHLER ML EEIS (early fast-acting treatment strategy : EFT) Tld, IEROE DM
8% (fast-acting treatment : FT) ZR&BH9(CTL, PHNEERORT O RENHO
MiIzEE3 (HERER10).

ORKTHOIFROFDIEERE FMBPEEE, AFILTL RZVOVEBIRARSEE (R70
1 RNILREE), REITOT) U EEIFE HBIVRINSZEASDOELEETHS. R
TO1RNILRAEEZSFE<AND (HERKT10).

ORORTOT REBRT IERELEREICLLL, EFT TIFHEEELESE MM-5mg (CQ 5-1-1
BiR) OREHEMENFL (HIEIRE 18).

OEFT (CB(TBROZBEEFE TR, BENAHSRORTOA RFDE(CEED, HILZa—
D ERZHAIT DI ENEFELL (HERR 10).

ORBNICHEDN FT 2E UK 2 BB BHEHE MG (BT 3.

@ IEFVR

YR MG TI&, FEREITOMRPEEHE (fast-acting treatment © FT) % #1165 R e AL
DHR 5T, EARE GFIROATOA F) 22X 27 F v RHEFRO HGIZB W T LRI
W5hZ LTRSS, WEMFE RO T oA FEIEIOW T % X2 [0 i 5 s
(early fast-acting treatment strategy : EFT)] ™% EFTIZX D A%< &b 6 » LBk 5
MM-5mg [HH#HE (CQ5-1-1 Bl) ; +4 %47+ 54 — (QOL) 284S h s 9] oF
WEEBCEEDEIOA T 0 A FE2 BT 2 ERBERICH LEEET 5 2 RNoREPEONE L
b, —EMMO MM-5mg &R T &I, RN ZIERRTHRDMEGRHIC L ) BiFZ QOL Dk
WA TH L. —H, FT zHTICRNOZELZ Hifd L, #OX 704 FOHRERMIZO%
230, MM-5mg #ERIZNEEE 22 5. BURTO FT LIidimEs b (CQ5-6), A F V7L k=
v YEIRNER S (R 704 R3OV R) (CQ5-4), HEr a7 YEHERE (CQ55), HoWid
IS EMARDELERTH D >

EFT &, #iaH» L& 07V F=va ryidds (10mg/H) L LAV =a—1) YHESRE
2O, 35S MGIEIRIZ FT ICE D ESE LR ) L LTlEshiz Y —F, 2015 E0Z i
AT, EFT THEB SN & T 5488 MG BHOK 30% T, itz rof
WERITOGDS FI Y KEN TV 2 Zo#ETF— 2 ZH\, EFTICBITARIIZAF0
A F@gEE LCTAR (V=28 79+40mg/H ; =20mg/H 51 0.0+0.0 4) & i e &
(E—28492+89; 220mg/H4%x 5-HI 1.5£2.4 4F) O L5 55 MM-5mg F-HERICAHFIT
Dol E N2 2 ZOMSE, FT T T Cld, #iEEHERIIA T 04 FHEEIC MM-5mg
FERARAERD AL 7 < 2 IHBIGR 5 FE  CRARRG X ERRIIRwC LavRE Y R
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W2 704 FORIERLER QOL i 7 2FM ¥ 5 &, EFT 2179 B3R 71
A FIPERGVPEFE LV 72720, #OATOA FA&ETEFT 2T/ BEMTIZLD
ZLDAF VTV F=va YERNE G ThTwiz 2 FIEEOREZ 5 £ UBES %0
o Hh, EFT TR T 0 F/SVARREE ) ML LEFH S (CQ5-4ZH). Avy
= 2= YREEOREA S O b F1 MM-5mg K 2 245 2 °.

ek, FTIEZ7 ) —XIlio 72 BER 7 ) —EAfE SN2 ERERE I L, #R2fEikeL
Ha HIRTREWEHE LUTON D ER S oz, RRERETHEDINE, FTICX 2 #%
PRWELD S, BORXT O FEELTEE T 2 BN TRIEBHRIC & 50058 & ZED B
SNz WEORMBIIHIA MG OB IZLETH ), ThIZL o> TMG AR <
EVIHEZTPERCH oI BbNL. Lal, REDHE - HH ORISR, RETDNIE
AEEIRA T FEEICERREMEHMMSELMRE L o722 LAREN, ZOEZHHA
’ﬂif)‘gﬁ p) "C?}Z) b hroT % 7> 459 HA KT A Y ZRIZE 2300 4~6 Iitlii%‘—w)fﬁ%éﬁ).

HRZERARICAVIEDIRR]

EFT T, #Rh % & SGHIRBOMR 2 N 2 FT L 2 2 _KAROKIOATE A FT
EWNT B0, Db —ENHO MM-5mg ERAMRES NS 2 72720, FH SNz MM-
5mg AP mDIER DA TEMBMFES N30 7%, BRWNAR FT 2 83 2560% . FT
D 9 BRI L IR EAE N 2D RIS A T a4 2OV 22 A b T ) 210
EHTRI MG IZHT AT 04 K7V AFREIIONEEL S . BEBRODRVIER - BFEO%E
BB \VIIPIHIEC X B 53546 500mg/H, 2 H 2R R E L, FINIHEOREIZIL
UCHeha, BHEHELHNT 5 (CQ5-4 ). FTICKAUEREZ ST A720I10FAT
OA RSV AFREEZ D £ HW5 20

AT UA KOV AERE R BEAT) HES BV, &5 biEEs Vv —F VI 2 &
WAL T ORETO EFT ZRE L2\, E7 a7 VEREREIZ RO OB TH S W
FFRIOZL F=va sy 10mg/HE ANV Y =a—1) VIEEZES L, SRS THNER
a7 YEIHRERAT) . REZ O ) YEHERERLEIOS L (SEA T D L VI
BALEM A D 25670 L) #0 Ry, SEEICRES D7) VEEREEET AT b
O — VAT e A MR YL b5 5.

B4
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Clinical Question 5-2-1 5. MAMRELEE MG (jamistt /5-2 Mk

%Eﬂg]%?‘%ﬂi MG [C319 B IBRIEIRIE ED K S BEETITD

OIIRRBFRDBENENBEFTE, ZORETHIRETSNSIEMIIRIE MG (3, 50 RRBOFAET,
FRPHD AChR AR IEERMIEREITH S (#2EiER 2B).

050 I EFAEDIEMIREE MG (ST LTI, BERIERRA first-line JEE TR L. (HERETR
10).

R - IEF VR

1913 4£, Sauerbruch & 72SHBRIEZ £ 5 MG BEOFMZITV, MG OEFIHT) L7ER %2
Wi LN D, MG OiE#RE L CHBRERRE M, L7z, AFCTH, FERBRIES 03 2 Hali
TR IIZ 72 SN, £ < O g SNTE 7. 2000 4 Gronseth & Barohn 1%, #ZFo
SIS LT A Z 7 F ) T ARIT, [FEMBREE B A3 2 WM RAE R TH B L v ) 8T
VARMMETRW. [ WA 2 ) AV T AF 3 v (CQ) BIITHIF-2

2006 4, FD CQITH L TH v 7 X7 +— FRFD Newsom-Davis 25, FEH#EIL S /=55
BERWT v 7 AIEGAER, MGTX WF5E% 6 1iF7z. MGTX WFZEiE, 18 %45 65 i T
fiE L, FE 5 A O AChR HUfRbtE MG BB A5 L2 LT, DTFTO 320 CQICHET ST
ERAME LY O TOXKIBELZLEEL2DL 25T, @7V F=vn rokfk5arPbi
K TELh, QEBIHEIAEFRRPERETBER T A LICXY), EFOHLZN LS50
ZORERA, 2016 4L 2019 412 MGTX a3 & LT Sz 4% 2o 2 20 MGTX i
WX D, 50 AR FAE O IEMIBIE MG Bt L BB AR TH B L v ) ZEF 2 A8
BoNTz. 65 TIE AR 50 MR & L-BHNE, MGTX G SCOEMNIT 7 27 5 A EMT O 5H
EBMLI72DTHD. ) OEOOREIE, MRFERZIT - THEYIGHEILE L 7558
EEMIZVILZEIFEFICENT, L2V O VAP LETH -2 2 ETH S,
2F ), WREBRIHIC L > THONAZ QMG 227 7L F=va YO EROKH T, HAE
Dk % e RIEHIROMABE DETHRES NI ED LRV RATH VL VW) T ETHS.
MGTX e DA FKH D, EENZR MG EMEROE 2 /513, [50 AT D AChR HUikBER
BTIIA T a 00D % 570, 50 MU EIEED B\ id AChR HiAkRETE B T3k
BERBINGW] PERTHS. DEXD, WL MG BBEOE—#IREICIE R o nweE
Zbhab.

BERZRKICAVDSBROIER]
2016 4 0 H A Wi AR 2 o feEt T, 1,986 Bl MR 7 S h, 209 5 478 H1
(24.1%) 28 MG BT, 33361 (16.8%) 2MMRIECTH - 7=, FEMUE MG 13 145 B T2 D%
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WAHALTW5.

W OIS 2 Bt 59 2T, WIREEZFM T2 L 3RIEETHL. LLrLi)
5, MBRSRE OS5, FEAEER, FED SO, BT 5 HEbuR, B X O
MEBIZ X > CTHRA %, Akaishi 51X, MG BEZHEFMIC5 20475 14 7, OIRHE MG,
@My IE R MG (TAMG), GN#EEK % 9 MG (THMG), @I O 7%\ AChR $t
KB MG (SPMG). ®ACHR HLRREYE MG (SNMG) 12 L 727 IR E O H % 4 5T
MG B#1E, QKIRIERE MG (TAMG) & @R #EEK % 5 MG (THMG) (83 5. Ml
JE (X TEAGARTAE TR IC & 2 FREEBIWT T & 275, WK 2 M nic Wi 2 0k WEEch 5.
OGNS, BB A ) 2 JEMBRIE MG &, 20~ 30 AR 0 75 4E S O 8 B 1
(THMG) %I 7% 5.

MG 2RO R B% 5 5 50 L EISSED MG 121, ORI MG & @Rt 5% o 7 »
AChR JUABPE MG (SPMG) 3% &b, HEROMRERE 7 212& ), OIRGE MG
S A IR OBIS IZIFE A E RV, S5, @ITKTBEATFOA FEQEIHRIEEO 6
BEBEOSERIFTH Y, 20D MGTXHIETEDTE T Y AdHRnwI & X0, TPk RN
FEEIIT)NRETH A, —F, 77 AREGRBETIE RS, 50 UBEOIIER O % 2012 b
JBRBEDSE N TH > 72 & T HEEPDDVEL LHE SN TV DS ¥ ZOMLTIE, FIEERHD
50 L o4 BT MG % 0 39 Ao B2 B 5 ISR 2 E 0P 2 B HIIR
L7z 39 AOBEDH B, 5 NITWBLEBIEER A Sz (12.8%). MIREHRO 2 £1%, Mk
R EAT HEZE, BT AET2BE LKL TX D EWEMRE (60 vs. 26%) %R
L, 7L F=va 5@ L0407 (08vs. 4.0mg/H). VLEXD, KRk, Mo
MR EE AR RNEE DO TR D 5 L L7z, 4%, RbREKE2 Fllca %
AL END Z E 2L 720w

ik
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Clinical Question 5-2-2 5. MAMRELEE MG (jamistt /5-2 Mk

HBRIEFRDORMHAIC S 1T BRI

OEHIRREE MG (C T ZIIBRIEFRMTEREB(CHEITTE B (22T 1B).

OBRERR MR Y ) —EDURT 7 779 —3HiiEl CHRREERN & W EEENT V&, T
AIC7V—EDBIRERITBCL, MEEND LBV ELETHS.

O KRR OMREIIC, MG Z+93> hO—ILT 5 (IEEETR 10).

fRE - TEF VR

1) FEHIBREE MG (T3 BHOBREIR DR £ 14

Wik O G OHE L LTy U —, Jlige, I, Aridge, SCmpiiE - B g
S, ERIRIARSE, MK, B, AEEAR, LW EHShTwA

HANGE 22 OEFNI L 2 &, AFT 2015 4RI 164 ﬁU@iFﬂ@ﬂﬁﬂﬁ MG (23 2 s b
Wb TBY, 55 96 Bl (59%) AWIFES TI2iTbh Tz, itk 30 HEINOSETHNZ 1
Bl (0.6%) TH-o7z".

W MG 1265 % 6 DOMFED A & 7 1) ¥ A TIE, MESETM WS EH 85 X 0
M, EREMHECHEICEN TS ) WHRERSETH 722 S HICWEE MG 2 &4 8 Bi%E
DXZTF) Y ATY, WRESETANE LB & 0 FEBeI,  Srin s B, AR

KB THBINEGETRAENL T2 2302 L DMo x5 7Y Y AL g,
ﬂ’]ﬁ?ﬁﬂ?ﬂ’rf W IE I T & D AR, BERGYE, EREH B o 72, £
D—7, FMRERIIHEEPYIBFMR L Y B o7z, 72721, complete stable remission rates (%
S TH o720 T, WPESETNIIIE Eh T & FEORRD D 5 LfwmOTTW5 2

2) KIfFiERRifig o V—tEDURI I7 09—

MG (253 2 BB OGS PHED 9 B, ICEELRD DL LTHEZ ) —EXxHhIFon b,
MBI D 7 ) —E¥ DY X7 7 7 7 ¥ — R fFNT L7t iE, 2004~2018 4 TR L7z D
1BMETH o7z, MEHNTE, L2 RIEIES O BR > 7285 *, BIE & BRI BR > 72 it
08 WEANRA L7 (MBS A OB OGS 24~T70% )71 (20T s, bRt
7)) —BOERIILHEICE W ETOEBIBDSNDL D OD, B [tk 24~48 BRI LL EoiF
BENTIPRAERR, & 7213004 1~4 AR LN OFE N TIFRERLZLEE §5 MG OBEIC X
BIPFRAAT, DA BEE R BEFS AR 2 SO R R Z B b o] Lag#shb. Mgkt
%) —E¥ORIERIL56~295% Th o7z, MlEfkRM% 7 ) —CORED VR 777 5 —
ELTINSOFMETHBALTALNLE L DE LTI, EIEIROGFLE T 721% Osserman 474 T A
HZWLIBU LR ETEHREIND MG OEIEED TV & 465121610 Fgiz 7 1) — B %
H$AHI LSS FHEIDRNIE WY RNHIFENE. ZOMIZD ENENOHE THA %
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VA2 77275 —=0EENT5, JPRIEICBE L ZK$ & LT, FEABRBIE L Tl
JEzGHELTwa 2 & KalhEo WHO 7 3HIERELIAS B2 £ 7213 B3, MalRiE il 2547 L
TWAHIZE? PRSI TWD, BAHEERICHEL72KT & LTI BMI>28" FHT DA% )
MG (2B L 72 A+ & L Tl Rl © AChR il © IR @ decremental response ', 9 fix 1]
M>2 412 WK <3 » 9 23 s tn 5.

TR - & U Cidb b i >1,000mL 9, Bl G BREIER 2, il g9 <2 5 5 72 A BHE
DFHE S, PIREDOAREETR Y PG SN TWDE. IRHDY A2 777 ¥ —%lAafbE
THBEER T 2 7 ) — ¥ DFRIE) A7 Z 2 A TALT 2D R ENT 0D 21 20 ) B A
5 OR%E OREFBIC X H2HGET Y 12X 5 L, Litiik 393 B0 MG (23t UM 2 47 - 72
ZIREAT L7258, 22 1 (5.6%) (ZHIRFEBRAT % 2 ) — B &2 R 7z, AR OERE, Ml ok
SEIRDAFTE, Al OMiG = (F 72130 ilG =) <80%, MWK <3 » ASZD ) A7 777
y—L LCHE SN, ERIEROMTE © 14, Wai oG s (F 721380 MilG ) <80% : 3 11, ¥
I <3 » H 20 E LTHEFINA3 ML ETH 25612 % 88.2%, FFELE 83.3% THilid
Blite 7 ) — €2 PT 5 2 LM ECTH o7z 2720, WK <3 » A2 iRfEkaitt o o
V—EREDOY ATRFLBRZERELT, MATOEROI Y P — VAT HTHL L)
ZEDHENMSI NG,

10 FOFHX DX Z T 1) T AT, MENCERERDH 2 Z &, MGFA 1I2LE/Osserman 1T 2L
7)Y, MSESPenZ L, 2MEREEREiiEO 7 ) -0 A7 75—k
LChERRE N7z, HFRIC, HMEERP RO BEE LYV A 7775 —ThY), SHII7)—ED
BEAEDS D B &R D 7 ) —EOBEESH T EEZ 615 ¥ (CQT7-5 2 &),

3) MG [T B HBRFEIRTDTRnIEaE | MiRSHEP T U —EO&#D DR
WIS BEAT EAR I B 2 A 70 A4 FEREE, AR bR, s a7 CERERE (IVIg)
OFREICOWTIE, B ARBRRBIIHTINTEST, 92T 8TV A% oo,
AREICOWTOHME LR EINS.
2004 4F- Zielinski 5 ¥ 1& 1973~2002 4E® 620 Bl &EIBIIC & 2 Ml 2 Bead L, Airan
Z7aA FERBEOIE ) DS, MG OEFEENE - 7212 b b3, JEMFRE L )BTRS
Wit DI T A FRI B A RIS T, SICAEEATHER TR TOAPHEDRERIEA -
S ERHE L. bAERS BMEIICA T, FCERZ I ba— V35281250, 4
BOMEAER 7 ) — WP T 5 EMESNTWER DN, WEHETH —HTATEAS FRA
TUA RSV ABEAMEH SN TB Y TRl HETH 5. €Dk, 2013 4 Yamada &
A% 131 Bl Mgty 2 Bt LU, iraim HE A 7 o 4 FEHBESIEEABEICH, frginix
BIFT2 ) =B L 2HEL, £5I12 Tetsuka 5 ) 1X 171 BloME L b, itk 10 48
DEMTFTHLIWIEERLA 72, WEMRHEA 7O A PG T b FHARICHT# OIFIAR
SFEERPEA o 72 BWE D H 5 2 WRIEICB LT, WETC AT a4 By AFE 2 1T
52 LI28Y, BEEOKBIEOFR B N Lz & v ) HiE25H D, FEIC type B1 HlAE L
BOTEIRIEEY 5725
AT OMBFALFEDOHATIZOWTUIHH D L IEAZEOHENDH 5. 2005 4F Nagayasu b »
1, 51 BIORMIBRFEERFINC BT, TR SRS LR i T TR IERATRR I R L, Al 1 4F
VHN®D 7 ) —BRAERDPA I L, WA 5~TFITBWTH UGE H 5\ Iid SIS (2
W2 B HEICE WV EHE L. Sarkar 5 7 13 19 FIOMIERES &0 MG © 9 5, 10 BlIZH
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H O MBEGALIE 2 AT L7228 25, WROMPRERAE T A RIS TE 2 #E Lz —7,
2013 4 Saeteng & *' 1 86 B D M di bals 2 Mead L, A Hﬁﬁﬁ@fﬂ#ﬁ‘{fﬁﬁﬁﬁ & IEHEATRE % H
L, “propensity score (fH[[] 2 2 7)" ZF [ LR, WROPE, WG IHE 28 H&ROE
UL AN A v LB, ATET O ML LRE IR D E L fiwm L T 5
WG IVIg OFHPEIZ OV TOHE & LT, 2008 4 Jensen 5 2 1, 105 WU@H@HI?T%@WF@
TREAEDS, HNC immunomodulation therapy %5217 T\ 7z 43 Bl &l L, TVIg HUhz Gt
9L, MG OEFER, M, Fiiz < v 5 S MBEELRERE 9 Bl 2 i L 72, IVIg #FE i
M LR & RS, RO BRHREIR oW, WA iHE OB, ABEMOER B &
OB RO TFICHATH 5 L a7z 2017 4F, Alipour-Faz & * 1%, FWIRdEERATHIIZ,
AEZ51Z 12 B0 TVIg (1g/kg/H % 2 HIHD, 12 BNz b#: (1L OM%EscH 42 H 2 5 M)
ZEDAFT Lz, WENIRH, PRI OWTHEL, VIg D139 2% > T R 7.
LA, WREsE T 2SR IS 2 D o0 H 5. MWEGE TN ClEE EH ) B R4 12X T,
AT A FIZX 2850 ORMERHEED ) A7 3KT35 2 LaHiIfFE N 5. WJ%T%F??TI
BOZV)—=XD) AT 7775 —DFAET BIER], FFICEIEIROIFAET B HEFITIE, AHrETIC
TUA FLZOMEPOREFREIC L > TR E > bu—§ 52 LRSI 2.
RHIOMETA 704 FHARIZ X 5 “REOBIEAZ 2T 5 2 & 2 HIYIZ, FHWHIZE—
BACA T HA FAN=DHE S NS, BRSBTS, AF V7L F=vr YifikN
WHILLBAT O, FAN=ZT) ZEDR/OENL

B4

1) Committee for Scientific Affairs TJAfTS, Masuda M, Endo S, et al. Thoracic and cardiovascular surgery in
Japan during 2015: Annual report by The Japanese Association for Thoracic Surgery. Gen Thorac Cardio-
vasc Surg 2018; 66: 581-615.
2) Zahid I, Sharif S, Routledge T, Scarci M. Video-assisted thoracoscopic surgery or transsternal thymectomy
in the treatment of myasthenia gravis? Interact Cardiovasc Thorac Surg 2011; 12: 40-46.
3) GungY, Zhang H, Li S, Wang Y. Sternotomy versus video-assisted thoracoscopic surgery for thymectomy
of myasthenia gravis patients: a meta-analysis. Asian ] Endosc Surg 2016; 9: 285-294.
4) LuW, YuT, Longhini F, et al. Preoperative risk factors for prolonged postoperative ventilation following
thymectomy in myasthenia gravis. Int J Clin Exp Med 2015; 8: 13990-13996.
5 WuY, ChenY, Liu H, Zou S. Risk factors for developing postthymectomy myasthenic crisis in Thymoma
Patients. ] Cancer Res Ther 2015; 11 (Suppl 1): C115-117.
6) Xue I, Wang L, Dong J, et al. Risk factors of myasthenic crisis after thymectomy for thymoma patients
with myasthenia gravis. Eur ] Cardiothorac Surg 2017; 52: 692-697.
7) Lin Q, Zhang Y, Yang L. Single-center retrospective analysis of 162 cases with thymoma complicating
myasthenia gravis. ] BUON 2017; 22: 741-745.
8) LiY, Wang HY, Chen P, et al. Clinical outcome and predictive factors of postoperative myasthenic crisis in
173 thymomatous myasthenia gravis patients. Int ] Neurosci 2018; 128: 103-109.
9) Watanabe A, Watanabe T, Obama T, et al. Prognostic factors for myasthenic crisis after transsternal
thymectomy in patients with myasthenia gravis. ] Thorac Cardiovasc Surg 2004; 127: 868-876.
10) Chu XY, Xue ZQ, Wang RW, Tan QY. Predictors of postoperative myasthenic crisis in patients with myas-
thenia gravis after thymectomy. Chin Med J 2011; 124: 1246-1250.
11) Liu CW, Luo M, Mei JD, et al. Perioperative and long-term outcome of thymectomy for myasthenia gravis:
comparison of surgical approaches and prognostic analysis. Chin Med J 2013; 126: 34-40.
12) Leuzzi G, Meacci E, Cusumano G, et al. Thymectomy in myasthenia gravis: proposal for a predictive score
of postoperative myasthenic crisis. Eur ] Cardiothorac Surg 2014; 45: €76-e83; discussion e83.
13) Ando T, Omasa M, Kondo T, et al. Predictive factors of myasthenic crisis after extended thymectomy for
patients with myasthenia gravis. Eur ] Cardiothorac Surg 2015; 48: 705-709; discussion 709.
14) Lee HS, Lee HS, Lee HE, et al. Predictive factors for myasthenic crisis after videoscopic thymectomy in
patients with myasthenia gravis. Muscle Nerve 2015; 52: 216-220.
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15)
16)
17)
18)
19)
20)
21)
22)
23)
24)
25)
26)
27)
28)
29)
30)

31)

Zou ], Su C, Lun X, et al. Preoperative Anxiety in Patients With Myasthenia Gravis and Risk for Myas-
thenic Crisis After Extended Transsternal Thymectomy: A CONSORT Study. Medicine 2016; 95: e2828.
Kanai T, Uzawa A, Sato Y, et al. A clinical predictive score for postoperative myasthenic crisis. Ann Neu-
rol 2017; 82: 841-849.

e, e M RIEEGE, (34 FOEAIIE N 2 IR I R A 0 2 ) — B o Pl
[ZDWT OGS R 2012; 61: 170-176.
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Zielinski M, Kuzdzal ], Staniec B, et al. Safety for preoperative use of steroids for transsternal thymectomy
in myasthenia gravis. Eur ] Cardiothorac Surg 2004; 26: 407-411.

Endo S, Yamaguchi T, Saito N, et.al. Expeience with programmed steroid treatment with thymectomy in
nonthymomatous myasthenia gravis. Ann Thorac Surg 2004; 77: 1745-1750.

Kaneda H, Saito Y, Saito T, et al. Preoperative steroid therapy stabilizes postoperative respiratory condi-
tions in myasthenia gravis. Gen Thorac Cardiovasc Surg 2008; 56: 114-118.

Yamada Y, Yoshida S, Suzuki H, et al. Efficacy of perioperative high-dose prednisolone therapy during
thymectomy in myasthenia gravis patients. ] Cardiothorac Surg 2013; 8: 226.

Tetsuka S, Fujimoto K, Ikeguchi K, et al. Preopaerative high-dose steroid has a long-term beneficial effects
for myasthenia gravis. Neurol Res Int 2013; 2013: 709480.

Kataoka H, Kiriyama T, Kawaguchi T, et al. Preoperative low-dose steroid can prevent respiratory insuffi-
ciency after thymectomy in generalized myasthenia gravis. Eur Neurol 2014; 72: 228-233.

Kobayashi Y, Fujii Y, Yano M, et al. Preoperative steroid pulse therapy for invasive hymona: clinical expe-
rience and mecchanism of action. Cancer 2006; 106: 1901-1907.

Nagayasu T, Yamayoshi T, Matsumoto K, et al. Beneficial effect of plasmapheresis before thymectomy on
the outcome in myasthenia gravis. Jpn ] Thorac Cardiovasc Surg 2005; 53: 2-7.

Sarkar BK, Sengupta P, Sarkar UN. Surgical outcome in thymic tumors with myasthenia gravis after
plasmapheresis: a comparative study. Interact Cardiovasc Thorac Surg 2008; 7: 1007-10

Saeteng S, Tantraworasin A, Siwachat S, et al. Preoperative plasmapheresis for elective thamectomy in
myasthenia patient: Is it necessary? ISRN Neurol 2013; 2013: 238783.

Jensen P, Bril V. A comparison of effectiveness of intravenous immunoglobulin and plasma exchange as a
preoperative therapy of myasthenia gravis. ] Clin Neuromuscul Dis 2008; 9: 352-355.

Alipour-Faz A, Shojael M, Peyvandi H, et al. A comparison between plasma exchange as prepations
before themectomy in myasthenia gravis. Acta Neurol Belg 2017; 117: 245-249.

ARG AR A N 74 YRR S, TWEHIIVESFHERTA F7 4 >, BARPREIVF&

F=bR=Y

62



5. BABREESE MG Oe&IE

Clinical Question 5-3-1 5. ABRELSE MG Oiaistt /53 BOSREE

FORTOA FZ2EDKSICERTIH

OMG [CXHT BRORTO1 ROBMEZEIRITT 55> 9 ALLEEEER (RCT) (3L, 24
NEREEERE UTLLZFIANSNTWS (#EET 18).

0ER, RORTOT REFEEASRHHSHIBEIN, REBICHE> THESINS.
ORORT O REEICIEZBHMBI (responder) &, ZHRARERHI (poor-responder) HFET

3.
ORESERIBFHHN SOEAERORAT O REEFERERDENZ(BET 5 (HEER
1B).

OFNE - FRICXDBASRORAT O FRATDRAERICHREZEL, REZEAICKZES
BRIMBEELD (HERET 18).

BR-BN

FIBRERLVE Y OERETHL L F=va O8I Warmolts & Y 251970 4E12R L

S LTS, HESIRA MGIERIC T L F=vr ¥ 100mg ZHS L, EROSEZ
Bzt Lz, UBAT A FEROAIEIZOWTORKIIL WA, RCTIEARL, &
TuA FOGRAMEZ AW T 2720ICHWATMOZE 7 ¥ A LAViZwIh b w5, MG ®
AZ T —REBE L TEL ZIFANRSGNTWS 2 EDO KB IR — M2 X BEEMNZET
b, MG OFEBICIIRORAT T4 Faedub & LzEiHsRIMICh7: > T b Twn b
HIRDBHS NI o TWDE Y FO0, ROAT04 FOEMMAIIC L 248 48ERIC L -
THZQOL ZRELIEARIZENDHN IS, MGHEDF T 3 v HEz 284, bottiEih
RO T 22 812X, 25704 FORHZRNRICE ED 2 EHERIIZAT O A
FHEOFREIREH SN TE TV S+

g - TEF VR

BIERERNVE Y DLhOFFEa VT a4 F (glucocorticoid : GC) 1R} S 2 HHAEH X
R TOPIIENEH & R R TORIEMHEIE TH 5. MG BRI 3B\ TS SRIEIHIEH A
Wfrsh sy, MARCHKRNLZMEZEL LD L. AT 04 FIFIEHUC X 0 MR % &8
#L, MIEED glucocorticoid receptor (GR) &#its 4. FEIZE YE# 3 v 7 & 90 (HSPI)
ZfiREE L 72 GC-GR BIE RIS 2 il L CRNICATS 5. BACRAT L 72 GC-GR #aRIE,
e BIRTOTOE—Y =R N % — D GCINERLY (glucocorticoid responsive ele-
ment : GRE) TDNA &fi& L, BB OG22 L TWa. FRRIICAR) 7% il
Mef572012% < O GR ZiEMHALT 2 LEPH Y, X704 FpFOLERBEMT 250
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LEZOND, MRS LTT R F LY ViEMMRERE A L, BN AR D H
% °

2015 4¢, ARIBOL R FEZEIC L > T, BIORAT A4 FORRARH (responder) & F)H
A B (poor-responder) DAFAEAVR SN, FEIAT B A FOMERLEG B OLESLT LD
RIF 2 EFRBUE OV T WA WS LSRR 5727 BEOZ ikt FAZE T, AR
DIEFHHEETH S MM-5mg % EKNT 5 720Dl b BEEAERNA RO 7L F=va » Rk
ThY, HHHG 1~2 412 MM-5mg 2 EXT 570D IEOMTIHFTHL I ENHLNE o
7o, COWMETRROTL b=y PEEL | OBRMRESNTEY, K7L =y
YOERIZZ LT 15~20mg/H L H5WETT, 20mg/HETHG L2 LTH 35 HUNE
ENTVD Y S5IZZO%ETIR, RIOATFOA4 FONREICh»2D ST, [HHEHEBLG6 » A
PN IVMP (A 78 A K75V AH6E) /PP (AR GALHRE) /TVIg (5 7 1 7)) & i) oftH
(CQ5-1-2 #BM) | R [THMBIG 6 » ALNO A VY = 2 =) Y HEEG (CQ5-3-2 #BH) |
2327 L 3EBUIEIC MM-5mg 23R 2 720 DIEOM N T TH 5 &\ ) LE RN O
RIRENRTV S,

BOATA Fofh5 % BET 28121, ONBEIOEESLETH L. REOMEICL S
&, ZERMNIC L o THRIERE MG, FHI7E MG, 40mg/HU EoEHE YL =V
YO 3 MM EOERATF L LTRIEhTng

BERZRKRICAVIEDIRR]

AF0A4 FHRVE Y OENEAIZIZHNY ZADBEIEL, FEICZOC—r23h5b. 207
DEFEHEHMA T4 F2HNIRT A2 L ICE VEIE~NOEELZEKTE L2 S h
. RBTHEASNTVELELATOA FiE, ROFETI 7L F=vorTh), MiEICL
IV AFEDE: IVMP) TIEAF VT L RV Oy ansBIAs V- M) v a2 Hvns, A5
T4 FEADHRIZOVWTHOIY TV Ald 0.

AT 0 A FE AR — 8O FEIRIEE (HIEE) AR OND 2 LD 205, LEMID
A L7z 0 A (PP) RfE s 1 7)) Vi (Vig) LHFfT5 28Ik ->TZEDY
A7 EWOHTIENTEL., — BB AT A FORIWERIIAE PRI X > THILER
WRRDEEZOND. BRI, S, HALEES, BRW, mIEE, IR,
BHEE ORIEIT), KB EEEEE, BERER, MK, FNEE, ENEZ EZETH 5 2
IDNCE D EZ ADL ML T TAHIELRENTVS O WIFNORIER L FEEvz HHhdHE L
V5L, ANBEREZTOA FEfIE L THEHEINLZWIETSENLEERD H 5. HRGgE
X7 ) —EOFRICL DR T WOIEREET L. HiEEROUGEICEI S22 v XD D
25704 FORWEMICE 7T X))y "3 LB 2 eI ICEET S, HAbtEEE 0§
LVt bEfebi s LoF v 7, BN RIRENZ S, BHERE T & Sl e e A B
ELBELT L. B, WRIKEDOZA T U A RSB IR T2 ET LA AT
OA FIFNF—OuEE2ZETS. RTEH LMD Y 7 AMIEZ & 72 L2GEI12135
WIPEREBALS LD HDL I LICHET 5.

ik

1) Warmolts JR, Engel WK, Whitaker JN. Alternate-day prednisone in a patient with myasthenia gravis.
Lancet 1970; 2: 1198-1199.
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3)

4)
5)
6)
7)

8)

9)

10)
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Kawaguchi N, Kuwabara S, Nemoto Y, et al. Treatment and outcome of myasthenia gravis: retrospective
multi-center analysis of 470 Japanese patients, 1999-2000. ] Neurol Sci 2004; 224: 43-47.

Pedersen EG, Hallas ], Pottegard A, et al. Oral Immunosuppressive Treatment of Myasthenia Gravis in
Denmark: A Nationwide Drug Utilization Study, 1996-2013. Basic Clin Pharmacol Toxicol 2018; 123: 486-
493.

Kawaguchi N, Yoshiyama Y, Nemoto Y, et al. Low-dose tacrolimus treatment in thymectomised and
steroid-dependent myasthenia gravis. Curr Med Res Opin 2004; 20: 1269-1273.

Nagane Y, Suzuki S, Suzuki N, et al. Early aggressive treatment strategy against myasthenia gravis. Eur
Neurol 2011; 65: 16-22.

Bal Belo CA, Leite GB, Fontana MD, et al. New evidence for presynaptic action of prednisolone at neuro-
muscular junctions. Muscle Nerve 2002; 26: 37-43.

Imai T, Suzuki S, Tsuda E, et al. Oral corticosteroid therapy and present disease status in myasthenia
gravis. Muscle Nerve 2015; 51: 692-696.

Imai T, Utsugisawa K, Murai H, et al. Oral corticosteroid dosing regimen and long-term prognosis in gen-
eralised myasthenia gravis: a multicentre cross-sectional study in Japan. ] Neurol Neurosurg Psychiatry
2018; 89: 513-517.

Kanai T, Uzawa A, Kawaguchi N, et al. Predictive score for oral corticosteroid-induced initial worsening
of seropositive generalized myasthenia gravis. ] Neurol Sci 2019; 396: 8-11.

Suzuki Y, Utsugisawa K, Suzuki S, et al. Factors associated with depressive state in patients with myasthe-
nia gravis: a multicentre cross-sectional study. BMJ Open 2011; 1 (2): e000313.

65

EPot#hoyO O SHETHRIRE>Z o1



$E2E AAHIRE MG D6&

Clinical Question 5-3-2 5. MABRELEE MG Ojamistt /53 BOREEL

ERATOA FREFIFEZEDK S ICERT S H

OFXHTHEATESIERTOT RGBIHIFE, 2BEOHILS Z2—) VBEEFE (Y 70RR
>, 970ULR) THD.

ORTOTM REHALEALSZ2—) VEEREF, MG EREOHNUEERATOT KOREE
MRHIEGFTED (HERIET 18).

O Za—)VAERERFICE, BEXFNPREZAEL, BWERISIETS (HEE
m10).

BER-BW

AIRTHHT LI ENTEZIERATOA FEREIHIZEE 2 FEO A VY = 2 —) VHESE
ThbbIr7uAR) ey 7)) AATHS. ANy =a2—1) YHEEE MG BZIHAT
5 HME, OFEEROWUE, @A 7084 FREICX2EIEHOER, ([db. FERIIEICS
WTlX, A7u4 FEDOPHT, MGIERDUEZ EEFMEA L LT, dLEATEAF
W2 EEFMEL & L CHIRREITThRTwd, #vy=a—y) YHERGILEORIE
HEZNENICHBNZEIER?S Y, MPREOE=5Y) v IHLEICR 5.

fRE - TEFVZR

MG TOY 7 AR »F72138 70 AADT ¥ ¥ 2MLHERE (RCT) 3474w, Yoo
ARY vERATOA FEHT I T, KlgfEbRE O MG B% O 1t & AChR Hufifiio
KT &ALV HEA 1993 IR SN AR, 396810 MG &% v 70 AR U
H#EL T TR BT, 6 2 HEOBISZHM 2% -0 TH L. FEFHMIEH L, AHERT
%D MG score 2L, AChR Pufffili, X704 FRERIE, BIREHIIHE & LThia) YA
7T —YEOMHR, V=T TEDOEREDBBIHFON TS, RO 70 AR
YRR oL ACKR PUMEDIR T o 7275, A7 04 FEERIREIAS ko7,
ZOMOTE T ¥V A LRV OWFEHRE S RWIIER r — AT ) —ATHEINTWE Y ¥ 70
VAAICET A RCTIE 2D Y, 1HUE 2011 FICAFK P H|MBEINTWS % KIOITL b=V
o (10~20mg/H) #5HOBEICr 7)) 225 LIZT I RE EHERTICHGL, —
FEDFHETT L F=vn v 2l LB 28 ORI CH 5. FEFEMEE I, 3Bk
MTHNI2EBOTFE 7L F=va v 58 TH 5. MEEFEFMEHOERIITE Rho7z
OO, FIRMFHTIEE GREGE THT 4 B O 7L F=vo s iha, R S-h & g
L CRB TR 4 AR O 7L F=va VIREHRM 75% % K LIZBEOEE R E) THMMEZ %R
FTIENTE D) 1HUZ 2017 FICHED OME SN0 BHEROATaA FICHT 5
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EHEHE MG 82 FIcH L, #2718 Y AR Bmg) HE 7T ARBICTEFTRFTT v & 4124

DA, 24 HBIBOKEA 3T REIEEOLLERGT L-RBRTHh 5. TofR, FEIHMGEH
TH5H QMG B L URIKEHMEEH T 5 MG-ADL A7 — VR A5 T4 FEHEICIZmERICAE
R RO LN oI2H, post-hoc f#HTT QMG A a7 4 pill Lot xR /- BERAS, ¥ 70
VAARBECHRICE 2072, TS RCT 2 ik &6 7z 25 ¥ 633 Bl X & fEiT o 7 Tld, %
70 AR E > TROAT A FORE, QMG X MG-ADL O, AChR Uil O T 23
AbONT. B, YruaARY Y ES 7YY AARNE L7 RCT OB IE R VA, H v b
T =7 X RN OFERD 2018 EICHE SNz 2BV Y =2 =) VIIEEZ T Tk R
<, AL TIEPIHISE R 7 THER IR % GO 72T TlEH 555, QMG A I T OHFEICB VT,
YIUARY) yFs0) A AR LR LA LBEWEHOBEICBWTH Y70 AR U8
Frua) AA% LY, ¥270) AANEL MG ICBEH LR TWIAITH S Lo Tns.

Wy = 2= YIERIISERA S L7213 PRESRVwEEZ SN TWw5 Y A
Tl& 2012 412 11 fitii% (Japan MG Registry Group) TORBUMEF A2 Sz 0 515 Hlo MG
BEEBFBUCHE L, 312H25A VY = 2—) VIEREZMHR, 203K BHTH-72. 7
Wy Za—) VHERERTEORNSE LT, MGFA 58X QMG A 27 THiE, MG composite
AT —=VIEETH Y, RORXATEA4 FEHAERSVWE VS, L) EER TR S5
HHY, MGEEDBHTTIEAN Y =2—) YHESRIEGHE L L L CTERBEOATTO AL F
RN R KA 27 TR SR AMMEZRE R H 572705, EOMG, LOMG B & U TAMG @
ST TR L7251, Avy=a—1) YHEREMH LOMG Tld PSL 5mg-MM or better
FEREDSE N o7z, L7eA > T, LOMG TR X D FEBIC VY =2 =) YIIEEOMHZ %
3 5.

MG EBHEDEEIN Y =a—1) YVIERIZAT O FEJFFHENTWE ZENE L, RHH
MMOBWEHIC L 200 EPEAHATH L. 72, hviy=a—1) YIIERORS B, B
RIZI L CTA w2, BWEHOBRIIBMTH L EZOND. LeLEkds, EDLH
BEWERIAEZ D 9 200 %R L, ZORRZLFTLILIEEETHL. TT7L—-77
W= (Ta—R) E3ANy=a—Y YHEEDIEMZWERT 2D THEENLETH L. HEH
HISE TR AMEIC T 2B AR TE 2V, W3 E LI LA REMRIE A VE S
TWwa W Y r7uxRY >y, #70) AZAOIEORNWER & LU CTIREGYE, THHRERE, i
FE, BREREREE, HEIRZ L VA TRAMONTYS, TR AV ZAOFEH LR 5 2
L HLHOT, BAOEEERIIITHLEEEET L. 7o, BHIET 7 F 0 GEs#HA
WET 2 F v, WS EHARET 2 F v, ROARIF T2 F v, WEEBCG & L) 2HMT 5
EINSDBYHERIIET 5 BZND D 510G ESTH L. FHBNIZIE, Y 7aARY »
I 2 IER & LT, ARIRE, Z2E4HD 2 ¥ 78 AR TIEHEERHEI R )
L. LHL, ShETOMGEZNRE LAV Y =a—) YHERICHET 2HETIE, &%
Hahkd 23 OEELEIHIGREI > T iawn Y9 ZOMoMEEMZEICE L TE, HE
HBHWICA—H —DIRMNCEEZBLICENT. T2, bOETIRmHE QHHICH2-> T,
FEH OB FHi§ 570 REZNEST 2 2 2O 6N TEB Y, ERREREECIME
DEMMNBZE=S ) VY IHEETH 5.

BB, TASCEICGHREIN TS (R 2350 E LT, Y27 exRY) Vi[5 MG
(AR DBRICBNT, AT FORGPRRA VI, L723EIERIC X ) Wz
) THY, Fru) ARG TEEMREIE] THsH, HEHAEIE Y 27uAR) VT (58
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TN M I75E) 1 H o Smg/kg 402, A1RAH B ar 134 4 (iR L, MR 3mg/ke, &
yay nAld (FEFGEE) 1 3mg, 1 H1EYE®RTHS. #2010 AR 3mg/H T
HIREEDSEIVE I S BUGERS O 10 pg/mL 22 5 2 LIXIZEA LRV, FRISGHEZ2EBH DV
2R SN F = v 2T B 2 ENLETH S,

ik

1)
2)
3)
4)
5)

6)

7)
8)
9)
10)

11)

Tinndall RS, Phillips JT, Rollins JA, et al. A clinical therapeutic trial of cyclosporine in myasthenia gravis.
Ann N'Y Acad Sci 1993; 681: 539-551.

Lavrnic D, Vujic A, Rakocevic-Stojanovic V, et al. Cyclosporine in the treatment of myasthenia gravis. Acta
Neurol Scand 2005; 111: 247-252.

Bonifati DM, Angelini C. Long-term cyclosporine treatment in a group of severe myasthenia gravis
patients. ] Neurol 1997; 244: 542-547.

Nagane Y, Suzuki S, Suzuki N, et al. Two-year treatment with cyclosporine microemulsion for responder
myasthenia gravis patients. Eur Neurol 2010; 64: 186-190.

Yoshikawa H, Kiuchi T, Saida T, et al. Randomised, double-blind, placebo-controlled study of tacrolimus
in myasthenia gravis. ] Neurol Neurosurg Psychiatry 2011; 82: 970-977.

Zhou L, Liu W, Li W, et al. Tacrolimus in the treatment of myasthenia gravis in the patients with an inade-
quate response to glucocorticoid therapy: randomized, double-blind, placebo-controlled study conducted
in China. Ther Adv Neurol Disord 2017; 10: 315-325.

Wang L, Xi ], Zhang S, et al. Effectiveness and safety of tacrolimus therapy for myasthenia gravis: a single
arm meta-analysis. ] Clin Neurosci 2019; 63: 160-167.

Wang L, Huan X, Xi JY, et al. Inmunosuppressive and monoclonal antibody treatment for myasthenia
gravis: a network meta-analysis. CNS Neurosci Ther 2019; 25: 647-658.

Nagane Y, Suzuki S, Suzuki N, et al. Factors associated with response to calcineurin inhibitors in myasthe-
nia gravis. Muscle Nerve 2010; 41: 212-218.

Utsugisawa K, Nagane Y, Imai T, et al. Treatment of myasthenia gravis patients with calcineurin inhibitors
in Japan: a retrospective analysis of outcomes. Clin Exp Neuroimmunol 2015; 6: 195-200.

Ponseti JM, Azem J, Fort JM, et al. Long-term results of tacrolimus in cyclosporine- and prednisone-depen-
dent myasthenia gravis. Neurology 2005; 64: 1641-1643.
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Clinical Question 5-4 5. BABRELERMG DaBiEst /54 AFITLRZY OV BltES

AFIVZL EZVOVERAES (A704 RNILR) %
EDLSICITSH

O2HB MG [CHUXFILTL RZV DOV EBIRAIRS (RT01 RNLR) 3B THS (i
23 1B) &Y, —BEFIHIERE (2<1318588H S5 2~5 BR) #5718, BSICFFRE
TXZ2ETS (HEZERICAVIRDERR] BR) (HEEER10).

ORRNICEET AFILTL RZV OV EBIRAKRSE MG EERZHEL, HOROATOLT
ReBEZFHL, AT01 ROBUERRBRREINS (#EiER 1B).

OMFBHEFEERCRET O T VEERE (IVIg) BOXAFILTL RZVOVEIRAIRST
(FFNAERILEBBORER L (22T 10).

BR-BN

AFNT L F=vu VERNES (A7 84 25OV R) &, SRR CAEI R, F
7z, RHIEIEHI3RD TR 10 MG BRI B W TIE, 5B OIS H 3D AV
ThoH05, FYPREIEH 2D 2~5 HME U TH 25650% v 2% 5 H2 58 HOAIR,
DIFEREPHRONLZ ENH D, PHHEL ) THR HE2VER DRI T I E&ATENL,
AFNTV R=va VRN G CHEEO RV IRRETH 5.

R - IEF VR

MG 129 % A7 04 FIFEERICBWT, T v MMUILBGAE (RCT) 12X ) ARhPEDR S
NTVRBDEAF VT L K=y VRIS OATH S V2 AF VT L F=a CEHIRN S
AT EYE NS ¥ AD M TRIOZ 7 U A FIZB2 NS 2 10 MRk o 2
FUT VU F=m v IR 5T 5 L 49

HRZERICAVIEDIRR]

EHM MG IHEHRICBWT, AF VT L F=va VERNER S 2 ZE2HTTT 5720121, )
WHEOL XNV EFNTL2LEN H DL, Lz oT, BELEHEBERBIPLETHY), RBEOZ
LWERZLTRBREE REMOFED S 212479, AT70A4 F2OVAHEIZEE, 2 FVT
L F=vur1,000mg/HD#E 3 HITH %25, MG IHHIZHB W TIAIIIREIC X 5 fabrtic
BL, BAxBN) =2 aryBlhoThw, FHELTABREDS 2, 179. AFVTL =Y
T > 1,000mg/H OE 3 1l (7 1) =¥ OfEkds i udEfieT) 2855-8/1~2 0 LR ET 5.
BRI e VIR OY & R NIEC X 2GRS PRI N GE, AF VT L K=V
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¥ 500mg/H OEHER 1~2 A5 Sk 5.

