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Clinical Question 1-1 1. RS - BRI
MG OJxRA ] H

o BEHENE (myasthenia gravis : MG) |3, WiEFHIEREDF T AEELEIC
HBWL DD DIZMIMRICKHT 2 BEHAEDERICEKY, WHERHEESHBORREE
[1)] PEESNTELIBCREERTHS.
g 02012 8%, MEEL L TEOREELIDBOH SN TS EEHREICIE, 7EFIO
1) > %A% (AChR) A EFHIFERMNZFAKE FO S >+ F—€ (MuSK) fiif&d 2
DHH 5.

Bx B8

FRE A 45 I L ML AR B P D PRFED 72 <, B CHUMEAFE R B E U9 W &2 #5
D, FHEF A (MG) (&, MG ORED 2 T b HEDE . DAE D MG 4xtk
D#) 80~85%H% AChR HLfkREET, %1% %5 MuSK kI ETH 5 V. TR0 O % 5 5 15% 13,
WwWh W%, double seronegative MG (DS-MG) & 78 S i, RGO L 95 ITHRINEELLT @
AChR BUEAHEE SN B DD HDHWIE, RHAMOHCHEKIZ LV IET 2 ornEThTw
%. 2011 412D AED 5 i SN 7z LDL A ARBIE & 1 H 4 (LDL receptor-related protein 4 :
Lrp4) I2X 9 % H ORI AChR, MuSK 1285 % HCHUARICHE < 5 3 F H O MG s HC
Pk L CHEIBRMICHEH ST ¥ s d MG L B3 2 5ifk& L C, titin, ryanodine
receptor, Kvl.4 7% & OREGRUHEEPUE IS 2 HOCHEDSHE S Tw5 Y Zh b OB
EERPUEIL, WIREDA IR O ROEPEIC OV TH R R ERE R T 5 59 DI, MG 0%
WricH M7z BCYikzfind 5.

B - IEFYR
1) 7EFILaUVE2EHE (AChR) FHAIC DT
Lindstrom 5 7 12X % AChR Hufkill g0 B 5 LISk, AChR $ik2% AChR IZAEM§ 21 &
LTi&, O7tFay »r& AChR & DG ZHET 284 (70 v F ¥ 7Hk), @HCHUE
& AChR OFEAEITHED AChR O IR & 2 F i, ORRMNTFETEC N 2 B AEIE,
D3OI NTE 72, BETIE, IgG Y72 7 2 1 B EMRTH S AChR Hifkix, @D
B IC & o CERBIFMATEIE SN, AChR OEPWMAT 5 2 L pF /-5 WERFTH L L E 2
LNTW5S. Jll, 5T LV EBIROWZED S, AChRal %7 2= v b OMIfgs IO 67~
76 HEIN A e N KRG A F ZE 002 B FHIK (main immunogenic region @ MIR) Td 4 &\ ) it
MREHENODH 5 50 —F, MG FBRERFOMIIRILE X 1, AChR FufkpEE IR 2%58 < B35 L
TWBZEIIRENTE.



1. RRBES - BRRBVRE

2) FRIENZEAEFOY VFF—E (MuSK) [EDWWT

Hoch 5 7 12X % MuSK $LfEDFE LK, % < ORRIIZED % S, MuSK HufkE:E MG @
BRI IR TR S 7z, MuSK Bk o7 27 5 1% 1gG4 B3 EAR CTHIRATE M E B AR
NI & A L VIR GTIRIGESHE S Twd Y 2ok, —#rEHA R MG o
RLEBFIBY T TV OMIEZ LD, MuSK FURDIHENEAFEH Sho0H % » 1. & DIRERT
\&, agrin/Lrp4d/MuSK @ ¥ 7 FVOBEENFETH S EHMSNTEY, L Leds, &Kk,
MuSK $ifkiz a7 —7 > Q & MuSK Of &5 Z ME L, T ORME, MG OMEF LT 5
N ZENVRIECHGT2OTELRVALT2WELHZ P S5, BWEFVCTHRY S
7 A (FMHERIT ) OBEEIM 2, 1Y F 7 A (M) OREEZ LD &3 28 017 23
Y, HiYF T AOREEDRFIZ MuSK 25220 V) 9 % i h & fikE~ D retrogenic signaling
cascade & L T Lrp4 ¥ Wnt (Lrp4 % co-receptor & 3 % )-MuSK-Ig4 domain (CRD) AR & 41
THBY, ZTOMBERARMOEENIIZ L F 7 ZA/MER active zone EHHADHER E T2 ¥ Ll
L0, MuSK JiADIHERITIEZHIC L THHMETH 5.

3) LDL ZEAEEERE 4 (Lrp4d) FuAICDNT

MuSK & #EH%E 2§ Lrp4 (239 5 HEYUAIL, % 3FHO MG wEMEH koA 7%
B CTH H. 2011 412 Lrp4d OMIBHEIRIZ T % B EHAEA— O MG B M P ISAFES
5 2 EOBEDSIE SN 2ok, BEPEIN, FA V9 EKRED 25 FEKEHR
B RENTz. 2O Lrpd PURIZHFERR D 570 W S b agrin @ Lrpd ~OHKGZ HET 5
EAEHENTH Y, BT & LT agrin/Lrpd/MuSK O 3 7' )V OREEHGE R END °.
EHITIE, Wid S5 REAND retrogenic signal (2 Lrp4d AR A b 1) 9 2 DT, T OHLEI MG
BV THREREEERELZFISEILTCWwa2 L) 2, SBIERHSNSE Y S58IE, SHH
TOIFRIIBES & REEYE 70V OIERIZ X 2 WERIT OIS S 5.
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PubMed (#2012 43 H 8 H)