(1 1) 58 MG P T ARMADERE LT, WELRY XAFLTL F=vo Y ERNES %
fFoTRWIT v, MEIHEICX 22 ) —Eofahlidsd 5. W% 5~10mg/HO 7L K=
va g S5V == VIHEELPHLTHOIT) OFEE L,

(11 2) MGFA MY Lo, ERFERD B B HITIE, AHEIAT) EOEMEICLS2) —ED
fEbtEDsd 5. O 582 EHE D 1,000mg Tld 7 < 500mg (23K U T, @3 H T
37 CHERG-Two 2 A 2~5 HEFGRBIZ T2, QM LIEE%LEs a7 ¥
FHEE (IVIg) #5- 1~2 AMBOMH L 35, & EDTIRINLE

(1% 3) ERIERDE < We TREE DB B HITIE, AHEICAT) &7 ) —EofiEssme. 2 —
BAOMUE L, BB %3H% L) ZTTH. 7L F=v0 v 2#HET 20mg/
HECTHELZDE (TTI2220mg/HPIIRL TV 2 %ER<), MG LBEE %I
L, #IlE500mg HnlPesG5- & L 2~5 HiH, f##lgss. 7)) —ExhiEc& 254,
5~7 HIEIFECHBEE M KT, BRIEIRYGE ISR, A F VT L =y v#EhE, #%
GEEEZBP LTS L\,

ik

1) Schneider-Gold C, Gajdos P, Toyka KV, et al. Corticosteroids for myasthenia gravis. Cochrane Database
Syst Rev 2005; (2): CD002828.

2) Lindberg C, Andersen O, Lefvert AK. Treatment of myasthenia gravis with methylprednisolone pulse: a
double blind study. Acta Neurol Scand 1998; 97: 370-373.

3) Arsura E, Brunner NG, Namba T, et al. High-dose intravenous methylprednisolone in myasthenia gravis.
Arch Neurol 1985; 42: 1149-1153.

4) Nagane Y, Suzuki S, Suzuki N, et al. Early aggressive treatment strategy against myasthenia gravis. Eur
Neurol 2011; 65: 16-22.

5) Munakata R, Utsugisawa K, Nagane Y, et al. The effect of combined therapy with immunoadsorption and
high-dose intravenous methylprednisolone on myasthenia gravis. Eur Neurol 2002; 48: 115-117.
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Clinical Question 5-5 5. FAMRESSH MG DAEIEH /55 %E707) V#tEE

RBEIOJTV VEIFEEZEDLSICITSH

OIVIg FPFAEH B WLIEED MG (LB THS. BiEH S VIIREHE MG (CHT BRI
BASHTIIEL (HEEERR 1A).

OIVig BEBR U MG IEERZ MFPMERELRAFLANLICHET 2. REMRICETZIET
D ARBL HERER 1A).

©0.4g/kg/B% 1 BIRS8L L, 5 BRANERIRSZIRELTD. KRSREFHMINSZSR
NDDZ, BTFIS (HERETR 1B).

OIVig FMAEE EREE B, D - MOBEBRDEHER SELCED2SIRBICER L
T, RSEVRSREZHEHT D (HEETR 18).

OIVig (FMIFHEELEICLE USEBE PRIRBEDARELGBEDERNE CEATHS (HE
RR10).

OIVIg BARTHLR2BICEATESZENBL (HEEIRTR 10).

BR BN

Ry a7 LEREERDE (intravenous immunoglobulin : TVIg) 1A < SRS E AR 3 8
DEFICH LN TBY, MGOWREEL LTRY) ZF Ly 7)) a— Vikiie MuErsa 7))
v (BRI = 7 71 7)) YOTH §HES) ASRBGE 2 B3 LT b, MG IS 5 TVIg OIERRT
o MEFIR G Y o T AR B 5 HEBUR L OB Rk 2 — NIl L HEE SN T
WAHAY R ORI IIAH 2R b v BOHUROEH 285 & w9 HIW T, H
YR Z BRE S 2 MAEE LRI HR L3 WIHHETH Y, LIFLIT IVIg & IXARPEAS
ENTE7 2 IVIg 28 MG OZAMRENNIN L THITH 5 2 & 137 ¥ 2 LR (RCT)
T7 7R RICERILL CGE SN TB Y ) M LRE L A0 REHTH5Z L RCT
TRENTWS V2 IVIg &ML T & U TR RO S ENNC W S5 29,
IVig lZTEZEO S IRESA RS G IIXMAEFL X ) DT LR T VwEVI X ) v F 03B 5.
IVIg (XA TH I 2 BB R B ERM O LA 72, FERICB W THREITHITEN ) 5.

g - IEF VR

T 0T RIS ORE NMEMOMEEA) SR S h 72597 17 ~ (immunoglobu-
lin 1 IgG) 2 £ LT HHAITH Y, MG TIZERIRIESF BA 2 BHIH 2%, BRIRES#H & L
THW S 72D O & FRIFALES AN L ) R b, T0720, BHN XY REGEH A2 -
TWwa. IVIg O E, BOhuk L OBETER MRS 2 — FROSOIH] %) Fe 271K

71

EPot#hoyO O SHETHRIRE>Z o1



$E2E AAHIRE MG D6&

EALAEM S BuA 74 4 7 4 THMRIC X 2900 HRAL A4 A o - o
i, THIRBRED 2L, R EDPHESINTVEHFHL NI R s Tk, Er 55RO IgG
PERMICAZ Z LIck Y, BEERNTEASIS [gC GRRYEE AT 2 HOPURE GO ) O
REIZMR T3 %75, SIRBERRIZLRIED IgG I X o THfRE NS,

Gajdos 513 2008 FELLHTI D 6 DO RCT DA ¥ 7 F 1) Y ADOFERE#E L TV 55 2040
T, IVIg 1 MG OSVEMERICHNTH V), ZORFILMEEFLIER A 7 0 4 KOV AR
PLifs % e L T b, 72720, REIFIRICHT 2 ZET U ARARR LTS EEZ TV .

75 LRI RCT (& 3MAHIE SN TW5D. Zinman 5id, SPEBEO MG 8% 51 #l%
IVIg 5 5-8F 24 B & 777w R%E 27 BIZI0VF, W0aT, 14 Hik, 28 HERIZ QMG, MG compos-
ite TRMfi L7z ©. IVIg #ETIE, $x5-1% 14 HEERIT QMG OF B LWHERA LN, TOR)RIE 28
HERITHBELAZZ L2 5, IVIgDBEROBIRICANTH S Lifm L T5b. 72720, [
B MG REREEHT MG (QMG 105 BLF) TS 228 ESMINTE R o 727280, VIg ik
HEHELL Lo ST MG AR & L7,

IVIg i MAEHH LR L MO EEH TS L VIR 2 D0 RCT THESA TS “8,
Barth & (& 84 O W 45HE D & FAE D MG JER 2 TVIg $ 58 (40 ) & mSEs bRkt (41 1)
CED AT, BRI T S 14 HERIC QMG CHBRERZEHE L, 60 HiR T2 f7o72"
MAEE S 14 HEED QMG 23 L, AFEOMRDH - 72, HRFIL IVIg T 69%, IMAEEGLH
ET65%THY, ZORPEOFHIMIE D RS TH 72 Gajdos HIIHEM O MG 87 % 14 1%
{LFEEE (41 B1), 1VIg3 HEAE (23 61), VIg5 HRRE (23 1) @ 3BEIC/HT, WHHT 15 H
#1Z myasthenic muscular score Taili L7z, 3 REB OWGBMNRICHEA T %L, 04g/kg/H%E 3
Hi#S LCd 5 HM#EG5 LT, ZoaRkcEzewEfmlTws® L, BHnL
BRIZOWTIEE LT, 2010~2011 4E121E, 25 7)) ¥ ZAOFEIHE SN TV S,
BRI O MG JEIRYGE 12D T IVIg & MBS LI ORRIIFETH ) °0, S 512, VIgiE
M L 0 SRR E SR TH 5 LAiF L TWwAh. Mandawat 51 US database 2> 5
S 72 1,606 B0 ABEBE QKRBT k— MFFEOFRE RS S, HlnEE I - JEERICEHE
BEPHEZ A 5 B ORI IVIg 2R L Twa Y

WA B AN B4 5 TVIg A FMEIZE$ % RCT id 7%\, Jensen 13 105 %10 B4
Wi htAT 3 2> ST IZ immunomodulation therapy % %7 Tz 43 Bz dlii L, IVIg Hpdz 5
BOBlL, MG OERELE, MW, Filz~ v F S MEEE LR 9 Bl % i L7z 2 Vg
VMR L R, AR O BRI IR O, WtE A BEE OB, A B o0&k B X
OB CHEOTICHEHATH S L LT b, NN, BB TVIg 0.4 g/kg/H
Z5HMHEG T2 LI2E o TNBRDOAEIELZBEMTE L3257 — A3 ) —XAOHEH 2 i
ﬁ)% 13,14).

16 O & BFFE TN S 7z 632 FEFICB W T IVIg IS X 2 HEHF L LT, ¥R (16.1%),
FEE (6.6%), BHEMIME (4.6%), I (33%), ol (3.2%) % ENHRLNT VLAY, FEFIHR
BT — A V) = X7 EORGBIFIE T, MEEFLIREIC AT IVIg O3 ) 29 EHG 374
WERESINTWE P WVIgILL2AFERLOBRB LG HECIHErH L EEZON,
2g/kg % 2 HBTH G- L7z RCT T, V6.9 HT 75% DREBIN TR AFERE L T 5 ° 1VIg
IR EE 2 LA S €2 2 L2k o TG OMWEREBIEEZ 52 5720, BWILERE, LA
&, AL LA DIEFIO) A RER LGS, KEELRGHELFEH L T CLED
b5 BHHEEIHERRIE L RELMESD ), FCNE G EEICIEREET S, &
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BIMLEHAITH 2 UL, BROWHENE 2 08I H kR34 2 L IZHETIEH 228, BHAEH LR
TWAHRIET T 7)) AN, BILENOMZ, BAYERERAEGTT, RERETOY LIV
DATAL - BREDVEBINTWB720BED) A7 B3O T/IE %o Twbh. MG &0k
IR R L THBR T IVIg 2 Jif7 L 72y Tid, B & 1 d Lo & L722RIER 25 16.9%
WCALNIZDBIZEAEDPEM LS DTH Y ZEIMITTEERBEINTND

ik

1
2)

3)

4)
5)
6)
7)

8)

9)
10)
11)
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Patwa HS, Chaudhry V, Katzberg H. Evidence-based guideline: intravenous immunoglobulin in the treat-
ment of neuromuscular disorders: report of the therapeutics and technology assessment subcommittee of
the American academy of neurology. Neurology 2012; 78: 1009-1015.

MIEshz, WWFESE. TR D) HE O F— T S5 ) e i B B 2 B AT ZEE R AR A7 &
Ji 21 2008; 11: 227-231.

Gajdos P, Chevret S, Toyka K. Intravenous immunoglobulin for myasthenia gravis. Cochrane Database
Syst Rev 2008; (1): CD002277.

Zinman L, Ng E, Bril V. IV immunoglobulin in patients with myasthenia gravis: a randomized controlled
trial. Neurology 2007; 68: 837-841.

Barth D, Nabavi Nouri M, Ng E, et al. Comparison of IVIg and PLEX in patients with myasthenia gravis.
Neurology 2011; 76: 2017-2023.

Gajdos P, Chevret S, Clair B, et al. Clinical trial of plasma exchange and high-dose intravenous
immunoglobulin in myasthenia gravis. Myasthenia Gravis Clinical Study Group. Ann Neurol 1997; 41:
789-796.

Gilhus NE. Neuromuscular disease: acute treatment for myasthenia gravis. Nat Rev Neurol 2011; 7: 132-
134.

Miller RG, Barohn R], Dubinsky R. Expanding the evidence base for therapeutics in myasthenia gravis.
Ann Neurol 2010; 68: 776-777.

Mandawat A, Kaminski H]J, Cutter G, et al. Comparative analysis of therapeutic options used for myasthe-
nia gravis. Ann Neurol 2010; 68: 797-805.

Jensen P, Bril V. A comparison of the effectiveness of intravenous immunoglobulin and plasma exchange
as preoperative therapy of myasthenia gravis. ] Clin Neuromuscul Dis 2008; 9: 352-355.

Newsom-Davis J. Therapy in myasthenia gravis and Lambert-Eaton myasthenic syndrome. Semin Neurol
2003; 23: 191-198.

Huang CS, Hsu HS, Kao KP, et al. Intravenous immunoglobulin in the preparation of thymectomy for
myasthenia gravis. Acta Neurol Scand 2003; 108: 136-138.

Saperstein DS, Barohn RJ. Management of myasthenia gravis. Semin Neurol 2004; 24: 41-48.

Waheed W, Ayer GA, Jadoo CL, et al. Safety of intravenous immune globulin in an outpatient setting for
patients with neuromuscular disease. Muscle Nerve 2019; 60: 528-537.
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Clinical Question 5-6 5. ABRELSH MG DaBRSt /56 MEHLEE

MiFMEFEEZEDKLSICITS H

OMG [ U TIMIRMEEE B TH S (HEEER 18).

OMFPLBEFRANLEIMEFIAPINTS ST, RT701 RNILRABENREBEEEE
HASHETITS (HEEER 18).

OMG TlFEMMIBRIRE (plasma exchange : PE), ZHBEEBMITRIRE (double fil-
tration plasmapheresis : DFPP), %ZR&EEE (immunoadsorption plasmaphere-
sis : IAPP) AfTHN, ZNETNRFEDHRNHS (HEERT 10).

OMuUSK AR5 1E MG Tld PE A #REN S (HEEIRT 10).

5 e

MG 2B % HEEALHRE (plasmapheresis : PP) (&, fEBRIMAEH O AChR Hifk, MuSK #it
e EOWNWEZRRETHZ EI2LD, ELPITHERIERZUET 2 HTIT b S,

(MG JEIRBEE, FHICRMERE (7)) —X), WRFEERmmT, B X ORI 2 701 F,
SR 2 EOWFITH LT AR L 2 WIGE I 2B E 2 5. DAETOMRBUE I [5
FEF 5 4E AN THEE 2B IREALER OB 2 %56, F 72 3R 2 7 1 4 B LT3
B LBWGEICRY, —@EIZOF A 7HZREE LT3 HMICHs THET S L3N T
2%, W B X OWEAT B RS B W Z BRI 7 o,

BT BN TV B BRI I T Db OH D 5 2.

OBAUMITAIRE (M) (plasma exchange : PE)

ARPNIMERIR S5 & 4% o8 L, 538 L7 M4 % B33 2 2%, % < oY A I3 EH KT
MFADBAERT2D 5% T VT I ORI NS, T2, BB ML % H 72 e
AN BE [ R T % PR FE L e DS SPURBREABECTH 5 728, PE TORHIZOWTH S kD
Twa. PHEBITOMTEH L2 MGIH LT, ZOHAKII W THESTHYS "
QEEiEAMmEERIEE (double filtration plasmapheresis : DFPP)

— BT L 72 R T ROKE STRIET 2 HETHEH, TVTI v Dk
K%L, FOMABDRPER N2, IAPP IZBITL TV 7.

AREREZZE (immunoadsorption plasmapheresis : IAPP)

AP L 2R WA A T AT L, SRIE7 07 ) & BRI U 72 % % AR Ic
RS HEET ER D 2 DOFHPEIZHATMEER ST OMFEA A 7  TH A, MBELRE D T
BEREZo72. MGTIRMN) TN 77 02 )F Y FELWED T LHRBOEM & 2> Tw
5.
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PP O#FIIHEAT 24 R S EHUNICH S b N 528, 2~4 HLL EoENIZh 72 - Tldk
LR PP Mo E# A G LE TV LR, HHEETCOAMED T -5 IZn 7
ADFENH DT,

PP DEFEEN ORIFILX, PE, DFPP, IAPP & dHEORENDH Y o7 wIFhhzi@iNT 5.
L2*L, PP OREATIIEL, MEERLHE 7% &3 2 BN 2 ahd T icArbi Tz v, Yeh
513 MG |2 DFPP % 3 H 4760 & B H faA 760 & o Wi <im0 g1 761 < 80%, Fe Hiitif7 1<
60% I ERIRI 2 S % 520, MHAMTOABITEN TV LW L7225 %, Trikha 51Xk H T
Bl & HEEATH & OB TIEARE, REMOHTOREI L7z L LTV,

PP OIGFHRFILIE 7 0 7Y ERERRD: (IVIg) ICIEs 5 0 L ShTwb. QMG 237
25105 L EOWEEEED S ERED MG (2K L, PE & WVIg #iko 2 BBEOAMEL, HRhERs
65%, 69% & ITITMFL: L MG ENTWDEA 2 2 DOBEEED 4 BBOERVEIZRLEZA, 18
%, 2HBTIEPE OAMMESH W EOHESH S Y F2, MG 7 V) —EIZx L TT ) Mg
AT 2SN T D DRI TH B W)

MR AT 258 > TITF o 72 PP OFFIMEICOWTER I N T A, 19 Blo R IESE &5 MG
DI HI0BNZ PP 2ATo728 25, WEDOFRZAEE LA RICEMTE Y Lo, M
FEBRATAT B M EALIRE 2 AT 9 &, Witk LAERIC 2 ) — BT 2 3250 B 28 % 123 L C
5.3% L ARIMRL, Witk 5~7 EH T [UE] B2\ Id [FEBFAI T | 1SV 72 2K A RITH
<, MATICAT O AL LFREO A AT HRE SN TS ¥ Lo L, MR 86 1 % #ii fi i
REGALHEEIGATIE & FEMATIE O 2 BT 7 INAFZE T, i o, itk & iHE, 28
H#% DI AR 2137 < 7 WATAHEC PE, IVIg & 1261525 & A28 0 A+
7B IS, TR IR, TARERICOWT, IVIg DIE ) AYPE X - Tz ¥(CQ 5-2-2
ZH).

Zoftl, 45T MG OEFEFIIC X 0 REMIHES 2R 5 [ RIERh B | (FFT) T
AT T4 ROV 2, TR E AaGbETHYORTWS (CQ5-1-2 2K).

MuSK #ifkiZ AChR $iifk L 1gG D727 T AHRER Y, [gGA B ERTH L. M) T b7 7~
WA 71 7 2L 1gGl F 7213 1gG3 & AT I { W35 2 &5 5, MuSK Hifkbatk MG,
SNMG Ti%, PEZ %875 (CQ7-2&MH).

MG ORWEN - GEE LThH 7T —FVEMICERT 5 o & LT, mie, &
P G, BERERLENDHY, FOFHiOLOH T —FVOENREEITET S, RIMEBER
BRI A BOMSER T 2 40HE & LT, Imie, M, mEET, SR - 50k, e
K7 VT 3 VIE, ARV AUE, RS - 7T LIVE—, J8EL, S L - MR, g
LERHITOND Y SGOIHEOHEIXHEFEICL YRR S25, PE TIX 16~20% & OFENH 5 ¥
GOHED A THENHWDOE LT, MEKT, FRE - 7LV E—, 52, EBE KoV
T AMUEN ST HN D P TAPP TlE, MATLELEDS 1,500mL #B 2 5 & H T Ao 72 AR
HENTCha, 7 VFUNMBERICEESEL, ¥ a v 7ER2ERTLZOTHEENLETDH
%. ACE HERZIHATOBZICN) T T 7 VIEN T AL ET 72 LY AR AT 5 &
TIIVF = ORNIERIHED Y a v 7iEREET 52 LAH B DT, ACE HERORH O
BHREIERTHS.
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2)

3)
4)

5)

6)
7)
8)
9)
10)
11)
12)
13)
14)
15)
16)
17)
18)

19)

HA MR [ EAE M IESIR T A oA Y MR ER S (). EEFEIESRAT A FF4 >~ 2014, B
A, #at, 2014,

Padmanabhan A, Connelly-Smith L, Aqui N, et al. Guidelines on the Use of Therapeutic Apheresis in
Clinical Practice - Evidence-Based Approach from the Writing Committee of the American Society for
Apheresis: The Eighth Special Issue. ] Clin Apher 2019; 34: 171-354.

HAR7 7z Ly RA%4% (). 77V Yy A<=a7, $3M FH#Et, #Hu, 2010.

Ohkubo A, Okado T, Sakurasawa T, et al. Removal characteristics of immunoadsorption with the trypto-
phan-immobilized column using conventional and selective plasma separators in the treatment of myas-
thenia gravis. Ther Apher Dial 2019; 23: 271-278.

Szczepiorkowski ZM, Bandarenko N, Kim HC, et al. Guidelines on the use of therapeutic apheresis in clin-
ical practice: evidence-based approach from the Apheresis Applications Committee of the American Socie-
ty for Apheresis. ] Clin Apher 2007; 22: 106-175.
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Clinical Question 5-7-1 5. MABRELSH MG DREIS /57 AFENLER

HIFENE (TJVRAIITRBE) ZEDLSICAVSDD

OAChR AL ER MG (LTI VA TRBEMTHS. L, REJTOT) VEFRE
F23MBAMEEEIC L BERDEENBHRTIZSICRY EAZEET S (HLEER 18).
OIT7VRAYT7HKEDP(F, HRNEFRMEICH T 2 REHENRIRTI 2UALEEN G710,
R, T7VXATTRSHIEO 2 BREAIE TICHRERBICNT 377 F > 2&ET IHNEN

»3 (#R7R 18).

BR-BN

I ) A TIIMARCS 28 E Lz MEE/ 70— Wik ThH Y, CbE2HETL &
THEAIEPEARE RS O JR A PE) T & % R BRI K C5b-9 (membrane attack complex : MAC) D%
A B L, MLEREEE 2 HH 3 2 S E P ELRMEART CTh 2. BRI IS ARAE 1 o MR
BT H B IR I FIRAE 0 U CRANCFERL SN Y, 2 0th,  FEIT 7 i PR e i 15
B LTHAEEO@MAANEM S 7z 2 1970 FERE, =27 ) X< 7% MG ORRIZIEH
T2ICH ) BELMIEEEIME SN TS, MG B IMLE RSB 242 197% AChR fifk
DFEH Y, MG BF MG 2 S35 72 1gG X K 2B~ ORBBEOELY R EIZL-> T b
281 5 AChR BURDREEDE. Sz, D%, Lennon 513, Y ¥ LA OFREEHEH
3k AChR % 7 v MRS 5 Z & TEIEE SN 5 BRI M JJE (experimental autoimmune
myasthenia gravis : EAMG) DB E 7V & W77 C, YiitER 26 2 27 734
ZX o TRILL72T v b Tid EAMG OFIED I S 7z EORRD S, AChR HifkHVERN
TRWEMEZ T 2 7203 EE L 2 R L Twp 2 e 2t L ° 20tk AChR
Pk, WiROEHALER 2435 1gGl, 3% 727 5 AR L, MiREGEEICHBE%Z Y -7 A
DEIER X 7-9 2 EAGER SN, BUEIELZ OB 2% AChR HUfRBi itk MG ORREICHR b HE L
TWVWBHEEZEZLNTWS.

MG IZBIT 241 C5 T/ 7 0 —F VRO A% EAMG €7 VB 2 v TGS L 7eikE
ARG EN T3 % EAMG f5ALE %179 BIZHL C5 €/ 7 b — F Btk & fid G- L 728 Tl
EAMG OFHEDIIGI S 1, §ide5 Leho 728I3580E L7z, £/, EAMG % #% LK T A
B S NZZHOWERT v b ECZZBET, 24 BEMBICHICS £/ 7 a—F ik a5 L2
DHROHNA AT B L7 2 A, HVETOMTIIZ SN, &5 Lad o 72k TIIESRE
BL7:Z EER SN TS, S DICHREHHEATT CO DWLAENEWIWA L7=Z &, Mk
BAHOMEHIEOM E, FWAIC BT 2 SHEMMEORBIRT 23S 725 Sz 2 & bR
ENTVE. ZOWFICEDHLCE £/ 7 u—F VHRIC X 5 C5 FED, MG BHEICHT 21k
WFEEICRD ) 5 I LDREEIN, ZOBRITONIERRBICE Y & MIBU 5 AR AR
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ENTVnA.,

@ IEFTVR

1) MG 349 5B

I ) AT OANMEZR R LU2ENN &R 2 OWE SN Tw 5D, KETE b MG BEIH
THZ7Y)VARTOE MM, 77 R ZETERZ 0 X4+ — =GR T, HRE
PHERR SN R CTORIFRARL 2, E M, ZitikEEILR RCT (REGAIN #5k)
A S A, ARFD BN LEES

513 18 i LL D AChR $tiRBtE a5 MG 125 6 (.2 ) X< T8/ 75 & R %55 =62 6/
63 B1) T, ERMAANIEREL, 1ED RO FoREROI Y va— Vs hd, 2/
UL L oREIHRIZE, 7213 1 FED o RERIHISE & 412 4 BDLE o MR 723t
BT ) CEHERENER), 5O MG-ADL#A I T7H6 K4 >~ MLk, MGFA BRRS D
79 A N~No#HE L Ed b7z, BEAMIGE L MOT2 ) 237 900mg »5WVWE7 TR
Z4HFC, SHEBMURIMENE LT ) A7 1,200mg H AL 77 R%E 26 HH F
TheHE TRERIRIX G- L, & MG MR EZEOZLEZ BT 5791V Thb.

FEEEMIE H 1% 26 HIZB1F 5 MG-ADL A I T DNX—ZF 4 »Hh5DEbE, BIREFHLE
HiZ 26 8128175 QMG #A2 27, MG composite #8227, MG-QOL15 #8A I 7 DX—A 7
A o0 LR, VAF2—EHFL LT, 2638128105 MG-ADL A 278 X0 QMG #
AATWR=ZAFGA VIPLENEFNLI KA Y FULE, 5K, Y MUHKFLAZEBZEOEEZR LI
R ST

CORBOEEFMEE T, VAF 2Rz LREE L-EF LA REE L A Tik
EE LTV, e LT Worst-Rank. ANCOVA 2SR X N7z ZOMNTTER, &
BOHEFFRERD OREOHRIER T CE2HE T 2 HEZRE L, O > THRE AN %
DIFLLDTHA. T, e il L2BE bk Ml % b3 el R ENEN 2 2 72

ZORE, FEFMEHIEZ 2 ) AT AT AL Vb, T REGH-28 KL v b
T RBELIER LTI ) A~ THTERISGET A EINAIA S NI2208, WA B A1
ROLNLh o7z (p=0.0698). —F, FIRKEHEHHIZTXRTOHEETY 7RI L Ty
) A THICB W THEENICH B R IKT 25580 S 7z,

Z @ Worst-Rank ff##t CHI W 72 38T, RER2 Ik L2 BF I 76T, $XTISHIRBH
ZHDTRIBIAGL 2 D CTwiz7zo, Pk L7z BE %2 X D @EWICIR ) 720, BRI E L
TH 727 Worst-Rank AT 2 i L 7. Zof5H, FEEMEHIZL S Y A TR -42 K1 >~
b, 7RG -23 R A 2 b EWEERICHET A R ELZ B (p=0.0058).

DEofER L) =7 ) A= 713HEEYE AChR SUiARHEE SR MG ICARITH S Z LAVREN,
WKIZOWTHATS 2017 4E 12 HICKE SN, BRBUE TS Twb

2) I7YRAIYTDEAICDONT
DHETIZ AChR JURRGECTHRIEZ 0 7 O FEREE T 7212 LRI X AR S
DS 7 MEETE A BT MG IZB W CTRBGE A SEUR SN TV 5. BEHEFITH 5O TR Z &
W %2 T E LTI 46 2 LR s 5.
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3) I7VYRITOEHERICONT

BITEH & LCER S OIS, TR, BAGERGE B, BREELRETHY, ERRDO
BB SE FEYSAE,  infusion reaction 2SHiE X2 TV: % 8 REGAIN 5RER Tl B 2% 1 YT 1
1BIH BT, Toft, HAE BERFAL, iEkthen 163 2T RS 75
I ) AT EDORBERII R o2 EEROITONT WA, MAC 1%, BEEAHE % & OFIBER
WSR2 REREREICH G LTwah, 227 ) A7, Mo LBy, Mk REED
D MAC OB AMEIT 2 2 L2 s, =70 A THGHIE, RIS R EAHE 20§ 5 ik
DRI T 2 WD D 5. £ D720, RBLRMHREZET LG E2ERWT, A, ©
7 ) A= 755G 2 BEETE TICHBEREISST 29 7 F 0 25T 5 LEDBH 5.

ik

D
2)
3)
4)
5)
6)
7)

8)
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Lindstrom JM, Seybold ME, Lennon VA, et al Antibody to acetylcholine receptor in myasthenia gravis:
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Toyka KV, Drachman DB, Griffin DE, et al. Myasthenia gravis. Study of humoral immune mechanisms by
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Lennon VA, Seybold ME, Lindstrom JM, et al. Role of complement in the pathogenesis of experimental
autoimmune myasthenia gravis. ] Exp Med 1978; 147: 973-983.

Zhou Y, Gong B, Lin F. Anti-C5 antibody treatment ameliorates weakness in experimentally acquired
myasthenia gravis. ] Immunol 2007; 179: 8562-8567.
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Clinical Question 5-7-2 5. MABRELER MG OBt /57 HFENLES

CD20 fHEE (VYFIIITRE) ZEDLSICHVLWSD

OMG [ZHT B YF 7T (32SBEEH (CQ 5-1-1 BRR) (CRWERAHNZEBEINBZD, D
NETIISDECARBEMNTHS (H2ERT 20).

BER-BH

) V¥ =7 (rituximab) 137 A - & b F A FHMOH; CD20 €/ 7 10— F VPR T CD20 by
) Y OERE BRI ET 2 HATH S, CD20 Btk B MilatEIE Hodgkin W ¥/ S o ik
DOORFEE N/ Y WEIC R ) SRIERIHIRE T o CD20 Btk o B fllat: Y >/ sEhEtkmR g, %
S RVE R SEIEAE, BAMSENZ ST 257 EORBICORBER &£ o Twh. BETTO
&2, MG L ThosEORKB#EH I 2. JE Hodgkin 1) ¥ 28iiZ2 &0 L7 MG 12 v %
URTEPG L, WAL DICYEE LSS S TR Y, BEFEOEHRIC T L CHERTER S
Y% RS MG T 285 B08EHEN, 2L Dr—AY ) =X %AMEHE Y oF -7
FAOVERER 1 TEOABMELSMER I NTE 2 UV F TS O CD20 BEEE (7 7 v
AT, FERXVAYTRHE) S MGICHLTHIATH 2 WEEEYD 25, SEOREF OERE
M= B.

fRE - TEFVZR

)Y F VR TIE MG ISR LT REiGHE & O LTRG-S 5 72D BAI TO AR A
Thb. )VYFIITOENEEMOWERE L B L 723 IE 5. AChR SUiRREMEEI TOH
MEFEL G SN TnD 7788 L, B IM7 7 e RBEBRTRY Y *F I =x 7%
6 » HHFET 1 /38 x4 BHELG- 217, BdG 52 BHRO—KRT Y FRA 2 b (R=2F 1 VH5
OREAENE AT 04 FO 75% i, MG composite D 2 ML EOUW) IZZR SN2 72 )
—75C, MuSK Uk TO 7 7 £ R0 BT & BB CIIA M Hd Sz ) SBED - —
A ) = XA EWTE (KX 28 FEBI ¥) LRI E 4 — 7 Y RBOFR OB E 2, BHEL TOHM
Hetldsd.

1) MG [EX49 5B
)Y XY T O L %% CD20 1 BAINEO B R T AL &, i L B atE Y
A IZ B Z RO DS, 7L BIEY S BAETEIL B Mg F TlITTXTo BMBIZIH
LTWwWa. UV F I THGBOMERBUIOWTIE, &5 EE» AP owEH LkY, S5I12H
HATTYE LTV E W) NS VI8 ZofER e LTREROER (RORE AT 04 Fo
Peldm, MR RIE S 0 7)) Vi EREOLEHEE) OB 725 Sz 3781071816718
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— CHOAR NI E T 2 R D H 2 N oW RN E T 2 KNI R et
BRI DAL & 0 b8 <, CD20 Btk D #AF R HMIBA~O/ERAIR EEZ SN TWwD Y

)Y F U= 71d AChR HURBERIN 35 X0 b, FIZIgGL 74V ¥ 4 7 THh% MuSK it
D ED BN A REATT N Z E AR SN T 5 3129 19G4 AT EMMLIE I H a1t T
HY, INPHESNL2DEEZONTW S 22 MuSK AR EBINI X % 75 1 Rat i
& ERRBETIE, 3 EFOBEEICE VT, FENRERE IFHERomE 28 L2
IREHIifERE 2 — IR FRAL Y b e L, VX I TERGHTEOZEEEIEH NI EATREN
72 1% AChR HUfk, MuSK iR DM #H H3kz14 D double seronegative B3 % #5- T FEIRD
WA LN TV B BB 2000~2015 SEDOWMEFIDO L AT T4 v 7 L2 —Tld, VYV F¥
X THEBEOFECERVEE TS 5T & LT MuSK Jiikbitt, BEREEAMKNC &, ARG
DIV HE N E R EDBHIFOLN TS . F72, VY F U THEICE 2 BERBUIIRY
"oA4 v —ua A x> 10 AN B MO > LHIEE T MBoRm ™ 2335 5 & b #Hik
ENTW5.

2) YYFIIYTDEICONT
AChR HUARB QGBI TIE, MR COHERL 7 ) X< 7 OHKG05¢ TITKRB S, HIE
b 27X THEI YR T L) BEENIIAHVONbDEEZLNG. LYY AT
%) 0 AChR HURREHER IR, double seronegative Bl CIiLAE G LFREE, HE7 a7y Ve
W, AT0A4 P2V AFRED S WIEIH OO HRELZ#E )R L THEREORS, VY F
VRTOBGHIHEENDE D EEZ HND. MuSK HURB AR TR Y v F 2= 7 OH R H
DIGFERB OO DL LTEEEI NS (CQT7-2 M),

3) UYFIRTDRSE

MG KT 2 Y F 2= TOME L7453 v, ) o8BI 2% E LTITh
NLHEGHEITHE L2 D%\, BAIZIZY v F <7 375mg/m® % 1 B HKE T 4~6 [l
WEHEL, Shz 17— e LTEy APSPETLIZ1I~5 7 —fr) T80 R TEwo
(& 750~1,000mg/m* % 2~4 M HFE T 2 BAGEFHEL, Sz 17 —ve LTy Ao
FETEITI~5 7 = ATH) Lo 72 jEETH 5 Y0010 BlllldZ iiie ¢ 5 7201213 600mg
VYFRYTTHATHY, 1 HORGTE » M, EROLEVHEFFTE 2L ToMEDHD 7
)Y F V= T OBEE OFG- THERL 2 B MIIET L& T 5% U Y F 3T 4 ok
RICHTE L Tz BMlIEAS 4~5 » AP OHOBESND £ 912425 9. H&5 2 2Pk
BIEHEIL VS, CD27 Btk X €Y — BANBOHEMAVERFREBEL, VY F T2/
BT HI/ECRD )LV WEDH D C

4) VYFIITDEIER, T2k
EBEORG Tk DL WEIWEMIL, infusionreaction TH 5. VY F < 7THLG-HD 5 24 B
VDI Z 2 5828, B, O, B, 295, B, mERHELETHS. FRHELTYI YV FY
< TG 30 SrENCHI e R Y I VL EREORG 21T . AT 04 FEFIRNEGAT) S
H5H Y ) EOBFRIK LS L2 SA I SES o fisEIctE ) B ERTEIC LS
ME#A 2 (B BE ) ASEC 522X H 5. LaL, HORERENORS T Y F
TN L o THEIN LRI D -0, EERBSEFERIGEZ DI nweEEZ LS.
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B 2254 LTI, VY F o~ 755508 AT 2 6EIEEom#c Xy, B A
JF9e™ A )V ZAOFHEVEAL, HEATVEL B FVEIGE (PML) O%E, B X O HEED HFI &Y% 5]
ERITWEEEYNH L. 07200 Y F < 7THSEICIE B RFLEY A )V 2 BEOPRMEDFE
MiiZ A TH B, 2000~2014 FEQIEBITHIY AFIF 4 v 7L a—TlE, VU F <7k
HBE168 A 7 A\ (4.2%) WCEIWEHDSA SN, 4 AHUBRYE (IREE 1, Y7 VYT L &
A1, Mg 1), 2 AT BAAREOBIE, 1 ATY VE Iy~ 7HE 3 HISUAEDTEL
o LRI N TV DAY, JETHE R - 72 2 5RMGA 5 10 SER OBIEEHE T b EE 2 Ry
JEDFIEE B, BAEFTOL A MG ITHT AHHICB W TId PML BIEOHE X% .

BERZIRKRICAVIEDFRR]

)Y %< 7iE MG DEBEICBWTERSMEL X ORAMD RSN TV BEHTH S, BT
DRBBEOPRIC L o TH PO RERWHFICZ LSRR, BEIC L 2 RIEH A% BT
BROFATHNEET D 84 (BRI, CQ5-1-1BR) TiE, VY F ¥~ 7O HICHHRME
BhiwnwkZzons. LL, VYFI<70OMGIIH L TORBAIIMERERICTH 5720,
PGB L TIREEIC) Y F O 7RSI D2 EAFRRICE L CHBIL, ZON%E % HR
L7229 Z COME, BLONBGHNTOMMBEREROKRELZHEFDL I LPUETH 5.

ik
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Clinical Question 5-8 5. ABRELSH MG DREIES /58 HDUYIATIT—PE

MAVIIRATS—EEEZEDLSICHWSD

ORIV IRTS—ERR, REZMDHT, MGBENEERFEELTHLSNS (HEEE
m10).

ORERETH ) BEIRSITERULENSRIBT 5. REDEBARE LLRSZR(T, KED
WENHSNNEHE - PILT S (HEEFR10).

O, TR, MR, FT, ®if DEETSEOBHERISERIS. BICI) @) —
BB THERIUETH D (HERER 10).

OINORZVLEIEY (7FLIR) MG DEHICAWLS (HEEER 10).

BER-BW

o) vy A5 5 —EHIZ 1930 £470 5 MG I S NhH 72 1 Ve IR 5
BHENLZTEF V) Y OGREIHIL, YT TAMBOTvF LI ViREEZRODZ LI
X o THIE I 28085 5. $_TOREDO MG IR SN, 3L AEDEPICATH B3
BEPEGICE ) a) MEEEZ ) —EERREIT I e H L. REFNIHERETH D,
IR LA GDE TR SN S 2 A%\ Y

fRE - TEFVZR

BRI RIZ S TH Y, KO3 ) YT A7 5 —PHED MG 23T 230582 HE L7z,
TS5 RWNIBT ¥ 7 MEBGERBRIIFAE L 2w Y 1ZE AL DOBITHERZH, MuSK-MG 7% & —
W CIERRARRWERA LN,

BOWTIZEY FRAFZIVEAY (A AF V%), VRAFZIVEAL (9 7LF 1Y), 7
YR =y MY (R4 F5—EY), AFAFTIVEAY (TTRAFTI U0 HHY, TG
WCTEATAFZ IV AFIVEERE (7T AF27 3 V%) &, SRS AHEHOT R
Ok 2L (7o F L7 X°) hidb D0

TERRERIASENE Y FRAF 7 3 Y BAL AR b iR 3w s, RIS - EREfClIRh X
H2E5WZ &0 5. @i, VEISHGL, ERE AR ST %

T v R = AEALIRA 30 R tA TR D Hbh, FRBRERIE 4~8 KR & v, B
FHINC & 2 B RIMEGAS I D 0 2s, $G5-EICRIER 258 6 bhe 3w

VAF 7 I B 5ES TEHIER 2SR <, I SIS S s, ElE clda
DB ) —EoWmELH D, XVEREETS.

AF AF T I Y ORIFITTRADS, VEHEER A O THATO MG BB IEE X 2w,
L2r L, WHEIRHSSED D 1, MHREEER I DR, BEER 50T HETH 5.
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BITERNIBE L T & & F 225, MGG, TR, Wank, sk G, BFeEorxh) v
RSN TWA. HEREBROBEWERN L LT, &Ik, AV 70y 7, FAEMERER, Jomst
e, EEIREBOMER &35 5. T2, = aF VHRORWER & L CTHi O RBME S < i R
MdbO HEEEELZLEMGERETIE, ia) vy X7 7 —EEOBRGENSL L, VY
Z 2= VIHEEEHOHETEr - 72 L OMREDVDH D .

BHEPL VAR, TEHEMSRWERZMEHT 2561033 ) ek s ) —Eiz+5
HETLILENDH L. ZOWE, W7 oV yEm HoVIEREMESLEL 228D
H5.

Pray v T AT 7 —EHEII MG OFIIME T OYGEEICE o205, KEENES T2 0R)HE
WESL, LA YT AT I —LEPIRICIDEET LS. ERNICH ) YT AT T — YO
HI2k), Y TFARBEOME, HaREELLZEBMORTWS. ia) v AT —¥F
EMAHICH2D, FEEEL, ®KE%EZ, & X2 drugholiday # XX MEHT5XETH S LkX
LNTWA Y i3 YT AT 5 —BHEOHBEGIMERDOLENE SN d L 1%, FHICEE Ik
HIEL, BAREEMICHEHTAZLIIEOGRETHS

ik

1) Walker MB. Treatment of myasthenia gravis with physostigmine. Lancet 1934; 1: 1200-1201.

2) Skeie GO, Apostolski S, Evoli A, et al. Guidelines for the treatment of autoimmune neuromuscular trans-
mission disorders. Eur ] Neurol 2006; 13: 691-699.

3) Mantegazza R, Beghi E, Pareyson D, et al. A multicentre follow-up study of 1152 patients with myasthenia
gravis in Italy. ] Neurol 1990; 237: 339-344.

4) Mehndiratta MM, Pandey S, Kuntzer T. Acetylcholinesterase inhibitor treatment for myasthenia gravis.
Cochrane Database Syst Rev 2014; (10): CD006986.

5) Osserman KE, Genkins G, Critical reappraisal of the use of edrophonium (Tensilon) chloride test in myas-
thenia gravis and significance of clinical classification. Ann NY Acad Sci 1966; 35: 312-326.

6) Maggi L, Mantegazza R. Treatment of myasthenia gravis: focus on pyridostigmine. Clin Drug Investig
2011; 31: 691-701.

7) Masuda M, Utsumi H, Tanaka S, et al. Treatment of myasthenia gravis with high-dose Cholinesterase
inhibitors and calcineurin inhibitors caused spontaneous muscle cramps in patients. Clin Neuropharmacol
2018; 41: 164-170.

8) Munsat TL. Anticholinesterase abuse in myasthenia gravis. ] Neurol Sci 1984; 64: 5-10.

9) Punga AR, Stalberg E. Acetylcholinesterase inhibitors in MG: to be or not to be? Muscle Nerve 2009; 39:
724-748.
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Clinical Question 5-9 5. ABRELSE MG DREISE /59 Z0MOREEHSE

%@M@%ﬁﬂﬂ%(?ﬂ???U Y, 0RKRAT7=
B, SJJx/—IVBEET Iz FI, XbFLFE—HE
&) EEDESICANSD

T\

ORTOA RPALSZa— U BREFEREICELDEETRTILBHRMESNEVERICH
WTIE, ZHFATIRI70KRT7 72 ROBRSEREFILTEHR (RIREAS) (M2
1#R 2B).

OIDT7z/—LIBETIFI, XAMMLFE—FOBAKRTHICREILTHEST, EE
(CEIDS 28 5%1T5 (REBEAN) (EEER 20).

BER-BW

THYEFEFTY) Y, YruaRkAT77IN, 372/ —VEBETFN, AMMLFE—}4
EOREMHIFEIL, MG ORERW LR GIENHIETHL AT 04 FORREMHRT LT LR, R
FO4 FHRGRZRETCEMEHZERTA 2 E2HME LT, o 2zh0IcEd ol sh
T&7-.

INSHEAOAEMEICOVWTOIEFT Y 2 F+H4Tid7a L Y RIFICB W CTREBUEH Tl %
m.Ltﬁof:h%®%ﬂ®ﬁmu,ﬁwv:1~0/m%i@lyufvfﬁﬁﬁﬁmk
GolBUE, A78A FRANVTZa—Y) VHERZEIZLZHEBETEI IO 2MEIELNL
WEEBIZBWTOARER LT LWnwEEZHN5.

EAICEE L T, SFEATHI LR T VRIEAICEEL, A - giimglgzfr)Z e
PRETHD. F7o, BIFREOWEEED D Y, W6, @, & 25 VIZERL T2 Rk
BB HLPINIHG LT EEE L.

B IEFTVR

1) 7H¥FATUY

ARANCEAT % RCT & LT, 3 Palace b 2 12X % 34 BlOKIEHE MG BEEX IS & L7225
BHFoNDG. THFFT) 3G 50mg/H A2 HHE L, &A&MIZ 25 mg/kg/H 215
LTwa., RBBGHE, 2EBLO3ETTL F=y ey +7HF4+ 7Y VEETTL =y
BHEPLDEETE, THEFFT) COAEIRENIZE LTS, LR LGS MG i
ROYGHEIADONTE ST, JEMOBIENMEZRT LEZI PRI TH o7& vzl
DB 5.

fis> RCT & LT, Bromberg & ¥ OEDH 575, 7HFA+7) Y56, 7L F=vur5s
Bl & B RV T L, MREMFNRI A SN TwanZ L LD BHIE L. F7z,
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Myasthenia Gravis Clinical Study Group ¥ #*5® RCT 1&, 7H#F4+ 7V 21l 7L k=
O 20 BOHETH 2708, BERILS TR,

F72, RPHBT L ET2~3EPUETH L7720, FWORERHA L WS 555134 H
o ohwv. B, MG TOTHYF4 7Y VI, KBTIIHEBERNTH 2

2) Y70KAT7=R
AHIO MG 2B 52 HMAEICET % RCT &, ME— 2002 FICHE SN Tnw5® 2704 F
DA TOFEIREERAHEE 7 2 H T MG 1B WT, HEK (m?) $720 500mg DY 2 aFRAT 7
I FEH IRERNESG- L2225, 790 RERBLTARELR AT EA Pl & /i iigmas
AONTz. BB, MGTOYZ7akA77 I MM, RITIREBERNTH 2.

3) E37x/-IVEEETTFI
RFEN DO MG 2B BEHEICET 5 RCT & 3D 5AY, WINL WS EREEI R SR
Lol Foh, HTOEMEERTLVIIART T4 TAYFTAPREENTNHES Y
B, MGTOIa7x/—VIRE7 = F VERIE, AFTERBERNTH 5.

4) AhSLUFE-F
ARANZEIT % RCT DFGEEAT 2016 4EICHE S N7z 0 20mg/ilD 2 b b LF— bUIRE 14
MIAT o 728, FEFHMIEH O 5B 4~12 » HO A 5704 FEES-EOBEE, KN
THHODHEIR - ADL 0L b2, TR ML EZBOLro7. —J, HWERTIED D,
ARHN17.5mg/ ¥ GHE L 7HFF 7)) VPGB EDORETIZ 10 » AU THER AT 01 Nk
BNEDVDH VI HELRDH LY, B, MGTOX b ML Ft— M, AFTIIER
HHANTH .

BIEHANOELBEIEM 2 LT IR

HHIREIER
FEFATUY MRFNES (BMmEKEL, &M, MWL), HESER @D, B
AR, BEEBDANRRY), FFHeERRS (AST, ALT, 71 -GTP DLEF)
YJORAT 7R BBRING, BB, 777 « S+ —HRAER, 1 LD, BEEAHK,
IDERBE, HUFIRMILVE Y NESMIEREF (SIADH), RELER, =R

HREREERA
SO /—I)VBETIFIV | B, BRE, ETHSREBRENE HIEEES, MSE, BES,
FHEsE, DAE

XM hLFE—H BEESER (ORK, TR, BENER), ITES, SHEil6), BZUE B
EMERR

ik

1) Hart IK, Sathasivam S, Sharshar T. Immunosuppressive agents for myasthenia gravis. Cochrane Database
Syst Rev 2007; (4): CD005224.

2) Palace J, Newsom-Davis ], Lecky B. A randomized double-blind trial of prednisolone alone or with aza-
thioprine in myasthenia gravis. Myasthenia Gravis Study Group. Neurology 1998; 50: 1778-1783.

3) Bromberg MB, Wald ]], Forshew DA, et al. Randomized trial of azathioprine or prednisone for initial
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4)

5)
6)
7)
3)
9)
10)

11)

immunosuppressive treatment of myasthenia gravis. ] Neurol Sci 1997; 150: 59-62.

Myasthenia Gravis Clinical Study Group. A randomised clinical trial comparing prednisone and azathio-
prine in myasthenia gravis: results of the second interim analysis. ] Neurol Neurosurg Psychiatry 1993; 56:
1157-1163.

De Feo LG, Schottlender J, Martelli NA, et al. Use of intravenous pulsed cyclophosphamide in severe, gen-
eralized myasthenia gravis. Muscle Nerve 2002; 26: 31-36.

The Muscle study group. A trial of mycophenolate mofetil with prednisone as initial immunotherapy in
myasthenia gravis. Neurology 2008; 78: 394-399.

Sanders DB, Hart IK, Mantegazza R, et al. An international, phase III, randomized trial of mycophenolate
mofetil in myasthenia gravis. Neurology 2008; 71: 400-406.

Meriggioli MN, Rowin J, Richman ]G, et al. Mycophenolate mofetil for myasthenia gravis: a double-blind,
placebo-controlled pilot study. Ann N'Y Acad Sci 2003; 998: 494-499.

Hehir MK, Burns TM, Alpers ], et al. Mycophenolate mofetil in AChR-antibody-positive myasthenia
gravis: outcomes in 102 patients. Muscle Nerve 2010; 41: 593-598.

Pasnoor M, He ], Herbelin L, Burns TM, et al. A randomized controlled trial of methotrexate for patients
with generalized myasthenia gravis. Neurology 2016; 87: 57-64.

Heckmann JM, Rawoot A, Bateman K, et al. A single-blinded trial of methotrexate versus azathioprine as
steroid-sparing agents in generalized myasthenia gravis. BMC Neurol 2011; 11: 97.
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Clinical Question 6-1 6. HMAHRRAERARE MG Da5EEEt

IREFEY MG ;BEDEFRNIGEZ 53

ORHE MG DREBEICDOVTOEILLEIET Y R(IBULY, BREZ25NnTWS (2
B 10).

ORAEN SLBRIADERNRE 2 FLUIRICER I 258E (3L, RIE 2 FOB R TR
MG L2HiT2NDHEETH S (HERT 10).

025RANERMIEZBNE URHH SNOREEE IFISBENRORTOTR) 2175C
EFHERTE LRV (HRIRR 10).

BER-BW

MG BHOKEEAME T ERLEEZ T 22T AIRHA MG & LTHRET S V2 —BiIcii
T MG (38T MG ICHARTRYE L BT 55 2 LWLV, IR FERLERIE, HE
HIEIZBIT % B E QOL ORI K& W2 HIEITICH 5 late-onset MG TIEIRFHT MG D3
FEATEI > 2,

MG 1289 BRSEIR O L L IR~ 3 & AR R (8L 258 0, $EWdike L<hiay v =
AT IT—EEBLPZAT O FEdul& 35 0EHEITLTH 505, ZOWIHEZ FAE 136
STV V256 [REGIA & 4 B TR~ OHMENE % BH1E 3 2 W HEVE LS D W T OB ZE & A3
LTwWad, AHBZIET VALK T 27 2MUILEGAER (RCT) XHFEL 2.

@ IEFVR

RGE MG OEHICOWTHIELR LTV A0 H 5 HE IRV S, BB AT a4 FEED
AHMEDE NS EBM BN TV S 255 [RFHEI MG 25 2 ORI DOV TOHR A I X6
RICEBE, Pla) I AT I —VEERIIATOA FEEE O TIE, IRETRICHT S
MAE=RDENZN50% & 86%, BHHIIKTH2HERENENEN6.9% & 74% & DL Z LT
57 M EEYFITRIIaY YA 75— PEEMTOBEBEIAREMEN D 2, FE)if
7 IREREBFEE 2R X W20 b A7 a4 FEdlE§ A 0ERELZZET 5

MG EE DK FEADIRFHTE MG & LTHEEL, 9 B 50~60% D HEEAFIE 2 4F LI IR
POEGI MG ISERT S EvbIlTw5 Y25 Grob SIEHRGH MG OIERD ¥ — 2713 70% T
TAEDNTH D, 20%D-EIZ6 » AUNICERT 5 LMELTn5E 8 T, 2HTA0HERE
FIFEAEDTHEMUNT, 1EMEREBZOEGTI~OMERIE 12%128 EF 5. £72, Bever 5
12X 2 LRI 5 G TRINHEIE L 72EG O 9 5 85% TEHTIANDHEREIT 2 FLNISEZ 5T
w59
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6. R AHIFRIERAE MG DieRIsEt

Cochrane L ¥ 2 — & Neurology it evidence-based L ¥ 2 —"T, F&Jie 1] o 0yl e i A% Ii
T & 4 MG ~OHEIENG- 2 5 BT 2L e BEE L T b V2 I MG 1281
B IEHREO RCT & LT Mount 51343810 MG %% 32— FF 2 /N—TF ¥ & AIZH D Ik
D, ACTH ®#%5- (8 HIH) OFMIZ LY, 1TERDOPYERIZOWTEEL T2 ) 50 4§
THNIAIET, BUEORERDL L IZEHOMERLHEGHH TRE L RE o T 5.

=3 b —IVIgED B\ id Tk — MFSETIESRIERE DS IR T A & A B TIAGHE S D 3]
FIRRZHEL TS U 4 OOETINF I AT OA FHREEHGTEROWHDEE, 5
H2ODFAETETHF A7) VIZOWTHIRET LTV 5. T XRTOFLTRIERLEZT- 72
BECIIAT DAt o Z2BRITIANT, IR S & UAOERDOERIEE TIF 52 L 285 LT
W5, ) 2 BRI & XHRTE R A LT ATIEEHMETC & 2%, 1R X b risk/benefit /¥
T Y A% E®7z, outcome DRl HZEIIATHTH L. LX) RED S ORIEHE D IRHE
POEGRAOEELZHIET L T5 52T v Aid 0.

HRZERARICAVIEDIRR]

HEAH T MG 2R3 2 SR W CIRIRRIEIR L ADL® QOL, BXUPiaY vy T A7
T —BEADO G E LRENICHBITRETH 5. FBEL D 2ERET UL, IR
LAGRINHEET L) A 7MKL b, IRFGEA S &G RIAOMEZ HIES 2 B CREOR
PEIRHITHEIE T E v,

B4

1) Benatar M, Kaminski H. Medical and surgical treatment for ocular myasthenia. Cochrane Database Syst
Rev 2006: CD005081.
2) Benatar M, Kaminski HJ. Evidence report: the medical treatment of ocular myasthenia (an evidence-based
review): report of the Quality Standards Subcommittee of the American Academy of Neurology. Neurolo-
gy 2007; 68: 2144-2149.
3) Suzuki S, Murai H, Imai T, et al. Quality of life in purely ocular myasthenia in Japan. BMC Neurol 2014;
14: 142.
4) Murai H, Yamashita N, Watanabe M, et al. Characteristics of myasthenia gravis according to onset-age:
Japanese nationwide survey. ] Neurol Sci 2011; 305: 97-102.
5) Evoli A, Batocchi AP, Minisci C, et al. Therapeutic options in ocular myasthenia gravis. Neuromuscul Dis-
ord 2001; 11: 208-216.
6) Bhanushali MJ, Wuu ], Benatar M. Treatment of ocular symptoms in myasthenia gravis. Neurology 2008;
71: 1335-1341.
7)  Kupersmith MJ, Ying G. Ocular motor dysfunction and ptosis in ocular myasthenia gravis: effects of treat-
ment. Br ] Ophthalmol 2005; 89: 1330-1334.
8) Grob D, Brunner N, Namba T, et al. Lifetime course of myasthenia gravis. Muscle Nerve 2008; 37: 141-149.
9) Bever CTJr, Aquino AV, Penn AS, et al. Prognosis of ocular myasthenia. Ann Neurol 1983; 14: 516-519.
10) Mount FW. Corticotropin in treatment of ocular myasthenia: a controlled clinical trial. Arch Neurol 1964;
11: 114-124.
11) Sommer N, Sigg B, Melms A, et al. Ocular myasthenia gravis: response to long-term immunosuppressive
treatment. ] Neurol Neurosurg Psychiatry 1997; 62: 156-162.
12) Kupersmith MJ, Latkany R, Homel P. Development of generalized disease at 2 years in patients with ocu-
lar myasthenia gravis. Arch Neurol 2003; 60: 243-248.
13) Mee], Paine M, Byrne E, et al. Immunotherapy of ocular myasthenia gravis reduces conversion to general-
ized myasthenia gravis. ] Neuroophthalmol 2003; 23: 251-255.
14) Monsul NT, Patwa HS, Knorr AM, et al. The effect of prednisone on the progression from ocular to gener-
alized myasthenia gravis. ] Neurol Sci 2004; 217: 131-133.
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Clinical Question 6-2 6. R ABAFAEERAREY MG DaEEsst

IREAEY MG [T BRBEEZEDLSICITSH

OREHERICRORT O REBWHTHS (HZERER 10).

ORI TORBAERNEC QIR T O R/NILRABEEN B TH S (HEEER 10).
OFERDI Y FO—LICPFEL LDORORTOT RZ2ET 3156, REHNHIZZ A ULRZO
A701 ROREICHHS (HERT 10).

BR-BW

7R MG~ @ik SRR T3 & ot 2 HIIZirbn s, EWHEHE, oy v
IRX7TI7—EETHIHEINL DS, —ZEmZ2MHH L THERO T RERPE LN VEEITR
EEEZBIT S, CRETICROATOAL FOAREDRBES M ERBRTHE SR TE LY
VAR, REOA T a4 FORFI MG ~OAMEICE L T » & 2 EIEGRE: (RCT) A5 S 7z
A, B ANHEGIRII DT ARIOA T A F&5-6 61, 77 REG5BTHRTER-720 A
FOA 7OV ZEOHENEDHE S TWDS ) BIFRERT Y ba— V2 H 5 72012h%
B EORIOAT 04 FELEREGAIE, REHRHESEZ0H LETAT0 4 F2iEd 5.
FEIIAT T A F& W WSO ARG TOARME 0 bl shTns.

fRE - TEFVZR

AT MG IZx LiIRb S S 293 VT A7 5 —E¥HIILE) FAF IV THA.
AFETIF 60mg/HA S L 180mg/H -4 3 T THEATTE 5 (IHFCTldfK 450~480 mg/H -
G A4~5 FTHAENG ), HHIZIRE FEL Y PLa ) Y TR TF 7 — VBRI TD
D48 Ja) YT AT I —EHEGFETERIHETE v e 21, REREZENTS Y R
FRERIZH 3 A EOA T 04 FORRIIREFICEI Y TV F=va ¥ 10~80mg/H LIRIEV 2495
RilE, PEROROAT A FOARVEICHET 2 RCT 255HHE S 7223, &0 [ B &
AR 88 ) ICIF@E S MIET O I AT U M5 661, 77 R G 5BITHRTERY, Wik
ENY Pray vy AT T — BIEEHRIIEPUEOER 2 RO IR MG % E/EAILL, AT
OA FEE7 L F=vary 10mg/MH2O85MIEL, MHERS 2 HEHR5 BT SE,
ROYEEDHMIZ AL TIRA 40mg/H T THEZF T 25W TH -7, 16 AMOBILET
minimal manifestations (MM) DARERZIL T T £ AREE 100% (5/5) I LAT O A FHET 17%
(1/6) L HEENDH 572 LTWDA, 16 BHOIRM QMG 27 L A5 & 77 RED 1 6l
OMFTYELTEY, 42704 FHED2HTIX5 U LORGEREZRL TWe 0O
LIZBIT B MM OHPEIZIZEEM AR S . 55 14 BB TMM 2R L, LETL F=Y
O a7 15mg/HTH o7, ZORBIE )T WD THRL, BKAL FIAL VFR
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KR INERIIEIED 52T EF Y ADEW RCT & IEFE L 72,

BIOATOA FOMEICHLTE7L F=va Y 5~10mg/fH»SBEL, EROWLET S
F TR 40~60mg/fi H £ 7213 0.75mg/kg/fi H £ TR HERT 2 5 DHH 5 2

AT HA ROV ZHEDS WHE MG ORHBROBERLE 25, La ) v AT 7 —LELHKEL
ATFuA Fip# (7L F=va >y 30~60mg/ha H#5) ([ZHFUE 273 61% 07 SRRV
WKHARE SND. FEROWEFEZ L » HUNIZASR Y, 7L F=vu YK 10mg/H TDHR
WL OREETIE, L) R SIEIROUENA L NEMEZEL 0 F72, AT704 ROV AHE
BT, FORMMAH L) SEIERP LW LR TH L. KGRI ATF VT L F=
v'a > 500~1,000mg/HD#EH 3 HIECTORMRESZ 1 27—V & LT, 4~7 HBWJFT3~5 27—
WVATSH 8 1,000mg/H%AZ A 1 BIFEO R CTHY &3 5L H 2 0 FATHBILERO G EE
WX DPsE L, WEIE MMERBZICIIROATEA RV HZ 5.

A7 04 FOjREIE MM ERBEOHEZ 1~2 » AR L7220 b8k 5. 2~3 % HlEo
MEFF IR T 2968t H 2 12 EOAT A bR (FL F=vur 15~20mg/H) TH
3» AU EMHT 25 ICEEEHRE SN S, MR E LTORITATEA FIZRMYICE
RO ZWEARE (7L F=vry50mg/H) 2 HEEL T 5. X704 N @ ClERDS
FRLEHERT CRETERVWE E, REIHEEZALCORET S, 7THFE7) v P %%
78 AR WNEAT O FIEEDESHIETE 225, B IEARTE Tld MG~ 1 PR bd
ANTH Y, PORRREBUCH KM 2 ET 5. A TIRIEWHEEE LTidy 701 A X 3mg/
H, ¥27uaxKY » 3~5mg/kg/HAMEH S 5.

&7\ AR RIEGHE L CHAITOIRMHE MG ~ORREZRT MG H 5. ia) vz
AT T —BIGHIBED 4 Bl 4 5110, 3B 240 125 710 AR 3mg/H D5, 3
BHEDPICRIRFEBH S A SN, 5% 3 » AL TICRERL T 5.

HRZERARICAVIEDIRR]

A MG ISR 5 X784 MEERIATH A25, ROAT 04 FOWHERERL A T4
K7V ZAHEE OB IEEIC L 5 — W OREROIEN R L2 LB 5. 72, BEAT
R EIRENA T 04 FIZEKZEHE QOL (health-related quality of life) FIEEKTH S Z &
ARV R LI SN TwA, Lz TRBOROATFu 4 Fi3d®mE$5% (CQ5-1-1, CQ5-3-
1 Z8). FSER MRS ORI MG I3BER ST L OENsHEEZ 2 L b H D720, wl
BTOAT7T0A FEMEHT L2, MGIEIROZ L2 EEICBIRT 208 H 5. IR MG
i3 late-onset MG I2£ W 77 BEE TIE AT 04 FOM 4 OFIWERANHE LR 3TWI & 2 2HIC
BEWRBE 2 THZ ENRET L,

ik

1) Benatar M, Kaminski H. Medical and surgical treatment for ocular myasthenia. Cochrane Database Syst
Rev 2006; (2).

2) Evoli A, Batocchi AP, Minisci C, et al. Therapeutic options in ocular myasthenia gravis. Neuromuscul Dis-
ord 2001; 11: 208-216.

3) Bhanushali MJ, Wuu ], Benatar M. Treatment of ocular symptoms in myasthenia gravis. Neurology 2008;
71: 1335-1341.

4)  Kupersmith MJ, Ying G. Ocular motor dysfunction and ptosis in ocular myasthenia gravis: effects of treat-
ment. Br ] Ophthalmol 2005; 89: 1330-1334.

5) Benatar M, Mcdermott MP, Sanders DB, et al. Efficacy of prednisone for the treatment of ocular myasthe-
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6)

9)
10)
11)
12)
13)
14)
15)
16)

17)

nia (EPITOME): a randomized, controlled trial. Muscle Nerve 2016; 53: 363-369.

Komiyama A, Arai H, Kijima M, et al. Extraocular muscle responses to high dose intravenous methylpred-
nisolone in myasthenia gravis. ] Neurol Neurosurg Psychiatry 2000; 68: 214-217.

SR, VR, RN, (32 IR EERG IS TS AT U A BV AR, HoH L
WHRE} 2006; 23: 121-123.

TRICH T, ANBE, BRE—EE, (32. AFVT L =y RmERE sz U 2SR R 2 2
L7 FEf I RE D 3 B, AN} 2015; 32: 285-290.

Ozawa Y, Uzawa A, Kanai T, et al. Efficacy of high-dose intravenous methylprednisolone therapy for ocu-
lar myasthenia gravis. ] Neurol Sci 2019; 402: 12-15.

Yagi Y, Sanjo N, Yokota T, et al. Tacrolimus monotherapy: a promising option for ocular myasthenia
gravis. Eur Neurol 2013; 69: 344.

BRHAEE, &1 8 MTHE, 132, Tacrolimus HAHR 512 X % TR MeTAE O DN LG H. A
FETGIE 2013; 30: 453-457.

Sussman J, Farrugia ME, Maddison P, et al. Myasthenia gravis: Association of British Neurologists” man-
agement guidelines. Pract Neurol 2015; 15: 199-206.

Kupersmith MJ, Moster M, Bhuiyan S, et al. Beneficial effects of corticosteroids on ocular myasthenia
gravis. Arch Neurol 1996; 53: 802-804.

Kerty E, Elsais A, Argov Z, et al. EFNS/ENS Guidelines for the treatment of ocular myasthenia. Eur ] Neu-
rol 2014; 21: 687-693.
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Clinical Question 6-3 6. AAHBRAEERAREY MG D3aEEIEst

BREFES MG ICX T BIHEREZ EDKSICITSH

ORIBETE - BROWEFEE UTRIV Y IRTS—EEMBREINBZZEHNZ VD, 0
MREPRENT, BEDVKIHIRMISNBDIFEREHE MG D 20~50%2F(CE&EFD (#
TR 10).

ORBTENAEZY B0, 8FE, RBTEOANKEEFTBHICHL, F77 VU RARIC
REWERERFBEMTHS (EEETR 10).

OBRICRMET, FERNEELTVRIRIETE - BRICHL, ARNEREIT TS 3>00
EDTHS (HERR10).

BR-BN

MG TIXIRFIERDOBEEA R D <, 15% I FEHIERZED R VIR & L CiM$ % 7
EHRTH o THEHEE, BREOIRFIEROADPEETIHED LR 2w Y RIETE, #
BUIBRCIEIR E 2 S NAH 7205, HEEFICKE 2L Z & 7237204 L O BB IHHRE L
T35

AR MG, & 2 WIZHRAGIER O A DBRAFT 2 BIIH 3 2 IHHERE L TR 268 SER
FELTHIY) VI AT I —BHINBIREINDEEDL A0, IRFE MG 1235 % 2 0x) %
FREME SN, BV FAF7 I VB THR D EFRRIRDE SN D DIE 20~50%FL 1
WCEEE5 20 BHREBRBTEL VDY) VI AT T —EEOMEIES I WO IR T
O Ri3fia) P AT 7 —EHEI VAR E SNDED, FIELEEEREONT V ZAIIAWTH
%7 IFHERO AR L CHIRSIEEFRROWME 2 BEE T 256 02 . AR aHEREAE
Fhb.

g - TEF VR

WA MG 12X 5 T8 T 2 A LRV OEWCERRRE I 7 <, REREIIHEL L T n ™8 xf
JEFE LTI YT AT 7 —EEOFRIEI T TIE AW a, 7 LY Y ZEMEE T
HbHF7 7V ORI, Miller HHOIUHEEMET 22 LI2X), —EBOMHEERLHS
Horner JEBEREOIREE FHEA YT 5 L SNb Y S EFEFZETIE, MG 60 BIOIRE T EZ
WL, F7 7V YERIZTL7% TERTH o721

IR T IEAVAER SO RIMEL, 3 CICEE L TWa854, ZMEHHERRIC X ) IR O,
BLROMBLFRTE LWL D 5. MEENEEOME L BB TOREHID Ry b
DOE DL SEFAE WA TlE, MG BEHEFB 676 H1 5 B 19 BICTIRE T E63 2 /G
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WEDTONTRBY, TMOHMLETIE 116 (568%) A5 [RZEML], 461 (21%) A5 [, 4141
(21%) A3 AN ] LTV O AR & Lz 4805 5 3#11E MG Z#HNIC TirdThbh T
Wiz SEGLRIR, Ty A I v, i, TEAEY) CH IV R R B R SE S B 1219,
Wi APHESE U CAIRBREE, PIRASHE, MRS, EHOEL, B TERRESAEL S 2 20
BHIZOWTYH, BEELNEBHIERICEAZ L BEE L TW A A, 7)) XA, 4
WA Tl 7 & OAPEREAMGT S B W8 Lo LI FIRFEAE, 2800 T o282z
7;4: vy 17, 18).

BERZRKRICAVIEDFRR]

IRHE MG T, $ta) YT AT 7 —EETTHLMEDHEONLVESID R Rhn &
ZRRAR L, BTG AT, ARMERRRL 72D 2 TRk T 5.

F 77 AN, IR T EAEE, hEERICHER T 5 L AAREDTE <, BRI
L7286, ARRIEIRE RTT 5. ARBH T TORMIE 15 5DNAT0%TH D, RRFF
FEREN 2 REM DL EAS 76% TH 5 W 72721, PAZEMAMANEZ 505 260120 L TidZkeT
HbH. FT7z, MG 2 ERBREF L 2.

AREHGIEERE, NEHIRE CUENA T2 E TERDPFEE L T 258 ICEON S, Fifi
DWISIE, AL, BOEMENE AT 2 EEIVEHE, IRBHE P e T 5.
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Clinical Question 7-1 7. RECEDBBEETRIATN

&HEARIE MG (g-LOMG) DiaEZEDLSICITSH

OBHARIE MG (3, MIREEZEHLEVL ACRRMEABENLHE (generalized late-
onset MG : g-LOMG) T& W, RHFEAE MG (generalized early-onset MG : g-
EOMG) L DRFEFEHDIERIEHXZ 50ETHS (CQ 3-388R).

0g-LOMG BREEEICHTIRMHARFTHY, [BOFL RZVDO> 5mg/BLITT min-
imal manifestations LAJL] [CEREL®T L. ULHL, KERBROBEICHHDST, 5T
2BEREF/SNICLL.

©g-LOMG (GERIEREER!) (L TIZ, MIBRIEERA first-line JEBE T3 (HE2EETR 10).

BEx-BW

1990 fEALLARE, HHAE~ S5l T O MG BRERHM L, HEEOFIERIZH LRI &2,
KR & Fi54il S Mo 72 V2 2006 42T bz b ASEI O BRRE AT D MG BEIHENL <
BY, I gLOMGAHMLTWAEZ EAMSNEHR->TWVDS Y,

Ji W B D A5 V2 A b O FISEARH TIX B S TV 2B F MG b B 5 2%, g-LOMG/g-
EOMG ($#%, WBIEIESBE MG FllC oW THE S5, g-LOMG/g-EOMG & K3 % 5HiE
A v M7 BRI DYE, Z2/<0RETL2ODPBED L AN TH L. g-LOMG I,
WEOWEHALRER © HLA 707 4 — V7 12N, BRRIER 7 R REmH~o UG o a5
T g-EOMG L1374 5.

MG O EHSERTERRIIRN 720, Bl TIIEBERZ OREIL b b > Twd. MG E#&
DAERTEIE 20~30 R A HKECELL, WER MG FHh~FEBREDS KL 5O D EEANE
Eboiz.

@ IEFVR

1) g-LOMG DEEFREVYFE

HOBUPUE (titin BUIE, RyR Uk, Kvl4 Jifkz &) BERIZmRIERE MG THIZ R W27,
g-LOMG TH N4 5P S 550 ¢ EOMG TIEMAHIAIZIZE A L ST, ¢
LOMG & g-EOMG DJEREDAHE % [ % .

g-LOMG DJllikI3 @, I MG BB & 2137\, g-LOMG 12X L, Haldkrid
first-line {H# Cld &\ (CQ5-2-1, CQ3-3ZHH).

LOMG TIIIEBHIR DD TN E SNTE 23371012 7= 75040 (CQ 3-3 M) <Tid, R
BN L7l & LTl . TR A9RIE S e AChR HuikBtk o4 81, BlI5sedl,
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T bbb g-LOMG #3IH LOMG OB Tdh - 72 ) SIEHHICH$ 5 KUk g¢-EOMG X 1
F OB UL RGO A I b S TR TRz B BN D T e 0
AEFSIEICHIE LRI Rm W L ENBA5, MG & B L 2 WS HE, HHRIEORINER % &4
WHELTWD 5

EE R TR B R AE 4 O A PHIED 72012 MG RO FHI S 2 5 038 % .
DBENRIEREALORE L LU IO LD 5E80H Y ) 2 - 0EBILETH 5.
M7 MG GHili 2 7 — V2 @ HIICF = v 7 LTBLEFD 5.

& ¥
En =

2) g-LOMG DigE (253
g-LOMG DEEEFFICOVTIIE L 52 T T Y AIE5DE T H R\, FIEEHHRICHT 5 X
JNE BAF 35 60% {, MG IRBRIZBIT 2 RMOFEHEE, [#117L F=v 1 ¥ 5mg/HUFT
minimal manifestations (MM) LX)V (CQ5-1-1 ZHf) OFEFRIE, g-EOMG, HMhpiER#E MG
WCHLXWEY EimEid A7 a4 FEVERICRETH Y, RIEOA 704 Fidi/hBRe L,
W R & B R R A 7 0 4 MBI % (CQ5-1-1, CQ5-3-15MH).

BHBEIIUT 2RO L.
-ROZATFaA4 F (CQ5-3-1 BH)
c XAFNVTL F=va UEHENEYS (CQ5-4 BHE)
- 4 bFRE (CQ5-6 1)
CHE S BT CERERE (CQ5-5 BIR)
s AN = 2= YIHESE (CQ5-3-2 BH)

ik
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Clinical Question 7-2 7. RECEDBBEETRIATN

MuSK Hti#EE MG (MuSK-MG) D;aBZEDLSICITSH

OMuSK-MG (3 AChR-MG ELERTEETRER 7 ) —EDEEN S <, ZHRHRHNSRT0
1 RERBFIFRZHAL, BVFEEMEMBRIRBFECRET 07 VEEEE (VIg) %
BBICITDS (HEZERER 10).

O FIBRIEPRAT (S ERPROVCAE ERHEL ALV, HERUAL (EEERER 10).

OMUSK-MG Tl&, i)Y IRT5—EREHNEMNT BHI(3 AChR-MG [CHATALIBE
BleHs. Lieh>T, ZOERARIEECRFTIINETHD (HERTR 10).

OFBTRRBDEAHNTH B ) VF I TOEHUNEILL TS (HEER 2B).

BR-BN

MG B#E DH 5% T MuSK JLiEH Bk & 7 5 12 MuSK & FE L, MREEENP L W IND
agrin 28 LRP4 IZAEB T 52 LT VLI Y, Dok7 D FiiZ#HHL, AChRDZ T R ¥
VYT RFET LR L, RGO L MERHICR 2 b o T 2 MuSK FiLkid, #
HREEHAL L 2V 1gGA ¥ T 27 T AN ERTH % *°. MuSK HLiROEREFIZOWTIE, @
Fab 7 — & 2037 i 7e R R 1gG4 Pk DY MuSK (2 —filif§ & L. LRP4 & OMHEAEH %
&S 228 T, ACRDZ A4 ) ¥ 7 %liET % % @MuSK Hifk)% AChE/ColQ #HAAK &
MuSK &1 L DfEGHET S 7, R EDEEIHRESN TS,

2001 4 Hoch & ¥ 12 X 2#E LR, % < OIRIIZED 2 S, BRI ST b,
FaheE, OHEIE TN, QRS SHEEH AT, FPRFIRE 2 EREkE L, AChR-MG
LT ) —YOMENE, OFME X TR OZEMme, MMERMIGEZ 205 2 L8
Hb, OWPEZ AL 2V, REVRDIFHNL 359,

I Fak= A5k IE AChR-MG & Hig U CIRREEAMIR K, AT,  RSE T (2 50w A sk DU
RMEFBIER T E 7252 &A% B 1012 ARBHEE 0 SO AR O A <o B — i A T L X 0 B 1
PURER & 0 b SEERG, BRI TRIL SR T W ASH 5 1) ALS & O RE L7z b
HY ¥ MuSK-MG % 5t ) a3 ) % 30 72 B AE PSRRI 2., MuSK $UARIINE A
VIHTH 5. MuSK PrikillE L, 2018 4£ L ) AChR PUiRRE: MG OB WM Z, S0k
WBEIZEO HIICRBEIC 2 > TW 5.

MuSK-MG D — 112 AChR-MG ([ZHE U TR 31525, Moz Rtz »
IAT I —YEORE, BILOMBEGCEEORE R EIHELLE D L. B, BekTIZY Y
F U T OEMEDTET LTV BED, RIETROWEZEBETENCTH B, FIHIBH & EHRIC L
D, HREERCHBETRIILAT L VEEL T b —F, BARBIRHBEMITRAT 5% EOTHA
BEIbARLNG 9
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@ IEFTVR

1) HaRRHFERRT

MuSK-MG T, (ZIZ&HTRIIED G %2805, MIROBHIGIT O vCTUE—F O Nl
R EZBRXIZIZER TH o722 07 F 72, MuSK P MM R AT Lo 72,
MR ORI O VT, —ERDSIRIRIICEIRIC W e 72 8 T AMED H D500, G
PHISE R EOBE ML E 2T TB Y, KIREER O DPEHRTHL L V) TV A%
W VS R RN & AT LB Le o o L R IR L 22 S iR kM o B O A — MFgE Y
T, WML D KRE LR GEEZ /203 2 idhveHREL TS, kXD,
MuSK-MG TR ERA X HE3E S e v

2) AV VIRATFS—EE
MuSK-MG T3tV ¥ T AT 7 —EHROARIMEDS 13~57% & AChR-MG (ZHAR T Vo)
WL WA T HE R ALEHIEAR, SRR 22 E o 2) AEBIMEORIER 2% K Abh, a9 ¥
VEBME S ) — R &2 L b H B2, FOMTIIEEICHRET2 92 BiWETFILE RN
TR T, ¥ FAFZ I USRI O > F 7 A GERIEREZ B L2 L T2 52D
52

3) BORATOA RS KLU REINHIEE
MuSK-MG TIE#EOAT A4 FVER)T, H—ERIEEL %25, FTRIORATEA FTHEED
B SN D75, ZD% L THRIEMHIZE L BEH SN T B V012 AChR-MG & I L CHEFRE A 7
a4 FEFIZWEAY»H Y P, BkTE7FF+ 7)Y, 3372/ —VBETFNV, V7
OARY YR EPFHEINTYS O HHRFEICHLTIZS 78RR 77 I FPARMITH 72 L
TLWEND B 2 A TEEEBTOMFIIP VA, HIOATFOA FRATF0A4 2OV A
WEBLO Y270 ARY) », #2700 LAPERERE SN THWES D)

4) MFHLEEE, IVig
We TR 7 U — ¥ e EOREIRRERNIC R SRS HETE 5 0 EGURETH Y,
ZORRIBI OB ETH B Z AL\ V00 VIg IZIMBEFALRE I, 2R A RMEDME
W VO 3 fUDIEFEDRIRDZ LWERIIC IVIg B REIMOWw#EHEZ 75 Lz v ) i d
% . MBEEF LR T BN A S RR L S g iRk, RGBS i, IR
(I A ARIRE DR BGE I 12 7% © TW DAY, SRR IR R BRI SRR 12 H e Rl 2R
HE D P,

5 VY37
HEGRE D MuSK-MG IZXT T 28 LWE#EE LT, VYR I THHIFoNs 7% 57 HD
MuSK-MG % xR & L7z 4 & N T, 4161 (72%) % MGFA-PIS T MM DL 2R L, 2%
T Eh o7 wEfTbN 7L i kA ERRRTH COFMEIREIN TS 2 HIELRE
PER & U CHREATYES Sk VRN % 280 L 7235 2 25 5. ARIECTIIRBGE Y CH 5.
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6) ZDfth
WHEREE LT, 34-Y73I /7YY (34-DAP)®, =72 RV, ¥V TFE—ILS A
MTHolz VI MEDVD 5.

7) &

109 1 MuSK-MG 2313 5 #3F Tlk, MGFA-PIS T CSR 8 il (7%), PR7 i (6%), 59 I
(54%) MM DL EZER L, &K% FH81Z AChR-MG & Hig L THE L v, 25 Bl EI
OHIVET LW FTREEDTRAE L, 18 BNHIER, TOMEMIASNI-EHMEINTHD O,

ik
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Clinical Question 7-3 7. RECEDBBEETRIATN

seronegative MG D;aBZEDK SICITSH

OAChR itk & MUSK ifdh & & (ICBEHED MG (seronegative MG : SNMG) DB8EIFKRR
HBCHFRE MG ESDBERERIBERIEL.
OSNMG T3 therapeutic diagnosis Z 3 H TEMMBRIREFENZERIND (HEET

10).

BR-BN0

MuSK HURBEPED BRI DWW Tldk 4 RSS2 SN TV 520508 bsE O MG &R 0K
80~85% A% AChR JLikFsPE T, #5%%% MuSK JLiAIETH % ° 5D D% 5 5+ 5% 13
BHRREETHD 7 VbW 5 seronegative MG (SNMG) &S5 ™9 (CQ3-3 & ).
Z O SNMG D % 22 IEBATO AChR Uikt ds (7 944 5 7 v A %) TIEM M A3 2%
AChR JUADIF 7, KB AChR ik d L I35 4M: ACKR difk 7 & & OB RS N S
JEFIR RO HOCHAOHE S 2R ETE L VIEANZTENL b LRI NG 67 DITFIZ
SNMG X357 70 —F 2803 5.

R - IEF VR

7€k, AChR Pkt A D MuSK JLiRFEEDSER 2 SNMG L R L TW A%, FRICIRGTL O
SNMG (2B L CTIEHATD AChR HifkAE (S VA4 L7 7 v 1) IBWTHREIRTHS
AChR YUARDH I ASHEAE T 2 W etk 2 @UHICE W2 BB St 2 et 32 98 2R+ 232
SNMG D BT FEARMIZ1Z ACKR PifkBath MG DR & R & 2R v, BRRG e MAT
JC SNMG %358 b MALid therapeutic diagnosis % #fe4a T LA RFR L 2 Z T 5.

ik
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Sanders DB, El-Salem K, Massey JM, et al. Clinical aspects of MuSK antibody positive seronegative MG.
Neurology 2003; 60: 1978-1980.

Yeh JH, Chen WH, Chiu HC, et al. Low frequency of MuSK antibody in generalized seronegative myas-
thenia gravis among Chinese. Neurology 2004; 62: 2131-2132.

Lee JY, Sung JJ, Cho JY, et al. MuSK antibody-positive, seronegative myasthenia gravis in Korea. J Clin
Neurosci 2006; 13: 353-355.

Niks EH, Kuks JB, Verschuuren JJ. Epidemiology of myasthenia gravis with anti-muscle specific kinase
antibodies in The Netherlands. ] Neurol Neurosurg Psychiatry 2007; 78: 417-418.

107

T\ N RO M RS



$E2E AAHIRE MG D6&

7)
8)
9)
10)
11)
12)

13)

14)
15)
16)

17)

18)

Kostera-Pruszczyk A, Kaminska A, Dutkiewicz M, et al. MuSK-positive myasthenia gravis is rare in the
Polish population. Eur ] Neurol 2008; 15: 720-724.

Chang T, Gunaratne P, Gamage R, et al. MuSK-antibody-positive myasthenia gravis in a South Asian pop-
ulation. ] Neurol Sci 2009; 284: 33-35.

Utsugisawa K, Nagane Y, Akaishi T, et al. Early fast-acting treatment strategy against generalized myas-
thenia gravis. Muscle Nerve 2017; 55: 794-801.

Vincent A, Bowen ], Newsom-Davis ], et al. Seronegative generalised myasthenia gravis: clinical features,
antibodies, and their targets. Lancet Neurol 2003; 2: 99-106.

Akaishi T, Yamaguchi T, Suzuki Y, et al. Insights into the classification of myasthenia gravis. PLoS One
2014; 9: e106757.

Akaishi T, Suzuki Y, Imai T, et al. Response to treatment of myasthenia gravis according to clinical sub-
type. BMC Neurol 2016; 16: 225.

SN, ARBUE, WA, 132 Clinical Question 4-5  #IM584E MG (late-onset MG ; 50 iDL EF&
HE) OWRMRIS. BEEMHBIVESHRT A N T4 > 2014, EEHMIBESHATA ¥ 74 AMERERRES
(M), FEYLEE, HOR(, 2014: p.38-40.

Gilhus NE, Verschuuren JJ. Myasthenia gravis: subgroup classification and therapeutic strategies. Lancet
Neurol 2015; 14: 1023-1036.

Gilhus NE, Skeie GO, Romi F, et al. Myasthenia gravis - autoantibody characteristics and their implica-
tions for therapy. Nat Rev Neurol 2016; 12: 259-268.

Leite MI, Jacob S, Viegas S, et al. IgGl antibodies to acetylcholine receptors in 'seronegative' myasthenia
gravis. Brain 2008; 131: 1940-1952.

Rodriguez Cruz PM, Al-Hajjar M, Huda S, et al. Clinical features and diagnostic usefulness of antibodies
to clustered acetylcholine receptors in the diagnosis of seronegative myasthenia gravis. JAMA Neurol
2015; 72: 642-649.

SR, AFEOE, WIRAB, 132 . Clinical Question 4-4  AChR HUARREYE (MuSK Huikbtt %= &)
TOWHBEOER L. BEFHRIVESHAA T4 > 2014, HREMHBIIESHRT A N7 1 ARERE
(W), FEVLE, HU5( 2014: p.35-37.

108



7. METEDBREYRIAY b

Clinical Question 7-4 7. RECEDBBEETRIATN

IRIATOD LRP4 FIEHEFRRZLESEZ DD

OMG, $(C seronegative MG (CHWT(E LRPA RFRAIEZEZRT B.

BR8N

LRP4 $ifki% LDL ZZABE AT 4 12043 2 HEHUATH 1), AChR Fitfk & MuSK Hifkiz
WHEEHCHURE LTARIBE D 2011 fF Iy szt SHDIRE, b sEENC B v Tk 4
GPURIELE TOBERA % 1, seronegative MG (SNMG) (CQ 3-3 22 ) (281 5 APiko
FeESEEE, 5 )7 2 & @ LRP4 HURBE MG OEFRIG & IERROGHEZ EAHE ShiTn s 28

R - IEF VR

SNMG IZBWTHEIR I NS HY, AChR Uik MG & L < 1& MuSK $uikBEM: MG o G612
BWTH LRP4 Lkl % 8T 2 LE D H D )

LRP4 LRI R D 5 57 S N5 agrin O LRPA ~NOFESZ ET 2 2 LANEH I TH
Y, LRP4 HifkFatE MG ORERT & L C agrin/LRP4/MuSK ¥ 7 F1) ¥ 7 OREEIRIE IS
ZOPHRDI MG TO Y F 7 AR E D 2 WIZO B TOMBRE % & B ATk E
WZEDXL I ThhboTnDEY, EDOL) LRERBEZMEL TVE0IEE HICHRFIPLET
B3 1 2O LRPA PRI 2R R LAE 2 oo i BICEE L C b B tiE Bl A3t
NTW 23 24128 LRP4 ik B B ICE L CRERAE 2 BLIRIC B W T, AP E
HODUAR & 1ZIiE T & v 19 LRPA HiRBG ORI B HZOMAUI O W TS Rikmt ER b
VEDY, BWETFNMEEDL EOTE ) ZANLRIEIRD b 79,

SNMG (2 51F % LRPA LR E OB, 256 C D ERIRIG R W63 BUBTE I B3 5 T IC D W
TIERR L PERAEHDOITL TR ENTWS 8 RPURDBBEEEIC O W TR BT THR— S
7o BRI 2. LRP4 HURFE MG OB #HEZ DFRBRLICIS U CRIEREZ 54T O MG
BROBAZREZEBTRETH D (WA MG OEFET A K] S0). LRP4 Jufkill 2 13451
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12)
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Clinical Question 7-5 7. RECEDBBEETRIATN

JY—BOEREMLIZEDES TS5 h (FHSMEHIRS
BEESD)

O7)—EDFERRAFELT, RPE, FMHRE, S I3— RNERE, REIHRIRORE,
RBHNGRARNLR, ERGENHS.
071)—EBOFADREEZTL, BEDOREICESHE TAMBPISBIIEEZITOH ZRTT 3.
ORRITERMETT 3 &N H SN TRERRDEHHKZIR5T, FHBBIRIEE (non-
invasive ventilation : NIV) PSEREZSHI-LSERZEICITD.
07)—EnBEE LTRMFHMEEEHZLIREITOT) EE (IVIg) 17D (HEERT
1Q).
ODEHNLZBECHREELEZIIFIT 2725, AT01 RPREIFIRG E TOREREDEE
[CDWTIREIT B (HEERRR 10).

BR - Bi

MG BHEDIPRWEEE & 72 LT, SIS EIZHR ) SE S DI R o 7Kg Z 7 ) —
e, ZLoYE, WRFOFIMET 72T Tlaze <, W - MEREZ SO .
HABENZBWT MG OREBINZ 7 ) — ¥ 2 A8 2HEBNE 9.1~148% 1T 5 12 7 ) —¥D
wHEE LT, MEEFLHED 2 VI IVIg AR TH 5 °.

R - IEF VR

) —CIE—EDOMRTIIET S0, FIED S 1 FELUNORER], ERIERE 2T SR, Hi
MEAGEE, PRAFEEE (BEIRIR, SIE, Bk RELR E) 23S LERTIEZ ) —EE2&LR
FTWEIRTBY, EEISLETHS 0 T2, MuSK HitkFitk MG Tld AChR HifkBE MG
IO BIPEFG 7 ) —ERELRTVEESRTWS Y 27 —EREDOFHE LTIE, Kl
JEA RS T, ZoM, THRE (e, OIS Az &), fEiflstoRa, M7,
B, SEH], ORI A LAY 3= FREEANCHE ) BMEELR SSRGS TEBY Y, ohb
DFENZEBF LI LIEETH D, PHREICE M52 ) — L OSA I B IHED <,
FHA 27 BHETEN TV S M2 KIFTIE Kanai SAMTERTC BT 2 ERAEIROEAE (1 55), %
TR 3 » H ARG (2 55), BhiiGE 80% A (3 4) Trikkz2, &t 3 MU ETHBH4,
J&JE 88.2%, FREEE 83.3% THINRGERMT % 7 ) — ¥ OTFMATTHETH B L ME LTS W i
%oV —¥DRAE, WHIOATOA N MES LR, VIg® % EORIEREDOEAIC X
DIHITE L WREMAVRIES N TE Y, ) A7 BEWIEBNCDWTIE, Arai IR BN
AETHIENEIND. 72, MGIERBIEZZT Tld/ &, BIERIENR O 72 O PRI - B0k AY
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s T, [RESWWEE - BEOPEEREEZ X - L CTESMZ A5 2L 3D, itk
ERICHEDSLETH L., BHRBPICL L2 ) —EFERICOWTIIBRFREICLY, VR
FRETAIEDPMETHS. 3 VAT 5 —FEOKELEREL 7 ) —EBORIEDHHIZD

YCUE— B L2 ABIEH T W18 o) DfEEiE s ) —CIidEFNTH AHA, #Emodia) v
IAT T —EBEOEGIZE > THELATMREMEDSD D, FEEILETHSC 7)) —EBLlhos720R
WTE, Pa) vy A7 I —CEEGD A ) v MIAR L, KEGWEOBEM, AR O
FEIIED) A7 2l Bz THRETHD O,

RAERE, ANTIPERE RN, MiGE 15ml/kg LT 2 HZE LCHMGT 2 17 & CO, MfEAS
BALT AHIIC NIV 38 A§ 5 2 & T, ANLIPRERORNME, MaiHELZRE#L, ICU A
FMMB L AR AZEHETEL L TG Y 5 LDT, SBHEEOR - HIR 25 %
WX ITHET 5. SR, WRAEYD %4, NIV 2fifrs 52 & THfEZ#ITOND
ZrH LD, FOLIBRESIIEINIV OEAZ KT 9

7)) =X ZRERE LTE, WEMEEZ AT 5 HCHUE (AChR Hifk, MuSK Hifkz: &)
Ok - BHTE ML D 2 WVId TVIg 2179 . —BAICIZEHAI RO TEBATL D #H A
Th 2 MHPFEFLDRIREN D Z L DL WYY, IVIg IZHARAD MR bRE L ) 7% <,
RIEIH D O T, EEEL/NE, FERIESI 2 ETRIRENLZ 0D 5. 1B,
MR, VIg ORFERFIE B TH 5720, HREMICIEECHURES 203 5 72
DDOAT A R RPEINHIE 2 7 ERE ORI O W TIRE § 2 LD 5.
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behavior and prognosis of myasthenia gravis in a cohort of 100 patients. Neurol India 2014; 62: 492-497.
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12) Leuzzi G, Meacci E, Cusumano G, et al. Thymectomy in myasthenia gravis: proposal for a predictive score
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Clinical Question 7-6 7. RETEDBBEETIRIATN

%@%’-‘ T v T4 MEERIC LD MG EEDKSICHRY
2

ORBEF v IRT > NASENREREESERE UTHRET 5 MG DHEEMEVD, &
([SEFTT BEERIHS L.

OREF TV IRAY MEERICELS MG BINET L7 F>FF—EDRENMEFHTHRS S
WIDERZEEHT B15ENHS.

ORBEF v IRA > MAERICE S MG DHITIFBED MG LRIFRICTS (HZERER 10).

BER-BW

PLPD-1 HUEBLEETH D 2RV TRRAT O ) AR TR ERET = v 7 R4~ PHESRE
(immune checkpoint inhibitor : ICI) IASASIEHIEICRE 2z b726 L. —F, Ihi
TOHPHAHAITIEA SN h o 720 BEA HEFE (immune-related adverse events : irAE) 7*
BRET AWML H 5. I RMEE - FHFIHO irAE 2° MG TH Y, irAE & LTHET 5 MG
(irAE-MG) OERRFFBUIVEEICH S 2 > TE N IRMICIE ICT OIS 5 2 & 28
MEFETHY, BAHME L RN L OMEEEIHEETH 5.

fRE - TEFVZR

HOPUARMEAICIE AChR ISH§ 2 K o B S THROFESLETH Y, 0l
mEEAL DS HOCYUREAEZ T &R T, £ DO MG 2 HET WO H 23/, ik -
AR DIEEZ BEEST 2 DI LT, ICI TiX AChR (2x§ % H ARG T Ml % itk
5 HANHNTH 5.