(("myasthenia"[MeSH]) Limits: Humans, English, Japanese, Publication Date from 1983 to 2012) AND
("musk"[MeSH])

Mot gt 293 7

(("myasthenia"[MeSH]) Limits: Humans, English, Japanese, Publication Date from 1983 to 2012) AND
("lrpA"[MeSH])

Mg 17 1



Clinical Question 1-2 1. BB - AR
MG IEEDE D LGIEIRZE T 5D

o MG DEREIE, BIRMEZRITDEHNMETL, KRICK>THEET S.
MG B&El, BRHEROBAXEZHFAS.
CHMRERELT, RHBEEDPEVORIRE TEPERLCEDRERTH Y, MEXE

(o] HET, HEK, BEHNHET, FREHELESETS.
= o —BRICIE, BRI EETHRT DEHNP NS HEERDEFNIHS.
© REARIE MG OEIRIE, MSHEPSHEICERT HEREDERNIEIEZ2ET 5.
o REEBCRADERICE T, HHETORERHH, HEMOELPTIICE
EHHSB.
y.
BEX - B8

[AIE DO ERAEROFFBUE, EBOSE, FHEIE VB Om MK T L s, oh
PRBICE D EET 2 2 8, FHITERIEALT 2 2 & (HNZEE), HIZX o TERIZLE S
52k (HAZH) Tho. MFERERE LR T IREREE 2 X 2 8% & OIRER
D%\ ] AU 2003 4RI H ARG HE R & HAMRERIEY R X o THER S 7z MG Oh#
HAKIA NZRBE NI MG OBRIFETH 5 V. i8I MG OFRGREROFEZE X <
LT 528 ([FEEBEIR (non-motor symptoms) | (2B L Tix CQ1-3 /), £ Dk, 2006
AR SRRV RS BN B9 B A AT ZE T & e IR R A IS A it O AR Cfr bz 4
FEl R 22 A A & o TRIPERE OB MATREN S, B IFIEF I X 2 IHRIER ORI
WS oTE2? S5, TEFa) Y ZHE (AChR) PUELS O EYEE CHik, 4
RIS BRI T 1 2 2 ¥ — € (MuSK) Bufk ¥ 12 & 2 BRRIERDFFBEA 5 0272 ),
FENREAF Hn R I 5 H CYUAZ & DE NI X B RIER DR Z BB L T < T e MR EEE
Z7% 5T,

e - TEFTYR

MG D  FEEUN 2R EAEH D B e 2 ) i KN TH 5. My 3 EE) 24k ) KT
CLIZESoTETL, HREIZK o THIET 2 Y HUER R OHEDORHVIEIRTH Y, DED
Frat TIRMIIEREIRD 71.9% 25HRIE T3, 47.3% 0 TH % 2 BWiRp IR T #E2H% 81.9% 12,
BRDI59.1% A LN L5, BRIRFIZIRGE MG Tdh - 73EBI DK 20% 23558 2 & T
19%°%

IAE R LS R THIIE O i W RESE G (X DU D BAR A T 277, 2006 4E Ditat TIEAIFERF D 23.1%,
SO 44.1% (SR T 2780 2 L S Twb 2 612, MEREE, Tk

5



&, HMEEE R & OIRAER (WIFIE 14.9%, Wik 27.6%), BT (W% 5.3%, 2k
B 13.9%) PR R HE (RIZERE 2.3%, SZWiFE 4.9%) ONRCHREESEEIME T35 2 L Ladss,
BRAEIRLSHE I T @ 2 WIZIFIRBEE A MG JERIZATT 2IERIR, Z1 5 2ME—0 MG
FEIR T BIEGIAAFAET B 7280, WHERRL WU AR T DS D BRIG % O 59 57 R M T Tdh -
TH MG ZHETE 2\,

2006 4D MG 2R AAE R 2> O FEREF IS & 2 BRRTEIRDENDPH S & o722 ]
R MG OEIEIE 0~4 i FIED 80.7% % b5 <, 5~9 FHAET 61.5%, 10~49 % T 26.2%
ERAEAERS AT H L L QITIKT 3525 50 UL ICR B E U 37.7% LN 5. 65 MLl
DE AT, B E A5 A CTIRZEDPMET % 72 OREE ISR S 3w, BRER%E
I 4 5 72 S DA PHE ISR T AIEIRTH 5 LB IN S, 4 & MG B EE A O
EEERD 5.

AChHR PR LA O EEH CHURIC X o T, ZNZENEN R ERIEIREZ 235 2 & RIE
STV 5. MuSK HUERE MG 1%, BHECEMOM KT, HIERD MG FEIROFEEZ = L,

7)) —=BIZRDRTVERESNTVS Y 512, MuSK JUikBYE MG (1%, 4R 72
i, ﬁﬁ%, WG, MBERG 5 WITFHEH OB E 2T 5 —HAH Y, FEMIIIME L OfRR
MEDFHRRPT R E Vo TR ZA LA B NS LG SN TS 219 ryanodine receptor LA
PEMG I2IE, MBERDZ 2 I ERIEIR & SR KT OFIER s m W Sl s hTn g

{
S
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1. RRBES - BRRBVRE

N B%st - sECLETRER

PubMed (Fisk 201243 1 5 H)

("myasthenia gravis"[Majr: NoExp]) AND ("signs and symptoms"[Majr]) Limits: Human, English, Japanese,
Publication Date from 1983 to 2012