N FE TirAE-MG OEFEEDTFAL TV 23, ZOEFUIH SN Thho7z RIRICH
V% 2AEM O ERAD S, =R~ 7T S 7z 9,869 B0 7% 2> T irAE-MG & 12
(0.12%, M :F=6:6, FHEH 735 %) THIEL Tz Y irAE-MG 1 ICI O 5-Bilk o514
(S 2HMHOHG FT) IET S, — MR MG LI38RL ) &EHEBRIK, HEyIK &K
KT, 7% EOIFRZIERICHET D, 2o, B TRHMICETTAZ 0%, RIS
R BEsE, WeNREE, BHEGGRT, MPREES—N e MG LIREHETH- 120 B
Bo6plizr) —Ex25E L, MGFA RIS class ML O EIEDE 1L 67% Th o 72,

HOPURIZE LT AChR BSOS G H Y, F 729U OV T b AT 2 I3t
EDFEBIHZ . irAE-MG Tld MuSK LRGBS SN Tnewv. F72, BRI 5
H YUK (B PUR © anti-striational antibodies) 231127 % 2 £ A% £, JHREIZOWTIEA
B TIZdH 5T IrAE-MG DA F<x—F — & 2 L REMEARIBE S5 4
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RS, M7 L7 v ¥ —¥ (CK) FEHIC LA T2HTHY, figkd b0
REGUTLHILTHD . MiE, ByiF WPREEEZ & OIERYED ) DRSNS AT
DERMZACOMERSLETH L. D ROBINILEEIIRE I X 2 Ik O B O BRI 252
HWThDH., WEZHIIZOHERICE 2 YRR ORI LETH 525, WA %2
BHZERBESTIER V.

iIrAE-MG ~AHR S EARMITIZHEBRIEE O MG LA TH 5 5 72720, ICIBGE#RICEH
DOREBTr ) —EOMAEAEL DY, ARZEOEELRBBEILETHSL. ThEITOD
Wi T, 7L N=8 Y T0.75~1.0mg/kg/H THIEAL 1~2 » HHE L7z d & IR T H
Nz, BN 2GRN R HIRE T & 2 S bFREk 5 70 7)) VEHERE D LIE LIEEIR
ENTWz, rAE I LTAT A 2OV ZFREIIARTH 525, irAE-MG TIERIHIBE O]
VD) 227 22T HULEDNH L. Pla) VI AT T —EBELAEMTH HH, ZEITIERD
HATT 5 72 0[MAPIARENSL. 7)) —BI0hT H RS CIE, JEUR O EBIEES S X %Ol
RO T DDV AL = =2 LD ERNEED Y A7 0355, 7V — X1 L TALIFK
BETDLTIE LIERAR O£ Z G0 LIET L7ZER D H 5. irAE Z2RIET HIEFIIATAIC
X9 5 ICI OFERNEFFE L E DL V.

HRZERARICAVIEDIRR]

irAE & L THIET 5 MG EfiKiL, MBEOEZZEF RGNS {, GO 5T
HHEOIFEELE AT 5 HMOBB L O2EmA D 5 0 ICI FGHRICEBRIE, SR, B,
W 72 E DA HIERICINZ T, PUER AT 722 & OFHERAHBL L 2358121, MG » 50wt
ik z B CK 2 WET 5. BREROMEITA L2 VEETH, Ml CKofkRz 0B &
WCHERE L 7213 ) e TH 5. Tz, ERPBFUTETT 2546 1 H R ESA A HSEN
WA DGR % WEGR T 2 R % VI REMED D 5.

ik
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Clinical Question 7-7 7. RETEDBBEETIRIATN

MG DIEERF E UTH > THLANEBDE (FRFEHZZSD)

O

OMG DIBERF, FIEARL2TH37')—t (myasthenic crisis) DRBEIFZEE - FEBEIR
ML, BRE (BFICITIRSSRRPE), ANEIF, S4B, Hik BEERIREOEHEE, %
RIZH1=%.

OEHIDLH [C(FHRHTEDBSIERL H D EDHEET 785, MG BEIICI/RSTZHE
(&, VR7ERBEZTHERLTERT 3.

ORBEF v IRA> MNESREI, MG ZFERITIUREMNEL, EADKEICHEECHET
NENHS.

BER-BN

MG DOBER T2, Be b odd b, FRHIZMG EBEOFEIZEL o TWwb 70, &bk
EARBBLEBRE T TCVAIENEL EoTWD, FOH, MG % F5T % 3K MG ik
RS WA Z A > THBL I LITHEETH .

Rt - TEF VR

MG O3, R TFROBE, SHOEA, SHHIKT, WEH KT % &4 2T
HobNb. FEIROWEIL, M), FHRH MR EICHE S, KRECERAIRAAONS
£ %B. Z0%2»T, 71—+ (myasthenic crisis) & (& MG BHIZBITF 2P ALEZIRL
TWwh, WEQFERIZZIEII R, SRR S OB A b LA, YR (R I 35 g
SE), AVEFRA, M, IR EAH B Y o, MGHERDZS oIy ba— v ERTnin
C L LERMEO R R 5. MRS HE MG 2B WTIE, Tl AChR HUikfliomil & i
O D MBEOWEICHET A L W) W0 H 5 Y IIRIEICN T 2 BRI X ), MG
SEROWEZ L LW IMELH 5 0

FEARIZ, MG ORBIIAREHZEDORETH ), TNEPETLIEFIHERT L% 5.
20X EROMEILL L, MHETIE 7 2 2 F7 YV RIAMMHE 2VvE) R, 2o
TaxI v, VFIUA, Tz= MY, AUNRIEEY, FIAFI T oI NG EREHD,
R CIZ 7 Y= a) v, Ry uo v ARENT L. T2, Pl VI, DM SR
TREIRY )Y, VALY, FTan4ry7IF, SHER (Furs/ a—vid), F=
Ty, RININ, RYF R ECRS PAEWETEITI/ S av R, ySa sy
Fr, z)RUIA VY, ro)AuxA Ty, vra54 FR RV VR (EHE), 7
FIHA )Y, RVIFIURENHY, LV FEE L TRER=YF3I Y, suaFr
Vb, ZOMIE ITAYTL, 47 —=T7x20r qRERHITHENE Y TN OHEAN
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L5 MG #EiREE, ZhiEEBmeboTidizl, HEEbdbrL8bhs. Lil, \ﬂ(’)i}‘
DEROEGIICL Y, BHICZ ) —FIZWeb Db, 2L Z I THROITRBEREIC RO
VMG BENAL YTV UH A VAL @%Lt@%ﬂﬁﬁ%k%%%b,h%%g%&ﬁ
SN2HELRETH L. —J, MGHEHOHNTHEMT 2 A 704 F, #fia) yx2775—-+¥
HH7V—E¥ORREIZR L, METHEROD S EHE, BREOEETIEIATOA FREIZLD
BAALRTVWOT, HEEIFLETHS " M, computed tomography (CT) Tfibihz I —F
WAL TH, MGHEX X322 H5 7

A, BARIRBIMEAEIND L) 1o F = v 7R A v MHEE (fE) A< T,
ZHRNTT, RATA) AT HE) W, WIRb MG, Za—m8F—, I8 -, s
FLENOOGHETISRITIEPMEENTND Y Lo, UBEREICIVEET S
LENLY, —HOBEOERITHEHESMECTOAOTHRE 1 L CTHBARL 27— A b
o, REF v 7R, PEEEL, ey A TOERERZICHEDLILTEY, 4% EE
BUETHS (CQT-6 ZLH).

HMTREWI A7 35000, kA4 GERPEEGII 20 5 EHROBIY CTIE, Ho
TBAREEELZCQTH 5.

ik

1) Roper ], Fleming ME, Long B, Koyfman A. Myasthenia gravis and crisis: evaluation and management in
the emergency department. ] Emerg Med 2017; 53: 843-853.

2) Blum S, Lee D, Gillis D, et al. Clinical features and impact of myasthenia gravis disease in Australian
patients. ] Clin Neurosci 2015; 22: 1164-1169.

3) Godoy DA, Mello L], Masotti L, Di Napoli M. The myasthenic patient in crisis: an update of the manage-
ment in Neurointensive Care Unit. Arq Neuropsiquiatr 2013; 71: 627-639.

4) Kato T, Kawaguchi K, Fukui T, et al. Risk factors for the exacerbation of myasthenic symptoms after surgi-
cal therapy for myasthenia gravis and thymoma. Semin Thorac Cardiovasc Surg 2020; 32: 378-385.

5) LiY, Chen P, Ding L, et al. Clinical outcome and predictive factors of irradiation-associated myasthenia
gravis exacerbation in thymomatous patients. Neurol Sci 2015; 36: 2121-2127.

6) Gold R, Hohlfeld R, Toyka KV. Progress in the treatment of myasthenia gravis. Ther Adv Neurol Disord
2008; 1: 36-51.

7) Bae JS, Go SM, Kim BJ. Clinical predictors of steroid-induced exacerbation in myasthenia gravis. ] Clin
Neurosci 2006; 13: 1006-1010.

8) Puwanant A, Isfort M, Lacomis D, Zivkovi¢ SA. Clinical spectrum of neuromuscular complications after
immune checkpoint inhibition. Neuromuscul Disord 2019; 29: 127-133.
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Clinical Question 7-8 7. RETEDBBEETIRIATN

VIR - HEICH I HERRI A

O

OMG DR - BEICDOWTIE, tEiRAIZEMR, IRRKOER, LE - EfEl - BEROER,
BRUMERADERICH (T THINT B.

OIIEAIS KUEIRIES VT, IHIRICAT ZIERMRMZITL, BREBZITHELEDIC, E
H, WEE, SEMeEEN@EEEED.
OLERENMMNHERINS. 2720, ERNGERICEDHF - R3I9%PHEELREN
TONBEERNTL.

OHERIIHER MG DERISER UMY D. MG DBRHSHEE ULTERDIETE(E,
IEMG OEHDOFERDIECREFTEBL.

BEx-BN

MG (&, IR REZAEHIC BT 2 KU RIEE LD B L v Lh s, IR 2 15HRig M
RIS HEZHRTULEE 25, MG IXBUIT RO A A B A4 ¥ 25 2014 4R 128 E L ) #Hid:
BN CRICHR S 2RO A VA Y FAVRENTETWS 23 RAA4 K54 T,
TOVHESNAATAL K4 V2, AARICBIT S MG OEETEDL ZE Lidd L7z

Rt - TEF VR

1) BiREERS L TEFRR
TR AR R P - 23U 0 MG OFEIRB & ORIRICEI S A ISR AE 2 7, R - g
R L 72— iR st R ST A, S 502, IHREASII L T3 H 4 ORI TR 2 ik L
HBWEDCHW L TBL ZEBVETH S, 72, HIRANIC MG ORERZ TTREZR IR Y 22 $ &
HIEDKWTH L. HIRANIEIRZ L@ L35 HO—BE LT, SHETIEZ\WOSHIRRT
R EEREA 2 i L CB < TR FEL, FRBERRICREN S 2561&a ta—v LT
BLZEDREEINSL, HARATHHEINS Z L1300, BEBEOWEE S HWA N ML
FL— RIa7 /= VBET7 =2 FNVEPILL, WMAITORBICETET L. o 0HEHD
LHESHEEZR S A0%, FAERICHT 59 A7 2300 LT 2 35385 5.

2) B DFE R

IR, IR IC B 5 MG OFEIR & RHRICBT A3 247\, ERE, INeRENEE, Rk
Bkl Bz &L HEER LD, TIREEO ~ 5 7OV % & & DICHEOREREIT) . IR
F R D REGE I ZIEARICAE D) S 2 0% <, MG OFREZEBLSE 5720, EGD LK T
TR WY e PUEA TR AT . IERPISEN ZIERE =7 — 217w, FKB% R HE)
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BAOHERFHMT 5. —, TRP O RIRFRMT IR S R,

MAEFALHE F 7213500 7 1 7)) VD (IVIg) &, MR OB Ra LI InAko Sz &
EWCHMRBHREL 2D, b, WRICED 35501 O MG BH THERISHEES 525, Zhid
IR 3 » HE THE .

3) HE - EEH, HERDIER
MG DR L E L T B854, BIETOHRSRAHERSNNS. 72720, BEREIZEY
GRS 2 WIS BIEAL T AR D . S - WG IR FYIBAIE, RIS I EE DO W T
TN b, WEIVRENIRIE 5 - 3 OB 2 b TR T 5 2 &5 TE L. g~ 7
AT NI MGRERZ BAL X G570 ZMIT 52 E%E T L.
HEERR, MG THhAHZ ERBHICRIATOERZ#IT L LEITR V. 72, MG HHEEOR
HIIVT LRI TOFRZYITL 0@ R 5%, 2k, WiEk 1 » AUHNOEEIIZ MG
DIERDTEALT H 2 & D3H 5.

4) FERDIER
Bk MG OFSER, BB MG OFJERE L IZBIEN R wE ShTwb. FikE MG O%EIR
&, HAEBBEMA»SBHBRICHE LT 22 0% v, FiER MG IIHILZ MBI L, LEIC
JWLHa Y Y2 A7 I — R L, MRAEMZT). 72, FEHER MG 1213 1IVIg 21T
)T EHEESINL. HAKR MG E—BEORERTH S L SN Tw5E, BHEDIERE AChR
PR Z AR 2556, RS SR ERHE CRE X 4 8 —, DRGS0 25 2 59
LI ehdHsb.

5) {HRPDOFEEIFERICONT
YY) RRFZIy, FLF=vay, #ary=a—1) JHEE 79547 JdEERR
WP OBEGI L T S, 72720, AVvy=a—1) YHEN T7THFFT) XA
EREIZIZBAR L 2 v, T CIEREL T aLa IR0 & ARME, AL TWwa Y A
ZIZOWTH3NE4T ) BEDRH S, Tz, HERPRLEILAIC H CHIWCIRIEZ hlF L 2w
EVICHHAZ LTBLIEDPRYTHAS. APPLFE—), 3372/ —VEET TNV
IR R AL I 2 BT A REFER E o TWVAH, WEra 7)) VKR ) X7,
IR RBEILFICB OV TOREIHHATEL L EN TV,

g - TEF VR

TEARE WP B Al 2 AT 9% & & T, IR O MG ol z e L Y Bk MG o
R L7z & OWMEPFAET S 77 Lo L, HEURENC IR 2 HifT L 72 MG B3 & K
1o MG B OB T, B0k, WEWH, BrERRERRECTHFEOVFRIZBNTY
MHCABAZBO o728 E72, WSR2 AR o MG 848 2 30 L 72 & 3 % Gk
(EEEIY (Y WAl

TR O MG BE OHAETIE, 36~42% 1 3ERICE L% <, 20~40% 3Bt L, 19~28%%3
BT 2 L ORRDHE SN TV 200 ilkd 2 WVISHER O EORHICHES 2 2 L A% w»
PRI L) R 2 212 MG IIFIRFEGEICE R 282 b 725 203 0 RN A
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ChHEREEPEREICEVE TGz H 5

IR RIS B VT, MG OFGEDLE L TV A HEICIE, IERIThbTWinHiiE <
DFE FHFESIND Z EDL I,

FHNH9 % KE FDA #4513 2015 48 6 HIZBEIL S, BARR 24t ) 2 2 55l 2 ik
RTRMEIND I LIl o7z. MG THHINLEANIOWT, MIREE, RILROZEIIOV
TERD LT

DRI, BEER ORI D 7208 2 BEALT A BZ N H L 0. oo, JE
MG #E 2 H L TG |8 & WIS VBT b B RS 081 L L, §ity
DR LRI MG TH A 2 & LIZBRER <, MBS ERBEISICED W THIT S A X &
Tdh 5 OME b, WM EYIROBIAT ) BRI UREH IR ET 5 2 L 3T& 5 2

K1 MG ICERAEINSZENHDERDERTS SFORABOZL2EEECSHURT

=2, RIS B BAR TN BEsE * =3 BRI EEN

EURZFIZY (fEEhE OF - 8 |BANICRe (600mg/ | BANICERS BB EOERIEN BRI
SO, TF, | BLLEDGERIC TITRRE FEB YT N 285
HIR = J)\GEfE) =)

FLRZVOY |SmfE SmE BS8|BE4ANcee BEAW(CRS BB LOEHED BRI
B, SOTH, SHEE|0ER D= (B OB MBI NBIBEE
fE, SAISF—1E |FRE) FHET

FHFATUY | SEENE, FREE B (EANCRe BEAYW(CRS BB LOEHED BRI
IR, Qs —BEmMERA, kR FEB EHETENBBEE

B, MMERRE, R, FAT EGEMEOTAEM S
EiAEIR, U/ R ")
HEE TERLIFREF B T &

YJORRUY |BEZ SIE &K (b NS 2ESHED | BANCRD BB LOBEENERIEE
SHISF—, R B (MEBRL F@OB EHETENBIREE
£, HAEE KR, SRR, —@Mm AT

IVGEAME, BMIRA BIIZBTBTE

IIOUAR BSII%E, SIE b NCBIFBESHMED | BANICRS AR LOBERENERIEE

HERL FO% BTSN B RE®
RENR, REE, —@iEm =)
IHUERAMEE, EIImERRA FEELIFREF B T &

Sa7x/—)VE | HRICIHERE B> 25% F—912L  |HEDEER

EITFIL 0=, OB, /S EAIFRT BT &

IRERBRBHAE, SIEAE, AN
REHALRE
XN RUFtE— b R ERE RS 15 ~20% | == SRR
iR 3 2 BLLERTIC LT
BABTBTE
GBI /07Uy  |5EE = HERL BEAN(CERS [BELOEHED BRI
+O% SN B EE
FEDESICED £ RS
R4 ILZ B19 DEED
OJREEETE TERL
IJURTD BRI BEANDFEIR/IE |BEANCRD BB LOBRENERIEE
O TN ES

* BADRICEBBEDHEICOVWTHIHEBENNETHS.

RSBV TR BIPANDOERIDBITIIRHSNDN, T<KABTHUFEDONDRERFEAEBNESNTVD. €
12U, BADERRAINETIE, RAFEITDIECEOTWVD.

R OIRAEC BT DEFIDBREELNBERFFR Y Y —ADEIREFEEREZ VI —ICTTO>TWLS.

(z@k 1, 2, 3, 17 KWUERL)
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SRR 7 ) — I 2 TR R N TIEREZR O AR XL TH 5 00, SR OmE~ 7 % ¥
7 5 0F MG IR Z 28NCEAL S5 222D L - O HIEEET 5 2 F 72, ITRb R
AP L 7R R BT, FaAxT S 2 A IZ BV TiE, MG IERZ BAL S % 3EH| o4l
WML D e E L,

MG OFEB 5 A L7z 127 Ao@ A o R TERIE 2.4 (141,000 72 9 1235 T,
190 5 ADIE MG HEEIC BT 2 JHELLTE 14 L OMICHEZE I LD o728 MG OREEASH
PE L7238 10~20% T— B0 F AL MG 23872, ft: 12~48 BRI — 2 255 1,
18~21 HUICIEEGEET 5 2 L 0% 028, 4 % HU ERDSH 2 &8 H 5. Fra i MG 13 fk:
O MG IEROEFERE & IZMBRICAET S N 2B, MuSK JufkBtE o BB &4 F -k
WD, WERERDS— BB 72 & OIEBIIRE 23D B 10

BHIZOWTIX, MG TH D Z EMRFUC L 22T D 2 Lidvay, HidlE MG ioxt
LTI TORAEZ TS EALE L2

(OB ZBRAKRICAVDEDFRR]

ZRBIO HARN MG BETITb N 4TR - WEEICET 2RI GE LV, LzAs T,
COHEOFEEENAIE, FITRCRICBT 2R FHNRIISEOR G S NI E I WTnwE 2
LEEZERLTBLALEDN DS, Tz, HIRREREZILICBIT 2EAONMHITH 4 2L L TE Y,
AT O THRT 5 LEND 5

IR & SR >y — o ERRBIARE T I (R SR R e > 4 —)
https://www.ncchd.go.jp/kusuri/news_med/index.html

ik

1) Norwood F, Dhanjal M, Hill M, et al. Myasthenia in pregnancy: best practice guidelines from a U.K. multi-
specialty working group. ] Neurol Neurosurg Psychiatry 2014; 85: 538-543
2) Hassan A, Yasawy ZM. Myasthaenia Gravis: Clinical management issues before, during and after preg-
nancy. Sultan Qaboos Univ Med ] 2017; 17: 259-e267.
3) Sanders DB, Wolfe GI, Benatar M, et al. International consensus guidance for management of myasthenia
gravis: Executive summary. Neurology 2016; 87: 419-425.
4) Eden RD, Gall SA. Myasthenia gravis and pregnancy: a reappraisal of thymectomy. Obstet Gynecol 1983;
62: 328-333.
5) Dijelmis J, Sostarko M, Mayer D, et al. Myasthenia gravis in pregnancy: report on 69 cases. Eur ] Obstet
Gynecol Reprod Biol 2002; 104: 21-25.
6) Hoff JM, Dalveit AK, Gilhus NE. Myasthenia gravis in pregnancy and birth: identifying risk factors, opti-
mizing care. Eur ] Neurol 2007; 14: 38-43.
7)  Roth TC, Raths J, Carboni G, et al. Effect of pregnancy and birth on the course of myasthenia gravis before
or after transsternal radical thymectomy. Eur J Cardiothorac Surg 2006; 29: 231-235.
8) Hoff JM, Daltveit AK, Gilhus NE. Myasthenia gravis. Consequences for pregnancy, delivery, and the new-
born. Neurology 2003; 61: 1362-1366.
9) Ferrero S, Pretta S, Nicoletti A, et al. Myasthenia gravis: management issues during pregnancy. Obstet
Gynecol 2005; 121: 129-138.
10) Ferrero S, Esposito F, Biamonti M, et al. Myasthenia gravis during pregnancy. Expert Rev Neurother 2008;
8: 979-988.
11) Batocchi AP, Majolini L, Evoli A, et al. Course and treatment of myasthenia gravis during pregnancy.
Neurology 1999; 52: 447-452.
12) Téllez-Zenteno J, Herndndez-Ronquillo L, Salinas V, et al. Myasthenia gravis and pregnancy: clinical
implications and neonatal outcome. BMC Musculoskelet Disord 2004; 5: 42.
13) Hoff JM, Daltveit AK, Gilhus NE. Asymptomatic myasthenia gravis influences pregnancy and birth. Eur ]
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Neurol 2004; 11: 559-562.

14)  Podciechowski L, Brocka-Nitecka U, Dabrowska K, et al. Pregnancy complicated by myasthenia gravis-
twelve years experience. Neuroendocrinol Lett 2005; 26: 603-608.

15) Almeida C, Coutinho E, Moreira D, et al. Myasthenia gravis and pregnancy: anaesthetic management: a
series of cases. Eur | Anaesthesiol 2010; 27: 985-990.

16) MRS, A LR B MuSK HUARE k> TR, I )09 o0 St ) & 2 Ve — i VR A S0 B, BROR
HliE 2011; 51: 188-191.

17) KB R - RIS B RS (43) A RS, IR E T, 3L W
s, B, 2020: p.563.
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Clinical Question 7-9 7. RECEDBBEETRIATN

EDK S ICEFREEZITSh

BE

OIBR(CDLBHNBDRPE, Fifi, B%, BHNANLR, FEHLERIOEAEETSEL 51
893.
ODEANSNDHR—NOLEETHS.

RS- IEF VR

MG DY ZIRRETH 5 [T WIMKEZ IS LT 5] 2 LT, > SRAE L
THFEINZNZ L dH D, T/ [EIE] HBERED [ERE] IZE Sbh, BELRRZEZFoT
WA — AN L, RAEME T HBINERMEIAE U v X ) ISR TSR3k 5 s,
IUETFTYADH LD DIIP VA, UTFICHESHRICBWTRICEE L BbNLHE 251257 5.

1) REEE
JERDEEDOLAITEHILE LA, HBEICI VIERFI Y b= 8N Tw B A1
HEAGICHIRZ M2 %2 %21 7% <, EECmyrbEThs. @ IIMERTFTH L0,
Tk, KEEZNL ZEDPEETHL. T, HFEOEFITERZHEESEL 2 EBHS
NTHEY L ZRFTTOIMERABICIIERLET 2.
YD FMEH TR 5720, FkY, IFCEREITL, 4 Y7V FoRTHe AR
BUH T B EICIER A OER 2D 5.

2) EEEEF
MG JEIRICHEEG- 2 5 b DI, BYWiE, T, #57, B LA, FUIRBRERERE,
WY SEHIEAA D D, MG 28ED 5 VIHRSELEANIZ L MOEN TV LY ZOHR
HHFEIZ 22 > TW R WIEFI S L (CQT7-7T B ).
AR AL SR e EORGMIEIRZ 9 BHE DD %<, MGIERD I ¥ b a— W IZHEEE
T RAF T, IPIRRE R BRIE IR AN 2 HERDZE L TV AL EIIEIAIRIEICT LT, 2aox>
VITEYE VRO G IAREEZ L

3) BOE - EAE
MG 12X LT, ki - BB SRS 2 B BIZOVWTERLTWS DRV 2o 7.
LHL, 7ha—Vidkk4 23O EE 52562006, MGOI Y FE—VSRET
HIUTEKIHIZFER 5 X D IS 5. BUEIZOW TR MG TIZBEERE D3 5 A3IERE &
) MG-ADL A I 7 D5E o728 O 5 ¥ B = a7 > WIEF T MG BE{bo#s ¥
BdHoHI L, BEIZLY, RESERERPTELEEEOY A7 B AT 5700, L2 iEEd 5.
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4) DIF UEE
Zinman 5%, 513BIO MGIZA Y ZNVZ Y HFI A VAT 7 F 2 2HH L TH MG O#EE
EEhho7zeHELCws 87 A7uf K, SuEiilEEzHRGHR T L Y IV UYLV
AT F VIR ERNFLT 7 F  OFMIEE EB DT THHED RV, 2704 F, SR
PG T 7 F L OMEDRT AR TE R WERIED DA%, CDC CREFRTHiE# L ~
=) I IEPIHIREE (GEIIHIZRZRA L TV AEELED D) OFEEL VI VT I L)L
AT F FRERES LB R SN =TI L Twh,. —J, AU FroEmiEATa A K
TPEINHISE 2 P G R RIS & S, s y 7 a7 ) v o 5% 3 » AL EMEZE H )
THBAT, EZ7 T 7)) CEREFREEITRIE 6 » AR EOBEEZ H1F T2 5479.

5) 11 - HE
TR - HPEDS MG OFRMICH 2 23080, WE, W, AL LZhENR 1/3 TEMICLD
Bl D, BRI & HER 3 2 HIZE K ALN, RBY, B RELTwhA I e
%\, MG I3 FE O EL 5 2 2o CHEAE S 2 HigS. 72, MG I3EEE
B TIE R W20, FHHICIREE L 2. 72720, MG QR8I 54 F 28k B2 A i
(2, BRI R E & WEN G, EFOHIMCT R 0585 <, LA HE, 0% bR
7 EOFERD10~20% OFECHIT 5. HEEFAI TP VAT I —EHEEHGT L0
ZFORISHE L, IR R DR A ISR D ZHE T 5 (CQT7-8 B ).

6) wihaE
MG ERPBEE CREEL TV LA, R EOMBEEITH) 2L X XWMB B VWEEZ LY
AF T A FRGEIHIEZ R LTV AA I3 LEZORGEE 2400 LEND 5. SRR
FEOHEHFTHVON S U AR A R — MREAHNIFATEE, FEEHEOBERA MO TEY,
AT a4 FREEIHFIZEOIRA, ik EOWFHAEIC X o TZDOY A7 WG L % b 720FE
ZET L. WHETHIUTHEHEROBNICE AR A & — b RBA 2 KHET 5.

7) HHIE
MG E#FE LTHHTE 2R ML LT, R Bmmii7e i8I0 R B AR A
ZAGDHHEDVHIT 5N 5.

ik

1) Borenstein S, Desmedt JE. Temperature and weather correlates of myasthenic fatigue. Lancet 1974; 2
(7872): 63-66.

2) Wittbrodt ET. Drugs and myasthenia gravis: an update. Arch Intern Med 1997; 157: 399-408.

3) WM. BEREMIBEORIR, HrEEA ML, Bt 1990

4) Gratton SM, Herro AM, Feuer W], et al. Cigarette smoking and activities of daily living in ocular myasthe-
nia gravis. Neuroophthalmol 2016; 36: 37-40.

5) Moreau T, Vandenabeele S, Depierre P, et al. Nicotine-sensitive myasthenia gravis. Lancet 1995; 345 (8941): 61-62.

6) Zinman L, Thoma ], Kwong JC, et al. Safety of influenza vaccination in patients with myasthenia gravis: a
population-based study. Muscle Nerve 2009; 40: 947-951.

7) Auriel E, Regev K, Dori A, et al. Safety of influenza and HIN1 vaccinations in patients with myasthenia
gravis, and patient compliance. Muscle Nerve 2011; 43: 893-894.
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Clinical Question 8-1 8. /BHARYE MG DEAISH & amisst

INRHAFERE MG D45 aIH

EZ

O/\BHARAE MG (juvenile myasthenia gravis) & [F—#&EIIC 18 MIATHRE MG &Sh
2.

OFFBND MG DRIE I ZH (5 %A (CE—THH 3.

O/\RHEIFAE MG DERFREJERAFEY (20%), BEM2SE (50%), £5E (30%) [CHRRE
ns.

OAChR Hi{A(3B21E (seronegative) B L. BRIERIIERKEY, FRMICKIRES.

fRE - TIEFVZR

1) INZERRAE MG Dl
ANEIIZERE MG OAERBICE LT, 2014 SEDH A FS9A4 Y TR IGBUTRIEMG & L2 X
WIICH 15U T ET2300H5 2 4, SHICEHBOMEREL, 18@UTELETLH0
WY & F Z 720

2) &% - RAEFH

AIFD MG FEFEAFERNIT/ANEH, R 5 MR — 2255 0 39710 Zid 1973 4E, 1987 4E,
2006 fE D EFEIEFEFFII BV TE Db > TV 275, 1973 SO FHFE TI3/NBIIZE ISR KD
Y—r03d b, 2BH 1430610 9H 5 5 ARMIIE L 14.7%, 5 bl E~10 MR IE L 6.8%
THo72'2 1987 FEDRATIZEZREIZ 6,000 46, 5 b 5kt 10.1%TH 72 2006
FEORAETIIBEREIL 15,100 B, 9B 5EANMIL70%TH-o72. bbb, 2006 4FDEE
S OGP T b N7 EEEFRAFICTRAD MG IZEEICY 7 P LTWADIZIEL,
NBIIFERED MG DR E R ¥ — 271385 30 SEMED > T AaWw B LaL, 5EAmISIEDH
EH314.7%, 10.1%, 7.0% &P L TV5Z EDOERIION T HLEDDH 5. FEIIIZNE
WIFEHE MG I3 PENC S EHEICALON, W7 IV 7 DM E V5 617

3) RIFRIE
ANRIIFEAE MG 3R BEFAED R & SITB Y, 2006 4F O £ [E[F & TId 5 AR IR O
2.38% EMDERIEIEGNI L LD o 7228, MAEFFMICHE TR Zh o7 Y.

4) HLA EDRSE
ARINBIIZERE D MG I3 HLACHE SN TWwWA Z PN TWwE,. T4bb
DR9,13/DQ6,9 T&H % . i o /NEWIFERE MG T3 HLA (Bw46, DR9) & DM HE S h
TWa Y Ihbid, 7Y T7TI2B0 2/NEHIEE MG ORI % genetic background DFF
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8. /NBHIRIE MG DEAIBHR & IBEIEET

TR RETLbDE Wz 5. F72, FE4 HLA haplotype & OB T DRB1*0901 A%EH & T
%.

5) BRFREY

B R AN/ NR I ZERE MG TIZIRF IS W 2 E 23 H T B 397102020 2006 4E D Tl
MGFA 1135 BRMISHER D 80.6%, 5 mll Lt 10 ARMIAER] 61.5% T o 72 )

JNVEIAFEAE MG IZIREIR D A DIEBID L DI, 2 D 2 DR IR AT 00 13 A e 4 By )
PIIET 720 ThAH. /NEMTE MG 2BV TH MGFA DR S b5, KRIR TR
B L OESEFAIENT & O SRR, etk e g R, &gl (B E &) s h, 6
HBLOUPE, FPROHUEICHHTHS ZEPRBEN TV S22

WRETE A B & IR IS IZIRREIR O A TH 505, MR OFRHERN TREHS * 2
THHETH S, WINI/NEIIEIE MG CIRHRIAL N L ORBEZ KT LI L2 HWICE
LRI 4T o 7o 8, IR RO 7 A (2B A AR PRI V2 DU G A5 R % 5000 B T TR 4 &y
Bp&EInsl b z2Bo?

WA D IE L U CId/NEIFIE MG OIRFERO AD 5 SEAE SR AZ XL, %Y
RFERAG AL & T 2 L T OREIIRADOIRMHGE L 1ZIZF L L v 5. /AEHIFE MG @9
B, WBEMEGRNIIH 50% Lk b S 200 A B BAE A GRIOBINIE, BAESH Z5Y, FiE
A HIRT 1TAELINIC 3~4 » AEICHEAT L 72 M BRI TREBIS 2 A5 2 L%, BRE
HAWMAE, NEOYE, W, FELeTOREMEEREL, dEofliis X 0" M pEmE
MRS CRE S .

6) fEIR

OMEI R TIIK 70%, 3MARMIBEF TENTH 5.

@OFFEITFRO VG, FRIXRGYECT SRV TEZ S22 H 5.

G/RNEWIFAE MG DORFEREIRIZZ < DIGEIEIRTH 5. R AFEIE MG (2 UIRFREIR D M
DBIHL L, —BIIERERA DS\, £ os, —MENORE FECTHEET S 2 &
BEDs, D IR, REESREEZ 2L T 5. P IERO S 4 FIZs)
T4, HEMHEEEZRDLZLLDHD, FRICHIRGON G % 20 5. 12O RE T E
BICIE FEOBVMOEELZ EL, WIEHTORH O, BIERIIEFREE, KARAM
W7 & Ch b, SRERIIFFCHETIZHESHEEZR 2 L2 R L v, 728 23 THUC
o ZhEDE | B EVREHIERERETLHOTH S, IEKRD S EHIEIRTBH T TOH
M 2 FE R AZ .

OB 5 & MGIERDO— BN F 22 IHAN 2 H 2R TIEPMOENTWS 2 [H
BeomidAKiE, BERERICOAONSEA, MEOLXILETERWL

7) 2R
ZWI A OB WAL IZHERL T 5 5%, NRIIFESE MG Tl seronegative A%\ RUTTEE & %
T 5. AR, MEANZENRY ez s, mhak=v A (Friay) {8 F
FEMER, AChRILAZSE LT 5.
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OIROKRZDVA (F>OY) HBE®

ZWII/NETIE— BRI T Fa k=7 A 2mg & A B AHAK 1.0~15mL ISR UARL,
Wo K EIRER 2 U CTIEROUEEO A LIRS 5. BB CTRILDSRD b Y& 3 emiE
ADRFINE 2\,

F72, R, AR, ROz FuR=Y A0B%IL02mg (0.02mL)/kg T, 1mg ZW2 %
WEINIZT LDV LETHSD.
QBSEEZNRE

TSR R I VAR S e S R O IR B L, MRS RO B VEATRIE S MG @
BWNILD, BEEE SR O TER AR GEBRTLE 7213 M IR RE IR A5
HCTHDHLE YU ITNVT 7 AN—EMGII/NRTII TbNAZ LIZENTH .

ANBIIFEE MG JiE ] O B S BRI BAS AN AR ISR B S M B LD 5.
@7 tFILD ) o ZBHHE

Ifilrf AChR HLAADFEHIZHHTH 5. AChR Hifki3/NEHIZIE MG Tlabatmas% <, btk
Bl BB LAMETH 5. 2006 -0 AEFATIX, HABIAS 70~90% 25k PRI L 5 iR
W CORBMERNL 50.3%, 5l 10 mAMIIER TIX 48.1% TH - 72 © FERREINNIE, IRAE,
B R, SR EBHITTHEEZRTO»E L, FERICHR LIV EZ R T 6D
Wz % 50 JNEIISSE MG 1& AChR JUARREHEFINZ 2%, FIRSEMR %4 D B3 ER D222 10
AR S 20 AT I % ) AChR FURMEiASZIIE K o TS A6 050 % V.
@MuSK #Hiix

R TIRBEEGIAZ .

8) HRIZH

ANBIIFESE MG ORI & L TRICTER T RS REFHWETDH 5. ISR
GO HEH, MR OECH T 2BIZTREICEI 2D 0T, FICEFERREETHI S
TETW5. ZOMKBRIZENENEEDD 505, % OWE XM A S/ RINIRREL,
WG, ESHORBWEITEEZFRERE L, ia) VI A7 5 —BEIER L LHE . FRMG
BTN TH 2 2 L 3%\, JHRBIETRE ORE CHESHATERTH S 7.

M 2B, IFEBME O FEE, IRERE R T2 58 (BIR L, Shrahii
E), I bay FY TREEE IR B (ophthalmoplegic migraine), SERVEHRE T 3
BLOLEEE, % EOENPULERGENH 5.

9) &8 - Fik

ANBIIFEHE MG OfE#, PRIIFEFE, BIRE, (BRONEICL ) Rep 30n2s Bilfo
B & W) 2 PeEENIEIC & 0 £ K O/NBIITHED MG X EfFIC W72 5. EROBEIEN Y
G, FATEY RS SN o T2, RS 5. REICIEILT 58], AT uA
MR -0 B O RE R B A2 S LEREOREZ L 2610 H 5. IEHREIROBE, Fk
ERTIEDLLRLA V. Vot AREBIRICW 072 — ADPTIAE L 72D HICHET 5 2
LD H DI D, WMNERIE L2 L ERE DR - HIEICE UEROFR, 223256
Bd D, TNOINEINEY 2R R SN o AN L v, BIICh2 ) #8% Blgt
ﬂ—% : k 7b§j(‘[g‘]"c\§)%) 3, 10,11,22,28,29).
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Clinical Question 8-2 8. /RHARAE MG DEAKISER & amistt

IVBERFERE MG [CHEVWTREORBFEZ EDELSIITSH

O2SBO/NEHRE MG [CEWVWT, BORTOT RRIE—BRETHS (HEIER 10).

OIRFHE, RISEEMRSETE, ROV IRTS—EREOHMRITHTRVES, BPH
[CRATO01 RZ8AT D (HRRR10).

ON\REBEDEWEAE UTOMREBEZELERVKS, RA701 RMEARTEZE(TEHR
HODBICEEDHBRDITKRT S (HERER 10).

OOPBETRRBEANTH BN, 7HFATU>, AL Za—UVBEBERF, RFOTR
R E 7 EKFEO/NRBRE MG [CHEVTENT, #HAICKWRTOT ROFEENTHE
TH3 (HRRR10).

BEx-BW

BEHEONRICBWTIE, WRHEAZE C, A LKL BAREFREIE . Zoko,
BB L D &, 2704 FZ2IR L LT 2 0EMHIHEDOBEEE S V2. =T, A7uA
Fid, BMADEDTT ¥ 2LHEGER (RCT) 1213 L A &7, RIS O B R I1LEE0
LNTVED, BRHRGICHLTUIZET Y A2 REDOPEETH S > A MG T, 2014
FITHEE, FEOTA P4 YHETICB VT, BHERIAT A FAERS R, [HO7LV R
=v'u ¥ (PSL) 5mg/H LLF T minimal manifestations (MM : BfEdR) L~ | o BN 7% H
AR s Nz, ANRIZBW T, @Y AEGELREGIIHIEEZ—E L T, KE
Wit LANREAEOA T O FORWEHOMEZIER V>0 A7 FORMEEZHWE LT,
RN AR IR ORI 2 8 L 2 WIEAPE T L. AFTE, #70Y LXK, ¥ 70R
RN REDANY = a—1) Y HEEDHRDBNAGE MG 3T 2 R HH 5 & L CiREuE
W23 7%, WIS /NEANOLRBGET X %\,

@ IEFVR

ANRIIFERE MG &R & <00 T, BERIMTETIEAE & BRI DUR O FERE TSR M R R 72 %
BRI BN IR A% <, TER S vy, BEHDBRISE IR MG (2, 45,
AChR BUAltEs, BRSO S EA L, WIS OIS mve Ehad 2 7o
AR, REFEOMEHHECEHL TS, BEMHRTOTTERLLENHY, I TIIE
FIIH/NRIS - 2 EHE R POIIORT 5. BEMUROEGRER T, FHIARBEIRAIZ
LWIEFITIE, A MG ORELIRIEMHIHE O HEHEICHE L TH v (CQ5-3-1, 5-3-2 FH).
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1) #OAF0O4R

A7 84 FIEEA - ANBEE § 12 MG OBEFEROFTERTH Y ¥° NRITBU 2 R AR
HOENTHLHHOT, BROAEDOTHRIET Y 23 %W Y, NEHIZE MG O &R T3 — %
PFEETH L 0 WA, FRCERaESRIiTlx, o) Y AT I —EETa Y FT— AR
T RBGEIEERLPICAT AL RIS 2200 gL cofidlixeicgsb
HT—ZELTWARWVY, B LD 65 KT, % 2~3 7 HORBBILIAN & 3 5 ti%h %
Wy,

ARICBITARORT O A FERECH L7285 3130w, RIoEREAZiffci s L
WAL, BERHOZA T O A FRERGAHEIR SN L 255Y, WIHBEIEE T 2 08N
5. WAKGOF ) HFEROEEI A7 VS, BT IER %528k we Sh, @11 5
WIRDHEARTH 5. MIIHEELZZE LT, 0.5mg/kg 25l LT FEER IS 2 BE
MRS B 5 e e e 5L LT, RHE, HEHEGRTIE7L F=v 1 ¥ 1~1.5mg/kg
W H#S Rk 2mg/kg H) % HZCWNT 2. 298, REZRAH5, 1~2 » A2t
THA 3mg/kg B H £ CHIBITRE L SN TVB2S, £ OBHARBARECLEL LAVTE
REEONL, BEREZEON-ELY 2~3BMMHERL-0b, THEEICHTKRL 1 » AEET 1~
2mg/kg/l H & Tkt LR 2. EMBEATL 2~3 » H CIREZ BB 2. WUHEER 70
A FHREED 4 EREEEIZRD SN, BHBIAHE 3~5 HICHBL L 1 BB (E< T 20 HIM) f#H
T50 RZZ)—=HIlWbZl b Hb T s, EFMTIXHEBERIERIIARIE E L.

WCAE/NBICB VT, BARRIVEAEA 70 F2HERTLHEDED Y, ANBTIE 0.2~
0.5mg/kg/H, A& 30mg/H LRI 2EHmdH S 2 FICHIV Y =2 —1) v HESEOFMY
MANC LD, 8B X MR /12 0.25 mg/kg/ HIRAR E T2 HMELH5 ¥ KA MG &
By, NEMREMG X, b EEMREIEL, SOHICEY AT FHERICX ) SR
W72 5FbZnksnThh) Y, BHELEKHEAT O FOAGHMEOREIZ /4% 3T
WRWI RS, SHBRREVPLETH 5.

HMeFREEE LCoAT e, FOFMEE, BRMICIIHEZR I Tw200, SEHIER &
BAEVIEF Y RAERE, A704 Fo@b)Rixhm, HCEL T, —ELTniwy, F
TEROBEA S, A 704 FIRA L2EFIZERS IS, 2704 FEaz HWE LTl
DIEPIHIIE A FERAIEA L T BERH L. T2, A7 04 B0V ZFEIT IR IS
RO/RNRBITLERNTH S E V) MEIEBD LI L0 5, BALFE @Era7y v
WD (IVIg), IMAEELRR L 72 50, WICEMEAZEN T 5 HIWT2~3 7 —V1719. 72
2L, FHERTOEB O OV ZFFIEA T4 FANBEOFERGERRTTH 5 Z LI ET
%19 N TIISRORERE, Kk Lo EEL, AT 7 F o RO R LN O
MEziz, A7a4 FMEHZTE 272080 2o ®mICE DD L) TRT S, AR
T (53 27 V) ICRDEELIHTH L2 -0EEILETHL. ATHL FIZXbY
B, REAEIR 7 SO e O CHIBEE 22 2B Y, WHERRY AR TG
B REICHE L C ORI 2 30BEREE, BRI ARSI T A L, AMAKE IR
&, FUEHALO BB NIRASLENC 22 7, WY, BEFPEAR2~3» HCHEZHKBL, 1~
3HATLIHGRD10% %W Vi (25~10%) Z3#ET 5. 0.5mg/kg/HULTF & 7% - T
SIZHEW - < ) i LBEEA) TRET 5.

NBIIFE MG O %2 CTh, BHEMUBIIRATIE MG ISEVERIRE 2 5. BHRIDHETR
JED, FRCEGRICB W T, WA MG OEFEEZSEICL, SHBEATOL FId#ER,
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BRIV Y =2 =) Y ESRE LR EORENHEZ AT 2 )7Ed H 5 (CQ5-3-2 ).

2) SREiHIE

TIEPIHISRIIBIE, BAEA T4 F2 HIRETHRA MG 1B 2H#E O LR TH 525,
ANBIZBT BB R <, AV =a2—1) YEEIRA MG IZRBGE T 233 2 DA TH
5. SeEHIHISEO/NBH A TR L L7z T v 7 ALIEGAER (RCT) 1370\ 28 i b /NBIISIE
MG THHI SN TV L T7HFF+ 7Y YI2BWThH, DEO/NESE NI AFAROMZE 519 &
BADAED RCTY OFERZRIE LTWBIHE . F72, THFFTY VA BWT,
BA DD MG ~DORBEA X2 v, @%, 05mgke/H (42~4) TEAL, AT LI
0.5mg/kg/H DR L, K 25mg/kg/H 2 THFFT 2. AEBBUIEL, WEE» A»»
L. BERE, BABOA 7V URER, PR E, 5 RERIHNIC X 2 mERRAD, 12
PP 512 & 2 EHEL SR T RETH 5.

yr7ua) AR, BATIERCT THREDHERINTEY &), RIETHRADRREEH A
H5. MBI L TOEM LML R TIEDEFHN TS 22 @HE, 0.05mg/kg/H &
DEIME L, 02mg/kg/HAI#E (41) THEFFL, 12 BERIH% o I A i EE 2% 10ng/mL (FRARAYIZ 1
S5ng/mL) ZMZ WX ) ICEHT 2 B25 FEIfEHNE, S BN S, mPRRERE, OB
VAN T A4 =ML TH B 05, MG TIHEHRETOMHTHL I Lnn, 3L ACFEIWEMIX
ROV EEIND.

Y7 AR iF, RCTIZE DA MG IZBIF B HERMEIMREINTED 2 KFTIERA
MG D4 S RNRBEA A S 5. NEIFIE MG TOAAMESIRES N5, RS %
WS N SRR, B, OBFRETE, mIUE, R EEE S 5.

YrUERAT 7 IRIE BAMGIZBWT, RCT THiHEEE 2704 FiREICHMEZ
BNz 2 NETH ARG S, N 20 B0 KB G INHISE R R & iR L 7ok T
BRLANTH o Efmo TSR ® —J5T, SrIH, BimvkEebede, B, T
BREREE DG LIRA ZRWEH OB 5, BN ToRG 2L E L L, /HMRT
BhHEVMHI TR,

3372/ = VEBET 2 F VT CEPUEE R THIR E B BB 2 3 5.
WAE/NB % & AChR Btk MG 128U 2% A & JEHFZE, He5b LAEATaf FEo
PERICHREA R SN2 25, RBEH S hTwzwv, NENOFGRERD P,

UV EITTIRPIE PCD20 L b - XY AFRASHENS LT 70 —F VPR TH 575,
INETRPBOREDH DDA THL B, 7)) X< 7R3k (C5) €7 7 a—FVPiko
MRMRHEIETH D, BAFIEGNK L, ARMESHRE SN Y, RIFTIE, VIg T 7213004
EALIEC X AR O AT HE 2 R O MG ISR L, AR ) BRBGEM & 2> Tk, /b
WIZBWCIIHABREETH 5.