BRFHER 245

Erhis (MZ 201243 A5 H)
((CESEMBE79E /MTH) AND (815 & 1K / TH OR #8405 & ik / AL)) AND (PT=53788%Fk <)
MR R 99

TE LA N Y B —F TN,



I. ¥ &

Clinical Question 1-3 1. EEBBLS « BBARNSEL
WEREIKDIA IS S I NS EKR P AEEEIT

OMG (ZIFREEZZ SN TV EICZHRERKRIERDHEEL, MG B OEIRICH
LT, MFEEHEIX] (non-motor symptoms) ERERZ ENTES (FL—K
C1).

g OfIBRAERTE MG TlIRIERIERRD T MR EDRRE E R B EBERDEHT
BGBEaDHSD. FEFKE, BAEHRE K y/07) 2 ME OHEX KEEELRE
ZlFgaRICHiY, BE QOL ZAETHERDPSEGFRICEE L LEELIEES
ERDEENS (VL —FKC1).

Bx - BH

MG | ZHRER A FBIC BT 5 AChR Hifkd %\ ik MuSK HLfk2s i & 72 1), AR R4 &
B O SRR IET 25 SR FGHRN 2 BCWERETH LS. MG 123 o H
CRIERBIEHTL2ILEICAOSNTVE 00, LEOREREITH L TR % 5o
%<, FTLHERE R DN T EICER R ERAERDHERE S 2. 20 &) ZERREIE MG
A OMEEPFERITH LT, [FEEEEIR ] (non-motor symptoms) EFFRZ L AT E 5. FEEFER
E MG A G 2o HOSRERE, MG & Iblo B CRED BT 28K, ISR
WX BHRERICHFTE 5.

8- TEFYR
HORIEREOEIHE MG &R0 8~15% I IZFRD b1, SPfEE L L Tid Basedow <2
WA 7% EOFIRBEE, Y v~F &k ) 7~ =7 (SLE) % & DRBJEH A =
ETHH Y FNERE MG Tl iRl sk o T MBS T 2RIN & 72 5 HERIERES S
PET 25655 1, FRHFEE (pure red cell aplasia : PRCA) R MIERED L S T3 29
PRCA (3 BRIEBE MG O 5% FEEICRS b, AIMIZ X 2 B8N 5 9E 5 &L MG OEIRIC
PCWb 720, BEPENLWEENEND L. T2, MIEHEIWIRIERE MG @ 10~15% 25
RO SN FEEZIA L WO AR, FHMIEO S 2 —JdRE V. Wb MG OIREE &
—HLaWEELH Y, WRERBZICET 258034, 2o oREIINRIER D CD8
Btk oM B EY: T 2S5 A &3 S, FISHETEREE T 5 MG LIdRL5FETH 5.
FRRAE L RE D y 27 770 Y IIEIE %, Good JEfEEEE LTHISNTH ) BREDORIERSE
WZEEN, FIRIERE MG O 1-2%REEICRRO S s ¥ B4 HAITLRYE 2 M 0 K5 720,
EHIMICRBERES LT R MG O T, JRICERTREGIHETH 5.
MG I8 2 DR EIEE 22 O H ST & 7225, DERIEE R OEREEDS MG B8 T



1. RRBES - BRRBVRE

EBHIEHELT 2T B0 AR O Ty, Lo L, W E MG @ 1~2% 12
HE R ORI T 2 EPHEMEINTEY, “WhbW % Herzmyasthenie” & L THiE ST
& 729 PUBRRUTPUR, HRICEMARLEME S U 7 4 F ¥ 2OV Kvl 4 1265 % HEPuRiE MG o0
MoICR S BIG- LTV B ITREMED B 5 7 MBRIEEE 3 MG B E TIEBUE 2 AR 2RO S
LYENH Y, RO ) A7 2RO T OIS ERE IS T AEENLETH 5.

72, MIRRIEREE MG O 10%FEE SRR E 2 RO 556058 5 ¥ FRICHIRASEIR B
EIXN, MG OIFBE & —F LREREE & ICET 5. MRS &[RRI BR R B 2 05T
RTL550H5. WREEORTIIAHTD 525, WIS REEEDREK &l S h
5. 72721 MG DOWRERESEL cholinergic transmission DR & 2 WLRRE S 2 SOl L7245 R &
LW SN TVD % IRERERAEGFRICGEEL 2000, QOL ZREET HIERTH Y,
INFTIEREALERINTZ eh o> IEREEIRTH 5.

HERZRRICAVDERDIEER]

FEHFRIZ BV T MG IZHA OEEERZZT TIE R, SR RIEEIHERIRDO 5N D 2
LR LZOMNIEKEE R HLEDN D L. FRIRERE MG T3 MpiE ko T filaihe
FEHIRH & 7 2 5% I EBE RSB 2 HISEEPLETH S O
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MRFREAR 683 1T
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I. ¥ =
Clinical Question 2-1 2. 2 - S

MG DOZH « FHliE ED &L S 2475 D

* MG DOEZHRBEDRETRZRR L.
o MG EIRD & 5 A5HRICIE MGFA 3 ZRLS.

Eg oMG DEEEZTEEMICTMT 570 MG-ADL R4 —JL, QMG A7, MG
= composite Zfl\3.
o BENAZOFEIC MGFA Postintervention Status ZFU\5.
Y.
-l =:)

BUTO MG Wi E8E (R 1) 2PMER ST 5 RWHIHASE - 7225, T ORI MG OJFREf#Y]
AR, T72BWT %) R THEILZL CORVREPELTWA. 72& 213, MuSK HitfkDit#

® 1 BOTOEEMHENEDMESE

1. BEER
(a) RET~E (e) SREEE
(b) B4R (f) ek EEE
(o) MEEHHET (8) ZEFM
(d) W& TERE (h) JERDOBRZEE)
2. BIAFR
(a) EREGTE (f) HEFEE
(b) EREEHEE (g) HEHEE
(c) PEEABIET (h) eIk R EE
(d) SEFEHET () REEHICLDEREE (BESME), (KET—HHICREITE
(e) ME: - AEHNHET () EROBREF EBHPYHIVEN)
3. WEMR

(a) BT ROKRZULA (T>AY) REBE GERER)

(b) Harvey-Masland &R % (waning IR%)

(¢) me7EFILaU>ZAME (AChR) JHARME
4. #ERIZH

IRAFRE, OB BT, BT - MREESZ X2 RBIE TN TERIDONRICRS.

Eaton-Lambert EMEEE, A5 A MO 7 « — (Becker &, b2, BEE-BRE - LA, 23R, FHBEIURFRE,
FRIRARMEAETUEERE, < b 0> R 7 I A/8F —, ETHSNREIRE, Guillain-Barré fEE2E, 2R, BIIRERARE,
Tolosa-Hunt fEf&#E, FXEEBRER - MEBREE, MEMA, BHAILNZ - ZOMO TV AMERK, MEBEEA,
HRISEENARZ, Wernicke BYE, Leigh AXAE, HERRMESNRBARE, MEX, ##% Behcetfm, VI I1M K—R, £
HMRBVE, REREUEMEEEX, Fisher fEEEE, STRMUEMHBNEES, TRMEIA/NF—, 34 bZ—, REGKE,
FRRKAT
5. ZO¥E

EFT1. BREER] © 1 2LE T2, B4Rl (@) ~ () o1 2EE ), (), I3 #&FFRRE] (@), (b)),
(c) ® 1 DUEDBHEDEBE

UMM, BRER] O 1 DLE [20 4RI (@) ~ () &1 DB EE (), (), [3. #m&EAMRE] (@), (b),
(c) PEMEOHE

10



2. 2 - D

A\pi, F7z, AChR FUE, MuSK fiifk & & 12Batk (@ % double seronegative) DHER] D
IHT, BITOZMBEETIIMG LB SNBLRWEALDH LN ETHL. D724,
MG ZHEH A N7 4 Y OERICE b THBEHED B L & SETEOER 2175 72.

PLETIE MG 43 & LT 1971 412588 E L7z Osserman DA L < IV S LT\ 7278,
2000 4, MGFA (MG Foundation of America) % MG O [ R 7E 2 ik FLIG I HE#AL 3 5 72D 12
MGFA Clinical Classification #$2M L 72 Y @®mMZFEEE A 27 & LTIE, 1999 412 MG-
ADL A7 — VA3 &2, 2000 4£12 MGFA %' QMG (Quantitative MG) A 3 7 7 & MG iR
WFFEIC BT HHEIETRESLMEL R L2 Y I, Thb %2 E 2 72 MG composite scale &2
LV B L, ARMEAVRENTETWAS 2 MG IEIROFEM I L\ 72, MG O
FRRAFZEIC B W CEBINEEMR B IO CHETH ), TXTOMRIE S S FRB 2 % BlEF
2DV TITObNERETH 5.

T HI12H 72 ) LELBRAETHIZOWTHHIE A 72,

s - TEFTYR

FrLVBWEER T, MuSK JUAORLRZ BN 2 & MK, IR O 595571k ER = 7 A
A%y 73BT H MG LB TE L L HICWET L2 (R 2)., INOHZITEM L 72RO KE
RRFREIZOVTOIE T Y AFE L 2w, IRBOZHEFRBRIIOWTIL, R 80%, FFF
J£63% &3 HMEDVDH LY TA ANy ZREITO VTR 80~92%, FREE 25~100% &
ENTWD 0 BUTOBWIANETIL AChR Pufk & SRR 72 &0 RO HH O 72 5T
FHNZ > T2 720, FHr LWl iz 2z JIsEIc 5T 7.

K2 HEEMBHESIEEZR 2013
A R

(1) RBTE

) REKEHEE

() HEBHHET

4) HwEmEE

(5) BETREE

6) BEE=

(7) WEFHHET

(8) MEEHAET

(9) WRmEE

<BE> LUERRSESHCENEHEZT S
B. mRMEECHE

(1) 7HFILaUS%4H (ACHR) Fitki

(2) BRROSEAEF O+ —F MUSK) Fisit
C. wEFEARES

(1) RROSBES BN

@) 74 RNy REmE

(3) BRI KOA=YLA (Fo0>) RBHE

@) RiEHHRBGE

(5) BISHGERTY Y 8—DH#A
D. #%

NFOWTNHOBE, SEHENEELNTS.