HRZERRICAVBSBFRDIER]

MNEFAORWER E LTORERELZ E3%0wE), A7uf FMERFIZTE %7205 5
POLEIZEED D, AT aA NMEAAVEO/NBIIFERE MG §1 T IR 12 502 P35 A 2 8
D5, WIS RBGEHIMEN TH 2 Z LITHBEITNETH 5.
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Clinical Question 8-3 8. INRHEBFE MG DEANIER &8EIEt
IMBHEAFETE MG [CBLTMRMERE, ®EIOIVY
zgliﬁlﬁe EDLKS 2 lc..f'.l' S5H

OMIFHEEE - RETOT VU UEEEESBI(C, RMAEREK, HIEHIPIBRLUI MG EIKIC
(FBEWEFERER) DD (HEER 1B).

ORZET 0T VAR, MPFPMEEELHBUTREBEMELS, FLTSYRT7I7ER
BRHELUVIAHRICERTH S (HEER 18).

BER-BW

NRONEHFIZBWTRIET T 7)) ¥ EHEHRE (IVIg) OARMEDER S T, MG &
B, Fe O HCHRIEERBOWBEIC VIg VO X 91k o7z NNEIFE MG 2B %
7 v 7 2MUIEGAER (RCT) 137025, W O ORERITZEIC B W THRIE S ShTn s
ANRIIFESE MG B 350 2 A LHEEIC B L C b WAk, /NRICBRIF L 758z v b2
SO, Vg, MHFLHEICE L T, BA MG IZH#E U T 4 [HBT 217> Tw Lk
. IVIg (EIMSEELFE & I L C, Fl el 2 Lme 9, BREMMR SIcER, Db
B LR T WAl SH 5. F72, 201144 X0, IVIg I3EH M MG IZIREGER & 7% - 7.

fRE - TEFVZR

IVIg I2BI9 % 2012 40 Cochrane L ¥ 2 —"Tl, 72D RCT DA ¥ 7 F 1) ¥ ADKEHE, VIg
IR AL MG OSMRIERCARTH ), MEFLIRER A 704 K7V AFREIIS S %
WERSRR L2 2721, IVIg & A7 a4 ROV ARHEICHEZIZ R, MG ORERB~NOH
PEIZR SN o7z ANRIF fMGW@&%ﬂ%&Lflkr/xvmwwmwﬁwi&
WS, BHORBRIIE THMIMEITRER TS ) S0/, WMEMIFE MG #flicBwT
NI He TR 2179 . k£@°%Lfi,mﬁ@ﬂ%&kw&%w&Lt%u,wguﬁ
BREYIENOREN A 75, EHYE R MLIREE [ 4 O FE AR, BIERIE X ) A2 o8
2%, AEFEBUIIMAEG LR L ) LB, IVIg O R #5812 L Tld, RCT Tlgkg &
2g/kg THEAENRL Y FREHERORMAHD 575, ARBITEIE MG BIIZ b 2g/kg DR EHGHE
%, 974bbH 400mg/kg/H D 5 H #5217 9 OAFREN 27 TH 5. AERIZ, MR
REETTHEL & 2044, IREPHHIRILAE, BASICORBEIRETH L, TN OIIHRIG %
EHBEREBZ AT B ZEDVLZVRANTOWREDEL L, MNRTRTF 74 7F V=V av 2y, W
i, MENTEBER A 2 & OB V. IgA RIJEICIIEERTH 5.
MAEEALFRE D Cochrane L ¥ 2 —13 2002 5E0 57 v 77— b3 %25, 420 RCT &M
L, MSEE L X 2 BRI 2 & O MG RO 2V EREA O IR L O & 2 % 47

134



8. /NBHIRIE MG DEAIBHR & IBEIEET

MYEEREWT 204 TEEVERR LAY —hT, FICAMERERIC BV TomiEERL
FEOARE % R RRIIZEIR S < BB BB 0 NBIIEE MG BILZ BT % MAEEH LR RIS
BLTE Vg &FMRINBICRE L72A1581d 7% <, SEBIRRE 2 EoRiabiiseic e & h L2
WIS LTI ABNZEE U CHl 5. RMRIZBWTIE, FRELZERE, @EITHOHIRIC
X274 VHERDPLETH S, FVEAIIEEE RS, MEET, K707 3 Vi K ey
LIER DT SN, BRHCEE L 2D 9 5. Mandawat 5 ORI I R~ — FFETIE, MAEE L
T IVIg LB LREM S &2 5, RlEE I - EBRICER R GHEL A5 2 8
FIZBWTIVIg 3R L T2 8 I, S/NBICBT 5 MBS LRI B LTI EE 2 M
HPLETH L.

VEAE, /NBSSIE MG ICBRIB LT, MEREE L LT IVIg & M4 bRaE O A3 % k¥ 2
WD 72 IR, SR % &t 54 BO/NRISH L, 2~3 8 2L ISR E LT
IVIg & MAESLEE T o 72, fE, 2BV T IVIg, MG EHRE L D ICERMEITR S
h7z75, IVIg (50%) & b MAEEL#E: (100%) D) 23 & D BRRSE» o7z 72721, IVIg
FFEPSTRTH o 7200 L, MEEGEFE I REDH IR E R oz, AFHTIE, MR
BT BHEFREE LTO IVIg ZHEIZIZEA LR L, FHMERA TG TH 5.

HRZRKRICAVBERDERER]

MAEFALHEDE - 7 10 7)) YEHERE L B2, EEREIR SRR L 72 MG JERIZIZA R 7%
TBERD DB, =T, MG UREL, BRLZEE 779 N7 27 A0ME, moRE
W h b, WANRANOBEANIEELME 2 ET 5. IVIg 13A/NET b AL 4 T hE
THY, 22011 4E L) REGET E o T 5,
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cul Disord 1998; 8: 561-567.
14) Liew WK, Powell CA, Sloan SR, et al. Comparison of plasmapheresis and intravenous immunoglobulin as
maintenance therapies for juvenile myasthenia gravis. JAMA Neurol 2014; 71: 575-580.
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Clinical Question 8-4 8. INBHERRAE MG DEAIER & amisst

INBHARAE MG [CHB W TRIBRERRTIZ EDKL S IC1TS5 H

O REHRIRAESSEMRENT VS, KMIRFERMTS W) £ RENFIFEOBEENRL (HER
m10).

ORBHLUBRREMNNDSSE, 258, AChRAGKEYE, REHNSEROE>TLWEBLHITI,
FBRERROMRIMBEFTE B (HERER 10).

O/NBHRAE MG IREFEL TS, MERFERMDBEDEDIET> R B <, HEHIICRENICK
HEINBINRET, BERNCHRELGV (EERET10).

BR-BN

A MG T, DARTEMIE DA A D3, BlRGEER 2 IR 2 H$thsd -7z, LaL,
2014 FEDH A B4 »Tld, 2000 SEICHE SN KBEZR A 7F ) V20 OfEZ 2, [9E
IR MG BB 2 BREER T o %0 2 7R SARIUE AR T v, £RTIOEEO—R#
P E LCHERRIETE L. | L) AT ZR L2, —H T, &it, FEMRIEGIX3 2 2 it
FHILFNC X B RCT 2352 T L, [JEMIRIEGIC BV C b IRBIR A TH 5 ] £ v ) T EAEmn
IVEF VALV TRENZE NBIZBW TR, FICEENRNIEMRRIE N & ¥ B0
WA BRI & 0 SR R & & 73 REMESRIE S0, MBREERRAN IS AR I T b LT L AR v
7%, BEHDSEO/RNBIZB W TIIAEMMEZ RS HEIZL 0 6

R - IEF VR

B BE A MG Tl BRI B X ZHTH B A%, /NBEHIESE MG 1238\ CTHBE & PRI
WZENTH SO /NEHIFSAE MG FERBRIE G2 30 2 MBREERR AT O 2 2510, AR L Tig,
T DRDEMA R ENT WS, AxDO%RAINSBIGHIZE, HAINELEN%RT, MNACBT5
NGB D PR IMATR SN T B 238, ZEF Y A LNRUPF4 TR, F2HH TN
TWwiawn,

NBINFE MG, FRICEFRINNC BT 2 MR OBEMIIRE L 225 ), 0 EDIFE
RPN L2 B 5 O DX RO RIS X 2 RIEREERE 2 E~ofilTh 5 0
Andrews 513 12~16 O EFA 22% 128 L, 11 mLARTOEMRHRIL 45% L& <, BHEMR 0/
R CTIZPREERIC X 2 BERFOUFIZHO L TRV ERSH LAY

DIETFAT D720, Atk 3 2 AR & V) RENCIAREEE %2 17 - 723L8 6T T MEHL T 28
MEHE s, R OO G IHE S L CORERGEK T LEEELE S e sz L
2L, TOWMETH, THREED L7200, RN GIERNEEZLE L0 E D M IEAH
THY, 2D 1kl LOMRRRMIRIIRERERELZELZVEVIRE Y 5D, JE
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TREGEN R BRI L . T/, RIS X D BT 2 L& SN EBNREES6D, Kk
FBROA ML BfR R W EKGR SN TWS 20 5F ), BHEIGHEMICBVTE, R ol
BRIZEEINAEIHERE LRV 00, &b EERERIE L, WRRHRIC X > TEfRE
YETLHIET VAL TR Ens, REMHERE LB L, MR OB K

—7J5, BEMLDHEO/NEIIAE MG IS L TIE, ZER 1EDN & R o BidiEks g xh©
B o720 INEFE MG OMIRFERICET A2 25 7 H Y Y ATH, RIS 175 72
BEMONBOERRPAEICR P72 Mm L Tw5 Y BHREPUEZOFERCBVTD, WK
NEHBR L THRBICHWEREZR2E VI IENH L P DXy, BEHDEO/NEEI%
JE MG BICIE, BEHEIRT L L L RO RS TE 5.

WA R DA RIE IS AT £ LCIE, AChR HUiRBYE, JEMIREE, Z8AED S MR
PN Z EDEMIZE <. FRICHEIED S OWIMICE LTk, TXA7Z2FRxLwe Sh, &
L BRIER 2HELDNIATI T ) DL v w) it b d 5 49021410

IRFGENZ BT, R L D IRGELD S £ 5 RI~NOBfT2 Iz o NI Tldhwnt
KB R LS CHUS SN2, SHICHEL I HE? b Y, Mmldo2wTniwv, I
A, FEMIBRIE - IRFFRI OB O 2 & 7 > ¥ AT, FERBRE - IRFFENC BT
b MIBREERR AR CTH B L S N7z AT, RA KD /NEHITSEF OIRFGENIZ BT
WRRFEBR OGN N E SME L T0 B, 7 AR L TEL &L, 4%, KHE
%5 iRk AL 7213 RCT IS X 2 AL TH 5. /NEFIFEE MG OIRGRICIL,  HalRs kR
DOEMEIBFETE LV OO, HRIEMICB W TIEFICRENICHFT S RE T, HEADY
WZHESE L 22\,

MiaIZBE LT, A TIINHSEN TR oA e S h, #ilic X 2 mEREOZE TR
EVI)HEDSHKR BTV S Y, NRIZBWTY, T FE TORBKRER LTI, WHREETMA
EIREICE LR E SN TWS 22 UL, KbrfEbsidBEgd &4, caefbssl
KCTH 2B, EEO/NSHB/RNBIZBWT, WHRENTMANE IR & M5 oRh B2 EH S
NBEDIEFEMTH Y, 5B PO RMHDPLETH 5.

HRZERRICAVBIBFRDIER]
RFII RIS BN TR AT 7200, WRRAEERA OB RS, SRR IR & 0 v, B
WPRFIEGI O ) B, M, AChR JilkkptE, FEIED SEEH O > TW 2w 1TAELNOFIT
W&, BRRAEER ORI RADIIF T E B
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Clinical Question 8-5 8. INRHIFE MG DEAIER & oSt

INBEARE MG ICBVLWTIROAVY VI RTFS—EEEZED
J:'D(t.ﬁﬁb\éb‘

ORIV IRTS—EER, INBHRE MG (CBVWTRHEDEBRIRETH DD, WER
EICBEY, 1858, BSHRRHERIERICTS (HEEER 10).

OREBHERHIV >V IRTS—EREOATERICVZH655D, BEREREDIZES(CIEE
PHICRENHZFE (RTO0TR) 28AT S (EEER 10).

O2GETE, MBAHSKRENHEZBAL, ROV IRTS—ERRBINLERCEE
H3 (ERIRR 10).

BER-BW

PLay vz 255 —YIHIL 1934 SEITHA MG ~OFERMEZ R L7z 1 BIHE DV Dtg, A MG
ERBE ANRIISIE MG IZBWTH AR E SNTWDED, TEF Y ADEWHEEE W2 i)
%ﬂ?u,ﬂﬁﬁ&thﬁ:Uymxiﬁ YHZEGOATERT LB L H 5705, ftal) v
I AT T —VEPERTH LA I ER N RIEIHEE L EAT 2 Y 25T TIENi»s X
THuA F2ldlok Lf‘%fﬁﬂ%ﬂ%%ﬁﬁimﬁ AWBLERH Y, HEEEGRETIE, fiay)
YIRAT T —EBEOMELART G THLPBL W LICHEL, EMHISEA owY) % 7 4
IV REERVINCTS O Ha) YT AT —BHIEIH L TTHMERETH Y, HFE
Hizxpay o atks ) -2 R3S e0H L0, hE, S5 ERIKRICT
REXThH5b.

@ IEFVR

WL S ZDOE MU HERMIHERZENTVWAELDIZ, TEF Y A LNIVOEWIFZEIZ 2.
2014 4 Cochrane L ¥ 2 —T3HH L VHEDOT v 75— Md %, 2 FAF 7 I U REHKGIC
B9 5/NBED 7 0 A F — N —RERDO BHPBET EN TV AHITE X 2w S GRRIFZER H# R
T, LAY VIAT T — %ﬁ@%%i%%#&:t#% WA MG IZBWTE—RIRIE L Sh
TW5BA, TEFYAIIFZ L. [k A5EHE MG BN BRIE L 72t 13 72 s, ARG
BWTIEE— @ﬁ%f%é.m%ii,ﬂfﬁ&ka@h:UVxX%?—?%&%@&
TEMIIW0HH 5 —HT, HEEEGRTRIta) YT A7 5 —CEOMERT 55726
DLW EPMSNTEY O HEBEEPEOS A, A7 a4 P EofuEiiiEsEz, 243>
FeRSTEATL, QENHEEEEAT LY 4 I U ICBT AE i iE R, Bltiiksk4
?&éﬁ,~ﬁ%mu%ﬁwﬁﬁﬁfﬁﬁ&%ét,ﬁk?%:k#%w.Aﬁifim%#
BATUA FEIZUD & L7z RIS 2 BV 2 02D 5.
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RO TIZ, Y RRAFZIVEA (XARAF 09, VAFFI VAW (9 T7LF RO, 7
YR = B (A4 T T =€) BB LA, PEWE Y FAF I L EAAVNELIR
A LR, @R 0.5~1mg/kg (K 30~60mg/lil) & 4~6 R X185 L, BH &
WZHERIRIG % A CRARR R % D 5 0 1 HEKREGTRERE, STHMIZIZR A Tl 120mg/
Ml - 3REH L & &NBA METORAKREITZEE > T\, Tmg/kg/H & DD H 20
4), FEBHIZ/NET 3~4mg/kg/H, KATD 180mg/HRBEEIZL &b, TE 2721 LEREKE
THEFFT 5 X ) LD5T 5.

EIVERNE, L, BUE, T, BIF W, MR oA AR ) AEH, HERE, M
s Y, @EHRGOEEIIEHET S, PRERIRV E ZIEET by LTS
BRI XD, e oREE N, Bz HAaRERLzAE LI erd ) EREE
35,

HERZRKRICAVLBEREDERER]

Pa) Y2277 —E¥HEEIH T TOUMERETH Y, B2 AAEEtEs ) —¥, Riflo
WP LD R A IO, MM, SRR EC T L H b0, &
BIIBLEREBRIZTNETH L. BRSO A IXER LG58, T RIZMHIZEICY)
DBEZTWLREND .
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Clinical Question 9-1 9. INBEARAE MG DIREEC & MiamEIsst

INREAFETEIRAFEY MG ZED K S ICBET S

OER/HE MG TIHEEMIV > IRATS—PRICTEEZRIAT S (EEIRT 10).
OMIV U IARTS—LRICTERIUE LAV EE(E, AIROEPHICRATOT REENT
3 (HERK10).

BR-BW

ANRIBEE MG ZFRIRIVICIZIYERD A %2 B3 25605 v 7 YEROATHREEL, %
#H S PHEIRO A THRM T 2 2%, WSS TINS5 D TLZOFEFNPLETH % 0 (CQ 8-
LiCiE L7z 2K, WiElE S BIIIERD A TH 575, BRI U TREBIS
EETLLO0THS. BAMEGEOERICHL TUI—FEGRICHETLLIARH S 2

B IEFTVR

WA, U RAF S I VR E SRS S, T TN 5. ORI TRRAR
LTV IRER T 2 10 SRTHHELAVEE, 2@ RA T 5 0R a2 7 14
FEBGT 5. 7L F=vny 2 ERS &5 5, B CRE 2me/kg/MHASH % TH 5
B, %< DY 1~15mg/kg/MiH T I 0 SR O BRI TR 22 2 &
3% MO SEIEIHIEE TS HHIXTIE AV ROAF T4 FEHOERICE L TIZ CQ8-2 b
).

BHERZRKRICAVIEDERR]

a3 Y2 AT 7 —VHITAHERLETH D IRGHE MG 135ta ) Y T AT 7 —EEICTEEE
RN DIEBI D B 575, FIEATGHRBNH L TEATOA F2ET L. i) Y TAT T —
YHEEMHTHBIGEERICER T A LENH ), BIREKEBIHAT S Z L 13##T 5.
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Clinical Question 9-2 9. IBHARAE MG DIREEC & MBSt

INREARFEBEE2BE MG ZEDL S ICEET S D

OBEMUESROBRKERIRERNDAT, FRHERICTLRHICTHARRKEZRNIL
(CKRWIERRAE EXFITNS.
OB E/MENICITS (HEEER10).

BR-BW

A TNIAIC TR HESINHRICER L SN TETEBY, ZoHRBHIIIERTIZIE
EHMEFAEOEZHTPLETHLLEND. RO LROAT T4 FICTEEEMRICHR
D 9 BIEBID L\ 1O

BRI IZHSEIRD A TH 5 2 L LFERMENZ T DR VIgEE, ZOHEMNFTE 2w, L
7250 T, MUBIRGRL L FBRICH Y Y AT 5 —BEORTHEEL25E, SRR
LCHEMEITOWALIENMLL, HRTLIIENSL VY 25704 PG, T 721380
AWML 72BN TAN Y =2 =) VIEEDSHER R E8H 5 7

ARIRO/NEIIZAE MG, 5129 BIZAE D MG 1345 R 7% HLA ICBEL TW5 39 25, &hT
LA EYMIII=— 2 R HLARZRLTEY, ZOWREBEOHFEELZREL TS O

fRE - TEFVZR

EAEMES LI ) Y2 AT T —ERICTHIGT 2725, £ { OBARFIRZENC I L KOS
BELBVOT, A704 FE2E5$L. 5O FERHGRLEFECT, WMH&ES, Wik
T, WBHERL2I, KIExA2225 AL HVONICHHEL, @RI ->TL 5. &R
2mg/kg/fH TH 523, H 1~1.5mg/kg TIERAHET H. €D optimal dose & 2~3 » [
FL, TORBEIHIRT 5. BIRINIERDTHE L 72IREZ ML, 25~5mg §22~3 »
HZLICligs 5. 15~20mg/HIZ3E L7z Clon HMERE L, Digd LRdo X 9 i3
%176

AT U FICTERIGEL 2V & SO REMHEEICY W 2 5. ¥ 78 A X 0.05mg/kg
2HGL, MAREEZZSZE L, KGRLZHNTS. RERIZRABIEFE L 3mg/HTH S (fF
HA7uA FEICEL T CQ8-2 b ZH).

AR ST CIEE 2 2 F TOHRBICTERITHET 2 2 L3505, ZA704 FOflin
&Y, 7o AChR JUMEDSIE ICEETH 2350, BRIV b, BHEN
DRI 2 ZR L CTh LS, 7733 v Tha.
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HRZERAKRICAVIEDIRR]

EAEE A B RN ERIR I IZIREIRD A TH % 2 5 BRAEHFZNRAC L 2B WS UHTH 5.
Poa) v A7 I —EHICTHBELHHE L TOEA L 2V IEHER 2 ICAT o, 2
59%. 2704 FORKICHZ0, DHEICEESLETH S, MNEIXREO c 5
HLZSAE2HBORH (ThbbRG4 HE) RIS ZENE V. A7 uA FORIERICHE
BEALET, KEORPRGII#HT R TEebhv. LaL, MENRT A%
B, MADOBFIL Y #EY 5 EOBRRPLHTH L. AV =a—) YHEEIX
MBI BT BRI L T,

ik

1
2)
3)

4)
5)

6)
7)
8)

9)

10)

WU B, N IREf E— AR 4s B IR 1973; 31: 1222-1226.

W, SRR IR O WHBR—IAEAE 7 b A7 EZE. i 1986; 68: 1359-1366.

Nomura Y, Hachimori K, Nagao Y, et al. Childhood myasthenia gravis in Japan: clinical analysis of 184
cases at Segawa Neurological Clinic for Children for 30 years. Neuro-Ophthalmology 2007; 31: 201-205.
ARSI 7. ANRESER M JJAE.  Clinical Neuroscience 2008; 26: 986-989.

WAL D5 ¥ ANREIEG I )JAE  Childhood Myasthenia gravis. 4 H O/NGBH#TREE, 05 16 L, KBIRE
132 (eidl), BESAlE, U0 2012: p.650-651.

Nomura Y. Myasthenia gravis in children; issues and challenges. Clinical and Experimental Neuroim-
munology 2019; 10: 96-104.

BT, AlET, SRET, 13 BERTEOHIEIRISH U tacrolimus @4 FHTNRAH R T dH - 721
AR 4z 5 B EE 5 M IE D KR 2 B i & S5 2013; 45: 318-322.

Matsuki K, Juji T, Tokunaga K, et al. HLA antigens in Japanese patients with myasthenia gravis. 1990; 86:
392-399.

Nomura Y, Ehara M, Matsuki K, et al. HLA haplotype in myasthenia gravis (MG) of Japanese children:
correlative studies between MG patients and their normal siblings and parents. Ann N 'Y Acad Sci 1993;
681: 581-583.

Shinomiya N, Nomura Y, Segawa M. A variant of childhood-onset myasthenia gravis: HLA typing and
clinical characteristics in Japan. Clin Immunol 2004; 110: 154-158.
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Clinical Question 9-3 9. INBEARAE MG DIREEC & MiamEIsst

INRHEARES BRI MG Z2ED K SICBETSHH

O02HRNIBE, A70TRKHSFMIBT S (HEETR 10).

ORTO1 ROMRARTHBEER, OREIFHIFEZENT S (HERER10).

OR7 01 RBIURENHZRECIENT B156T, BEHOEE TREREIRTEVEDDF
7232 THBD (R 20).

BR-BW

ANBIITERE MG IR A L5 MG ORI D v 70 L L, AEOSEIR
TRV LW ENZVTOBREDOEERPRAEINL Z DD B0OT, HEOHY T,
MRHEIROI Y FITHEEZET 5. TN TH LD EHERPEMEITELES 572012 MG OB
TR0, EE 2R BHAEND 2 LA 5 D THMNIZIE MG OWREME 2 £ 9752
RBULEND D .

R IEFVR

AT UL ROFG IV EP LML L, EROZEEZARDD, HIHERH,» (TE L7207 1~2 »
AL Il L, BRETL-TL A, REEE 3mg/kg/MHE Shb2,, £ 32 FTE
LW EDRZ . IEEOMFIZ2~3HME L, ZO% 1EME SWIERL, 14 A<
HWIZT 1~2mg/kg/MHETH > TL 5. DRBRIIBEREEGEOWE L FARICHER, WK %
BEOATEA4 FERICELTIECQ8-2 &),

PAEATTA R2OV AR, fEra 7)) CERERDE (IVIg) 2VNETH RSN G 2 L5
B 05, B OIEF DDA TH Y, —EDOHRMIR V. AT704 FORRBLWEE, %
PIHIZE (5 7 1) A A F 7213 Mo e HEE) omis & 22 2

BEH VIO BE TN 2 ZB T A4 7Y a v ThH s 7801 HENDIZO
BHET, AChR YU EAETH 2354, B L OWROILRA MG LEEbN A GEEATFa 4 F
I 5 2 &% <, RN U HBREBRAT OB & 72 5. 2 O T O MBRRE R I 50
WERITHEZ L2 D0 REND 2030 ET v Ald kv,

HHRZRAKRICAVSBDIEER]

A7 U4 FORGIZHZY, WIEEICEESLETH L. ORI O cHS-Rn L7
a2 HOEH (Tabbilthd HER) ISR A ZEDL . AT 04 FORWERICEES
BT, REOEWRGEIMIFI R TE RS2, LaL, BEPRT X225 aEHRL %L
%L, MAcxOBEICEVEYLEGEOREDPLETH L. Ay =a—1) YHERINR
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BRI LT,

ik

D
3)
4)
5)

6)

7)
8)

9)

10)
11)
12)

13)
14)

WU B, /NRIRE E— e 4s S B R 1973; 31: 1222-1226.

OB, BRI O R 2 & A 725 5. T 1986; 68: 1359-1366.

WA ANREIEFEJIJE  Childhood Myasthema gravis. 4 HO/NEBHETGSE, 5515 L KBRE
127 (Remidk), PRZEE e, #in(, 2012: p.650-651.

RS ANEOEREFMEJIE  myasthenia gravis (MG) in children. 4 H OiGE#HEST X2 9 HHEL
Twa, I Budh GRmie), PRasike, ®at, 2012: p.1195-1196.

Nomura Y, Hachimori K, Nagao Y, et al. Childhood myasthenia gravis in Japan: clinical analysis of 184

cases at Segawa Neurological Clinic for Children for 30 years. Neuro-Ophthalmology 2007; 31: 201-205.

Andrews PI. A treatment algorithm for autoimmune myasthenia gravis in childhood. In: Myasthenia

Gravis and Related Diseases Disorders of the Neuromuscular Junction, David P. Richman (ed), Annals of

the New York Academy of Sciences, Vol. 841, 1998: p.789-802.

Finnis MF, Jayawant S. Juvenile myasthenia gravis: a paediatric perspective. Autoimmune Dis 2011; 2011:

404101.

Parr JR, Jayawant S. Childhood myasthenia: clinical subtypes and practical management. Dev Med Child
Neurol 2007; 49: 629-635.

Popperud TH, Boldingh MI, Rasmussen M, Kerty E. Juvenile myasthenia gravis in Norway: Clinical char-
acteristics, treatment, and long-term outcome in a nationwide population-based cohort. Eur ] Paediatr
Neurol, 2017; 21: 707-714.

Nomura Y. Myasthenia gravis in children; issues and challenges. Clinical and Experimental Neuroim-
munology 2019; 10: 96-104.

Ishigaki K, Shishikura K, Murakami T, et al. Benefits of FK 506 for refractory eye symptoms in a young
child with ocular myasthenia gravis. Brain Dev 2009; 31: 634-637.

Kakisaka Y, Haginoya K, Yokoyama H, et al. Successful treatment of a 2-year-old girl with intractable
myasthenia gravis using tacrolimus. Brain Dev 2006; 28: 534-536.

Seybold ME. Thymectomy in childhood myasthenia gravis. Ann N'Y Acad Sci 1998; 841: 731-741.

Evoli A. Acquired myasthenia gravis in childhood. Curr Opin Neurol 2010; 23: 536-540.
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Clinical Question 9-4 9. INBEARAE MG DIREEC & MiamEIsst

INEHAFEAE MG DR EEMHISZ E 5T 2 h

OMG DFEN 3EUTT, —RIORETEDIH, BRI SmmUTEL>TVRES,
FZ(FEEFLRD 1/2 LEEEFRLTVRIRE, REREMISOIZOREEEIIIRIILRTHSD (HE
RR10).

BR-BW

/NRD MG EIERAZ <, B L THAREEPLETH L. HIDFEEBRRIIB W
THEANIPAT G TH DL, ZO7ZDITHR T 7T RSO EZ 72 L9 w0 §
bn, ANBMIZEE MG T, FC 3Tl THEA RO 12 L EZ2 8 ) e, B LU
BOHIZIZBERMESS IS 5 2 L3P v, T/, WIRMRRE HE S WS, Lizdts
T, S9HFENE, MIRAERRE DT B % & CNTHHH/NBEIFEE MG B2 AT\ < ) 2 THE R
e % 0 BB 2 B0 5 2 E T L.

R IEFVR

DT, FFREMO B ZEM L, REMOWHBREINMZIT). T2, AT THRSL
REHERFOIRE, FMzITo TH S ) LEPDH L. /MRS V13 14 Blo/NEIRGRERIC 1 Hb
B\ I3 H OREIGER 2 fifT L, 12 PSSR OEEEZ AT 5. FEOE 2 fliZvg
NYHERIG o THhLEREZHIB LD DT, HRBIOBHRHGFEERIL2®E » H~6% 2 »
H, P42 2 ATH o7z Lzdto T, KEOHBAN L 0 B OME 2 I T w5y
HOFRIEZ TR T2 EWRUTH .

—77, R R < 2 &2 X ) MRS LD DL Z DD L. ¢ b OmRPEES
THTHDIT6REE TTHLDT, THUFNIFE L 7ES TlERE R bR w ) HITH
HOFM AT LEDRH D 7. 72721, MG OWEPELEEFH L TwHEE, 2, FHREIC
XD R FEAHIES 5 2 LRI N L DT, BIEOREIIITEE L ET 5.

HHWHHEHRIHEITT 2 HER R T RPN ORE L, /RN HIEE 2, 20
Yt a2 B OIS & 72 5.

HRZERRICAVBIBFRDIER]

ARIRD MG OFEEI 3 EETICE < HMERDZ VWO C, (HREBGE & FREICAFHY 7 + 0 — &2 4T
)T ENEF L. BRI E LCIEHOH 2T 5 2 EI3EFICE o TRERTH Y,
AT ORTGICTREZES 2. 728 213, BEPHGT L ER &2 ALk 5 JREH 3 >Rz
HRDLDS—ETH 5.
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ik

1)
2)

3)
4)

5)
6)

7)

ANFUB B, R, (3. BIEFIIIEIC X 2 5EUEE Ok, JE AR EAE N OAERFJEEE A 50
AREEWE e, 1976: p.130.

Ellenhorn N, Lucchese N, Greenwald M. Juvenile myasthenia gravis and amblyopia. Am ] Ophthalmol
1986; 101: 214-217.

WO B, /N EAE T E—2 0T - AR - iR JeTlRa: 1991; 46: 2051-2056.

Emoto Y, Emoto H, Fujie W, et al. Prolonged constant eye misalignment leads to failure to develop binocu-
lar vision in childhood ocular myasthenia gravis. ] Pediatr Ophthalmol Strabismus 2009; 46: 358-361.

fli 2 RS, ARIRF, EEACE, I —RE. ANEIERG M0 B IR L oF . B ARLEER
19 253k 2016; 45: 167-172.

WA, BHE W W, 130 SR REO/NEERER MO 4G, HRIE 2016; 70:
1245-1249.

Peragallo JH, Velez FG, Demer JL, Pineles SL. Long-term follow-up of strabismus surgery for patients with
ocular myasthenia gravis. ] Neuroophthalmol 2013; 33: 40-44.
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Clinical Question 9-5 9. INBEARAE MG DIREEC & MiamEIsst

INBEAD S R ABAAND transition (&S5 D h

O

O/N\BHREDHR - BHRBOBENRAERISELER, ZOZBEOMEN RAL—X(ZTT
ONBEHEETHS.

O LENBHNDERD=HIC, BE, BEENEZ, BEBOBRRKIZBINZINELHS.
CNSICOEEANAII 2 =r—Y 3> HhRETHD.

OEBEBHAEICOVT, NEHTREFREZICHIPI B &HBLN, BEHRLISETIBER
ACHTDICHPET BN KETHS. BENICIE, FRHEBRLITOHNTWLSD, &F
NIBE, FROFRICDOVWTDIEEZTO>THLCELEZBRLTESS.

OERBLESIBIC OV TNBENBEEREH SIEEHR/ANDBITFRECOVWVTAHMNLTS
ZLZzBBRLTEHSD.

Bx-BN

% { O/NBIIEAE DM - AR BILIB OB E L 2 2 EHE L, ZOHEHE, FRBBIZEH
N E TS S 2 2 3%\, 2O, MRS O/NEARER 2 & RN R Y A3
Ebb, Tz, EEMREY L) EZTHRNICT7 A0 —32E20H5. WITNOEAE DK
BEDAN K TH L. BARMICZORBORHE D ZE SN ULENDH L. D% FRIC tran-
sition 28 & — R AT LN B VENDH 5.

e - IEFVR

Transition (2B LC, BEDEZ, HENPEITEZESINLILENDH L. HUEDZE Z MG
ENDLLENRD L. Tz, MRMOFE - ZFANIEHLTOLV -V REE L2 5.
HWEMZIZINSDLEMELT LD —ETIE R\,

ik

1) Grob D, Brunner N, Namba T, Pagala M. Lifetime course of myasthenia gravis. Muscle Nerve 2008; 37:
141-149.

2) Segawa M. The Changing Roles of Pediatric Neurologists in Japan, In: Neurology and Public Health in
Japan (Proceeding of the Congress on Neurology and Public Health in Japan, 26-28 September 1995),
Kondo K. et al (eds), WHO, Geneva, 1997: p.125-129.

3) EIE, NSO BRI & B i & S8E 2001; 33: 2.

4) BN AR ) =y 2 1I2B 2 BUIRE BUE. R A 46 M AANRAMEE SRS Y YR YT A
IT: /N PTEE & v 1) — o — 3 —. i & 85 2005; 37: 231-238.

5) WIED. FEREOF v ) = —x— B NEEE - R EBERO N5 Y v a v HAREE 2010;
68: 7-12.

6) PP EOEAGEEIE. AR NEMEE - RSREIRIRO b T XYY a v BN 2010; 68: 39-44.
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g48 SYN—b - A= VEHENHEES (LEMS)

Clinical Question 10-1 10. LEMS OEAIELR

LEMS DiRE {aTh

O

OLEMS (&, 50%L EICEEES, X(C/IVBRIMEZSHT SEESEPRERE THS.

OLEMS FBEDHK 90%(C, 1HEEKRDFEFHICHBET 5 P/Q BBUKERENILS DLAF v
L (VGCC) RRICHT ZESHRAFNEL, ZORR, HRREFESIEBRGBRORIBTEN
BESNZECREEETLHD.

02022 FR%E, FAL UL TEDRRENRDH SNTLS3ECHEFRE, P/QBVGCCHET
»H3.

BER-BN

Z Y N—= b - A — b UM )EBERE (Lambert-Eaton myasthenic syndrome : LEMS) &, ¥
GHOFEDDDLT, ¥ F TAMEROENER L0 7 £ F Va3 ) YRHIEEIZLY, 1M
BEDFIET & BEGHET, B XU, BEMRERZ B9 2 mMEME G - Ao 3SR
EHRBTHD 0

LEMS W5 ERIL, 1953 4F, 3EE D Anderson & 25T IR %2 EFF & L 72/l
¥ (small cell lung carcinoma : SCLC) JEBl % i L7z 2 &I E % ) 1957 4F, >KE @ Eaton
& Lambert (&, VRIS & B 5 2 MEEFIH G IRRE 2 50 6 4O BHE D MG OEL LB AW
T E R ER TS L2 L° UM% Eaton-Lambert JEfGHE & IFIE 72, AhEmBe
EIFRE DR & LT, EMEEEN IS 2 RS T L % HCPURD KRGS S v, BRI
FEIEGERE ORI TR L 72 ©.

1980 4E4CIC 1%, LEMS OWIJEICBI L TR E RN 2 0H -7z UE2id, #iHE LTHLH
HHOIETH 5. 1981 4FIZHEE D Lang 525, LEMS #EHEZ7 107 ~ G (immunoglobulin
G:IgG) XV AL L, HRESEBEMIMET 22 L 2L, SZEREICEI LT
H4E, Newsom-Davis (&, LEMS EH OMHAERD MR L > ThET 5 2 L 2 MEL,
Z DXL DRH)T, THETO Lambert DY#% Fiz, Lambert-Eaton /i M JJEMAE & .5
ERIBLZY %513, LEMSIgG A3 e b/AMMIBRERRIZ 51 5 K #FE 45Ca*" 7 7 v 77 A
AR SEL e L, BEOREMAAES VY 7 L F v A (voltage-gated calci-
um channels : VGCCs) 2% L T/ U7z H O AR AR E % K D VGCCs 128 RS L T
LEMS 25| S JWREMEZ/R L7z % TOMERTE IR, #iREEIEAEE CId % <, cross link-
ing VGCC down-regulation i Z &% L7z 2. 2 512, Newsom-Davis & DHEE )L — 713
AL =2 =y 7 LORETEIZE D, LEMS BFOFEMREI MR KON TH 5 2
L, BUEEINTEE W CORLAE Y, SO RICE D, LEMS BT, MR
OGP RS % VGCCs 1209 % H OIS G LT b 2 LA 62tk 5 72

b9 D EODMESRIE, LEMS OfiER & L CHAMRER SR S h722 & Th b, A
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10. LEMS OEXRIZH

HREER 249 %5 LEMS BEOREFIHEICHE D WP, Th— MIFET, BEMEHERD 1T
K54 <7 A5 S HEDTE O HHAEEIR TH 5 Z L MG SNz 97 Z0k, LEMS B
D 1gG & V7B~ OZB RIS L), BAMRSEIR D LEMS OifiEIRTH 5 2 & 255EH
SN 189

1990 AEARICIE, JWIEME H CHUROMEEDBFE S, 1995 4, HFH D w-conotoxin MVIIC
# M7z P/Q B VGCC $URME 0 s S iz 202 2ok o 25 T, Zoflsgdd’ LEMS
BWORAEL 720, 2k — MFJEZ® H7 8N, LEMS ORGSR < /2 (CQ 10-
3EZM). T, WKICET AWZRICHEN EZ ST TS L 72,

R - IEF VR

1) LEMS & ##RR5 0 E

SEBVERIZEIE, 1988 4, ZEED O'Neill 5 OFREIIHE % 0 ZOHE TIX, LEMS B
50 4D 9 B 25 ZHSEEVENES; (25 Bk 21 FlAsINIRallisgG) 2 &0 L Tz, Zo%oBEEEE &
PRI, ARIF (2002 4F, n=110) T61%% *+ I ¥ (2008 4F, n=97) T54%%®, Z LT, W
(2019 4F, n=50) T46%* LMLEIXNTWVE. TNHD 3 OWEOEEIES X, 46129/
i Cdh o7z, ThdH L ONeill 5O & GENT 5 L, LEMS 2B 2 IR & /Nl
FEOAPERIE, 2 54.4% (307 Bl 167), 53.1% (307 il 163) ThH -7z, LLEofRE
Bk 2 HEPURORFE L Y, LEMS 0 50% LA E /N liiRe 7 & o B % 40 L 20l
EALETP/IQR VGCC Btk itk T 5. 5% 0 2SEMIES LA HEECTZ 0% {13 H Chufkhs iR
HDOENDLHCRERLHEZ SN TS, —F, /WMMIIED S5 5 LEMS S8iEx A5 &, Hil
&k — MEED2S, MIBIIREDR 3%IC LA LEMS # 5 0F L2 EMBE SN TwW5SE % ik
AR, AV VAR 7 & ORI U T A BE L 72 LEMS OREFIHEANEH ShTw 2 %)
AV VIR B OREN M & b IHEH, NG~y = —THH 7 uET T =V A,
YFT 74T, BLUCDS6 % EOREBLEFNY L RERESBMNIIT bR L. ATV
MIRERE L, S S OMBNGW~ — A7 =22 T, P/IQM VGCC HEHAE #HMT 5 2 & Atk
END. MRS, WIS 2N WEICE T S, LEMS BB T, MiCAEL 5/0
MR A5 D HEH S <, TOFRFEOBWIET P/Q A VGCC HAB A HBIL R T W I LV 85 S
ns.

2) P/Q B VGCC iiFDEERE R

1995 4 Motomura 5 * & Lennon 5 V1%, 4 EHOMEHETH % w-conotoxin MVIIC %
w7z P/Q B VGCC Hifkfll @& #is L7z, TR 2oL T, 85%L 95% &\ ) Btk s
FREEOE W HCIURNER R %2 L7z, o VGCCs & LT N E VGCC % L # VGCC #it
RASHE SN2, ZOBRERIZEL, N A VGCC JURDBE#RIE 30~50%2%, LEIZE 5
WIRWKE R TH o 72 % VGCC LRI o HEdifk L LTI, synaptotagmin Hufk ¥, mus-
carinic AChR Hifk ®, Z LT SOX1® Z LH#iE S niz. ThoollEEomEEss, P/QR!
VGCC MRl Z o B2 i s 2 L i3 hdorz. —7, Zalewski 5OA AL T—2 1) =y 7D
KEZ NV —T1, Wi EGERE % b 2 ISR AR B TSR O T Ao A5 72 VGCC
kA ET 5 236 N\OBFHEEBGE Lz, ZoO%, BE, @8, IzoF—, Za—no
IRF—, WA, I AT — L EOMBRRED 3.4%, BRSO 1.7%, MiE
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g48 SYN—b - A= VEHENHEES (LEMS)

S B 1 O BN REE D 4% T, RWHURIi T TH - 7. HEm e LT, VGCC hifk
MR R E TR Z ORI L JERNIZ AT, FICPRES X OO HURG T, FEE2EE
IR R& & L2 ZokEiE, P/QEI VGCCs 25, MEEMmEATZ T T, HAME
B, BLOPMRREIHMLTWLI L2 ML TV EEREINS. D, HOhEBRES
5, P/QE VGCC HEMHRE DB & BRI 5.

3) P/Q B4 VGCCs I3 LEMS DiZHIHTED

HBEWFFE DO H 6, VGCCs 1X, BRAFEMIZS M (L, N, P/Q, R, T), #ZT LN
VCIE 10 MBI B S D ) WFLENY B A% 5 SCIC B B A AR R 20 © 0 ACh B i P/Q 7Y
VGCC fEHTIIAE S NS 2%, N& VGCC % L A VGCC FEHE TIIHE L Z 1 v LS
MHNTVWDE P S5(21E, P/IQM VGCCs # &r= 2 —u UHlld % W77 Hix, LEMS
B 1gG 23 P/Q HI VGCCs 1B T 5 2 L 1C & o THRMZEWE OBUR % T 2 & v ) %
1) 7% AELASRER] S - 0 2o X9 e HEEEZE D, [P/Q % VGCC HitfkA LEMS O H C
PATH L] LI IRHZLFFLTwD,. —J, RTFF LY Iy EF v b ZHvWz VGCCs X
synaptotagmin 7 EOEIAEI X 2 RIZEWE TV ITHRE STV 525 2% K5 P/Q B VGCCs
EE{H%%%#% Z L X BB LEMS EFVIZEII L T wiz®, LEMS 2B %95

IOWTIRE D4 5.

ik

1) Kesner VG, Oh SJ, Dimachkie MM, Barohn R]. Lambert-Eaton myasthenic syndrome. Neurol Clin 2018;
36: 379-394.

2) Motomura M, Nakata R, Shiraishi H. Lambert-Eaton myasthenic syndrome: clinical review. Clinical and
Experimental Neuroimmunology 2016; 7: 238-245.

3) dLZzRTET, AG#— ANBE. PIQEA N YT AT v ANHURE T Y N= b - A — b R,
BRAIN and NERVE 2018; 70: 341-355.

4)  Anderson HJ, Churchill-Davidson HC, Richardson AT. Bronchial neoplasm with myasthenia: prolonged
apnoea after administration of succinylcholine. Lancet 1953; 265: 1291-1293.

5) Eaton LM, Lambert EH. Electromyography and electric stimulation of nerves in diseases of motor unit;
observations on myasthenic syndrome associated with malignant tumors. ] Am Med Assoc 1957; 163:
1117-1124.

6) Vincent A, Lang B, Newsom-Davis ]. Autoimmunity to the voltage-gated calcium channel underlies the
Lambert-Eaton myasthenic syndrome, a paraneoplastic disorder. Trends Neurosci 1989; 12: 496-502.

7) Lang B, Newsom-Davis ], Wray D, et al. Autoimmune aetiology for myasthenic (Eaton-Lambert) syn-
drome. Lancet 1981; 2: 224-226.

8) Newsom-Davis J, Murray N, Wray D, et al. Lambert-Eaton myasthenic syndrome: electrophysiological
evidence for a humoral factor. Muscle Nerve 1982; 5: S17-S20.

9) Roberts A, Perera S, Lang B, et al. Paraneoplastic myasthenic syndrome IgG inhibits 45Ca2+ flux in a
human small cell carcinoma line. Nature 1985; 317: 737-739.

10) Prior C, Lang B, Wray D, Newsom-Davis J. Action of Lambert-Eaton myasthenic syndrome IgG at mouse
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Clinical Question 10-2 10. LEMS OEAISHR

LEMS DEEIEEDKSICITS H

BE

OLEMS DZHIRAE 2022 ZiRR L.

OLEMS fERA'SH W), LEMS [CRENGREFHHBREEOINTHEHESNNEBHEITES.

OLEMS fERA'SH V), LEMS [CHENGREFHHBREED—EE P/QBALSVAFvRIL
REDEIASNNIIERTE 3.

BR-BN0

LEMS OZWHEIAEIR, FAERIBEEO RS, HWEMEECHA» SrbNh s, LEMS (3E35EE;
PERFEE T O ENRETH 505, LEMS DK 40% IO G A LN Y LEMS OFE
PRAG AR 2 AR LR I 3 2 MR R & HAVRSEIR IR S %, LEMS O S AEHEL
RECREBOBEIRBASNLAN, TNENIEY - BFE2WNT LR v M+ 70
RENVEEE 4%, LEMS TIEEACHAE LCTP/QEIA IV 7 AF x # ) (voltage-gated
calcium channel : VGCC) JUAEHRIZHMHB ENS. LHALEAS, MG DZHIZBIT S AChR
PR MuSK Hufk & Jeik L €, #W RICEZES IR (CQ3-1BH). ¥k 61X, P/QH
VGCC HiRIEL43 L H LEMS 22T It SN A RRINHCHATIE 2w o TH 5. FEE, /h
MR B O —FI 1, P/Q B VGCC HifEA W5 € LEMS Tld 2 WIEBISTHFAT 5. O F
D, HEERETHIET LIS T2A SR, P/QM VGCC HRD M TH - 728412
LEMS L SN LW ieErd 5. L7225 T, LEMS D2l id SRR GEAER o F 5 % FERH
THILENUHTHD.

R - TEF VR

LEMS A 2022 13 MG S Wi2kiE 2022 & [A#kIC “false negative” 247 {975 & 9 IZALIE
L TR s N7z, A DIERICIE, WEOENAOERERT 2 5 LEMS TEFRIZA SN 5 3ER
ZHY _EVF7z. B ORSRIEGRERORE 1 3 DOREFT A E D, BWiEE L5720, B(3)
DML A RELEFRE L2, CoOREMEACHAL LT P/QA VGCC Hifkx Ly RiF7:
A, MG Witk 2022 L B ), KBGO RE 2 /e 22 HEE I L Lo/ DLk
X912, LEMS BBkt 2022 1%, RAA KI5 4 L OHARIETH % “false negative” A7 { §
HEINIIRE LB OER I TWS (F1).

ZWHLHEDZRIHHIZOWTUTICHMZ MR 5.