(1) AD 1 DBLESBY, HDBONThHHRDENS.
2 AD1DLESBY. HDCOVTIHHROON., HOEEHERITES

GE) COBEFHRIOVWTIIAREZSR

11



RO

W E LR TH T MG OBBNIIAS TH 5%, KEE D R\ HEHET R 0
BATHTHHBIRTIE, AChR Biff, MuSK $ifkAs L b ICEETH UL MG OB LIEL
EHEL . BIEIIMG BRI SN T 2R EZ T oM VEZENEN L O THET S, 2
D720, FEEMH CHURRL RGBSR EZ M TE 2T, MoKBLIHoEN T,
ERARREIR 2> & MG 2558 < BN % B A L A R 2 AT VIR OS2 A5 2 L 2 ERE L
Td I T/, EEDREW cell-based assay % V272 AChR Hifk, MuSK ittt 7 o K b
MEsh s,

MG JERD 7 5 A5 H121E MGFA 738 % v % (| 3). Ziud, BEICES F CORERER
OIRBIZL ) MG BEEZTHT 2 0FETH Y, HWOFFML L THWDIRELDOTIE RV
WHEHEBEZETS., 72821 BRI —E2RILTHEINZ 2D 5 B8, B
FEIRTH > TH MGFA 53 HIF VEL B,

BREE A7 & L CHENHHEICRHKRTE S DD MG-ADL A7 =)V Thb (F&4). Th
BHRICBEFEOREZ D LICRRT2D0TH A, Kk LTk, HECHEDZ2® QOL A7 —)Vv
WD B 2 LR, HBOEMITORESA T3 TH LD (MEHINE T2 L s e
IRFIERDYEICH DG EDVEBREDSIC LG b hnh E) TEeRbIFoNns. FEEIZ, ko
QMG 227 £ OMBIFZFIUI LR L %< (r=055)% HAMIZIE MG-QOL15 & OFIBIAT X »
(r=0.76)". QMG A2 713 U EREFE X G325 TH 5 (R5). QMG AT &2 DlF %
(U 20 3 FEEE DRE I AT 2 7200 e U CHifAE e RAE L 13V 2 s, AHIRAG o — RAEH 2 /571
EROMHTO I NEERZ D EDPWRETH L L, HEFHOBRMERE IV, FEETX
ML, BEETH 0MICRLRVEANTE W LR BE O HENYGED LIS S h
LWIGEDNH DL TH D, EFEEY; L7z MG composite scale (X, Z#LH MG-ADL A 7 — )V

=3 MGFA »$

Class I RFEHET. BBROBHAETHH > THKL

DTN TDEHAIEIER

Class I REHLISNDEEDEHIET

RFEHIETDPH>THLL, ZOREFEDHLEN

Da |EICEEH A= 6 LLIEZ0OmEEZHENT
TNEYEEVOARBEHDEEZEH > TH KLY

Ob |EICOWESES, ke 6 LLIEZFOmEEZENT
TNEY)ERVDERREDOURS, ABHmOHIE FiEd>THRW
Class II RN DHEEDHNHET
RHHIMETDPH > THKIL, ZOREEMDHDRN

Ma |EICUER B8 ©LLIIEZOmEEZENT
TNEYEEVORBEHDEEZEH > TH KLY

Mb |FEICOMRESER, K bLLIEZEOmMEBEZHENT
TNEY)ERVDERZEDOURS, ABHmOHNE FiEd>THRN
Class IV RUANDFHDOBEDHNHET. RIEROEEEE DR

Va |EICEEH, #m, 6 LLIEZ0mEEHDNT

TN EFEVOARBEHDEEZIEH > TH KLY

Vb |EICOESES, ke 6 LLIEZF0OmELZENT

TN ERVDEREDOURS, ABHOHIE FiEd>TH RN
Class V SERNEEINRE ATHRBOFEIEHHARL
BEOMBEREICHITREE LKL
BEDRLIBERBDADBAIEND £

ik 1 &W)
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2. 2 - 5
%4 MG-ADL 24 —JL
o0& 18 o2& 3&
2T ( & Ew |RIxH0ICTREE8 L R\ TIBET B D EE
5L I3BE 5L IEBE LHLE
NV CERARETAE
e (& E% B RS EOPVBYTREY  |BEXE
BWF (& T |ENCDED EEICO YD, BE|RERE
" DEBHUE
FE () % |[4asosyn RO BN AIHREET S
HWEX - WEAOME| | (BHEETSIUELE|RBEET S TER
=N L7
BFPSOULENY| | |BE BLHEES hERE BICHAEES |BE NBEETS
BEE ( =)
(= 4L |PAPBETERL  |BERZBSHEHNTR (RIS
0
RETE ( L |PAPEETERY  |BREIASBRNTR|RICHS
0
&3t (0~24 1)
Tk 2 & 1)
=5 QMG RAa7
Bk EH BE hEE E
Grade 0 1 2 3
EFR. EARRBOERHRE CORE 61 11~60 1~10 HEE
)
FFEEOBRBRTEL R CORY 61 11~60 1~10 A
@)
HESH TEICHR |=2cHLaeh|m2cBlazEN|m2ichla
T&3 TEBN, HLBL | TxBH, \EAEN|EHTERN
A% EBRICRIKE
EHBHT
100cC DIKDERAAH EH WEOSE, WAL [RLEE OE 8] SRy
ANDWEFR
1~50 £ T8z, BEBEHSHRTS|50%TE45 30~ 49 10~29 1~9
T
EEf T LRk 90° 2 F A TTRELR S| A 240 90~239 10~89 0~9
& () % 240 90~239 10~89 0~9
% FVC (B HFEE / F 8% S x =80 65~79 50~64 <50
100
£ (ke) Fl=F ET > 45 15~ 44 5~14 0~4
i =30 10~29 5~9 0~4
REHIOE | Bt =35 15~34 5~14 0~4
i =05 10~24 5~9 0~4
BAM CIRER 45° 25 F A RTAEA SR (7)) 120 30~119 1~29 0
BAGICRBE 45° 2 AT REREE| B 100 31~99 1~30 0
B (#) = 100 31~99 1~30 0
&5t (0~39 &)
Czik 1 &)