(DREIR

VAL DI, BRI, BEEMEEIRO 3THH 2 8RM L7z PG KT 136E

R S AL, TS LIRS 2 2 E0% L, 90% LU EOFER T F IR LT 234
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F 1 LEMS ZHiE#E 2022
A. fEIR
(1) MELEAIBDEHAET
(2) BEREHMET
(3) BEMRER
B. RIEFIHARDES
(1) 1 RBOEGEHERSBADIRIFE T
(2) 1EBBEFIE (2~5Hz) T 10%LL EDEHIRS
(3) SSEERIH (20 ~ 50Hz) %2 WL\E 10 BEDERAPEEINGER (C 60%L_ED
EERg
C. REMBECHA
P/Q BISSAIRFIENILY D LAF v R)LIE
D. ¥IE
PURMDIGE, LEMS E21id 5.
ADDE (1) Z2T 2BEM ENHY, BD IBEENINTEREDS5NS.
AD>SE (1) 2830 2IBEUENSGY,BDSE (3) #2302 BEHU EAEL,
C Wi,
G¥) B, CIEDO\TCIFENESRE

55, MG & iR L TIERO MBI T 20 IER L EHEIR O AP I1m N X - T8
5V MK TIE 85~92% DIEBI THA LN L LT 550D 5 —F, %9 L dREETIE
GnETLHmEDH L SR X B 5577 OB R R0 S OB 21458 (post-exercise facil-
itation) (3 LEMS IZHFBIN AT R E Z 2 5N 575, EHIZIE 40~50% DREBIT L AA bz !,

HAMEER E LT, HEd b ST, BEtERREE, hiebisE, RoREEsEZz &5
H 5. WK LEMS Tld HAMBERSRRICET 5205, R CTld BEMFIEIR O & B8
37% & B RSHETH 5 Y

QORERIHFHER

BASRIBGABR O g & LT, 158 H OEATGEEN OIRIFIKT, FIHERN (2~5Hz) T
10% DL F.owipgdBige, wSEEERIE (20~50Hz) & %\ 10 B O KB £1C 60% DL Eo
B4 o 3HE 28R L7z, LEMS O ARG MG & 5874 ), @iz sl e LT
BIBIEIIET L v, 207z, —BIIIEE L3 NBIMERT, 72 & O FINTEH % B &
LTH9 °.

EHHEE (2~5Hz) O BAERIBEERZ BT 23S, 8 1 BB 2\ EEEI EA. (com-
pound muscle action potential : CMAP) OIRIEIIH§ %, #Kiftd 5 CMAP D) b Di/MRIED
W (%) TRET L. WE, FHSHE 3Hz T 10 BoOBEESALE TV, BEREDT10% DL 112
Gol: iR REET L. SHz ORI TIZ4HBWVIE5FEEATT 7L aY) v o EI R
%570, 1BHICHET54H5VIE5FHOELRERLEHT L. B 112 LEMS B#
DORAGMBRTL, NBIMRTHRLFRIC & 2 RGO REZRT. 1B ICHT25H D
RElZEE L, 578 H 2%/ MRIE (RFEHR 25%) T, 178 H 2 5 EMIIC CMAP 2P LTw5
(progressive decrement pattern). Z DEMEN ZITIE/ Y — 2 1E MG 128175 U-H (B 5\ Id -
) Wi S5 — v XS, LEMS IR E ShTnb ©

LEMS OESAFEI 2 Wi BIgAE, " (20~50Hz) OBESMETD, 10 MO KRE
I#i#% (post-exercise stimulation) THAEKT A I ETE L. LA L %250, WSEEREIIR
WA T 7230, BUETIE 10 BB 0 KB O CMAP DR Z sk s % Z & (post-
exercise facilitation : PEF) 283 ST 5 7 PEF IZIEH ICEIKE T (84~96%), FrEpgHs
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1 LEMS SEBIOD/\GENERER THEST U Tc 3Hz DIRSER RIERAEIER
% 1 FRICHT S CMAP ABIRIIC 10%LLEHRL TS

50Hz ESAE R

10sec EEjETE 5ms

YD)

affE

: . ' | 5mV
5ms
2 LEMS FEBIDIVESNELER ThEfT U Tz 50Hz DEEERERIE
HERE 10 EDZEEIE TR

S50Hz DEBEERIH TE 250%D CMAP BX, 10 WD EEET T(d 300%D
CMAP IBRDHS5NS.

100% & #HE SN TS N BREDH v M+ 7% 100%TIE%R <, 60%& 352 8T, FFR
BEDS 99% PR 7z 72 F FIRBEDS 97% 12 EA-97 5 ([ 2)°.
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BmEREBCHE

P/Q B! VGCC IF B A, FHMEE, AMMGFRE 2 EMRERIAS M LTS Z LAt
MOENTWS "W X4 I—2 1) =y 7 2BV TH VGCC HuikB Mt % 236 A\ o 55w g
FERZ T2 8 25, WHBEEIEGREDAMIINGE, AN, BREE, I 8F—RELICh
o Tz 2 Bi/NBERE S A BES 5 LEMS TIRIZIZ 100% M SN b L E 2 5N TW5B 7S,
W2 P/Q # VGCC PUikB M CHERIEIRDS LEMS ICER L 2 WREEDL FIET 2 ©. Z ook
HEIRDS D - T P/Q # VGCC Akt ©d LEMS & BWi¥ 5 720121, IEHEAEIC X - T
R A TR E 2 T 2 LB DB 5. 7B, 2021 4E 9 HIZ LEMS O3z Ay & L7z
RIA 12 & % P/Q B VGCC HUAMAT S PRBR IR S 1172,
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Clinical Question 10-3 10. LEMS OEAISHR

LEMS DFEIRIE (LEMS ZRESIELT=8H(C)

Oz

OLEMS NP &L DR ISR DHNET, BESGRES, RRFDETTHS.

OLEMS RN LBEBSUPRERBENOVEDTHY, MIMBREEZMHD LEMS TR&WE
EDHHETEZDETHHNBEETHS.

OHNETHEEDER, 32 U(F/IEKAH D SR TEHERIZZERICH LT LEMS DolgEtE
ZEREL, BEREBFNOREZRTTS.

@i, BUHBESICHTIREF v 7R > MEASERERICH > T LEMS ZRET DAL
wWEINhTWLS.

BR-BN

LEMS OZ Wi BARER, BEAAEZWRT, MEFNRESLETH L. HVRETH
% LEMS OZ W 08— IR 2 B35 2 L THAH. LEMS ICHT ARIICRHINT
W EBY, L HRERIGBGENROR KT, BAMREEE, BT (LI
HR) D3oTHL 7 W ELHEEFHOMIVKT, HER, @AHoMmIKTLREID S
%. LEMS IR 2 RS EMEEREIECTH Y, MR Z k) LEMS Tl X ) EE O
INET & ZOHEATVED B & 5 HHME D H 5 29 LEMS TN/ 22 LE5E & o B3 % 2 0H
WCELZENEETHY, EEORA7 ) —= 7 e USRI RE, LR, WiRE ) >~
ISP 7 E OBV G S TW D Y NELEMS SER D R S o0 H ), MR, ) v
N7 EOPEDHER ST VD 70 AEIZEER ST 20T = v 7 R4 2 b ER A
FIZPES LEMS FRERER b 3t S, EEIFLETH S 0N

7

._E-Iﬂllé

LEMS OHERIZBET % 4 — A 21) — X521 1988 4£D O'Neill 5 DI T 5 2 Z O
EHTIX LEMS 50 E6 (9 5 25 SEGIASEMRES & 0F) 2L, BRI ESES &0 - 56
BEBE - SR CEHANCKRET STV S, ZOHEIZB W T LEMS &K Tl FIm IS T I1X
100%, EBHIIETIEZ 78% A b, HEMREREE HEOHVL DX NI A4~ X, ik
BEE) 25 80%, MEBCHT - W21 92% & BB IC A SN TW A, Tl BUSICBE L C I B £ i
% 78%ICHRDIE LT WD, ZoMIGHEBRIMICOWTIF B AWM 2 ¥ £ 2 ¢, LEMS
W TRV ETE2HMEDH LD, BIHMET - HRIGEHEICAON BRI TH D,
FEHETIRITRNEBERTHLEER L. 20BOr—2 ) — ZWFZETIZRE 0 U FFRCTR)
DRI, B TERIER & IRFERD S O, IFHRER IS E TH 2 (F 1)021017 K1
IRTEBY, LEMS IZBW IR EIER 2 &2 2L 9 585, TN HITH - TRES
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®1 INETOLEMS 5y—XAVU—XHE
O'Neill 5 | Nakao 5 | Titulaer 5™ [Abenroth 5| Liu s "

WEF 1988 2002 2008 2017 2019
B 50 110 97 48 50
= =| [ KE? o
SiEf (%) 64 66 57 98 64
EOFESE (R) 54 62 57 60 56
EnEEatt (%) 50 61 (SCLC*") |54 (SCLC*") |58 (SCLC*") |46 (SCLC*")
TEHOET (%) 100 97 100 83 100
EREHET (%) 78 80 82

BR (%) 25 5 38 38 48
iREE T~ E (%) 21 28 46

BEEE (%) 12 64 33 68
IHIGEE (%) 8 32

Bk NpEE (%) 12 43

IFIRARRES (%) 6 5 10
BEMREES (%) 80 37 19 80
RSATDR (%) 37 31 78 56 *3
TEREEEREE (%) 13 4 65 19
Eh (%) 9 11 29 26
BERREE (%) 20
BEREMET (%) 92 85 100
B S D5 INER 18R (%) 78

I\BERER (%) 9 9 2 14

1 Gt 2 BHERIS/) B (small cell lung cancer : SCLC) D+

LKERREAEWNRICEBHAINTVSREIBEHRY X T L (Veterans Health Information Systems and
Technology Architecture : VistA) [CXDFHE

*RSAYDRERSAT A D

L 7=t 18720 BPRREEE % £k 4 72\ LEMS 2% LEMS OENIFGH 2% 2 I L ToE b 2
NFETIZRINTV S, BV THPBE TS 256/ MuEHH % 503 2054 (k) (X LEMS
DFBWIC72E DO FTICHMEET L2208 H 2B 27 F/2, LEMS LEN*ET25E L L
T Guillain-Barré JEERE & MR LEIZ L HITF5NTEY V332 LEMS 2 %8 ¥ 5
& EITESAEIENREZIT) DN ETH 5.

H AR o I BUEEEIX 19~95% & IEFICIRIE W25, HED L IHMBEIERDO 7 » 7 — b
RIS TV D LDONL W LICRNT 5 L% 2 5. BT CORBIKRIIZE T3 HAHRER
ELTRIA YR, MRS, REEEICALN TV (58 1)521W17 50503 | AR
BEED R AL VoA S LT, X0 a2 AR IS D W% 2, $ 5
VI HEMESR ISR 2 HEPUER L 2 OfEM 2 LSBT A SRIEAIIEZE 257, S SITIZERIK
JEMEDBL A & A7z LEMS @ HHEMREREED A 5 = X LT A5 a5ko bk 5. Mk
FERIZOVWTIZ 2~14% &£ —ZDEETEWTH I DR 1 »S5bH» 505 FlIZIEE CQ10-4
ERI IR0,
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Clinical Question 10-4 10. LEMS OEAISHR

PCD-LEMS & (X {ah

BE

OERM/NNRAENEEBEECRERF TRET SN H Y, FESH/IREME
(PCD) &EINS.

OLEMS D 10% AT ICINMKRBENEHT D. ZDHE, FEAEDOGINBLES (/HBEAH
2, SCLC) =&## L THW PCD with LEMS (PCD-LEMS) &EENS.

OP/Q BB(HKFHEN IS D AF v XK (P/Q-VGCC HiIlF) A, 1REFEENBOALRST
IS LT EHRBENICIER T 2TREMDNTREINTWS.

BR-BN

MR /NINSSEE & LEMS (3 & b (2B IR B7 AR JiE BB (paraneoplastic neurological syn-
dromes : PNS) O BLIRREIC & F Y i (L B IES M/ MINZE MEiE (paraneoplastic cerebellar
degeneration : PCD) &I 5

LEMS, #R2aP/MRSEE, EVEREE (13 A SAVINITBEIGE) 0= AT 52 &t
W HME SN TE2H ™, KIORIEHEIC L 5T PCD with LEMS (PCD-LEMS) & firt: &
n7 10~13).

R - IEF VR

1) PCD D1

PCD (35 ek B T, BEMEAESS & il 233t U TR BT 2 MifaNPLE (onconeural
antigens) \ZXF 3 2 PULAREIUAD I S b 2 L A% v, PCD & BAssR RS & LT, il
fE (RRI/NMR) , SRESRE, 3L, B X OEMRY U EFMSNTEY, ThZIEEIY 2%
PP (Hu UMK, Yo PILfl, RiFfRA &) 250k & %2 % 2 & 25% v 1 /T itifg 38 2
PCD % 3&9E L 723568, #9° P80 Hu BURD B TR INITIZIR U - £ R MEICiREE L 29
% 3 5 Hu PURBEMERNI PR R EAVNMICE EE 5 2 0% {, LEMS 2&PEL
RFT VT EFMONTE V81D

2) LEMS & PCD D%, PCD-LEMS DES
INHISIRREAY LEMS \ZAF L 9 5 Z L 13, Eaton, Lambert 512 & 2 HED 2T TSR S
T 5 ° A Satoyoshi H A% LEMS IZGPF L 72 PCD A OHMBI 2 #HE LB Y, M7
VE v MO FIESE R BTED D 572 57 LEMS ARG % 5 & LR Tl Bg
DRI 10% /MR ITREDEGDEL, FOWE, 1T& A EDOBIAVNITNIRE % &0 L Tz 113161
VLl F 2 C, Fukuda & I3EMMES CNMIBNIRE), PCD, LEMS O =F» P72 %E
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PCD with LEMS (PCD-LEMS) & 44 L7z 0%

Clouston & (Z/MllIalilidE > % V1 i& LEMS % &6 U 7= BishRepioRbatt - i 2 NI 263 iE o 8
H OB RN U728, A R AW 2 1T o 72 8 Bl 6 B2 LEMS 2 &6 L Tz, o 64
H 2B CIEHHE T 220725 00K T 2203, MEHEKZHICL->TELDT
LEMS & 32518 L 72 (subclinical LEMS). Mason 5 &/MlBaiRE 12 4E 5 PCD 57 6 % i
By - MR - REEINIRAT L 72 ) Hu JuiRBPEDS 25 61, Hu PURBEEAT 32 Bl Tdh - 72,
BiEH 461, %W 5 B LEMS OB R SN, Hu SR A I3 53 PCD-LEMS @
WRER B L7ERIL 16% TdHh o 7z, 4257 B 50 B¢ P/Q BUBMAKLEEA V2 7 A F ¥ 2V
(P/Q-type voltage-gated calcium channels : P/Q-VGCCs) (25173 4 IfiLiF H CHikD M 12 A3
T, 24% THETH -7z, Hu PUKEMETH - 72 28 Bk 5 &, PCD-LEMS 5 B2z C
LEMS % & L % %2 72 “PCD without LEMS” 5 D451 10 1 (36%) % P/Q-VGCC Huikka 1k
TdH -7z, Graus HIIMIFEIZHE D Hu PufkkaE: PCD 37 Bl % & £4x 39 1 % fi##T L 72 . LEMS
BP0 5F, 39 B 16 1 (41%) T P/Q-VGCC huikkitt T - 72. PCD-LEMS
DEEE B L7 39 Bt 8 BT, 9B 7 BIHS P/IQ-VGCC YRkt Td - 7-.

Dk, PCD IZEIRZ &\ TN L7z 3 DOW%Eh 58 5 BE R, OMREZERZTT
13 LEMS O GBI 12 Wiz, /Tl 245 PCD B3 TILEMRE R A Mt w
THbHZ L, @PCD-LEMS BHEDIEE A &HY LEMS HAEH & FAEC P/Q-VGCC Hiikktt T
H5HZ L, GOPCD-LEMS OA7% 53, P/Q-VGCC Hifkks: “PCD without LEMS” D%l % £5
BEENTLENCHFETHI L Wh2EE Tho,

3) PCD-LEMS DimRE# PR

P/Q-VGCC HURAS i iiH &5 iR IZH BT % P/Q-VGCC IR L, LEMS OJnERT
WG9 2 L) BEZHBIFFEIN TN B —F V12 PCD BT 2128134 % v 2, Fukuda &
1%, PCD-LEMS 3 i, xfHesiEfdl 6 B (LEMS 1 6% &¢s) oFB/MEHERZ T, M7
2B % P/Q-VGCC FH & % Ik L 7245, PCD-LEMS I2BWTOAF ¥ 2 VEHEPKT
LTWAZEZHLNIILE 2O e D, P/Q-VGCC HLiRAIVNNST 8 D P/Q-VGCCs |24
HLTF v ANVFEBRZ A (down-regulation) S5 Z L AYRERKT T 2 WHEMEEZ % 2 72 .

<7 A P/Q-VGCCs I2x 5 73 FRY 7 0 —FVhifk ® & %3 PCD-LEMS B i »
ORI L7 1gG MR NTES U COMMRTEZ B L7~ 7 A28 %EE 7 VL, P/Q-VGCC
YA PCD ICB W T HHMEMNAEN T 5 2 L Z2mRIBT 5. BEEWI L ICHEDOERIZEB W
T, LEMS HEHR IgG TI3/NMEIIEZ BT & 2o 72 %, LEMS BHOVE (F10%) 12
DH PCD H3EHET A FIIAHTH 54, P/Q-VGCC YLD kT 2P ¥ b — 7HMH ~
DIEBITERL D720, KFEEDVPRLELFERNZET 5L VW) MREDSZEZ LN TV BA5 )iz
TR OHETIX, PCD-LEMS #1285 T P/Q-VGCC Ptk & 347 L T glycoprotein-regulat-
ed protein 78 (GRP78) FUAAMLIEH A4 L, GRP78 FUARAN A NIRRT L ClMIiii Ba
MoOFEMEZITTESES 2 LI2X 5T, P/IQ-VGCC HURDHHMFRNICRATE S X912k
D NBIERIAER T 5, o 2287 mREIRE D IRIE S e 20,

4) PCD-LEMS D&%
P/Q-VGCC HURA/ MG RFFE 0 LT S MNIHER 3 2 W RetEdid 5 2 &, IR CTHiEEM
HAFEMHUE LIRS § 2 PURIZ B3 B i 48 - rPACiER A LI LIRS IS UG § 5 2 & 5%,
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SO PRI LT, PCD-LEMS 235\ T LEMS (ZHUIES; - e Bl OsME 2 74 —7,
PCD IZBEFHEIMETH 5 L WG ST & 72 8802953 it 2 2o 2R & LT, PCD-
LEMS OH#IHI T & HraikEbiRBIE PCD WAL >, /N7 L F ¥ ZHIEANIIZEEIIHEF L T
-~ : <1: i)iﬁ[ﬂj: é ﬂ—’cb\ Z, 6~38, 10,23,24,29).

P/Q-VGCC HUR DM F A S LT LARE 72, ARIRAH 5 11 o> PCD-LEMS JiE Bl i A3
% (WK 13 W OBE LW AESI). PCD-LEMS IXHEHIEPIETH 2 L T2 3 e By, Pulis
IS X 0 FRREIR D Y AE S N 7EBIAT 11 Bl 10 1 (P/Q-VGCC Hitktt T - 72 10 1
WA E980) bdH o728 OWMNA 7 AD3EE, @PCD-LEMS B#H OM#E - ADL B )
PCD, LEMS ® &1 LR ERTH 20 XS5 2 & ASHW R 7230, EESULEDO RIS iR
RETHIE, BEFEETRENEHA )Y, “PCD without LEMS” @ 2 FliZBWTd, PilE
BrimE (1PN eEE#E %2 M) 12X - T PCD EROUGEM S LNz 2 LIER IS 5 2%,

AN AL/ IGIIE 2 A PF L7z LEMS 17 il &2 0 5 & L 72 2E 038y ShCwv 3 %2 17 Bl
10 5175 PCD-LEMS T, 9 # (\§d P/Q-VGCC HuikBsth) v/ INiilalife 2 A6 L Tz 17
B 7 B11E P/Q-VGCC Pkl Td - 7228, EWES = &6 L % v non-tumor LEMS (NT-
LEMS) (Z/NIGREIE %2 G 0F L7281 CTHh - 7. /NIBalifE I 5 PCD-LEMS 9 #5716 51 ¢ PCD
OPUESHER T 2 FOSEATFER S N TB Y, 2 BITEREDL S PEEOLFZE RSNz
AT PCD-LEMS 10 #l 5 §5] T PCD O SZEHHBSUGTEICE T 538 2H 0, F#OY 7ok
773X P IS BEBE 2T 1 IOARYENIF SNz 4 B/NNEIEZ 408 L7 NT-LEMS 7
Bl 3FTAF VTV F=va v & F W7 REER I3 5 SOSEIC T 25 #80d 0, gk
i LB, ER LB, PEEOWE 1ITH o 7.

VEX D ARIFICRS S, LEMS IZAPET % PCD - /MNMARTIEASHUIES; - SRIETAMIC X - T
HEYDODGEAT 52 LW bnb. 2O, GIERHIENTH > 72 PIQ-VGCC itk btk M
BFRE DIEB S WD HIE STV S 39 TS ORERIE~ 7 A ZBHIEE 7L & Ak
(OP/Q-VGCC HUAA MM B E 2 & 72 L 9 2 W HEYE, @P/Q-VGCC Pifkhs 7 v % » il
HalZ AR g REE 2 5] & 23 LUAT, A7 < & B /NMISHRIE O 5 AE RN I3 S AR ©
»HIHENE, EBENIORET 5.

5) TLZIC
PCD-LEMS (2B % R RERSF G & I6 BOBE ICBE 3 % il & O RICIETREEASFFEL TB Y
LD BMBEPLETH 5.
%3 LEMS OFi KT E#E IR DH 5 34-T 7 3 7 ¥1) T~ (34-DAP) 13 LEMS (2G0T
% PCDZxf LCTIER 7 & 9 TH B 9% 34-DAP & V) I Z2@H L3 \vw4-73 )
Y)Y TR EEHRE EHRE T R,

ik
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Clinical Question 10-5 10. LEMS OEAIELR

LEMS DIEF IS

EZ

OFFHT 2017 FICRFZ UL LEMS EFE(F 348 ALHESN, AD 10 BABRZY) DHEREF
0.27 A (95%Cl 0.19~0.35) &#EtEns.

wR- B

HAENZHB T, LEMS BEBAHERT & 534013, 2018 4125 S N7z THRE S B o
ET Y AN X BB - BHEREDHH - A KT 4 OR4MEE B QOL OMGE] JE& [ #ia T
PO 292547 — & QPSR - AT IZB§ 258 ] BEOIRED A TH 5.

Rt - IEF VR

2018 4E 0 [FESEREDO T T ¥ AT X BB WAk - FREFENH - A NI 4 Y ORLML
B QOL OMGE] Bt & [ HEATER B DOMBEN 2292577 — 5 DI - FEFTIZBS 20578 BED [
FATIE, 2017 4122 L2 LEMS B8 % 348 A& HEE L7z, A 105 AH 72 ) oA =T
0.27 A\ (95%CI10.19~0.35) &7 5 V. GESMENC BT 2 469031E, Wirtz 5 2(2004 42) O+ T > ¥
DFEFIATIZ 0.25 A (95%CI0.18~0.34), Albenroth & *(2017 4F) O KENREEAOFHH AT
12026 ANLHEESNTWS (WId 10 G AH2D).

345}

D HNGA, RIPSERF, AURMEE, (32 FIEFMEIAEZR STNTT 23— b - A — b Ul EfEE o4
FEE AR A——RIEC & 5 BFBAERT. G HEMRIEEREO T T 212 & 5Bk - B
GE AN T4 YOS L BE QOL DML AL 30 4F KR FEH .

2)  Wirtz PW, van Dijk JG, van Doorn PA, et al. The epidemiology of the Lambert-Eaton myasthenic syn-
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3) Abenroth DC, Smith AG, Greenlee JE, et al. Lambert-Eaton myasthenic syndrome: epidemiology and ther-
apeutic response in the national veterans affairs population. Muscle Nerve 2017; 56: 421-426.
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Clinical Question 10-6 10. LEMS OEAISHR

LEMS DTl

BE

OLEMS DFRITEUES (F(CIVBREE) SHOBRICKOTRLEY, BHESEIBRENE
BIERLEES.
OLEMS Z&# L7z/IvlllafiEEE (E LEMS Z&H UG WEB(CLEL T, EHmFERNIKL.

BR-BN

LEMS (3 B3 I 55 PE 6 B (paraneoplastic neurological syndromes : PNS) T2 Z % i #it
FIRED D EDTH D Y. LEMS BEHED 50~70%> |[ZHEHENEE AL, D 84~100%>7
AVIHIBEARE (small cell lung cancer : SCLC) T& 5 .

PNS (3 RIESAEMESR AT, BT & o THEE S N2 IR E D HRERRR IS E OS5 2 &
DIRERIT L ZEZ HNTWD L D720 PNS &G 0F L7 BYEIS B 13 PNS 2 40F L 2 w/E
FIZH LT, AR (immune surveillance) (2 X ) Edy PRAMER S 2 W EEDE 2
bhT&EA 0

fRE - TEF VR

LEMS 3 ® 40~60% (Z/MHahifE A& bE9 % (SCLC-LEMS) . HEVEIES: %2 &0 L7236,
LEMS D iRHEIE R B P RICDRENRAZ L, B %Z 66 L %\ LEMS (non-
tumor LEMS : NT-LEMS) (28T, LEMS ik 2 4 F Tl 3~6 » H T & OfESHRE 1T
IRETH %L SN T2 (European Federation of Neurological Societies (EFNS) #'4 FJ 4
:/ ) 2,5, 12).

1) IVEREESHOBEEN 541z LEMS DFE

SCLC-LEMS & NT-LEMS OfIR 7 — % % K3 5 &, Wi#H % X513 2 500 2 ki k=
PR ERIT RAZIZZ L\ 3719 L L&A, SCLC-LEMS #CIIISER A S X ) £ { otz
JEIRDSH I 2R ), NT-LEMS B IR THEATATRE W 419 LEMS BE DK 10% 124
B2 FNRMRIERE U CT/MERFHESM SN D25, 3L A EHSCLC-LEMS ICET %
(paraneoplastic cerebellar degeneration with LEMS : PCD-LEMS)***9%, Zofh, HAE#H %
G & L7222 1AEZE T, SOX1 HifkBaE=As SCLC-LEMS TR 2 &, FEED HLA N7
0% 4 7 (HLA-DR3-B8-Al) PAA %A NT-LEMS TRV Z LS SN T 05 0108 5
¥ T b N ESFHATlE, SCLC-LEMS & NT-LEMS Oii#E T4 56E % (annual incidence)
R U228, AR TR R COARES (prevalence) 1% SCLC-LEMS #CK <, [ABEC AL
SN Z L5590 e BRI TIHAE IR RGBS %2 7RI TR 2 52
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SCLC-LEMS TIZ BT 5 R IEMIIHETH 5257, NT-LEMS TldEmFHICHEEIT RV
PETHrb 7z 50 EF OME (P/Q BIEAARLEME 7 )V ¥ 7 A F % £ VHUE [P/Q-type voltage-
gated calcium channel (P/Q-VGCC) Hifk] MIERAMES 5 LLETOBFZE) Tid, 9 % 25 fEf)
M NT-LEMS ThH o7z, 4EFT7 40 =7 FICETEF—20HY), 2095 16 fEhiL 5
EUEOEMMICHIzo TBIT A2 e TE . MR TS T 2L ERDEFELTH Y,
LEMS S85E 0> & OA LA gufii 6.9 4, P 6.1 4F (BILEHEPA 11 » H ~14.34F) THhH-722
Z D% D NT-LEMS 47 FERF (P/Q-VGCC HURIEMESE 86%) OMa (BIEHI I YLt 10.5 45,
W 11.8 4, BIZEHIPA 2.3~36 4F) TiE, 10 BIOAHBIEIAMAIZIET L7z (LEMS R iR A
Sl 114 4F)*. 2D X 912 NT-LEMS TIIAEGFRITRIFCTH - 72—J7, AFBRED 25% DL 1
PBIEHE TN CHEAGICHER A2 EL, RIS REEIEETH -2 %

2) LEMS SiHOEED S & o/ HiaiED Fi&

LEMS % & T PNS % &0F 3 % BAES EH T, EERED 5 VISR I X
D AFHMAERES 5 LW IRFAE Z SN TE . $5I2 LEMS Tld, P/Q-VGCC JuikAsHER;
MM ZTHPUEN RS G L CTRBEMICIER L 9 % ' SCLC-LEMS I22WT, %A% (retrospec-
tive) WFZEIC & 0 2 DIRFIABMGEES T & 7273101, ERETIrbN 72 & (prospective) 24—
MIFZE T, SCLC-LEMS 3 O -3 A A7 01 [ 25/ R i AR 0 2 U2 e U TRt
ARICER L TWw5 Z & (Kaplan-Meier i, “PIELAWIH 18 vs. 9.5 » J], p=0.0005, log rank
Wexg), LEMS OAFTEH 5 AV NI B0 207 L 72 FHREERTTH 5 2 & (Cox Mlkis5
B AREH SN B2 o ak— MFSETIE, P/Q-VGCC Fuiifili & A=A & DRI B X
Zedro 72 W RN A & OP/Q-VGCC $iLkR A LEMS & BHER], @P/Q-VGCC Hifk
Rtk 22> LEMS FEGBHER], BP/Q-VGCC HLARREE: o /Nl HARER > 3 FELZ 50T THbr
L7=WFgecid, “F¥HAEFHMIZLEMS # 60 L-OH TOARER L Tz BUIED P/Q-
VGCC Prfkifllsg RISHIIEHN B A £ ¥ % 8k $ 2 PR D M § 4 72, el E 7z P/Q-VGCC i
RS LD MR CREEMICIER T 2 DI Tld w2 & 75, P/Q-VGCC Hifk & T # A
LaWHEHE LTEZOLNTWS WA

ik
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Clinical Question 11-1 11. LEMS Diaisst

LEMS ;5B DEAFNIGEZ SIS

OLEMS BEDBET7 I IV X LZRULE (K1).

OLEMS ZHiF(CRMERHN A DN SBVEE, B ABEICERREZITL), LEMS RiER 2
FRRBRVRINETHD (HEER 10).

OIEFYANGH DR, 34-O73I /)T (3,4-DAP) RIREE (CQ 11-2 288)
(H2EIRR 2B) &RBE7 07 VEEEE (IVIg) (CQ 11-3 2888) (7R 1B) TH3.

OBMERZEHUTLEL LEMS ([T Bi8%(E, MG [CETRREEETHS (CQ11-3
Z2R) (EEIRR10).

BER-BW

1998 4F, * v 7 A7 % — F K22 Newsom-Davis S LEMS /& 7 )V T A4V 285 L7z
WL, TOMLDO%HTLEMS B#E %, O/MMIRaliNG % 409 28 (SCLC-LEMS), @/Miifaliti
WEAIEAEEbN LB, BLOOWEE AFL Wit (Non-cancer-LEMS: NC-LEMS) @ 3 #2451
2. EBIC, ENLDO3IWHEDOE—FEING34-V73I /Y VY (34-DAP) TH Y, ¢ LEMS
RO EE 72632 L, 34-DAP OFl, HEMAE, LT, BAGEERA W i
FTTICFHLE LTHE SN TS 2Y & LT, 34-DAP WHRIC X B xEme 2 g L7z,

WIZ, (DSCLC-LEMS B ORH IR 2 B S8 5. /INITAGRE 2R 9 5 16505 LEMS
FERZWHESEDINETHLEVHIWRME LTUTOMmLZTIM L. Chalk 5 Y 1%, TIEEIC
3 BT 2 » AL LA L7z SCLC-LEMS JERI 11 Bl 95 & 7 BiAs, fkER I Icw s
L7z, MRHEROSEX, CMAP RIEE ML CHEL /22 LRSI, FAELALTTO
BET, WG 6~12 » A LINIZ CMAP RIGASIEFEH#IPAICRE > 72, | L3 Lz wig, @
TR IZRE DS DM 5 7\ LEMS B IEBE A 3% {, LEMS J8EfRA 72 < & b 2420, R
135 AERNIBUTRFICH S DI SR WEERH 5 0 ToOBIL, @I 2/ MR O MR
PETHAH. ONC-LEMS EH L, 34-DAP T2 LEMS JERATER X N TV B 4121,
ZOHE T THD., HNKTFHREETE SR LHEMBELEL T 5 LEMS BE T, M4
PO SEra 7Y VEHERED BIUATOA FEGIEMHIEE P/Q AN T AT v FIVHT
& LEMS JERDHHBE L 72 RE IRk )Y 292 L7z, 20k, ZOHRWBT NV T) AL w2 J8E S
4, 2011 4F Titulaer 5 ?, 2014 4F Evoli & ) B X 0¥ 2018 4E Kitanosono » " 12X b, LEMS
HHDT IV T) ALDRBEINTN S,
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LEMS DFEERZ I

[34-v7= /Uy s |

/R DARER

BBNEFET B
BB DGR

YES

FEZ DY IR0

NO

IEREROHHE

EEOFHET
NO YES
! !
34-97= /U TR <AL >
EU RZF I 0B REAVNITOTV VA
MAESTIRATE
<EHByBE>
FLRZVO VAR
PYFFTUUAR
|
!
SBEICRIG LBV
UYEYRTEEET D

T LEMS a7 LU X s
(kz@EF, (3. BRAIN and NERVE: #ZHHZEOES 2018; 70: 0341-
0355. ™" &4J3IA)

R - IEF VR

1) BE7ZIIVXL
AHA K54 TlE, LEMSEEOT VT X4 E LT, 2018 4E Kitanosono S Dia LA 55|
ALY RIEAL FIA4 2 ORFEOE R, WO 5T, 34-DAP TH5H (CQ
112 # M), JB\HEROPIUDEORR LTV, TN % U, &K 2 ERIE/NTHE O
FRKEATH

2) BEEEORER
LEMS O#Wih RSNz, BUHEEOILHERMRLITILELD L. A2 ) —=v T
HE, WEEoa Y ¥ o — W HGERA £ 7213 PET BEDHESE S b, /NHIRNE 7 & 0558
TEBRR A TH 25565, 3~6 » HB S ICHi{FMA & E~—h —& %, LEMS Z#if4 2
FEME TIIHEY BT RETH B 20
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3) 3.4-I7=/EVUIY

34-DAP &, 2009 4EFRMEESE T 2> 5 Firdapse®Diih% T, LEMS BH BT 2 WHEHEEIC
st U CEREE SR ARRE 2T 72, Tk, BONHIREF R, LEMS OXHEF#E D 5 —# iR
ELTHEREL T 5 ™ 2011 4F Cochrane L ¥ 2 — T, 34-DAP & IVIg S"LET Y ADdH %
HHEE LTI B HnTnd B 2012 SEREE 2RI, IVIEDIZETFT Y ALV, Guil-
lain-Barré JEETE (L)L A), HEENLEEO MG B L UL HEMER = 2 — /85— (L)L
B), TL T, WMADIREMEREH%B LU LEMS (L)L C) OERICERTRE LHEIRLT
W5 12022 AEBIAE, AT LEMS ICORBLE & 72 o T B REMIZ R {, 34-DAP 2
% 12DIIE AR T, MEBEREOKBNLETH L. EBICIE, RIEOMHEZHI ML L,
ORI TH 5.

4) REEE

PR L LTIE, MG ORUIEHEHRICHEL T, A70 4 K18 IVIg»B9 s 0%, B
X OV 20 A3 TdHh S, Newsom-Davis HIZ L 5 &, MAERIROSFHY — 712 2 A
T 6 HMFRRT 525 MG XD DUHFEL -7 BBV EHELTWD O RIFTIE, il 51k
LEMS &% OIS EA LRRERT % T P/Q I VGCC HUMIG & #EEFAY (2l LT B 1 Mg bR
HOCIIPURME O AT —BETH ), X704 FRQEIHIEE, Vig & Off L Z S L
72 %2 85121, PCD-LEMS R EHE LEMS FEFITIX, BV ¥ 7SERPUE CD20 2R & 35 F £
IFIIA/ METZ U—F VPR TH S ) Y X ¥ TOHFHEIHE SN TW5 2% LEMS &
HVERETHY, K TOZET Y ADH LIHEME 15 72DIIE S ik - KB 3 & — MiFgE
WLETH D ®

5) Fi&

LEMS BHOF#IL, BEEE, FRMIIiELZ ST 208 PICLoTREC R LS.
LEMS F$iE Wy /N B i 2356 W S 2B T, /NHITRIHE (x5 2 BT L 726
UL, AT H721 o < LEMS JER D B ®HT 5. —, NIIERIEOEEDSD F v
MR VEE, EGPRIIEEDNICRE SN S, 20114, 45 ¥ ¥ L EEIC X 5 LFAMET,
LEMS FSHE B (2 /NI IR D 5824 2 Pl § 5 DELTA-P A 2 708 Sz % fik L7z& 9
\Z, LEMS &bt/ NIRRT RE B & X IEA PG & IR L C 17~24 » A L EAREHMBAR W &
A SN TV D 72 RIETH, ANIREIREFSAER 30 » A UL EEEG# CRIAAE L 72 LEMS
A PN RE P 2SS ST B % 2017 4E Maddison 5 1%, 2005 4E72*5 2014 4E £ TD
WM& ax— MFEZHE L2 d51E, LEMS &8 NITRGRE B35 31 A & M B od 22 v/
HRLBGNE B 279 AT, ZA R Cox MG &7 - 72, ZORE, /Nlalif %43 % LEMS
DIEAEDS, FEBEOREEE, AEW, MR, 7+ —< Y AR, BLOF MY v aflik EofoF
BERE IML L CHELREEREREZ S 222 2R L7, ZOMEIE LEMS EwW) HD
RIERBEARD, MO PHRELHE ST TNDL I EE2HRBLTWS ¥

ik
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1998; 841: 817-822.
2) Lundh H, Nilsson O, Rosén L. 4-aminopyridine--a new drug tested in the treatment of Eaton-Lambert syn-
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Clinical Question 11-2 11. LEMS Diasisst

LEMS IC 3,4-I7=/EUIY (3,4-DAP) ZEDLSIC
AW\WaH

©3,4-DAP (3 LEMS BEDEHHETDUEICHEMTHS (IEEIER 28).

©3,4-DAP DBEERMLND S5, BEOEVHNE LTORABYFEDOLUNR, SELHDE
LTEE, FER, LU QTERLBEDNHS.

02022 £ 1 ARRT 3,4-DAP 3XBTIIMRRNBENTH ST, SHERICEVTHERZRT
AVWRHENGS. ABTHLERRE UL TERBINZZENLEENS.

BR-BN

TIJEY Y FEMEIEES ) Y A F X AVHERRA A HEORAITH D, WK
WA LR SEL 2L TTFVva) Yy OREEEdT 2. LEMS BH OBRRIER % 3
LML, 1970 410 L V) 4-AP R 3,4-DAP 23RN TR S GO 7275, 4-AP 1 HEREAT
PEAYES i e L O ERIEA L o 72720, & ) BT EOH W 34-DAP SV 55 X
N TR o TN D B V)

BT v ¥ 2MLILEREBE X ¥ 7F Y ¥ AI12L ) 34-DAP 13 LEMS BF Of R T o
D ZEDFHEIN TS 2% AERRINTIE 34-DAP & AWM ST & VLS 2%
PEDFE\ 3,4-DAP (Firdapse®) 25T Cital LCHB Y 7 BRMNARES 4 0 H Otk i 2
BERIRBAA KT 4 >~ 2017 TIX LEMS GO FE—BINFEL L TRHBINTWE Y ZoFAF
FTAVRAYTF) T AOWETIE, 1 Hix58 15mg 3 MAGEES 2 S L, ERGEROHE
BABIRL 5w KR 60mg 3~4 B F THET L 2 LRI TV 5 9 RETIZ 2018 4F
11 A2 FDA (U.S. Food & Drug Administration) ZK#8% 52\ TR AT A S e

ARIEFTI 2022 4 1 HBAERBRINER X T, AIRICBWT 34-DAP 23 25412
&, RIS MR R R OKRRBEZHF TG LTz, Lo, R 28 4 IR TH
D —EASYIE S AU TLARE,  ERIRIEZE A% I RR BE R e € BB IR B 12 B\ TSR AR FREE 3 i 70
EERMHT AL, AKREEGEERBROBINLEL o7z, D729 34-DAP I
BWTh, ThICHELAFHREEZTLLEIRDOLN TV,

g - IEF VR

1) 3,4-DAP DE%h%E
34-DAP OF YIS 2T & LTid, 4107 ¥ ¥ ML ™ Lt hoox s
TFHY AL FERILZ 0 A4 — =B 7T AR Y, 2R — Mg Y AMEAE
j‘é. %hﬁ)@&%}‘f, QMG 23a7 2,5,7,16,17)] CMAP 2~7,11,15,18,19)y ﬁ%jj 3,6,18)] ADL A7 3,5,11, 20)
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DYE/EPWE SN TS, 7, HEESWRPEREEOWE 2, 3T, ED, g% o M
FIEROYFE Y 12OV THENDH L. Y FAF 73 VALY (PB) & O TSI A)
R o102 PB ol x FA S AEMARH 577 Y, PB I 34-DAP ORHHIHEHEL
W F 7, Pia) Y AT T —YEIZ 34-DAP OFEM E R 5 P,

2) 3,4-DAP DBEEER

HEHRZIIOWTIHEFAREIETEL D 5. HEOBHCAEHLL LTFRBLOHEO LY
Ny, 1 0EG52E 10mg REO RN OB 5 2310682 Zofl, JHEK, 7K O
BEHAPUE, SWaB% Y S50 %, AIRY PB OIS YIRS TR EOMENDH D 2
100 mg/ HFEEE DR RS TERIEOWEDH 2 DT 23192 TADADBAED D 2 BE~OHIHEIL
B2l INns? WEEME) BETEIRIELZFRET LI LD 5 %2 QT BRIEH S Y *4%)
QT %X Torsade de Pointes (TdP) ®OEEHAH 5 BH~OHRIRIIZLSTH ), QT IERIEHZ
HIAHEHOHT DS TH S . — WK B OMWRRBIE X2 <, WIRFRHZIZ
R DREERT & S OBEBERMICHIET 2 & S s Y RIS ) R RmEE I E R wvwe o
WMEDPL DI E) iR E UL oW H S W BIIPGIC X o TSR E S M A i 2
OB T 2 WHERENE T 5 & O id i a0

3) HABEICOWT
WM AR R O [ H OB A IRRE A A K54 » 2017] Ti&, 3,4-DAP iX LEMS
LWL 72T, R SR HIHIE R I JES L - COFGBMG AR L T 5 8 HH CE
IRDSEIR L ey, JEIESE LEMS T AT a4 K, 7HFFF) 88 yra xRy v,
3372/ —NVERET o FIVE, MHESSH B0, g a7 R P T EORERIHIGEE
LA S NS, BESYE LEMS T IEIIHIGRITIER ST WS, (RSB 5 CHEES o
TIEFHS D TROWEARATOAL FEMEH LB L2 358505H 5 8

4) 3,4-DAP DR5E

BHREIZOVTIILB LA T LIZR- L ->T0D. AFTFH) P AO#EICLLE, 1H
55 15mg 3 HE G LG L, BARIEROHER 2818 L 2035 iAKE 60mg 3~4 [0 £ Tl
THIEPERSNTVEY, RAHEGREICOVWTIR, HESOBLLL S 80~100mg/H % L
BLE T BMED L\ V20 B L O R & S AEDRE {, RS A 2 R
BPWIETH S, 72, LEMS OUFEIECIE LIRS RETH D 75, FRECIHEHRRIED
RSB ETH H. AFH 5 OREBIHG 17 I B TIRGEORRD D 5 2, Bk
HIZOWTIE 11 BIA 15mg/HE LTH Y 2029 201k 10mg . 225mg *) 30mg *,
39mg®, 60mg, 72mg® TH o7z, MFEIZOWTIE 2lmg/H ' ~100mg/H * TH D, #%
RN T OG- L@ o7z Tz, ERPAEIRE: EORE LA FFEROHE S AH
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#04 #1 AND #2 AND #3 16

#05 #4 with Cochrane Library publication date from Jan 2013 to Apr 2019 9

#06 #5 CDSR 0

#07 #5 CCRCT . |

MRS 9 (#07) {4

S5, BEIEMESEZETA FT 42 2014 TERRICRER SN2 30 B CQ3-1 I EE T 5
YERZEBIH L. EFEENSITo T R ERBTEIIMB I N o T2,



CQ3-2 MG JiENR & FRFE QOL DFEffiEE I

WRFEA - ZEIC L “REE
HER R E N R —F T L.

CQ3-3 FRAMGIZED X S T X A ST FEIND D

WS - B LI TR
FEA LA AL K —F TR LT

0Q4-1 FEAENTIZLE DL BUVD MG BE DA D

WA - 2B L KGR
HERLEE N R —F THRFE L

CQ4-2 MG FEEDBINTZBURIZ CEWK, QOL L~b, fESHIARFIZR)

W% - BB L RER
BER U E N RY—F L=

CQ4-3 MG DEHITHE-CHA L

WREA - 2B L RER

PubMed (f%% 2012429 A 1 H)

#57AddSearch #55 AND #56 Limits: Humans, English, Japanese, Publication Date from 1983
to 201225003:08:02 #56AddSearch myasthenia gravis[majr:noexp] Limits: Humans, English,
Japanese, Publication Date from 1983 to 2012462203:07:05 #55AddSearch cause of
death[mesh] OR prognosis[sh] OR followup studies[mesh]460895

gt R 250 14

PubMed (#2012 49 A 1 H~2018 4 12 A 31 A)
“myasthenia gravis”[All Fields] AND (“prognosis”[MeSH Terms] OR “cause of death”[MeSH



Terms]) AND ((”2012/09/01” [PDAT] : ”2018/12/31”[PDAT]) AND “humans”[MeSH Terms])
MRFRREAR 160 14

("myasthenia gravis”[MeSH Terms] OR “myasthenia gravis”[All Fields]) AND
(("mortality” [Subheading] OR “mortality”[All Fields] OR “mortality”[MeSH Terms]) OR
("mortality” [Subheading] OR “mortality”[All Fields] OR “survival”[All Fields] OR
“survival”[MeSH Terms])) AND (”2012/09/01”[PDAT] : “2018/12/31” [PDAT])

WRHAER 247 1

ik (M 20124E9 H 1 H)

HIEF ) fE/MTH) and (PT=23K8kER<  SH=T1) BEIEMHEEJJAE/MIH and (BEX/TH or FEX
/AL)

FRERAER 16 1F

EHEE (R 2012429 A 1 H~2018 4212 A 31 H)

(FEJEMMES)E/TH or HEJEFMES)IE/AL) and ((FPH%/TH or F1#%/AL) or (BEX/TH or FEA
/AL)) and (DT=2012:2018 PT=2#%#RkER <)

MR 1174

(FEJiE 7 #& J10E /TH or FEJE R #E /1JE/AL) and (BETCZR/TH or S /AL) (#2) and
(DT=2012:2018)

SRR 49 14

HER R Z N R —F TBIN L.

CQ5-1-1 1R LD EEARN2E 2 HiZ

WHREA - BT L2 ZRER

PubMed (3R 2012 #££ )

( “myasthenia gravis [majr:noexp] AND (strateg* OR target OR treatment outcome[mesh]
OR quality of life[mesh] OR lifetime course OR “Immunosuppressive Agents”[Mesh] OR
remission* OR “Depressive Disorder” [Mesh] OR Depression)

Limits: Humans, English, Japanese, Publication Date from 2000 to 2012

MsRAER 132 fF. EEARRE N> R —F Tz,

PubMed (2013 2> 2019 4£)
myasthenia gravis, (strategy OR target OR treatment outcome[mesh] OR quality of
life[mesh] OR  lifetime course OR  Immunosuppressive  Agents[Mesh] OR

plasmapheresis[Major] OR intravenous immunoglobulin[mesh] OR methylprednisolone[mesh])

—-852 {1



CQ5-1-2 FLHAMEZh PRI ERIE & 132>

WRENX - 2B L2 ZRER

myasthenia gravis, (strategy OR target OR treatment outcome[mesh] OR quality of
life[mesh] OR lifetime course OR Immunosuppressive Agents[Mesh] OR
plasmapheresis[Major] OR intravenous immunoglobulin[mesh] OR
methylprednisolone[mesh]) —852 {4

myasthenia gravis, early fast—acting, (strategy OR target OR treatment outcome OR

quality of life OR lifetime course OR Immunosuppressive Agents)—4

CQ5-2-1 FEMIRRAE MG 2%t 2 JARFEERIZ & D X 5 22 EB3E Tl 5 H

WA - 2B L KGR
PubMed (Fi5R 2012 427 F 27 H72~5 2020 423 A 10 H)

myasthenia gravis/surgeryl[majr:noexp] AND thymectomy[mesh] AND (onset OR effect* OR

effica* OR indication* OR applica%)
Limits: Humans, English, Japanese, Publication Date from 2000 to 2012

MRS 8Tt

PubMed PubMed (#2%2 20124F 7 A 27 H2>6 202043 A 10 H)

(“Thymus Gland/abnormalities” [Mesh] OR Thymic abnormalities) AND myasthenia gravis

Limits: Humans, English, Japanese, Publication Date from 2000 to 2012
FRERAER 39 1

HER R Z N~ Y —F TiBINL 7.