EQMG AT ORI EHNERE 2729 A TEREINZHOTH A (FR6). Ko FBIGH
Wihsdh B REH SN 72OEMETHRVIZ S 220h 53 QMG (r=0.84) 0 MG-QOL15 (r=0.63)
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#£ 6 MG composite scale

o B TEMRECD 4581 0| 11~45% (1] 1~10B |2 B 3
OO RIS CORH S45m10| 11~45% 1] 1~10B |3 B 4
=R % O | o) O | i || |BEET (T 2
A E¥ | 0|Evamems 2| FOPLEPCE 4] wmraowm 6
fretelly E¥ 0| sructes 2| ZAC0EOLY 5| wmra—omm (6
MG (= 2 B RAREE E% 0| EDBRYUN 2| ZHBADL | 4| BRMDHEEER O
s Emomm | EF 0| BEET 1| ghewy 9| SMET 4
Rt E¥ (0| BEET (2| AL 14| EEET |5
Eemomm m 0| wxaT 2| JOELL) 14| mmET s
&% (0~ 50 &)

(Burns TM, et al. Neurology. 2010; 74: 1434-1440. &V))

&= 7 MGFA Postintervention Status

SEEBR
Complete Stable Remission (CSR)

1 FUEMG OERDPEL, ZOBMGICHTZVNTIADREEZIFTUL
RV HHEFHIRRICHR L BRI ERR SR L TOH TN TDE CHAE
IHRBDENE. 7272 LRERA D A DHIE T IEHEDZE).

IR B D
Pharmacologic Remission (PR)

U IRT T—EEEZEDNDAREICE ST, £ CSR ER UREICAR S
TW250D. AUXIATT—EREXRZARL TV B HB/EZOHTT
U—ICiZEDHT MM ICH$RT 2.

BEIR BMARHADETIEFEET 5D, BEAEICIESEH R VIREE.

Minimal Manifestations (MM)

Y& BREMERDEE, F/2E MG ICHT DREEOREDNAHND. QMG A0
Improved (1) 7H 3 RUERELEZHD.

% GEREIRDSE, /215 MG ICHT 2BREDREN ALK, QVG A
Unchanged (U) A7 DEALD 3 BT DED.

B BRIMERDERE, F£/E MG ICHT DREEDEENASND. QMG A0
Worse (W) 73R EBEELEED.

B CSR, PR, MM QOEA A5z LIcBE DN NS DEEABL THEELZEHD.
Exacerbation (E)

MG BS:E3E MG X MG DAHHEIC KDL, MIBRfHERRE 30 HLUIARDIET.

Died of MG (D of MG)

k1 &4Y))

WEEHE Y ONG Y ARL OB TH Y, BAE, BRTIIINE £ \REEA T — v

L&) ET2EE DD 5.

MG DiB#A A % 57§ % 121 MGFA Postintervention Status % H\»% (% 7)". CSR (com-
plete stable remission : 554 %f#), PR (pharmacologic remission : #H“#Ef#), MM (mini-
mal manifestations ; BEfAEIR), T(improved ; t23#), U (unchanged ; 1"%), W (worse ; 3§

) D (died of MG ; MG BE#FE) I2/0 S 5.

2D, PRIZFAOFEG 2L ) =EFER -

TWBIKETH L2, FEEITREIIPT) VAT T —EEENRL T2 BFIIIEIRTH -
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2. 2 -

A TA RNy JHER B BT ORI LHER

/

1 MGEBAICBIID7 ARy JHEREBERT FOKRZD LFAERDIER

THPRT%HL MM XHGFHEINLNTHS.

BWIHHELR C OETHITOWTUTFICHIZ M 5.

OIRER D Z e kBcid, BFHEICEHEE RN 1 0REE ChilFS€5. TRIZXDIR
B T IHEASHIR F 723 ET IR TH 5.

@7 4 A%y ZRETIX, LT A A8y 7 (G TIIRRIA T TH 5 7-0% 3 TH
W) BN =R ETEA, 3~5 W EIRBICH LN TS 2 LIk D), IRETEISET UL
btECd b, HfTRIHR CEEZHRL LHELRT b H1AICMG BHICBILT A Ay
7 RO RE R

Q¥ Fak=y 23BE% ifT 3 2821, MV — F2MRLZZHD AT, TYFLZ A
10mg Z KT, F72I3AMAEKICHRL THIRNES 55, RIRERERIEB 2 S ok
P23 % DT, —EICEREFGETIC25mg TO5F THRG- L, ZOHEE MG FERAUE L
TVADZHRET D, WoNRWE/EDA SN TREBEZR T 5. BRTHRIE, BEOMBR
BREDPELE VTSI EZMHRALTH LAV — M a2kET 5. BEMEZBRIT 205D
LHAICE, 77 R CEBARK) 5 %179, R1BICMG B ICBIT 5B Fuk="
LRBRORE R TRT .

ORISR T, B, MIER, FRNEHZ LICBWTIT) . ISR B %
R, B LRI BT 2 A IEEN RN (compound muscle action potential : CMAP) D3kl
W25 %, kT 5 CMAP @) B OR/NMRIEO I (%) THRIT 5. lH, FIHESEE 3Hz ©
10 M OBELHE 24TV, WERF 0% ISk a%2 R T4, SHzOMMTIZ4H 5
WS FHTTEF v a) Y ORIMEIRKICRA720, 18HICHTL4H50IE5HDL
HERPEELEHRT S, B2I12 MG BEOEFMRRENL, FRHRIMER SR X 2 AR
BROMERERT. 1HEICHAT 258 H PRI L, 5% H25R/MRIE G 25%) L %o
TWwb., 20, %L OEFITIER 2 O X 5 IR L 5.

G HLBHER T (single fiber electromyogram : SFEMG) (%, BiSEm, WG, #IEM
WZBWTITH . B 312 MG BEIIBT 2 IRE T ORI SFEMG O# R 2 R$. RS Em
WX o CTHR-—EBHMIET 2 A & B2 HOMEEEMATLHE SN TS, MREREOEN
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BAA LD I BONERTREINTVED, AL BOFHHENKELSLEHL, BRic7ay 2
. BEREATORREETH S Y v ¥ —1ii (mean consecutive difference : MCD)
X3 O FRIZHERE 26 MOERFEET, AL BOFKEITKEE

(k) ZAELTWD
12263 us LMD TRE W,

E:

./ \ o « . .
“~N N\ \/\ '

’ \A ,\7 \
/ >\K >( ><\}<J</<L\

““f\\*( e.?- f;-fv'-"""‘?’r
\ ‘\)<,S<-’\ /\/ / )\ T
MBS
|5mv
K 5ms j
K2 MG EEDIERHZFRE, EEIENEREECIRIC KD RIEFFHERDIER
( )

>
W
SS——

o
e

|
A
VNV
m;’«%"
=
I

i i u\'nm >

. . l100uV
. . . . . . — )
3 MG E2EICHIT DRI DERLINE SFEMG DFER

FLTWRIEbrs. IEFEHEIZOWTIE TR Y 220z L.
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N gmst - sEICLEDREN

HBEELEE N FH—F L7z
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I. ¥ &

Clinical Question 3-1 3. &F - Y18
HHEICITEDLHVLD MG BEHNWVLSD

o LHEICIE 2013 FRE, HE 2 HALLLED MG HEFET .

g oBEEIE, A0 10FAB7%Y 11.8 A (2006 EDF—%) Th3.
S o hHETHEMBIE MG HSHEIL TS
v,
i Rl=[:)

S VE AR ISR 5 2 AT ZEIEIC & 5 MG & EFRREZFA M 121 1973 4E & 1987
FEIfTbN TS, 1973 EOFTAIC L 2 L BHELBFIIALTI0 HAH 720 1.35 A, 1987 4F
OMETITAIEN 10 T ADH720 51 N ? LR IN TS, 2006 FEI Rk BT
LA IEYE & R i RO EF I 2 REIE E O AT T, % 3 RoaREEERESHAITTD
N7z, ZoREZHLIIDOHYEDO MG EFOFFME RS,

B - TEFYR
2006 ‘E D EFEFHFEARAE TR, DAEO MG BEHIIHK 15,100 ANTHHZ &, TARE
WAL 10 T AH720 118 ATHDH T EATHH Lz BLIIE1: 1.7 THY, LHIZL VR
BUHIEE DS otz 7272, FARPSTTIZ6EMMETEY, ZoOMIZH MG BEI1THE
MLTWa, KBz a i 8% A TH, 2006 40 14,851 425 2011 £ 19,009
e 28% bW TWE, DL LD, 20134EBHED MG BHEKIIBEH L 2T AEZBLZTW
LHDLHMEIND.

HOENAIL RIS MG 2%\ 2 E S PUET & D i S T 7zds, Zofaid4smm b AT
ol 5EAMISE MG OHI41E 1987 4E (2006 £ AITTHIIE) 12 10.1%, 2006 4E12 7.0% T
Hot.

SHE AL A B Nz DX B NIFE MG TH 5. 65 mLL E58E MG & 1987 48 (2006 4E 0 A
CICHIIE) 121 7.3% 123 X e b o 725 D28 2006 4E121 16.8% & FIHIZHM L Tz, ZhET
(2 b JEE O HIR T DB IIFEIE MG OB ST /2255, SEFIAT D MESFZICHmL <
WAHLZENRHLENE ST

MGFA 58Tl 1435.7%, Ma?%27.8%, IbA%165%, Ma9.0%, IIbA%6.6%, Va
H11%, Nb2$14%, VHR20%% o7z T (RHEH) & T (BESSR) Tako 80% % ki
BDTHY, WERNBIENZ W EAVRBRE N, 7272, REEFOIRES b > T MGFA 773 &
T5, LVWHIFEHNILZZA>TwRvniiEdH 22 Lhn, BEOBEKRTO MGFA 5O 5 &
ER2 > TWBLWEEMEDSH S, T2, BWEO MG-ADL A2 713 0 S0 5 24 M F THAi L,
HILitiE 5 (25% 0 0 3, 75% 8. 1 7) THo 7.
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3. BF - PR

WG & 0F MG OEIE13 32.0% TH Y, T 1987 4£D 21.1% & i % L Btz > T
W5, IUEIRATEORERIMRN % EORIREFTAEO HEmN 2 EEICX Y, FEERLID D
EOOEAS N Z ZEE L 22O R L TURRT 2 L8 H 5. Z OFARER Tld MuSK
PURDREHIIMD T > 72785, TDOHRDOL iak A% L OB R REERT—4) 10k %
&, ACHhR PifKIZ MG £1KD# 80% ThlETH D, MuSK $ifkid AChR PR MG @9 %
DHI10% THETDH - 7z

HFRIIZATES, MG OERHRRIZBIIN L TV 5. 2001 4E LUK AT b L7 1R K& o g2 4
Th, NMI10HAD7Z0 OARFRIZE~IS AL ENTHEY, bPEERELEILZVLDOLEE
Z 57z

N et

D CPIIEIR, BT, FREAHE BEIEMHIGEORE LML, T 48 45 IR A 24w 5 B B IE ) 1)
SEATRZEHER S TE, 1974: p50-66,

2) WSFIER, JPBEELA. BRGNS A, A R R SR A A SRR AR R BE A A 62 4F
JERF et 2, 1988: p227-245.