CQ5-2-2 MuRRFEERD BRI I B R AT

WHRA - 2B L ZRE R
HBER X Z N R —F THREK LT,



CQ5-3-1 ®poATrA RELEDXHIERT S0

BRBREX - BEIC L _ZKER

PubMed (#2352 20194F 4 H 13 H)

Mo. wES EEEH
"Myasthenia Gravis/ drug therapy” [Mesh] OR {"Myasthenia Gravis/ therapy” [Mesh] AND "Drug

#01 - 2132
Therapy” [Mesh])

402 {"Adrenal Cortex Hormones” [Mesh] OR "Prednisolone " [Mesh] OR "Stercids”[Mesh]) AND 146841
" Administration, Oral” [Mesh] '

#03  |#1 AND #2 22
"Myasthenia Gravis”[TIAB] AND (Corticosteroidt[TIAB] OR stercidt[TIAB] OR prednisolone[ TIABT)

#04 135
AND oral[TIAB]

#05 #3 0OR #4 143

#0G #5 AND 2013:2019[DP] 48

®07 #6 AND (JAPANESE[LA] OR ENGLISHILAD 48

#08  [#7 AND (" Meta-Analysis” [PT] OR "Meta-Analysis as Topic” [Mesh] OR "meta-analysis " [TIAB]) 1

409 #7 AND (" Cochrane Database Syst Rev™[TA] OR "Systematic Review” [PT] OR " Systematic o
Reviews as Topic” [Mesh] OR 7 systematic review” [TIAB])
#7 AND (" Practice Guideline”[PT] OR "Practice Guidelines as Topic " [Mesh] OR

#10 |"Consensus”[Mesh] OR "CGonsensus Development Conferences as Topic”[Mesh] OR "Consensus 3
Development Conference " [PT] OR guideline®[TI] OR consensus[TI])

#11 |#B OR#3 OR #10 4

412 #7 AND (" Randomized Controlled Trial”[PT] OR "Randomized Controlled Trials as Topic ™ [Mesh] OR 3
{random#* [TIAB] HOT medins[SB]1)

413 |7 AND {" Glinical Trial"[PT] OR " Clinical Trials as Topic " [Mesh] OR ({clinical triak [TIAB] OR case 1
contro[TIAB] OR case comparison®[TIAB]) NOT medine[SB])
#7 AND (" Epidemiologic Methods™[Mesh] OR " Comparative Study™[PT] OR "Multicenter

#14 | Study”[PT] OR {{cohort*[TIAB] OR comparative stud[TIAB] OR follow-up stude[TIAB]) NOT 17
medine[SB1)

#15 |@®12 OR#13 OR#14)NOT #11 17

#16 #7TNOT#11 OR #15) 27

R 48 (#11+#15+#16) 1+
Cochrane (fiZ 201944 H 13 H)

Ho. EER HEER

#01 "Myasthenia Gravis” tiabkw 536

#02 Corticosteroidétiabkw OR steroidttiabkw OR prednisolonetiabkw 48,772

#03 oraltiabkw 150,646

#04 #1 AND #2 AND #3 17

#O5 #4 with Cochrane Library publication date from Jan 2013 to Apr 2019 13

#06 #5 CDSR L]

#07 #5 CCRCT 13

WM 13 (#07) {4

X512, EREGEDESENTA RT A 2 2014 VERRRFICRRER S L= 3THkA 5 CQ5-3-1 (2S5
LHXEREBIHA L. ERENDIIZET A LRI BEN R -7



CQ5-3-2 AT v A RGEIMFHIEEE ED L 5 ITEHT 20

BRBREX - BEIC L _ZKER
PubMed (J2Z% H 2019 4F 4 H 13 H)

Mo, s A

#0 "Myasthania Gravis” [Mash] 14,381
"Tacrolimus"[Mash] OR “Cyeclosporing” [Mash] OR "Galcineurin Inhibitors” [Mesh] OR “Galcineurin

#02 o - 41523
Inhibitars"[FA]

#03 #1 AND #2 104

404 "Myasthania Gravis”[TIAB] AND (Tacrolimus[TIAE] OR Cyclosporin®[ TIAE] OR Calcineurin 216
Inhibitor#[TIAB] OR Calcinaurin Antaponist*[TIAB] OR Galcineurin Blockert[TIAB]

#05 #31 0OR #4 20

R0E  |#5 AND 2013:2019[DF] 71

#07 #i AND (JAPANESE[LA] OR ENGLISHILAL 0

FOE  |#7 AND ("Meta-Analysis"[PT] OR "Meta-Analysis as Topic [Mesh]l OR “meta-analysis " [TIAE] 5

#00 #7 AND ("Cochrane Database Syst Rev ' [TA] OR “Systematic Review [PT] OR "Systematic 4
Reviews as Topic [Mesh] OR "systematic review” [TIAR])}
#7 AND ("Practice Guidelina”[PT] OR "Practice Guidelines as Topic” [Mesh] OR "Consensus“[Mesh]

#10  |OR "Consensus Development Gonferences as Topic”[Mash] OR "Gonsensus Development 1
Gonfarence” [PT] OR guideline*[Tl] OR consensus[TI])

®11 #4 OR #9 OR #10 ]

412 #7 AND ("Randomized Controlled Trial "[PT] OR "Randomized Controllad Trials as Topic” [Mesh] OR 3
{random#*[TIAB] NOT medlins[S8]))

#13 #7 AND (" Clinical Trial"[PT] OR "Glinical Trials as Topic”[Mesh] OR {(clinical trial*[TIAB] OR case 5
control#[TIAB] OR case companson=[TIAB] NOT mediine[SB1))

#14 #12 OR #13) NOT 211 4
#7 AND ("Epidemiologic Studies”[Mash] OR “Epidemiologic Research Design”[Mash] OR

#15 "Gomparative Study” [PT] OR " Multicenter Study” [PT] OR ((cohort#[TIAE] OR comparative 15
stud¥[TIABR] OR follow=up stud=[TIAB]] NOT medliine[SB]))

BlG #15 NOT (#11 OR #14) 15

R R 25 (B11+#14+416) 1
Cochrane (BRZEH 20194F4 A 13 H)

o, s BN

#01 "Myasthania Gravis” +iab kw 536

#02 Tacrolimustiab kw OR Cyclosporind:tiab lkw OR Galcmaurin Inhibitorstiab ke OR Calcinaurin 10,821
Antagonist#ti.abkw OR Calcineurin Blocker#-ti,ab kw '

#03 #1 AND £2 a4

4 #3 with Cochrane Library publication date from Jan 2013 to Apr 2018 22

#05 #4 CDSR [i]

#0E #4 CCRCT 22

M 22 (#6) 14




= RS

(MiZ&H 201944 A 13 H)

Mo. EES BaE

#01 A NEATH B270

#0# Tacrolimus/TH or Ciclosporin/TH or "Caleinaurin Inhibitors™/TH 76,188

703 #1 and 82 553
(EREE R or MGA/TD and (Tacrolimus/TA or #90LZTA or Giclosporin/TA or Cyclosporine/ TA or

04 L0 2/ TA or "Caleineurin Inhibitor™/TA or HILr == AT/ TA or FERTOAF RIEINHKI 300
ATA)

705 #3 or #4 GO0

HOB #5 and (DT=2013:2018) 187

#07 #6 and (AFTFHN 2 TH or e AT T T40 2 E 2—/TH or BWHAFS4 2/ TH) ]

HOB #6 and (RD=ASFF VLA EBHHAES1) 0

#09 #i and (AFFFHVLZTA or AT ITAUILE 2—/TA or BEHAF I/ TA 1

#10 #7 or #8 or #9 l

#11 #6 and 97 ABHZE/TH 1

#12  |#6 and (RD=F2+4 Lok LG EE S 57 L Ab B R ES) a
#6 and (I ARFFL TA or BEFREDLEE TA or T LALHEESGES TA or BAEACHIEEE TA or FI3E

i FEE/TA or FIREHUE TA or FOHEEER TA or BIVHIFEE TA or FFEMFE TA or AFHEERTA a
or S8 LB/ TA)

#14 1 or #12 or #13) not #10 1

#15  |#6 and (BEPRETRHPE TH or SEPRIBRRTH AL/ TH) 12

#16 #6 and (RD=HBEERTT) T
#6 and (SRR TA or EEMAAE/TA or RN ATREM AL TA or FWEMEF/TA or IR

#17 FTA or IO 7 OS2k TA or FMAEREAT/TA or BEEEREITF/TA or EHEETRS TA or HEFRRREL TA 5
or HEEFHFTA or #AHEFIFHFTA or FEMEFTETA or FIEZHTTA or 2R—FFIE/TA or
BT/ TA or BREDEFF/TA or LEBEREFL/TA or 2024 — \—HTE/TA)

#1E (#15 or #16 or #17) not 10 or 14} 15

MR 25 (#10+#14+#18) 1

HERLE N Ry —FTEM U7 (EEMESIEZFETA R7 A4 2 2014 125 &7z CQ5-
3-2 \ZBHE S B Sk A S Te) .

CQh—-4 AFNTV R=yn  FHRNRERS (A7 0o RV AEHE) 280X 512479 7

iR - BT LI R

PubMed

(5% 2019 44 7 25 H)

myasthenia gravis[majr:noexp] AND “Methylprednisolone” [MeSH]




CQv-5 fpEruT U UEERIEZ LD X 54T O

MR - BEIC L KGR
PubMed (#3322 20194-2 H 6 H)
myasthenia gravis[majr:noexp] AND ( “Immunoglobulins, Intravenous” [Mesh] OR IVIG)

Limits : Human, English, Japanese, Publication date from 1983 to 2012
FRERFESR 222 1F

EEHEE (B3R 2019452 H 6 A)

(EJERHE S IE/MTH) and (PT=238kF5% <) and ((Immunoglobulins/TH or Immunoglobuli
ns/AL)) and (PT=ZidbR< SH=TAHRAIFIA)

MRsRAE R 45 1F

CQ5-6 IMAFFALIEIEIT ED X 912479 )

W% - BB L RER
Mi#EH 201944 A 13 H

No. 5% PubMed MR
i
#01 “"Myasthenia Gravis/therapy” [Majr] 3,482
#02 “Plasmapheresis”[Mesh] OR “Immunosorbent Techniques”[Mesh] OR 169, 409
“Plasma Exchange” [Mesh]
#03 #1 AND #2 422
#04 "Myasthenia Gravis”[TIAB] AND (Plasmapheresis[TIAB] OR 792

Plasmaphereses[TIAB] OR “Plasma Exchange” [TIAB] OR
Immunosorbent [TIAB] OR Immunoabsorption[TIAB])

#05 #3 OR #4 951
#06 #5 AND 2013:2019[DP] 183
#07 #6 AND (JAPANESE[LA] OR ENGLISH[LA]) 174

#08 #7 AND ("Meta—Analysis”[PT] OR "Meta—Analysis as Topic”[Mesh] OR 1
"meta—analysis” [TIAB])

#09 #7 AND (“"Cochrane Database Syst Rev”[TA] OR ”Systematic 3
Review”[PT] OR “Systematic Reviews as Topic” [Mesh] OR ”systematic
review” [TIAB])

#10 #7 AND (“Practice Guideline”[PT] OR “Practice Guidelines as 5

Topic” [Mesh] OR ”Consensus”[Mesh] OR “Consensus Development
Conferences as Topic” [Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])

#11 #8 OR #9 OR #10 9




#12 #7 AND (“"Randomized Controlled Trial”[PT] OR “Randomized 13
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT
medline[SB]))

#13 #7 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic” [Mesh] 14
OR ((clinical trial*[TIAB] OR case control*[TIAB] OR case
comparison*[TIAB]) NOT medline[SB]))

#14 (#12 OR #13) NOT #11 15

#15 #7 AND (“"Epidemiologic Studies”[Mesh] OR “Epidemiologic Research 42
Design” [Mesh] OR “Comparative Study”[PT] OR “Multicenter
Study” [PT] OR ((cohort*[TIAB] OR comparative stud*[TIAB] OR
follow—up stud*[TIAB]) NOT medline[SB]))

#16 #15 NOT (#11 OR #14) 34
s 58 (#11+# 14+3 16) {1
MR H 201944 A 13 A (1)

No. A EPEE TR

L4

#01 HE % 2 ) %E /TH 8, 270

#02 T IAX 7 = L—UA/TH or _HIEIRMAEATHL/TH or S5 1L/TH

#03 #1 and #2 338

#04 S /T and (77 A~7 = L—3 A /TA or _EEJEH/TA or _EEEE | 393
E/TA or IMAEASHL/TA or S0PEWAE/TT or MKHEL/TT)

#05 #3 or #4 550

#06 #5 and (DT=2013:2019) 100

#07 #6 and (A X7 F VU ZA/TH or Y AT <T 4 v 7 LE2—/TH or i2JE 4
A RZ 4 /TH)

#08 #6 and (RD=AZ T F VU L A, BFEIA FF74) 0

#09 #6 and (AZT7F VUL A/TA or YAT~T 47 LEa—/TA or B8 |1
HA RTA/TA)

#10 #7 or #8 or #9 4

#11 #6 and I AMFZE/TH 1

#12 #6 and (RD=7 > & MbbbiallR, 17 o & AL i) 0

#13 #6 and (Jr ABFZE/TA or BERFRER/TA or 7 v & LMELLHGERER/TA or 2 | 0
VEZALLLEEER/TA or 25 T AHFRER/TA or 25 11 #HFRER/TA or 5 111 4H
FBR/TA or 55 TV HHRAER/TA or FEAPERER/TA or [FISEMERBR/TA or 7
> 2 LEIT/TA)

#14 (#11 or #12 or #13) not #10 1

#15 #6 and (B ERFZEREIE/TH or JES2EIRFSET A /TH) 7

#16 #6 and (RD=FLEZAIFSE) 5

#17 #6 and (JEFHIIL/TA or FEFHIBFIL/TA or FEBLRTREMERFIEL/TA or B | 1
RS /TA or ZhakdLRAFFE/TA or /SA 1y h7uad =7 ~/TA or
FEATHAT/TA or ERIRBFZT/TA or BIZFE/TA or HMEWHAIFZE/TA or #41A)
EWFIE/TA or &AM EMIE/TA or FEFIXTERMFIE/TA or W X WF3T/TA
or a7— MFSE/TA or BEMIFSE/TA or WrimAFSE/TA or FLEEHFSE/TA
or 7 v A —/3—Hjf5E/TA)

#18 (#15 or #16 or #17) not (#10 or #14) 9




R

14(H10+# 14+3 18) 1

R H 201944 H 13 H (1)
No. ¥iZZ7 . Cochrane R
(AR
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 Plasmapheresis:ti, ab, kw OR Plasmaphereses:ti, ab, kw OR “Plasma 9, 554
Exchange”:ti, ab, kw OR Immunosorbent:ti, ab, kw OR
Immunoabsorption:ti, ab, kw
#03 #1 AND #2 107
#04 #3 with Cochrane Library publication date from Jan 2013 to Apr 2019 | 65
#05 #4 CDSR 1
#06 #4 CCRCT 64
RIS 65 (#05+#06) {4
HER kA N R —FTEM LT,
CQ5-7-1 FHAENIE (=7 )V XA~T &) Z2EDOLIITHND M
WRHENA - 2B Lz RER
Cochrane Library : f#5% H 2019 44 A 13 H (42)
. TRER A
No. TR "
#
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 eculizumab:ti, ab, kw OR Complement:ti, ab, kw 4, 398
#03 #1 AND #2 44
504 #3 with Cochrane Library publication date from Jan 2013 to Apr 40
2019
#05 #4 CDSR 0
#06 #4 CCRCT 40
Pubmed : ¥i%& H 2019 4 4 H 13 A (1)
. IEgaglis
No. R v
£
#01 “Myasthenia Gravis/therapy” [Mesh] 5, 404
#02 “eculizumab” [Supplementary Concept] 803
403 ”Complement System Proteins” [Mesh] OR “Receptors, 79,291
Complement” [Mesh]
#o4 #1 AND (#2 OR #3) 50




“"Myasthenia Gravis”[TIAB] AND (eculizumab[TIAB] OR
#05 319
Complement [TIAB])
#06 #4 OR #5 343
#07 #6 AND 2013:2019[DP] 96
#08 #7 AND (JAPANESE[LA] OR ENGLISH[LA]) 92
#8 AND ("Meta—-Analysis”[PT] OR “Meta—Analysis as Topic”[Mesh] OR
H09 | . 1
meta—analysis” [TIAB])
#8 AND (“Cochrane Database Syst Rev”[TA] OR ”Systematic
#10 Review” [PT] OR “Systematic Reviews as Topic”[Mesh] OR 0
“systematic review” [TIAB])
#8 AND (“"Practice Guideline”[PT] OR “Practice Guidelines as
1 Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development .
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])
#12 #9 OR #10 OR #I11 2
#8 AND (“"Randomized Controlled Trial”[PT] OR ”“Randomized
#13 Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT 6
medline[SB]))
#8 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic”[Mesh]
#14 OR ((clinical trial*[TIAB] OR case control*[TIAB] OR case 8
comparison*[TIAB]) NOT medline[SB]))
#15 (#13 OR #14) NOT #12 10
#8 AND (“"Epidemiologic Studies”[Mesh] OR “Epidemiologic Research
#16 Design” [Mesh] OR “Comparative Study”[PT] OR "Multicenter 13
Study” [PT] OR ((cohort*[TIAB] OR comparative stud#[TIAB] OR
follow—up stud*[TIAB]) NOT medline[SB]))
#17 #16 NOT (#12 OR #15) 7
EErEt MR E 201944 H 13 B (1)
" Al
No. R %
#01 FE 7 ) iE / TH 8, 270
#02 eculizumab/TH or ##fA/TH or M{ASZ 4K/ TH 11, 166
#03 #1 and #2 41
#04 A S1/T1 and (eculizumab/TA or =727 U X< 7 /TA or FHfA&/TA) 35
#05 #3 or #4 64
#06 #5 and (DT=2013:2019) 38
407 #6 and (AZT7F VT A/TH or Y AT~T 4 v 27 LE=2—/TH or 2H 0
A RZ A /TH)
#08 #6 and (RD=A X7 F VU L A, BHEATA KT 4 ) 0
409 #6 and (AZT7F YT A/TA or Y ATFT<TF 4 v 7 LEa2—/TA or LI 0
HA RZA 2 /TA)




#10 #7 or #8 or #9 0
#11 #6 and 1 AAFZE/TH
#12 #6 and (RD=7 > & AMbbbiallR, 17 o & AL i) 0
#6 and (JP AWFZE/TA or EEIRFER/TA or 7 1 & MMEILEEAER/TA or
13 EVE 2 AL FLIEABR /TA or 25 T FHERBR/TA or 45 11 AHFABR/TA or %5 111 .
FHFER/TA or 5 TV AHEER/TA or FEHIEER/TA or [AIZEMEHER/TA or
7 K NEIT/TA)

#4 (#11 or #12 or #13) not #10 10
#15 #6 and (JEFWFZE4EME/TH or SR IOMFZE T 5 A+ /TH) 10
#16 #6 and (RD=LLEGAFZD) 0

#6 and (ESEAFSE/TA or ¥ESFRIMFSE/TA or FEBLRTREMEMFZE[/TA or W
A VRAFSE/TA or sk L RMFSE/TA or /XMy 7y =2 K/TA or
417 FEARFHAL/TA or ERIRIFZL/TA or BIZEMFSE/TA or MEWHAIFZE/TA or 417 )
XWFFE/TA or 14 AR XAFFE/TA or JEFIKIHRAFZE/TA or HiMH X AFFE/TA
or Z7— MJFFE/TA or BEFFZE/TA or WriAFZE/TA or FLEGARZE/TA
or 7 1 AF—/3—Hff%E/TA)

#18 (#15 or #16 or #17) not (#10 or #14) 3

FRAEPDMCERE R E N R —F L7z,

0Q5-7-2 CD20 f=EHE (VX1 <=T7 L) 28D X 5T NEHn

BRREX - BEIC L ZRER

PubMed (” myasthenia gravis” [Majr:NoExp]) AND ( “rituximab” ) Limit:Human, English,
Japanese, Publication Date from 1983-2012

RMRRER 3314

PubMed #%% H : 20194F 4 A 13 H (1) A 2013-2019 4

#01 "Myasthenia Gravis/therapy” [Mesh]

#02 “Rituximab” [Mesh] OR “Antigens, CD20” [Mesh]

#03 #1 AND #2

#04 “Myasthenia Gravis”[TIAB] AND (Rituximab[TIAB] OR CD20[TIABI])

#05 #3 OR #4
106 #5 AND 2013:2019[DP]

#07 #6 AND (JAPANESE[LA] OR ENGLISH[LA])

#08 #7 AND (“Meta—-Analysis”[PT] OR “Meta-Analysis as Topic”[Mesh] OR “meta-
analysis”[TTAB])

#09 #7 AND (“Cochrane Database Syst Rev”[TA] OR ”Systematic Review”[PT] OR

“Systematic Reviews as Topic”[Mesh] OR “systematic review” [TIAB])
#10 #7 AND (“Practice Guideline”[PT] OR “Practice Guidelines as Topic” [Mesh] OR



“Consensus Development Conference”[PT] OR guideline*[TI] OR consensus[TI])
#11 #8 OR #9 OR #10

#12 #7 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials
as Topic”[Mesh] OR (random*[TIAB] NOT medline[SB]))
#13 #7 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic” [Mesh] OR ((clinical

trial*[TIAB] OR case control*[TIAB] OR case comparison*[TIAB]) NOT medline[SB]))

#14 (#12 OR #13) NOT #11

#15 #7 AND ("Epidemiologic Studies”[Mesh] OR “Epidemiologic Research Design” [Mesh]
OR “Comparative Study”[PT] OR "Multicenter Study”[PT] OR ((cohort*[TIAB] OR comparative
stud*[TIAB] OR follow—up stud*[TIAB]) NOT medline[SB]))

#16 #15 NOT (#11 OR #14)

MFRRFLL T #14 5 #H16 141k

The Cochrane Library M3 H :20194F4 A 13 B (1) MERHE 2013-2019 4

#01 “Myasthenia Gravis”:ti, ab, kw

#02 Rituximab:ti, ab, kw OR CD20:ti, ab, kw

#03 #1 AND #2

#04 #3 with Cochrane Library publication date from Jan 2013 to Apr 2019
#05 #4 CDSR

#06 #4 CCRCT
WgERER 2314

#01 HE 5 ) E /TH

#02 Rituximab/TH or CD20 HTJ5/TH

#03 #1 and #2

#04 MES)/T1 and (Rituximab/TA or U Y% ~7/TA or U Y FH 1 /TA or CD20/TI)
#05 #3 or #4

#06 #5 and (DT=2013:2019)

107 #6 and (AZT7F VU R/TH or YAT~T 4 w7 b E=2—/TH or BWWHA RT4
/TH)

#08 #6 and RD=A X7V R, BHEHA T4 )

#09 #6 and (AXTF U RA/TA or YAT<T 47 b E=a—/TA or BEHA KT A
/TA)

#10 #7 or #8 or #9

#11 #6 and I AMFSE/TH

#12 #6 and (RD=7 > & AL ECHGERER, 1T o & A Helgeaklin)

#13 #6 and (SN ABFZE/TA or ERREER/TA or T 2 & AMELLEGABR/TA or HE{EA{LIEL
PBR/TA or % 1 AHRRER/TA or %5 11 FHFRER/TA or 5 111 AHFRER/TA or &5 IV #HFER/TA or FE
SRR/ TA or [RIFEMEEABR/TA or T o & LEIFFT/TA)

#14 (#11 or #12 or #13) not #10

#15 #6 and (EE2ARFZEHME/TH or E2HORISET Y A o /TH)



#16 #6 and (RD=EL#RAFZE)

#17 #6 and (E2ARFZE/TA or JE2FHINFZE/TA or FEHLRTREMENFZE[/TA or MUAEVEHIZE/TA
or ZMiFRILFMFZFE/TA or XA vy a2 K/TA or EAFA/TA or FEEAIZE/TA or #l
EZAIFFE/TA or MEWTHIFZE/TA or 1RIA X AFFE/TA or # A XHIFE/TA or JEFIRIFEHFZE/TA or Hi
X AFSE/TA or 27— RAFSE/TA or 1BBMFSE/TA or WrEAF%E/TA or LLHHFSE/TA or 7 1 R
F—/N—HF5E/TA)

#18 (#15 or #16 or #17) not (#10 or #14)

MRFEAERGI0 1, #14 2fF,  #18 11

FOMETER kE N> R —F L=,

0Q5-8 il = RTF T —FIHE LD L5 ITHNB )

iR - &I L RER
PubMed (#5% 20194F 4 H 13 H)

#01 "Myasthenia Gravis/drug therapy”[Mesh] OR ("Myasthenia 2,132
Gravis/therapy” [Mesh] AND “Drug Therapy” [Mesh])

#02 “Cholinesterase Inhibitors”[Mesh] OR ”“Cholinesterase 52,005
Inhibitors” [PA]

#03 #1 AND #2 828

£#04 “"Myasthenia Gravis”[TIAB] AND cholinesterase inhibitor#*[TIAB] 158

#05 #3 OR #4 946

#06 #5 AND 2013:2019[DP] 106

807 #6 AND (JAPANESE[LA] OR ENGLISH[LAJ) 97

#08 #7 AND ("Meta—Analysis”[PT] OR “Meta—Analysis as Topic” [Mesh] OR 1
"meta—analysis” [TIAB])

#09 #7 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic 3
Review” [PT] OR “Systematic Reviews as Topic” [Mesh] OR “systematic
review” [TIAB])

#10 #7 AND (“"Practice Guideline”[PT] OR “Practice Guidelines as 1

Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])

#11 #8 OR #9 OR #10

#12 #7 AND (“"Randomized Controlled Trial”[PT] OR “Randomized 3
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT
medline[SB]))

#13 #7 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic”[Mesh] 4
OR ((clinical trial*[TIAB] OR case control*[TIAB] OR case
comparison*[TIAB]) NOT medline[SB]))

#14 (#12 OR #13) NOT #11 3




#15 #7 AND (“"Epidemiologic Studies”[Mesh] OR “Epidemiologic Research | 20
Design”[Mesh] OR “Comparative Study”[PT] OR "Multicenter
Study”[PT] OR ((cohort*[TIAB] OR comparative stud*[TIAB] OR
follow—up stud*[TTAB]) NOT medline[SB]))
#16 #15 NOT (#11 OR #14) 18
RREEAER 25 14
PErdt (Fsg 20194E 4 A 13 H)
No. HisR=X TSR
e
#01 FAREMG M )IE/TH and  (SH=TRIE, SIik) 2,653
#02 FRE T M9 /TH and R4/ TH 956
#03 “Cholinesterase Inhibitors”/TH 8,579
#04 (#1 or #2) and #3 444
#05 S /TT and (i) = A5 F—F¥/TA or "Cholinesterase 573
Tnhibitor”/TA)
#06 #4 or #5 614
#07 #6 and (DT=2013:2019) 160
#08 #7 and (AZ7F VI A/TH or Y AT~T (v 7 LE2—/TH or 2IE 9
HA RZ A4 /TH)
#09 #7 and RD=AZ T F VL X, BEIA K71 ) 0
#10 #7 and (A ZTF VI A/TA or YAT~T 4 v L E2—/TA or B |5
A RZ A /TA)
#11 #8 or #9 or #10 9
#12 #7 and Jr AWFSE/TH 1
#13 #7 and (RD=7 > & MBI EAER, W7 o & 2L Heigalin) 0
#4 #7 and (Jr A#H9E/TA or BEIRFRER/TA or 7 > & AMLLLEEEER/TA or & | 0
VEAAL LR/ TA or 55 1 AHFRBR/TA or 5 11 fHAABR/TA or #5 111 4
FRBR/TA or 55 IV AHRRER/TA or FEZPERER/TA or [RISEMERER/TA or 7
v B LEULTT/TA)
#15 (#12 or #13 or #14) not #11 1
#16 #7 and (EARFZERRME/TH or FE2ERINFZET YA > /TH) 4
#17 #7 and (RD=FLEHFIE) 0
#18 #7 and (FEFAFSE/TA or FEFEHIMFSE/TA or SFEHLA[REMAFZE[/TA or X | 4
A BHFFE/TA or ZhasxLEIIFE/TA or XA vy hFay =7 ~/TA or
FEATHAL/TA or BRIRBFZE/TA or BIZWIZE/TA or HMEWHIFSE/TA or #IA)
ZWFSE/TA or %A ZAFSE/TA or JEBIXRBFZL/TA or HiflA] X AF5E/TA
or 27— MFSE/TA or BEMIFSE/TA or WrimAFE/TA or FLEAFZE/TA
or 7 1 AF—/N—IJF5E/TA)
#19 (#16 or #17 or #18) not (#11 or #15) 6

FERES

16 14




Cochrane (B 201944 H 13 H)

No. FzR = MR
%

#01 “"Myasthenia Gravis”:ti, ab, kw 536

#02 cholinesterase inhibitor#*:ti, ab, kw 1, 587

#03 #1 AND #2 28

#04 #4 with Cochrane Library publication date from Jan 2013 to Apr 16

2019
#05 #5 CDSR 2
#06 #5 CCRCT 14

MBS 16

&R
HIEFIEZET A T4 2 2014

CQ5-9 FDMOEEMGIZE (THFAFV Y, vYIarkRA77IR, Ia7=/)—RET =
F, ARbRLXE—1r2E) 2EDOXITHNDE N

MR - BEIC L D RER
PubMed (#i%% 20194F 4 H 13 H)

No. R SR

#01 "Myasthenia Gravis/drug therapy”[Mesh] OR ("Myasthenia 2,132
Gravis/therapy” [Mesh] AND ”“Drug Therapy” [Mesh])

#02 “Azathioprine” [Mesh] OR “Methotrexate”[Mesh] OR 100, 146
”Cyclophosphamide” [Mesh] OR “Mycophenolic Acid” [Mesh]

#03 (“ Immunosuppressive Agents”[Mesh] OR “Immunosuppressive 327, 224

Agents”[PA]) NOT (“Cholinesterase Inhibitors”[Mesh] OR
“Cholinesterase Inhibitors”[PA])

#04 #1 AND (#2 OR #3) 468

#05 “Myasthenia Gravis”[TIAB] AND (Azathioprine[TIAB] OR 394
Methotrexate[TIAB] OR Cyclophosphamide[TIAB] OR “Mycophenolic
Acid”[TIAB] OR “Mycophenolate Mofetil” [TIAB])

#06 #4 OR #5 708

#07 #6 AND 2013:2019[DP] 158

#08 #7 AND (JAPANESE[LA] OR ENGLISH[LAJ]) 152

#09 #8 AND ("Meta—-Analysis”[PT] OR "Meta—Analysis as Topic” [Mesh] 2
OR “meta—analysis”[TIAB])

#10 #8 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic 3

Review”[PT] OR ”Systematic Reviews as Topic” [Mesh] OR
“systematic review” [TIAB])




#11 #8 AND (“Practice Guideline”[PT] OR “Practice Guidelines as 3
Topic” [Mesh] OR ”Consensus”[Mesh] OR “Consensus Development
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])

#12 #9 OR #10 OR #I11

#13 #8 AND (“"Randomized Controlled Trial”[PT] OR “Randomized
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT
medline[SB]))

#14 #8 AND (“Clinical Trial”[PT] OR ”“Clinical Trials as 5
Topic” [Mesh] OR ((clinical trial*[TIAB] OR case control*[TIAB]

OR case comparison*[TIAB]) NOT medline[SB]))

#15 (#13 OR #14) NOT #12 6

%16 #8 AND (“Epidemiologic Studies”[Mesh] OR “Epidemiologic 48
Research Design”[Mesh] OR ”“Comparative Study”[PT] OR
"Multicenter Study”[PT] OR ((cohort*[TIAB] OR comparative
stud*[TTAB] OR follow-up stud*[TIAB]) NOT medline[SB]))

#17 #16 NOT (#12 OR #15) 44

FErdt (Fidk 2019 4E4 7 13 H)

No. S ERE

#01 HIERMESIE/TH and (SH=1RWE, 3P 1E) 2, 653

#02 FAEM M )IE/TH and &L/ TH 956

#03 Azathioprine/TH or Methotrexate/TH or Cyclophosphamide/TH or 45, 675
“Mycophenolic Acid”/TH

#04 SoZ PNl A]/TH not “Cholinesterase Inhibitors”/TH 147, 339

#05 (#1 or #2) and (#3 or #4) 572

#06 8 7)/T1 and (Azathioprine/TA or 7#F A4 7Y L /TA or 42
Methotrexate/TA or A K kL% — K/TA or Cyclophosphamide/TA
or Y7 akRATZ7 7 I K/TAor ¥YZ7ua 7 A7 7 K/TA or
“Mycophenolic Acid”/TA or T 27 = /J—/L/TA)

#07 #5 or #6 591

#08 #7 and (DT=2013:2019) 172

#09 #8 and (A X7 F VU A/TH or Y AT~T (v 7 L E=2—/TH or 2 8
A K7 A 2 /TH)

#10 #8 and RD=A X7 F VA, BRAIA RFA ) 0

#11 #8 and (AZTF VUL R/TA or YAT~T 47 L E=2—/TA or 2 2
WA RZA 2 /TA)

#12 #9 or #10 or #11 8

#13 #8 and S AMFE/TH 4

#14 #8 and (RD=7 > & AL ILHERER, HE T o & b bl aklih) 0

#15 #8 and (S AFZE/TA or FRIEFRER/TA or T v & ALLLHEEAER/TA or | 1
VR AL HLEGRER/TA or 25 T AHRER/TA or 25 1T AHRABR/TA or 2
IT1 FHERER/TA or &5 IV AHERER/TA or FELIERRER/TA or [FISEMERER
/TA or 7 v % LEIFIT/TA)

#16 (#13 or #14 or #15) not #12 4




#17 #8 and (JEZEWFZCEEVE/TH or JEMINFIET A > /TH) 13

#18 #8 and (RD=ELHEHIFSE)
#19 #8 and (EZAFIT/TA or JEERIMFSL/TA or FEBLRTHEMEMFSEL/TA or

WA RHIZE/TA or ZliEeRILRAFZE/TA or XA 2y h7u=7 /TA
or MEAGHA/TA or ERIRHWFZL/TA or BIZEWFSE/TA or MEWHIFZL/TA or
H%IE X HFFE/TA or % AR EWFFE/TA or JEBIXTHRAFZE/TA or HijA) & i
F2/TA or 27— RFSE/TA or 1BBMIFSE/TA or WriEMFZE/TA or FhEK
BFZ2/TA or 7 v A A —/N—HF%2/TA)

#20 (#17 or #18 or #19) not (#12 or #16) 15

Cochrane (B 201944 H 13 H)

No. R FREREEL
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 Azathioprine:ti, ab, kw OR Methotrexate:ti, ab, kw OR 24, 289

Cyclophosphamide:ti, ab, kw OR “"Mycophenolic Acid”:ti, ab, kw OR
“Mycophenolate Mofetil”:ti, ab, kw

#03 #1 AND #2 75
#04 #4 with Cochrane Library publication date from Jan 2013 to Apr 47
2019
#05 #5 CDSR 0
#06 #5 CCRCT 47
ZIRER

HIEMEENIERR T A RT 4 2 2014

CQ6-1 HRFTY MG IR DR 72E 2 51

BHRRX - BEIC L RER
HER LA N R —F TRE L

CQ 6-2 HRAZTY MG (Zxt3 B Eiitks ED X 9124795

BRRX - ZoMmBEL LERRK
The Cochrane Library & H :20194F4 A 13 H (1) R4 2013-2019 4F

#01 “Myasthenia Gravis”:ti, ab, kw
#02 ocular:ti, ab, kw OR oculomotor:ti, ab, kw OR ophthalm#*:ti, ab, kw OR eye:ti, ab, kw
#03 immunosuppressant*:ti, ab, kw OR immunosuppressive agentk:ti, ab, kw OR

Glucocorticoid*:ti, ab, kw OR ”“steroid pulse therapy”:ti,ab,kw OR “Methylprednisolone

pulse”:ti, ab,kw OR Intravenous Immunoglobulin*:ti,ab,kw OR acetylcholinesterase



inhibitor*:ti, ab, kw
#04 #1 AND #2 AND #3

#05 #4 with Cochrane Library publication date from Jan 2013 to Apr 2019
#06 #5 CDSR
#07 #5 CCRCT

MiRRsE o #06 2.  #07 T

PubMed Hi32 H : 20194 4 A 13 B (+) FER4 2013-2019 &

#01 "Myasthenia Gravis/therapy” [Mesh]

#02 “Oculomotor  Muscles” [Mesh] OR  “Ophthalmic  Nerve”[Mesh] OR  “Eye
Movements” [Mesh] OR “Eye” [Mesh] OR “Eye Diseases”[Mesh]

#03 “TImmunosuppressive Agents”[Mesh] OR “Immunosuppressive Agents”[PA] OR
“Glucocorticoids” [Mesh] OR “Glucocorticoids” [PA] OR ” Tmmunoglobulins,
Intravenous” [Mesh] ~OR  “Cholinesterase  Inhibitors”[Mesh] OR  “Cholinesterase
Inhibitors” [PA]

#04 #1 AND #2 AND #3

#05 "Myasthenia  Gravis”[TIAB] AND  (ocular[TIAB] OR oculomotor[TIAB] OR

ophthalm*[TTAB] OR eye[TIAB]) AND (immunosuppressant*[TIAB] OR immunosuppressive
agent*[TIAB] OR Glucocorticoid*[TIAB] OR “steroid pulse therapy”[TIAB] OR
“Methylprednisolone  pulse”[TIAB] OR Intravenous Tmmunoglobulin*[TTAB] OR
acetylcholinesterase inhibitor*[TIAB])

#06 #4 OR #5

#07 #6 AND 2013:2019[DP]

#08 #7 AND (JAPANESE[LA] OR ENGLISH[LA])

%09 #8 AND (“Meta—Analysis”[PT] OR “Meta—Analysis as Topic”[Mesh] OR “meta-
analysis”[TIAB])

#10 #8 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic Review”[PT] OR
“Systematic Reviews as Topic”[Mesh] OR “systematic review” [TIAB])

#11 #8 AND (“"Practice Guideline”[PT] OR “Practice Guidelines as Topic”[Mesh] OR

“Consensus” [Mesh] OR “Consensus Development Conferences as Topic”[Mesh] OR ”Consensus

Development Conference” [PT] OR guideline*[TI] OR consensus[TI])

#12 #9 OR #10 OR #I11

#13 #8 AND (“"Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials
as Topic”[Mesh] OR (random*[TIAB] NOT medline[SB]))

t14 #8 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic”[Mesh] OR ((clinical

trial*[TIAB] OR case control*[TIAB] OR case comparison*[TIAB]) NOT medline[SB]))

#15 (#13 OR #14) NOT #12

#16 #8 AND ("Epidemiologic Studies”[Mesh] OR “Epidemiologic Research Design”[Mesh]
OR “Comparative Study”[PT] OR "Multicenter Study”[PT] OR ((cohort*[TIAB] OR comparative
stud*[TIAB] OR follow—up stud*[TIAB]) NOT medline[SBJ))

#17 #16 NOT (#12 OR #15)



Mg RE S #12 3 #15 1{F #17 23{F

PEHEE MRA 2019424 B 13 A (1) BRERHE 2013-2019 4R

#01 HE 55 M /) / TH

#02 ARAR/TH or AREKER/TH or HRARHES/TH

#03 I K] /TH or Glucocorticoids/TH or (¥R IEA/TH and I1gG/TH) or
“Cholinesterase Inhibitors”/TH or EIR& & A/LE L /TH

#04 #1 and #2 and #3

#05 7] /T1 and (ARFH/TA or AREKEBING/TA or HRAPHER/TA or HREKIESH/TA) and (%
PERRIE/TA or SR¥EPNEI/TA or Glucocorticoid/TA or Z bz )LF oA K/TA or EIBRKE A
TuA K/TA or A7 1A K/LA/TA or BEAREIGE 7 07 ) UHIE/TA or 7T L) v
T AT T —EE/TA)

#06 #4 or #5

#07 #6 and (DT=2013:2019)

#08 #7 and (AZT7F VUL ZX/TH or YAT~<T 4 v 27 LEa2—/TH or BEHIA KT
A >/TH)

1#09 #7 and RD=AHXTF U R, ZEIAL KT )
#10 #7 and (AXTF UV R/TA or VAT<T 47 LEa—/TA or BEHA KT A

/TA)
#11 #8 or #9 or #10
#12 #7 and I ABFZE/TH

#13 #7 and (RD=7 & LMLHCEGAER, T o & AL ELEGER)

#14 #7 and (UM ABFZE/TA or BGIEFRBR/TA or 7 v & LMELLEGRER/TA or ME/EZ{L Il
FRBR/TA or %5 T FHFABR/TA or %5 1T AHERBR/TA or %5 IIT AHARBR/TA or %5 IV AHFER/TA or JE
FPERER/TA or [RSFMERER/TA or T v & KEIHIT/TA)

#15 (#12 or #13 or #14) not #l11

#16 #7 and (GERFZEHME/TH or E2HIRFSET Y A o /TH)

#17 #7 and (RD=ELH#AIFSE)

#18 #7 and (E2PRFZE/TA or JEZFHIRFZE/TA or FEBLRATREMENFZE[/TA or MAEEHFZE/TA

or sk LFEAFSE/TA or /SA 1y 7y =7 KN/TA or BEARFAA/TA or ERKIFZE/TA or #l
ZLRFZ2/TA or MEWTRIFZE/TA or #4M X AFZE/TA or 1% A X WFZE/TA or JEFIXIHBEFSE/TA or i
M X HFFE/TA or 27— MFSE/TA or 1BEMIFZE/TA or WiEIAFZE/TA or FLEZHFZE/TA or 7 11 A
Z—/X—HJF5E/TA)

#19 (#16 or #17 or #18) not (#11 or #15)

RERFER #11 3fF.  #19 5{F

FOMBEELR LR E N R —F LT,



CQ6-3 HRAHT MG (T4 A RHEREE ED X 51247 9 >

Wit - 25 L KGR

Pub Med (fi%H 201944 A 13 H)
No. BER BREHH
“Myasthenia Gravis/therapy”[Mesh] OR (“Myasthenia Gravis”[Mesh] AND (”Surgical
#01  |Procedures, Operative”[Mesh] OR “Ophthalmic Solutions”[Mesh] OR “Cholinesterase 6,848
Inhibitors”[Mesh] OR “Cholinesterase Inhibitors”[PA]))
“Oculomotor Muscles”[Mesh] OR “Ophthalmic Nerve“[Mesh] OR “Eye Movements”[Mesh]
#02 ” o 61,512
OR “Blepharoptosis”[Mesh]
#03 #1 AND #2 240
“Myasthenia Gravis”[TIAB] AND (ocular[TIAB] OR oculomotor[TIAB] OR ophthalm*[TIAB]
OR eye[TIAB] OR Blepharoptosis[TIAB] OR Blepharoptoses[TIAB] OR diplopia*[TIAB] OR
#04  |external ocular pals*[TIAB] OR “external ophthalmoplegia”[TIAB]) AND (symptomatic 179
therap*[TIAB] OR surgery[TIAB] OR surgical[TIAB] OR acetylcholinesterase inhibitork[ TIAB]
OR eye drop*[TIAB])
#05 #3 OR #4 391
#06 #5 AND 2011:2019[DP] 100
#07 #6 AND (JAPANESE[LA] OR ENGLISH[LA]) 95
#7 AND (“"Meta—Analysis”[PT] OR “Meta—Analysis as Topic”[Mesh] OR “meta—
#08 o 0
analysis”[TIAB])
409 #7 AND (“Cochrane Database Syst Rev“[TA] OR “Systematic Review”[PT] OR “Systematic 5
Reviews as Topic”[Mesh] OR “systematic review”[TIAB])
#7 AND (“Practice Guideline”[PT] OR “Practice Guidelines as Topic”[Mesh] OR
#10 |“Consensus”[Mesh] OR “Consensus Development Conferences as Topic”[Mesh] OR 0
“Consensus Development Conference”[PT] OR guidelinex[TI] OR consensus[TI])
#11 #8 OR #9 OR #10 2
412 #7 AND (“Randomized Controlled Trial”[PT] OR “Randomized Controlled Trials as 3
Topic”[Mesh] OR (random*[TIAB] NOT medline[SB]))
413 #7 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic”[Mesh] OR ((clinical trial*[TIAB] 4
OR case control*[TIAB] OR case comparison*¥[TIAB]) NOT medline[SB]))
#7 AND (“Epidemiologic Studies”[Mesh] OR “Epidemiologic Research Design”[Mesh] OR
#14  |”Comparative Study”[PT] OR “Multicenter Study”[PT] OR ((cohort*[TIAB] OR comparative 33
stud*[TIAB] OR follow—up stud*[TIAB]) NOT medline[SB]))
#15 (#12 OR#13 OR #14) NOT #11 34
#16 #7 NOT (#11 OR #15) 59
FREEAE R 95 7 (#11+#15+#16)
Cochrane Library (MiZZH 20194F4 H 13 B)
No. BmERX BEEH
#01 “Myasthenia Gravis”:ti,abkw 536
ocular:ti,ab,kw OR oculomotor:ti,ab,kw OR ophthalm*:ti,ab,kw OR eye:ti,abkw OR
#02 Blepharoptosis:ti,ab,kw OR Blepharoptoses:ti,ab,kw OR diplopia*:ti,ab,kw OR “external ocular 36,427
palsy”:ti,abkw OR “external ophthalmoplegia”:ti,ab kw
403 therapy:ti,abkw OR su”rgery:ti,ab,!fw OR surgical:ti,ab,kw OR acetylcholinesterase 956.215
inhibitork:ti,abkw OR “eye drops  :ti,ab,kw OR treatment:ti,ab,kw '
#04 #1 AND #2 AND #3 35
#05 #4 with Cochrane Library publication date from Jan 2011 to Apr 2019 31
#06 #5 CDSR 3
#07 #5 CCRCT 28

FRERAE S 31 fF (H06+H07)
FEIE I NEDZEN A FT 4 2 2014, CQ5-4 IR FRICKHT ARHEBEIZE DO L 512475
M) VERRRFIC SR S U7 SCik & B9~ 2 Sk & 51 H L 7=
EHFENL T ET AL 2D RITMBE SN ho 7.




CQ7-1

HBHIZRIE MG (g-LOMG) DIEEA XD X 51247 9 »»

WRA - 2B L TRE R

PubMed

(% 2019 42 4 7 13 H)

“Myasthenia gravis” AND ( “late-onset” OR  “aged” OR “elderly” )

=
(HIE

CQ7-2

pubmed

(MR 201944 H 13 )

i JI5E) AND GEFEME or Ml or H4F)

MuSK HifEBEME MG (MuSK-MG) DAY & D X 512479 7

MR HE 2020 43 A 31 A (k)

o SR
No. | fsR=C ¥
#01 “Myasthenia Gravis/therapy” [Mesh] 5, 769
#02 | muscle—specific kinase*[TIAB] OR MuSK[TIAB] 2,462
#03 | #1 AND #2 192
404 “Myasthenia Gravis” [TIAB] AND (muscle—specific kinase*[TITAB] 071
OR MuSK[TIAB]) AND (therap*[TIAB] OR treatment*[TIAB])
#05 | #3 OR #4 323
#06 | #5 AND 2013:2020[DP] 188
#07 | #6 AND (JAPANESE[LA] OR ENGLISH[LA]) 181
408 #7 AND ( “Meta—Analysis” [PT] OR “Meta—Analysis as |
Topic” [Mesh] OR “meta—analysis” [TIABJ])
#7 AND ( “Cochrane Database Syst Rev” [TA] OR “Systematic
#09 | Review” [PT] OR “Systematic Reviews as Topic” [Mesh] OR 2
“systematic review” [TIAB])
#7 AND ( “Practice Guideline” [PT] OR “Practice Guidelines as
Topic” [Mesh] OR “Consensus” [Mesh] OR “Consensus
#10 | Development Conferences as Topic” [Mesh] OR “Consensus 2
Development Conference” [PT] OR guideline*[TI] OR
consensus [T1])
#11 | #8 OR #9 OR #10 5
#7 AND ( “Randomized Controlled Trial” [PT] OR “Randomized
#12 | Controlled Trials as Topic” [Mesh] OR (random*[TIAB] NOT 3
medline[SB]))
#7 AND ( “Clinical Trial” [PT] OR “Clinical Trials as
#13 | Topic” [Mesh] OR ((clinical trial*[TIAB] OR case 5
control*[TIAB] OR case comparison*[TIAB]) NOT medline[SB]))
#14 | (#12 OR #13) NOT #11 6




#7 AND ( “Epidemiologic Studies” [Mesh] OR “Epidemiologic
Research Design” [Mesh] OR “Comparative Study” [PT] OR

#15 “Multicenter Study” [PT] OR ((cohort*[TIAB] OR comparative 35
stud*[TTAB] OR follow-up stud*[TIAB]) NOT medline[SB]))
#16 | #15 NOT (#11 OR #14) 35
MR H ;2020 423 A 31 A (k)
No. | szt PRt
%
#O1 | HEJE M) M J)0E /TH 8, 641
#02 | “MuSK Kinase”/TH 459
#03 | #1 and #2 415
404 S /TT and (MuSK/TA or "Muscle—Specific Kinase”/TA or fh%FEAY 104
BERF oL FF—E/TA) and (AFE/TA or FEIL/TA)
#05 | #3 or #4 434
#06 | #5 and (DT=2013:2020) 157
407 #6 and (A X7 F UL A/TH or Y AT~T 4 v 27 LE2—/TH or 2N .
A4 KA > /TH)
#08 | #6 and RD=X X T F U T R, BEHA KT A V) 0
409 #6 and (AZXT7F VI AR/TA or YAT<T 4 v LE=2—/TA or 2T 5
A RTA /TN
#10 | #7 or #8 or #9
#11 | #6 and i ABF%E/TH
#12 | #6 and (RD=7 > & LALLbHGEER, HET o &7 A LRI EER)
#6 and (JF ABFZE/TA or FRIERRER/TA or T v & MMEHHEGAER/TA or #E(E
#13 ZAL LR ER /TA or &5 T AHFRBR/TA or 5 1T AHEER/TA or # 111 FHRER 0
/TA or ZF IV AHFER/TA or FELHMEER/TA or RIZEMEEER/TA or 72 & A
ENfF T /TA)
#14 | (#11 or #12 or #13) not #10 0
#15 | #6 and (EEAFZE4EME/TH or SEZHIAFZET A o /TH) 10
#16 | #6 and (RD=LLHZAFST) 2
#6 and (EFHFZE/TA or JEFMIMFIE/TA or FEHLATREMEMFSE[/TA or W/E
RAFSE/TA or ZhEeRLFEMFSE/TA or /XA a2y 7y =7 N/TA or FER
#17 FHAL/TA or ERIRMFZL/TA or BIZEHFSE/TA or HEWIAFZE/TA or 41 X %R A
/TA or &AM EMIE/TA or FEFIXIREMFZE/TA or A ZHFFE/TA or =7k
— NFZE/TA or JBEMFSE/TA or WrEAFSE/TA or FLEGHFSE/TA or 7 1 A
A — 3 —HfF5E/TA)
#18 | (#15 or #16 or #17) not (#10 or #14) 11
#19 | #6 and (PT=JFE 7R 3L, #8700 32
#20 | #19 not (#10 or #14 or #18) 26




Cochrane Library

Mg B : 2020 4E 3 A 31 H (k)

F ot TR
No. | MRZR= ¥
#01 | "Myasthenia Gravis”:ti, ab, kw 546
#02 | muscle—specific kinase*:ti, ab, kw OR MuSK:ti, ab, kw 67
#03 | #1 AND #2 16
#04 | #3 with Cochrane Library publication date from Jan 2013 to Mar 2020 15
#05 | #4 CDSR 0
#06 | #4 CCRCT 15

fli N> R —F 2B L7z,

CQ7-3 Double seronegative MG DVEHEZ E D X 51297 9

WA - 2B L KGR
HERLEE N R —F TRFE LI,

CQ7-4 BLRTO LRP4 HUiRGMEAT R Z £ 9B 2 5

Wt - 25 L B
TR/ > B —F TS LT



CQ7-5 7 U —EmElkE & MLTED K HI2AT 5 2 GERBEIBKIFRIELZ &)

WA - ZFIC L ZRER

PubMed (F2ZZ 201944 H 13 H)

(“myasthenia gravis”) and (“myasthenic crisis” “respiratory distress” OR “dyspnea”)
Limits: Humans, English, Publication Date from 2013 to 2019)

BoRRER 225 1

EEHEE (BRs& 201944 H 13 A)

"HEIEf M RE and 7 U —1E or WU AEE
Limits: &agkbr<

Publication date from 2013 to 2019
Mgk 142 4F

HBERW L2/ R —F TiBMLT,

CQ7-6 EF v I RA L FHERIZEIDM 2 ED LI D »

WHRENX - 2EIC L kG
HEARLRE N R —FTiBML7=

0Q7-7 MG DIEHERKF & L THI-> TEL REH DT (HSIH 2 &Tr)

WREX - BEIC L KGR
PubMed (FR%Z : 2020 4£ 6 H 3 H)
(myasthenia gravis) and ((exacerbating factors) or (contraindicated drugs))

111 results



CQ7-8 HFUE - HPEICIIT D ST

BB - ZFIC L ZRER

PubMed (F5% : 2012429 A 1 A)

#18AddSearch #9 AND #16 Limits: English, Japanese, Publication Date from 1983 to
201212900:25:43

#16AddSearch “Perinatal Care”[Mesh] OR pregnancy[Mesh]66046200:22:54

#9AddSearch “Myasthenia Gravis” [Majr:NoExp]1000800:19:31

WA R 147 1

FEdgE (R 1 20124F 9 H 1 )

#1 o HEREA ) AE /MTH

SRR 1,956 {4

#2 : (WEWR/TH or AEHR/AL) or (HHEE/TH or MHEE/AL) or (EFEHI/TH or JEAFEMI/AL) or (&
WA BR/TH or J& EWIE #L/AL)

MsgAE o 179, 784 1

PubMed (Fi5E 20124F9 A 1 H~2018 4512 A 31 A)
“myasthenia gravis”[All Fields] AND (“pregnancy” [MeSH
Terms] OR “perinatal care”[MeSH Terms]) AND ((”2012/09/01”
[PDAT] @ "2018/12/31”[PDAT]) AND “humans”[MeSH Terms])
MR 44 1

Pk (B 2012429 H 1 H~2018 4512 H 31 A)

(FEJEMEEE/TH or HEIEFFMES)NE/AL) and ((AEHR/TH or 4EHR/AL) or (HEE/TH or HiFE
/AL) or (JRPEMI/TH or JAPEMA/AL) or (EPEHAEHL/TH or JEPEMIEFL/AL))

MRERAE R 167 1

HEQR W E N RYy—FTEM L.



CQ7-9 DX HITAEIGEEEZLT O

WRHENX - 2B Lz RER
PubMed (#:%% 201243 H 12 H)
vaccination OR dentistry OR tobacco OR smoking OR drink#* OR patient education Limits:

English, Japanese

MR 21 1F

3k (% 20124E3 H 8 H)

#1 EESEMGESFE/MIH #2 (U ZFL/TH or U2 F 2 /AL) or (HFHER/TH or MHEMER
/AL) or (WE/TH or W#/AL) or (BKIH/TH or #KiF/AL) or (ZEIG¥EE/TH or AiEFEiE/AL)
or H & ATE/AL

(#1 and #2) and (PT=2idkRR <)

REERER 2114

HEQR T E N RYy—FTEM L.

CQ8-1 /INEHAFEAE MG DRI I AT />

WEA - BB L ZRER

PubMed (FEZZ 2012 412 A 31 H)

All Child: 0-18 years, “HLA Antigens”[Mesh], “Myasthenia Gravis/classification” [Mesh]
OR “Myasthenia Gravis/epidemiology” [Mesh] OR “Myasthenia Gravis/etiology” [Mesh]
Limits: English, Japanese

AR 611+

FEhEl (Besk 2012 4212 H 31 A)

(FESERSEESE/MIH) and (PT=28%M < and CK=#r/EIR, LR (1~23 » A), $hiHE (2~5), /A
(6~12)) 51

AR TR

#2 ((5%/TH or Z3¥H/AL) or (EAEFEFEIE/TH or EJEFEFEIE/AL) or SH=#E%) and (PT=5i%
FrbR<) 97,422

#3 #1 and #2 7

BFENX - BB L RER

PubMed & [EH13E Web, Cochrane Library O#i%& (2013—2019)
PubMed (& CEARMIMB EE 2 LMk E Y —F L7z,
FERAFOICEHEER R A N RY—F LT



CQ8-2

INREAFEIE MG IZ B W TR D iR EE E D L 9512479 )

BHRER - BEIC L ZKER
Cochrane Library (i 201944 H 15 H)

No. sR=C EN
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 juvenile:ti, ab, kw OR childhood:ti, ab, kw OR “early- 18, 830
onset”:ti, ab, kw OR “child onset”:ti, ab, kw
#03 immunosuppressant*:ti, ab, kw OR immunosuppressive 67, 876
agent:ti, ab, kw OR “immunosuppressive therapy”:ti, ab, kw OR
corticosteroid*:ti, ab, kw OR steroid*:ti, ab, kw OR
prednisone*:ti, ab, kw OR Calcineurin inhibitor#*:ti, ab, kw OR
tacrolimus*:ti, ab, kw OR cyclosporine*:ti, ab, kw OR
azathioprine¥*:ti, ab, kw OR cyclophosphamide*:ti, ab, kw OR
mycophenolate mofetil*:ti, ab, kw
#04 #1 AND #2 AND #3
#05 #4 with Cochrane Library publication date from Jan 2013 to
Apr 2019
#06 #5 CDSR 0
#07 #5 CCRCT 2
PubMed (F25% 2019 45 4 A 15 H)
No. sR=C ENE
#01 “Myasthenia Gravis/therapy” [Mesh] 5, 404
#02 ”Immunosuppressive Agents”[Mesh] OR ”Immunosuppressive 355, 336
Agents” [PA] OR”Immunologic Factors/therapeutic use” [Mesh]
#03 “Adrenal Cortex Hormones/therapeutic use”[Mesh] OR 299, 235
”Steroids/therapeutic use” [Mesh] OR
“Prednisone/therapeutic use”[Mesh] OR “Calcineurin
Inhibitors/therapeutic use” [Mesh] OR “Mycophenolic
Acid/therapeutic use” [Mesh]
#04 ”Child” [Mesh] OR “Adolescent”[Mesh] 2,871, 414
#05 #1 AND (#2 OR #3) AND #4 338
#06 “Myasthenia Gravis”[TIAB] AND (juvenile[TIAB] OR 114
childhood[TIAB] OR “early—onset”[TIAB] OR “child
onset” [TTAB]) AND (immunosuppressant*[TIAB] OR
immunosuppressive agent*[TIAB] OR ”immunosuppressive
therapy” [TIAB] OR corticosteroid*[TIAB] OR steroid*[TIAB] OR
prednisone*[TIAB] OR Calcineurin inhibitor*[TIAB] OR
tacrolimus*[TIAB] OR cyclosporine*[TIAB] OR
azathioprine*[TIAB] OR cyclophosphamide*[TIAB] OR
mycophenolate mofetil*[TIAB])
#07 #5 OR #6 418
#08 #7 AND 2013:2019[DP] 75
#09 #8 AND (JAPANESE[LA] OR ENGLISH[LA]) 70




#10 #9 AND ("Meta—Analysis”[PT] OR “Meta—Analysis as 0
Topic”[Mesh] OR “meta—analysis”[TIAB])

#11 #9 AND (“Cochrane Database Syst Rev”[TA] OR ”Systematic 1
Review”[PT] OR “Systematic Reviews as Topic” [Mesh] OR
“systematic review” [TIAB])

#12 #9 AND ("Practice Guideline”[PT] OR “Practice Guidelines as 4
Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development
Conferences as Topic” [Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])

#13 #10 OR #11 OR #12 5

#14 #9 AND (“"Randomized Controlled Trial”[PT] OR ”“Randomized 4
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT
medline[SB]))

#15 #9 AND (“Clinical Trial”[PT] OR “Clinical Trials as 3
Topic”[Mesh] OR ((clinical trial*[TIAB] OR case
control*[TIAB] OR case comparison*[TIAB]) NOT medline[SBJ))

#16 #9 AND (“"Epidemiologic Methods” [Mesh] OR “Comparative 34
Study”[PT] OR "Multicenter Study”[PT] OR ((cohort*[TIAB] OR
comparative stud*[TIAB] OR follow-up stud*[TIAB]) NOT
medline[SB]))

#17 (#14 OR #15 OR #16) NOT #13 35

#18 #9 NOT (#13 OR #17) 30

5 at (B 2019 454 A 15 H)

No. LN e

01 HSEM M SE/TH and  (SH=IRIR, SikL) 2, 653

#02 FRE M9 /TH and 3415/ TH 956

#03 S INHIF/TH or SefEARIK 1R AR M/ TH or BIFSEZEL AL | 444, 088
& /TH or Steroids/TH or Prednisone/TH or “Calcineurin
Inhibitors”/TH or “Mycophenolic Acid”/TH

#04 /NYL/TH or #F4E/TH 109, 664

#05 (#1 or #2) and #3 and #4 11

#06 A J)/T1 and (SRfEHNH)/TA or RIEEARNLEL/TA or 2/LF | 69
a1 K/TA or A7 aA K/TA or 7L K=Y /TA or NV ==
— U BHE/TA or S 7=/ —/V/TA or #27 vJ LA/TA or ¥
7 ARY V/TA or Y7 iR AT 7 K/TA or TVWF ATV
/TA) and CNR/TA or #4E/TA or #4FE/TA)

#07 #5 or #6 78

#08 #7 and (DT=2013:2019) 17

#09 #8 and (AX7F VI A/TH or VAT~T 4 v 7 L E=2—/TH or 0
WA FZ7A 2 /TH)

#10 #8 and (RD=AZ T F VL X, BEIA KT 1) 0

#11 #8 and (AFTF VUL R/TA or YAT~<T 4 v 7L E=2—/TAor |0
WA FFA 2 /TA)

#12 #9 or #10 or #11

#13 #8 and ST AMFSE/TH




#14 #8 and (RD=7 > & AMUILHERER, HE T o & AL bl aklih) 0
#15 #8 and (U ABFZE/TA or ERKFRER/TA or T v & LMEELEGERER/TA
or HEAELAVHLEGABR/TA or 4 T FIFBR/TA or %5 1T AHFBR/TA or
5 T11 ARARER/TA or 5 IV AHERER/TA or FELVERER/TA or [AI%ME
HER/TA or T 2 & NEIFIT/TA)
#16 (#13 or #14 or #15) not #12 0
#17 #8 and (FE2AWFZEHE/TH or JE5FHINFZET YA > /TH) 2
#18 #8 and (RD=LLEZHFZE) 3
#19 #8 and (JEFWFSL/TA or FEFHINFFL/TA or FEBLATEEMEMFZE[/TA 0
or PUERWIFE/TA or ZHEskLFEIFFL/TA or XA By N TRV
27 N/TA or FEAFRA/TA or ERIRWFZE/TA or BIZERFSL/TA or #iEWr
RFSE/TA or &M EHFFE/TA or £ A EHFFE/TA or JEMFIxtFRAFZE
/TA or Rl ZHWIFE/TA or = — MHIFE/TA or BEMIFZE/TA or Wr
IAIFSE/TA or HLERRRFZE/TA or 7 1 AF— S—Aff%E/TA)
#20 (#17 or #18 or #19) not (#12 or #16) 3
#21 #8 and (PT=J5 5w 3L, #a) 11
#22 #21 not (#12 or #16 or #20) 8

[EEFFEESVERZIEN A KT A 2 2014) VERRFFICRISR S 7= SCHkA B CQ (2RS4 5 SCiik % 51
7=

CQ8-3 /NRHAFIE MG I B\ Tl biEik, E 7 a7 ) VEEEEEZ EO X 94T

BHREA - 2EZIC L ZRER
Cochrane Library (#i% 201944 H 15 H)

No. e e

#01 “Myasthenia Gravis”:ti, ab, kw 536

#02 juvenile:ti, ab, kw OR childhood:ti, ab, kw OR “early- 18. 830
onset”:ti, ab, kw OR “child onset”:ti, ab, kw ’

#03 gamma—Globulin*:ti, ab, kw OR Immunoglobulin*:ti, ab, kw OR
Plasmapheresis:ti, ab, kw OR Plasmaphereses:ti, ab, kw OR “Plasma 91 621
Exchange”:ti, ab, kw OR Immunosorbent:ti, ab, kw OR ’
Immunoabsorption:ti, ab, kw OR “Immune absorbance”:ti, ab, kw

#04 #1 AND #2 AND #3 2

#05 #4 with Cochrane Library publication date from Jan 2013 to Apr 9
2019

#06 #5 CDSR

#07 #5 CCRCT

PubMed (Hi%% 2019 44 A 15 H)

No. LN e

#01 “"Myasthenia Gravis/therapy” [Mesh] 5, 404

#02 “Plasmapheresis”[Mesh] OR “Immunosorbent Techniques”[Mesh] OR 169, 424




“Plasma Exchange” [Mesh]

#03 ”gamma—Globulins” [Mesh] OR ”Immunoglobulins”[Mesh] 852, 726
#04 ”Child” [Mesh] OR “Adolescent”[Mesh] 2,871,414
#05 #1 AND (H#2 OR #3) AND #4 318
#06 “Myasthenia Gravis”[TIAB] AND (juvenile[TIAB] OR
childhood[TIAB] OR “early—onset”[TIAB] OR “child onset” [TIAB])
AND (gamma—Globulin*[TIAB] OR Immunoglobulin*[TIAB] OR -
Plasmapheresis[TIAB] OR Plasmaphereses[TIAB] OR “Plasma
Exchange” [TTAB] OR Immunosorbent[TIAB] OR
Immunoabsorption[TIAB] OR Immune absorbance*[TIAB])
#07 #5 OR #6 359
#08 | #7 AND 2013:2019[DP] 57
#09 #8 AND (JAPANESE[LA] OR ENGLISH[LA]) 55
#10 #9 AND ("Meta—Analysis”[PT] OR “Meta—Analysis as Topic” [Mesh] 0
OR “meta—analysis”[TIAB])
#11 #9 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic
Review” [PT] OR ”“Systematic Reviews as Topic”[Mesh] OR 2
“systematic review” [TIAB])
#12 #9 AND (“Practice Guideline”[PT] OR “Practice Guidelines as
Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development 5
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])
#13 #10 OR #11 OR #12 5
#14 #9 AND (“"Randomized Controlled Trial”[PT] OR “Randomized
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT 4
medline[SB]))
#15 #9 AND (“Clinical Trial”[PT] OR “Clinical Trials as
Topic” [Mesh] OR ((clinical trial*[TIAB] OR case control*[TIAB] 3
OR case comparison*[TIAB]) NOT medline[SB]))
#16 #9 AND (“"Epidemiologic Methods”[Mesh] OR “Comparative
Study”[PT] OR “Multicenter Study”[PT] OR ((cohort*[TIAB] OR 21
comparative stud*[TTAB] OR follow-up stud*[TIAB]) NOT
medline[SB]))
#17 (#14 OR #15 OR #16) NOT #13 32
#18 #9 NOT (#13 OR #17) 18
FErdt (MFR 20194E4 H 15 H)
No. R N
#01 FIEFMEJ)E/TH and (SHETRIR, IEWRE) 2, 653
#02 FREA M) 9E/TH and 34015/ TH 956
#03 TIAR T = L= A/TH or HEIEIBMAESHL/TH or S0 AETE/TH | 245, 603
or Gamma—Globulins/TH or Immunoglobulins/TH
#04 /NR/TH or F4F/TH 109, 664
#05 (#1 or #2) and #3 and #4 4
#06 FES1/TT and (FT7A~7 = L—3 A /TA or _HEJEiH/TA or _HEEE | 12
T /TA or MAEAZHA/TA or SefEWig/T1 or MEL/TI or W ~-
7a 7Y /TA or W=7V /TA or 7 07 Y L /TA) and




UNIR/TA or FH4E/TA or #i4E/TA)

#07 #5 or #6 16

#08 #7 and (DT=2013:2019)

#09 #8 and (AZT7F VI A/TH or Y AT~<T 4 v 7 LE2—/TH or ZIE
A K7 A /TH)

#10 #8 and RD=AFTF U R ZIRIA KT AV) 0

#11 #8 and (AXTF VT A/TA or YAT~<T 47 LE=2—/TA or ¥ | 0
A RZ4 /TN
#12 #9 or #10 or #11 0
#13 #8 and I AMFZE/TH 0
#14 #8 and (RD=7 > & AL IleakliR, 17 o & A b adlin) 0
#15 #8 and (Jr AfFZE/TA or Eun?!iuitgﬁ/TA or 7 & LMLEEEER/TA or 0
HEVE 2 L LLEGAER/TA or 2 1T AHFER/TA or 25 11 AHRUER/TA or 25 111
FHFABR/TA or 25 IV AHFABR/TA or FELPERAER/TA or [RIZEMEER/TA or
7 K LEUTT/TA)
#16 (#13 or #14 or #15) not #12 0
#17 #8 and (E2AHFZEHME/TH or JEFHINFZET YA L /TH) 1
#18 #8 and (RD=FLESEHIFZE) 1
#19 #8 and (EFHFIE/TA or EFEMIAFZE/TA or FEBLABEMEMFSEL/TA or M | O

AERBFFE/TA or ZHEs%ILEIFSE/TA or XA 1y FF R Y =2 K/TA or
FEATHA/TA or BRIRAFIE/TA or BIZEMFZE/TA or MEWHFZE/TA or #W
HFSE/TA or 1% AIH EHFZE/TA or JEBI®FRAFFE/TA or Rijlf) & AFFE/TA
or =AR— MJFSE/TA or IBBMIFZE/TA or Wrii#F9E/TA or HLEZHFZE/TA
or 7 1 A — R—WF%E/TA)

#20 (#17 or #18 or #19) not (#12 or #16)

#21 #8 and (PT=J5iZim 3, ¥aah)

#22 #21 not (#12 or #16 or #20)

[EIEFESEZIR AT A R T4 2 2014) VERREHIBRER S A7 SCHk2N B CQ (2 RFHEd 5 STk 5
AL



CQ8—4 /INEHAFIE MG I W THRFERRIT 2 & D XK 51297 5 H»

BHRER - BEIC L ZKER
Cochrane Library (i 201944 H 15 H)

No. LS. EN
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 juvenile:ti, ab, kw OR childhood:ti, ab, kw OR “early- 18, 830
onset”:ti, ab, kw OR “child onset”:ti, ab, kw
#03 Thymoma*:ti, ab, kw OR Thymectom*:ti, ab, kw 222
#04 #1 AND #2 AND #3 1
#05 #1 AND #3 114
#06 #5 with Cochrane Library publication date from Jan 2013 to 75
Apr 2019
#07 #6 CDSR 1
#08 #6 CCRCT 74

PubMed (#2%% 20194F 4 H 15 H)

No. e R
#01 “Myasthenia Gravis/therapy” [Mesh] 5, 404

#02 ”Thymoma” [Mesh] 7, 580

#03 “Thymectomy” [Mesh] 7,767

#04 ”Child” [Mesh] OR “Adolescent” [Mesh] 2,871, 414
#05 | #1 AND (#2 OR #3) AND #4 787

#06 “"Myasthenia Gravis”[TIAB] AND (juvenile[TIAB] OR 225

childhood[TIAB] OR “early-onset”[TIAB] OR “child onset” [TIAB])
AND (Thymoma*[TIAB] OR Thymectom*[TTAB])

#07 #5 OR #6 946
#08 #7 AND 2013:2019[DP] 123
#09 #8 AND (JAPANESE[LA] OR ENGLISH[LAI) 115

#10 #9 AND ("Meta—Analysis”[PT] OR “Meta—Analysis as Topic”[Mesh] 1
OR “meta—analysis”[TIAB])

#11 #9 AND (“Cochrane Database Syst Rev”[TA] OR ”Systematic 3
Review”[PT] OR “Systematic Reviews as Topic”[Mesh] OR
“systematic review” [TIAB])

#12 #9 AND (“Practice Guideline”[PT] OR “Practice Guidelines as 4
Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])

#13 #10 OR #11 OR #12

#14 #9 AND (“"Randomized Controlled Trial”[PT] OR “Randomized
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT
medline[SB]))

#15 #9 AND (“Clinical Trial”[PT] OR “Clinical Trials as 5
Topic”[Mesh] OR ((clinical trial*[TIAB] OR case control*[TIAB]
OR case comparison*[TIAB]) NOT medline[SBJ]))




#16 #9 AND (“Epidemiologic Methods” [Mesh] OR ”Comparative 63
Study”[PT] OR "Multicenter Study”[PT] OR ((cohort*[TIAB] OR
comparative stud*[TIAB] OR follow-up stud*[TIAB]) NOT

medline[SB]))
#17 (#14 OR #15 OR #16) NOT #13 62
#18 #9 NOT (#13 OR #17) 46

EHEE (Bask 201944 A 15 H)

No. TR R
#01 T )9 /TH and  (SH=VRHE, SMEHAOIETE) 2,321
#02 FE AR JE/TH and AMEFFAF/TH 2,147
#03 g/ TH or J 4 Hi%f7 /TH 8,919
#04 /NY2/TH or #H4/TH 109, 664
#05 (#1 or #2) and #3 and #4 10

1#06 4 71/TT and (BORRAE/TA or MIMRMEH/TA or MORIEER/TA) and 53
(IR /TA or F4E/TA or #i4E/TA)

#07 #5 or #6 61

#08 #7 and (DT=2013:2019) 13

#09 #8 and (XA ZT7F VUL A/THor YAT~<FT 4 v 7 L E=a2—/TH or & 0
EITA K7 A /TH)

R

#10 #8 and (RD=AHZTF UL R, ZEIA KT AV) 0

#11 #8 and (A X TF UL R/TA or YAFT<wTF 4w 7L Ea2—/TA or Z |0
WA KT A 2 /TA)
#12 #9 or #10 or #11 0
#13 #8 and 4 AHF%E/TH 0
#14 #8 and (RD=7 v & AL ILHEERER, 1T o & Ak bl adliin) 0
#15 #8 and (U ABIFZE/TA or FRIRFRER/TA or T v & AALELESERER/TA or | 0
HEAE AL LLESERBR/TA or 265 1 FHERER/TA or 2 11 #HFBR/TA or
I1T FEERBR/TA or %5 IV AHZRBR/TA or FELPERAER/TA or [RIZM:AER
/TA or 7 > % KNEIfFT/TA)
#16 (#13 or #14 or #15) not #12 0
#17 #8 and (EEZAHFZEHME/TH or JEFHINFSET YA o /TH) 3
#18 #8 and (RD=ELHEHIFSE) 3
#19 #8 and (JEFMFST/TA or FEFHINFSL/TA or FHEBLRIREMEMFSEL/TA or | O

WAVIBETE/TA or SR IERIBFTE/TA or /S4By FTFBr Y22 |
/TA or BEARFHA/TA or ERIKMIZE/TA or BIEZMITE/TA or HEWIHFAL
/TA or &A1 EMFSE/TA or 14 A XAFSE/TA or JEFIKIFRIFFL/TA or
R EAFFE/TA or 7R — MAFFFE/TA or BEMIFZE/TA or WrimiAfFze/TA
or FLERWIZE/TA or 7 v A4 — X—ifF52/TA)

#20 (#17 or #18 or #19) not (#12 or #16) 3

#o1 #8 and (PT=JFdm 3¢, #ait)

#22 #21 not (#12 or #16 or #20)

TEREMIEIERIE T A R T A 2 2014 VERRIFIZRREE S L7 SR 5 CQ (2 BB 3~ 5 Sk & 5
H L.



0Q8-5 /NEHIFIEMG IcBW\WTHia ) v AT 5 —FHAE LD L HITHWS )

W% - BEIC L RER
Cochrane Library (i 201944 H 15 H)

medline[SB]))

No. IS SR
e I
#01 “Myasthenia Gravis”:ti, ab, kw 536
#02 juvenile:ti, ab, kw OR childhood:ti, ab, kw OR “early— 18. 830
onset”:ti, ab, kw OR “child onset”:ti, ab, kw ’
#03 cholinesterase inhibitor*:ti, ab, kw OR L 699
Anticholinesterase*:ti, ab, kw OR Anti cholinesterase*:ti, ab, kw ’
#04 #1 AND #2 AND #3 0
#05 #1 AND #3 38
#06 #5 with Cochrane Library publication date from Jan 2013 to Apr 91
2019
#07 #6 CDSR 2
#08 #6 CCRCT 19
PubMed (Fi%Z 201944 A 15 H)
No. N EEAES
#01 “"Myasthenia Gravis/therapy” [Mesh] 5, 404
#02 “Cholinesterase Inhibitors”[Mesh] OR “Cholinesterase 59 005
Inhibitors” [PA] ’
#03 ”Child” [Mesh] OR “Adolescent” [Mesh] 2,871, 414
#04 #1 AND #2 AND #3 281
#05 "Myasthenia Gravis”[TIAB] AND (juvenile[TIAB] OR
childhood[TIAB] OR “early-onset”[TIAB] OR “child onset” [TIAB]) a1
AND (cholinesterase inhibitor*[TIAB] OR
Anticholinesterase*[TIAB] OR Anti cholinesterase*[TIAB])
#06 #4 OR #5 306
#07 #6 AND 2013:2019[DP] 25
#08 #7 AND (JAPANESE[LA] OR ENGLISH[LA]) 22
#09 #8 AND ("Meta—Analysis”[PT] OR "Meta—Analysis as Topic”[Mesh] 0
OR “meta—analysis”[TIAB])
#10 #8 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic
Review”[PT] OR “Systematic Reviews as Topic” [Mesh] OR 1
“systematic review” [TIAB])
#11 #8 AND (“Practice Guideline”[PT] OR “Practice Guidelines as
Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development {
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])
#12 #9 OR #10 OR #I11 2
#13 #8 AND (“Randomized Controlled Trial”[PT] OR “Randomized
Controlled Trials as Topic”[Mesh] OR (random*[TIAB] NOT 1




#14 #8 AND (“Clinical Trial”[PT] OR ”“Clinical Trials as
Topic”[Mesh] OR ((clinical trial*[TIAB] OR case control*[TIAB] 1
OR case comparison*[TIAB]) NOT medline[SB]))
#15 #8 AND (“Epidemiologic Methods”[Mesh] OR “Comparative
Study” [PT] OR "Multicenter Study”[PT] OR ((cohort*[TIAB] OR 12
comparative stud*[TTAB] OR follow-up stud*[TIAB]) NOT
medline[SB]))
#16 (#13 OR #14 OR #15) NOT #12 12
#17 #8 NOT (#12 OR #16) 8
it (Bidg 201944 A 15 A)
No. R e
01 FEFMEIIAE/TH and (SH=1RWRE, SWiRiE) 2, 653
#02 FRE G M9 /TH and 3401/ TH 956
#03 “Cholinesterase Inhibitors”/TH 8, 597
#04 /NR/TH or #4F/TH 109, 664
#05 (#1 or #2) and #3 and #4 5
#06 H#ET]/TI and (J12V > = A5 5 —E/TA or “Cholinesterase
Inhibitor”/TA or Anticholinesterase/TA or “Anti 12
cholinesterase”/TA) and (/IJE/TA or FH4-/TA or #4-/TA)
#07 #5 or #6 17
#08 #7 and (DT=2013:2019) 5
#09 #8 and (AXT7F UL RA/TH or Y AT~T 4 v 7 LE2—/TH or 2 0
HA K7 A /TH)
#10 | #8 and RD=AZTF U TR, BEHA RFA V) 0
#11 #8 and (A X T7F UL RA/TA or YAT~T 4 v LE2—/TA or B 0
A RTA4 /TN
#12 #9 or #10 or #11 0
#13 #8 and ST AMFE/TH 0
#14 | #8 and (RD=7 > & MMbLt#GEAER, #E T o & 2L HlEAER) 0
#15 #8 and (UM ABFZE/TA or ERAKRER/TA or 7 2 & LMEHLEGRER/TA or
HEVE 2 (L FLGERER/TA or 25 T AHERBR/TA or 45 IT AHABR/TA or % 111 0
FHRRER/TA or %5 IV AHRRER/TA or FESMERER/TA or [FISFMERKER/TA or
7 o H LEUST/TA)
#16 (#13 or #14 or #15) not #12 0
#17 #8 and (JEARFFRARME/TH or FE EHUNIZET VA > /TH) 0
#18 #8 and (RD=ELEZBFZE) 0
#19 #8 and (JEFWFST/TA or FEFHINFIL/TA or FEBLAIREMEMFZE[/TA or X
AERBFFE/TA or ZhEas%xILFRIFFE/TA or XAy hF R Y =2 K/TA or
FEASHHA/TA or ERIRDIZE/TA or BIZEIZE/TA or HEWTHFZE/TA or #[A) 0
ZWFIE/TA or &AM EWIE/TA or JEGFIXTFRAFIL/TA or M X WFIT/TA
or 2A— MMFFE/TA or BEMIFZE/TA or WriiffFoL/TA or FLELHFZE/TA
or 7 B A —/X—HF5E/TA)
#20 (#17 or #18 or #19) not (#12 or #16)
#21 #8 and (PT=JRZE 30, #850)




#22 #21 not (#12 or #16 or #20)

#23 #8 not (#12 or #16 or #20 or #22)

[EREFIENIERIET A R 7 A 2 2014) VERRERFIZRRER S L7 SCERD B CQ (2 BEE 3~ 5 Uik % 5
HL7.

CQ9-1 /NEMIFIERFMGEIMG 2 LD X 9128 50

WHRREA - B L ZRER

PubMed (#:3% 2012 4% 12 A 31 H)

“ocular myasthenia gravis” AND therapy[sh] Limits: English, Japanese, All Child: 0-
18 years

AR 30 1

BErhEh (Bisk 2012 4212 H 31 H)

((FESEFBEES)AE/MTH and (ARAHEL/AL or (HRHFREL/TH or ARAHHREL/AL))) or R ESE M
HEJ)9E/AL) and (PT=2i&kbr< CK=#r4IE, LI (1~23 » A), $hid (2~5), /NI (6~12)) 12
RERRER 1244

PubMed & [EH15E Web, Cochrane Library ®#izE (2013—2019)
PubMed |Z C MMM BEE 2L E Y —F L7,
FERAHFOICEERRE N Ry —F LTz,



CQ9-2 /NEMIFIEREMLEEFTING 2 ED XL 5 IZIRFET 20

WX - BB L7 IRER

PubMed (F2%Z 2012 412 A 31 H)

#14AddSearch #12 AND #13 Limits: English, Japanese, All Child: 0-18 years, Publication
Date from 1983 to 201212722:38:58

#13AddSearch potential OR potentials Limits: English, Japanese, All Child: 0-18 years
Publication Date from 1983 to 201233008022:35:51

#12AddSearch myasthenia gravis[majr] Limits: English, Japanese, All Child: 0-18 years,
Publication Date from 1983 to 20121164

MR 127 4

BEhEE (Besk 2012 4212 H 31 H)

(FEJEM M SIE/NTH)  and  (PT=2iEdkbR<  CK=#iA IR, SLIE (1~23 » H), $hIi (2~5), /N (6~
12))

ETERY/AL or TETEME/AL or ¥ETE/AL

#1 and #2

BT 5T /AL

MREBFER 111

PubMed |2 CAHIMIMBEE 2 L@k a2 —F Lz
FRAEFDICERE R E N R —TF Lz

BB - 2EBIC Lz &k

PubMed & [EH15E Web, Cochrane Library ®#iE (2013—2019)
PubMed |2 T MMM SR E B2 k& Y —F L 7-.

bRt I EE R e N R —F LT



CQ9-3 /NEMIFIERFRIMG 2 & D L 5 IZIBET 50

WX - BB L7 IRER

S ]

PubMed (F5% 2012 4F 12 A 31 A)

#12AddSearch myasthenia gravis/therapy[majr] AND generalized Limits: English, Japanese,
All Child: 0-18 years, Publication Date from 1983 to 201270

#12AddSearch myasthenia gravis/therapy[majr] AND generalized Limits: English, Japanese,
All Child: 0-18 years, Publication Date from 1983 to 201270

Besgfs R 70 1F

3k (M 20124F 12 A 31 H)

(FEJEM HEJE/MTH)  and  (PT=238%R < CK=#rAR IR, FLIR (1~23 » H), B (2~5), /N (6~
12)) 51, #2 4HAI/AL 957 , #3 #1 and #2 8

REEAER 8 1

PubMed & [EHEE Web, Cochrane Library OfE (2013—2019)
PubMed |Z CEMIRIMRBE EIE R kA —F L7,
FRAEPDICERE R E N R —F L7z,



CQ9-4 /NRHIFEIE MG OFBEREHER 2 £ 5 42

WX - BB L7 IRER

PubMed (F2%Z 2012 412 A 31 H)

#19AddSearch #17 AND #18 17

#18AddSearch vision disorders Limits: English, Japanese, All Child: 0-18 vyears,
Publication Date from 1983 to 2012967800:01:10

#17AddSearch myasthenia gravis[majr] Limits: English, Japanese, All Child: 0-18 years,
Publication Date from 1983 to 2012116400:00:56

Mgtk 17 1F

3k (M 20124F 12 A 31 H)

#1 (FEAEAGHESAE/MTH) and (PT=23&8kFR < CK=HrE, LI (1~23 » A), 8 (2~5), /NI (6
~12)) 51

#o FARREE/TH or (F2J1/TH or fJ1/AL) 32, 386

#3 #1 and #2 2

MsgRE R 2

PubMed |Z C MMM BEE 2k E Y —F L7,
A PDICEERORE N RYy—F LTz

BEX - BEBIC L RER

PubMed & [E5E Web, Cochrane Library OF%Z (2013—2019)
PubMed |2 CMIMMREE 2 R Z I —F LT,

A POICEHER R N R —F LTz,



CQ9-5 /NEHAD SR ABI~D transition (X E 595 h

CQ10-1 LEMS DJFR 72127

CQ 10-2 LEMS ®#ZWHL ED XL 51247 95 »»

Wi - BB L RER
PubMed (FE%% 20204F1 H 3 H)

No. sk e
“Lambert eaton myasthenic syndrome/diagnosis” [Mesh] OR

%01 ( “Lambert eaton myasthenic syndrome” [Mesh] AND 258
“Diagnosis” [Mesh])

MRS 258 1
Cochrane, ETPEENDIZISITEMEND CHITBBIN 0o 7. W UEER E, EEZ
Xigkz Ny Ry —F TRZE L, BMLE.

CQ10-3 LEMS ®IEMR (LEMS Z Rk = Zeu 7z i)

WRFEA - ZEIC L “REE
HER R E > R —F TBM L7,

CQ10-4 PCD-LEMS & (Xfa2»

BB - BEIC L KGR

PubMed (Hi3% 2019 4F4 A 13 H)

ErEE (g 201944 A 13 H)

bR A P EER R A N R —F LTz,

KHA KT A NTET 5 CHERFR L 2018 4F 12 A 31 HE TICHI - AR Shi-b &35 e L

72725, SCHR 1% PCD-LEMS (CBET A D L L CEHETH 5720, BISIICSE CEICE O
726




CQ10-5 LEMS M=%

CQ10-6 LEMS @ T4 1%

BBRA - B2EIC L ER
PubMed (FEZ 201942 H 16 H)

(lambert eaton myasthenic syndrome) AND prognosis

LR E PO EE R SR AN R —TF LT,

CQ11-1 LEMS {B¥ DRI 72%E 2 7

CQ11-2 LEMSIZ3,4-YT7T I/ EU T (3,4DAP) #ED L HITHNWS

MR

PubMed (f%% 2019452 4 1 H)

“Lambert—eaton myasthenic syndrome”[All Fields] AND ”3, 4—diaminopyridine”[All Fields]
RERRER 941

“Lambert—-Eaton Myasthenic Syndrome”[All Fields] AND “therapy”[All Fields]

WsRAE R 359 1

gk (M 20194E2 H 1 H)
((3, 4-Diaminopyridine/TH or 3,4-7 2/ E'U L /AL)) and (PT=Jf&7# )

R 26 1F

HER R E NV R —FTBEINLZ



CQ11-3 LEMS I fEina ED L 512179

FsR =X
pubmed

MiEZH 202043 H 31 H (k)

I TR A
No. | F3&=C ¥
#01 | “Lambert-Eaton Myasthenic Syndrome/therapy” [Mesh] 239
#02 | “Immunotherapy” [Mesh] 271, 419
(“Lambert-Eaton Myasthenic Syndrome” [TIAB] OR “Eaton—Lambert
Myasthenic Syndrome” [TIAB] OR ”“Lambert—-Eaton Myopathic—Myasthenic
Syndrome” [TIAB] OR “Lambert Eaton Syndrome”[TIAB] OR “Eaton-Lambert
Myopathic-Myasthenic Syndrome”[TIAB] OR “Eaton Lambert
#03 | Syndrome” [TIAB] OR “Eaton-Lambert Myasthenic-Myopathic 24
Syndrome” [TIAB] OR “Lambert Eaton Myasthenic-Myopathic
Syndrome” [TTAB] OR LEMS[TIAB] OR “Lambert-Eaton myasthenic
syndrome” [TIAB] OR “Eaton Lambert myasthenic syndrome” [TIAB]) AND
Immunotherap*[TIAB]
#04 | (#1 AND #2) OR #3 37
#05 | #4 AND (JAPANESE[LA] OR ENGLISH[LA]) 33
#5 AND ("Meta—Analysis”[PT] OR “Meta-Analysis as Topic”[Mesh] OR
#06 | , . 0
meta—analysis” [TIAB])
#5 AND (“Cochrane Database Syst Rev”[TA] OR “Systematic Review” [PT]
#07 | OR “Systematic Reviews as Topic”[Mesh] OR “systematic 0
review” [TIAB])
#5 AND ("Practice Guideline”[PT] OR “Practice Guidelines as
408 Topic” [Mesh] OR “Consensus”[Mesh] OR “Consensus Development 0
Conferences as Topic”[Mesh] OR “Consensus Development
Conference” [PT] OR guideline*[TI] OR consensus[TI])
#09 | #6 OR #7 OR #8 0
#10 #5 AND (“"Randomized Controlled Trial”[PT] OR “Randomized Controlled .
Trials as Topic”[Mesh] OR (random*[TTAB] NOT medline[SBJ]))
#5 AND (“Clinical Trial”[PT] OR “Clinical Trials as Topic”[Mesh] OR
#11 | ((clinical trial*[TIAB] OR case control*[TIAB] OR case 2
comparison*[TIAB]) NOT medline[SB]))
#12 | (#10 OR #11) NOT #9 2
#5 AND (“Epidemiologic Methods”[Mesh] OR “Comparative Study”[PT] OR
#13 | "Multicenter Study”[PT] OR ((cohort*[TIAB] OR comparative 2
stud*[TIAB] OR follow-up stud*[TIAB]) NOT medline[SB]))
#14 | #13 NOT (#9 OR #12) 1




= s

No. | msst TR
%
#01 Lambert—-Eaton 58 S ESE B fE/TH 832
#02 T L/ TH 55, 962
(Lambert—Eaton fify 2 JIJESE@RE/TA or Lambert—Eaton JEEEE/TA or 7
VR — b= — F VIEMERE/TA or Lambert—Eaton 5 SEMEE/TA or
#03 Eaton-Lambert 54 JJJESE(ERE/TA or Eaton—Lambert JE{&ERE/TA or £ — | 2
ho=F 3 — NEERE/TA or Eaton—Lambert f5#E /JSE@ERE/TA) and %o
FEIRE/TA
#04 (#1 and #2) or #3 14
405 #4 and (AHZT7TF VU RA/TH or VY AT<T 4 v 7 LE=2—/TH or 2 0
A K7 A /TH)
#06 #4 and RD=A X T T U A, BEIA T4 ) 0
407 #4 and (AZT7F U RA/TA or Y ATFT<T 4 v 7 LE=2—/TA or 2 0
A KT A2 /TA)
#08 #5 or #6 or #7 0
#09 #4 and 4P AHF%E/TH 0
#10 #4 and (RD=7 > & ML, M7 o & 2L HiGAR) 0
#4 and (M ABFZE/TA or ERIEFRER/TA or T v & AMELLEGAER/TA or
41 VEAAL el ik BR/TA or %5 T #HFRABR/TA or %5 11 #HFABR/TA or %5 111 4H 0
FBR/TA or ZF IV AHFER/TA or FEHPERER/TA or [RIZEMEER/TA or 7
v NEIFT/TA)
#12 #4 and (EFBFZE4RME/TH or & FHIMF9ET A o /TH) 0
#13 #4 and (RD=FLESHIFZE) 0
#4 and (EFWFIE/TA or FEFHIMFIE/TA or FEBLATREMEMFFEL/TA or X
AEVRRFSE/TA or ZHER%IERBFZE/TA or /"M vy R a2 K/TA or
414 FEARFHA/TA or EEIRBFZL/TA or BIZEMFSE/TA or MEWHFZE/TA or #41A) 0
EHFZE/TA or %A EHFZE/TA or JEGIRIHEAFZE/TA or RillA X #FZE/TA
or a7 — MHIZE/TA or BEMIFZE/TA or WriHAFZE/TA or LLEEGHIFZE/TA
or 7 1 AF— X—fF%E/TA)
#15 (#9 or #10 or #11 or #12 or #13 or #14) not #8 0
#16 #4 and (PT=JFE5m 3L, #RE) 3
#17 #16 not (#8 or #15)




Cochrane

I TR
No. R %
“Lambert—-Eaton Myasthenic Syndrome”:ti, ab, kw OR “Eaton—Lambert
Myasthenic Syndrome”:ti, ab, kw OR “Lambert—-Eaton Myopathic—
Myasthenic Syndrome”:ti, ab, kw OR “Lambert Eaton Syndrome”:ti, ab, kw
OR “Eaton-Lambert Myopathic-Myasthenic Syndrome”:ti, ab, kw OR
#01 "Baton Lambert Syndrome”:ti, ab, kw OR “Eaton-Lambert Myasthenic— 76
Myopathic Syndrome”:ti, ab, kw OR “Lambert Eaton Myasthenic—
Myopathic Syndrome”:ti, ab, kw OR LEMS:ti, ab, kw OR “Lambert—Eaton
myasthenic syndrome”:ti, ab, kw OR “Eaton Lambert myasthenic
syndrome”:ti, ab, kw
#02 Immunotherap#*:ti, ab, kw 9, 581
#03 #1 AND #2 1
#04 #3 CDSR 0
#05 #3 CCRCT 1

fli N> R —F 2B L7z,