3) 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.

4) Matsuda M, Dohi-Tijima 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.

5) Matsui N, Nakane S, Nakagawa Y, et al. Increasing incidence of elderly onset patients with myasthenia
gravis in a local area of Japan. ] Neurol Neurosurg Psychiatry. 2009; 80: 1168-1171.

6) Carr AS, Cardwell CR, McCarron PO, et al. A systematic review of population based epidemiological
studies in Myasthenia Gravis. BMC Neurol. 2010; 10: 46.

N g#Es - sZCLEDRER

PubMed (#2012 4F 12 H 31 H)

("myasthenia gravis"[Majr: NoExp]) AND ("epidemiology") Limits: Human, English, Publication Date from 1983
to 2012

W 316

FRLE S EE R E N P —F L7z
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RO

Clinical Question 3-2 3. EBY - Tk
MG ORI VIERAIS

OMG ORIFEISHREFmEDERICKYRE L. BESRIIKAE LT 20%KET
HBD, EiE AEIEKEDEVERER (minimal manifestations : MM) &)

g KVREEXETHET B5EIE 50%LETHS (FL— K C1).
3 OMG 7 —EICLBTRTIHMEER LD, MIRERE MG O5RICIZESZDR
RO OHMEHHEICERZETS (JVL— K C1).
W,
BR- 868

MG D EMT#HIIEREOERIC L W KEICHKEL, 7Y —¥TA TIPS RIS
fo THAEMTFRIITEEI WY MG ORNIRGE, i MG OBREBOUERE 2 EY2 R
B 2 FI W TR L 72 gE 13 e .

R - TETVR

Grob 512 & % 1940 44U 5 2000 4 F THAUGIIS, MG BEOHREREO IR ZHI L7
WP & 2 &, FECANRY, [ AWML T2 2 K 10 RIS MG OFHRES
Bl (n>300) THEES L72WFZEIX ST 5. Tsinzerling S I ZME ORI L) [HERE] X
24%, 235 11% 58%, [Z4b7 L& 12%, [ 11X 6% L #Hii LT 5 ®. Masuda & & MGFA
Postinterventional Status 2 & % &:i#E% & L 12, Tifff (complete stable remission & pharmacolog-
ical remission) & 17%, MM % 33%, ¥ (improved) i 32%, A% (unchanged) i 17%,
BEE (worse) 13 1% L i LT 5 Y MG OBEMRIIMIRE LT 20% K TH 575, HHEAEN.
RAFHILREA LR VRO MM £ TEDIUL, 50% A EISEL TR EEILN5.

JaRRIE R E MG &7 ) —BIZHa A8 S w5 <, JEIRIE MG IR THEEZSERZ W
L2rL., MG OENF#ICHE U TRBIERE MG b IEE MG b FRICITES R WE T 5
R TH S ° 2010 FICHRENZMGEFT I DY ATIT Ay 7L Ea—IlL2
&, MG DFETEIZ 1968 4FE 5 1997 FFITFER SN2 8 DOMIE R T L7z Re £ L5 &,
0.06~0.89/100 T N /AEOE A TH 5 9. F 72, 2000 4E75 5 2005 41221 TRETIrb 7z
Nationwide Inpatient Sample database ” DfF#HT I & 2 & BENTIEL§ 5 #4513 0.89%, MG 7
J—EDABETIZ447% TH o7z, WIND 40 ELHEOBHICWONTEY, ST LT S
HWT-& LTRNAL, OEIHE BULEYRSH TS5 TW5,

MG & DBEFN 72 BRI E N Tl d 2 HEMEES RIS EE R METH 5. Citterio H D
BIZ&L 2 & 2479 BIO MG BH O 13~14 FOREBBIZMII I BT 8.9% 0 EHA THIL 0 &
PSS 3584 LT 72 ¥ EEIES A & OB § 5 K & L CIIRIIFEE & IR R E MG A
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HiFohi.

HaRIE B MG DB 50 IO TRENT L 72453, 2538257 Bl 0, JRIK & L COAmZLC
£ 2 HICAEENR O W REMEDST R ST 2 0 JIRIER 3 MG CHUBBUR PR E L % 5
JEB TR A IHE O W REMEDfERR 2SS 5 10 BRMICOHELZHTELRVEAETH, OF
ERFA RAEBENRDOONDGENDH L. T E OFERIZRIERDT L 0 S5 5 EEME:
BHY, FPHRUHEICIZEETHS.

BHERZERRICAVLSEDFER]

MG OEMFPHIIML CRIFTH S, 7272 LREINC D72 2 0EFEORITERIC X 5 BRAE
(LM R IEAHE DGl % I REIE 2 T TAHRETH S, WEHEEENIToTw5
MG B OB I A D — NN TEETH 2 2 E2ITHERSH T v, DRE B
JEDHIEIIOWTIIERIEDO ) A7 Y, LEKBRAELR EEMNRREL ZET 5.
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N =zt - sEICLEDREN

PubMed (K% 20124E9 1 H)

("myasthenia gravis"[Majr: NoExp]) AND ("cause of death"[MeSH] OR "prognosis"[SH] OR "followup stud-
ies"[MeSH]) Limits: Humans, English, Japanese, Publication Date from 1983 to 2012

MR 250 1

EhEE Bz 20124E9 A 1 H)
(FEIERAG I AE /MTH) AND (PT=237#8%bk < SH="71%) AND (LA /TH or 5EIX /AL)
MR 16 1

BRI Z N P —F Tl 7.
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