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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
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WIRERBHAA K74 > 2014 22 LT, 0 FIERBHREON I &b —iHBRk L TNEZ
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$18 EEARNE (MG 5

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-

3

—

HIOOZ



$18 EEARNE (MG 5

10)

11)
12)
13)
14)

15)

16)
17)
18)
19)
20)

21)

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

31)

related protein 4 antibody-seropositive amyotrophic lateral sclerosis: two case reports. BMC Neurol 2016;
16: 229.

Ohnari K, Okada K, Higuchi O, et al. Late-onset myasthenia gravis accompanied by amyotrophic lateral
sclerosis with antibodies against the acetylcholine receptor and low-density lipoprotein receptor-related
protein 4. Intern Med 2018; 57: 3021-3024.

Bacchi S, Kramer P, Chalk C. Autoantibodies to low-density lipoprotein receptor-related protein 4 in dou-
ble seronegative myasthenia gravis: a systematic review. Can ] Neurol Sci 2018; 45: 62-67.

Yan M, Xing GL, Xiong WC, Mei L. Agrin and LRP4 antibodies as new biomarkers of myasthenia gravis.
Ann N'Y Acad Sci 2018; 1413: 126-135.

Suzuki S, Utsugisawa K, Nagane Y, Suzuki N. Three types of striational antibodies in myasthenia gravis.
Autoimmune Dis 2011; 2011: 740583.

Lindstrom JM, Seybold ME, Lennon VA, et al. Antibody to acetylcholine receptor in myasthenia gravis:
prevalence, clinical correlates, and diagnostic value. Neurology 1976; 26: 1054-1059.

Masuda T, Motomura M, Utsugisawa K, et al. Antibodies against the main immunogenic region of the
acetylcholine receptor correlate with disease severity in myasthenia gravis. ] Neurol Neurosurg Psychiatry
2012; 83: 935-940.

Luo J, Lindstrom J. Myasthenogenicity of the main immunogenic region and endogenous muscle nicotinic
acetylcholine receptors. Autoimmunity 2012; 45: 245-252.

Howard JF Jr. Myasthenia gravis: the role of complement at the neuromuscular junction. Ann N'Y Acad
Sci 2018; 1412: 113-128.

Andersen H, Mantegazza R, Wang J], et al; REGAIN Study Group. Eculizumab improves fatigue in refrac-
tory generalized myasthenia gravis. Qual Life Res 2019; 28: 2247-2254.

Suzuki S, Ishikawa N, Konoeda F, et al. Nivolumab-related myasthenia gravis with myositis and
myocarditis in Japan. Neurology 2017; 89: 1127-1134.

Hoch W, McConville J, Helms S, et al. Auto-antibodies to the receptor tyrosine kinase MuSK in patients
with myasthenia gravis without acetylcholine receptor antibodies. Nature Med 2001; 7: 365-368.

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 |
Neurol 2013; 20: 1272-1276.

Morren ], Li Y. Myasthenia gravis with muscle-specific tyrosine kinase antibodies: a narrative review.
Muscle Nerve 2018; 58: 344-358.

Shiraishi H, Motomura M, Yoshimura T, et al. Acetylcholine receptors loss and postsynaptic damage in
MuSK antibody-positive myasthenia gravis. Ann Neurol 2005; 57: 289-293.

Niks EH, Verrips A, Semmekrot BA, et al. A transient neonatal myasthenic syndrome with anti-musk anti-
bodies. Neurology 2008; 70: 1215-1216.

Koneczny I, Stevens JA, De Rosa A, et al. IgG4 autoantibodies against muscle-specific kinase undergo Fab-
arm exchange in myasthenia gravis patients. ] Autoimmun 2017; 77: 104-115.

Verschuuren JJGM, Plomp JJ, Burden S], et al. Passive transfer models of myasthenia gravis with muscle-
specific kinase antibodies. Ann N'Y Acad Sci 2018; 1413: 111-118.

Takata K, Stathopoulos P, Cao M, et al. Characterization of pathogenic monoclonal autoantibodies derived
from muscle-specific kinase myasthenia gravis patients. JCI Insight 2019; 4. pii: 127167.

Huijbers MG, Vergoossen DL, Fillié-Grijpma YE, et al. MuSK myasthenia gravis monoclonal antibodies:
valency dictates pathogenicity. Neurol Neuroimmunol Neuroinflamm 2019; 6: e547.

Shen C, Lu Y, Zhang B, Figueiredo D, et al. Antibodies against low-density lipoprotein receptor-related
protein 4 induce myasthenia gravis. ] Clin Invest 2013; 123: 5190-5202.

Ulusoy C, Cavus, Yilmaz V, Tiziin E. Inmunization with recombinantly expressed LRP4 induces experi-
mental autoimmune myasthenia gravis in C57BL/6 mice. Immunol Invest 2017; 46: 490-499.

Mori S, Motohashi N, Takashima R, et al. Imnmunization of mice with LRP4 induces myasthenia similar to
MuSK-associated myasthenia gravis. Exp Neurol 2017; 297: 158-167.



1. MG O®RA

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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BIEBHNRE D EOMG OJRENDE 5138 52T, AChR $ifkB1E D EOMG Tl338E R @
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,

ik
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2)
3)

4)

5)

6)
7)
8)
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11)

12)

13)
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15)
16)
17)
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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

.94
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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

10



1. MG OmERE

W2, KA DY) Y oSER - A DA A ARSI ER KB LIZ S WITREEDS D D, MG i
BLEOHEIZOWTIRESROMIEOERAPELE L Wb 5.

ik

D
2)
3)
4)
5)

6)

8)

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

17)

18)

19)
20)
21)

22)

Conti-Fine BM, Milani M, Kaminski HJ. Myasthenia gravis: past, present, and future. J Clin Invest 2006;
116: 2843-2854.

Uzawa A, Kawaguchi N, Kanai T, et al. Serum high mobility group box 1 is upregulated in myasthenia
gravis. ] Neurol Neurosurg Psychiatry 2015; 86: 695-697.

Wang Z, Wang W, Chen Y, Wei D. T helper type 17 cells expand in patients with myasthenia-associated
thymoma. Scand ] Immunol 2012; 76: 54-61.

Xie Y, Li HF, Jiang B, et al. Elevated plasma interleukin-17A in a subgroup of Myasthenia Gravis patients.
Cytokine 2016; 78: 44-46.

Roche JC, Capablo JL, Larrad L, et al. Increased serum interleukin-17 levels in patients with myasthenia
gravis. Muscle Nerve 2011; 44: 278-280.

Zhang CJ, Gong Y, Zhu W, et al. Augmentation of circulating follicular helper T cells and their impact on
autoreactive B cells in myasthenia gravis. ] Immunol 2016; 197: 2610-2617.

Saito R, Onodera H, Tago H, et al. Altered expression of chemokine receptor CXCR5 on T cells of myasthe-
nia gravis patients. ] Neuroimmunol 2005; 170: 172-178.

Zhang X, Liu S, Chang T, et al. Intrathymic Tfh/B cells interaction leads to ectopic GCs formation and
Anti-AChR antibody production: central role in triggering MG occurrence. Mol Neurobiol 2016; 53: 120-
131.

LiY, Rauniyar VK, Yin WF, et al. Serum IL-21 levels decrease with glucocorticoid treatment in myasthenia
gravis. Neurol Sci 2014; 35: 29-34.

Kohler S, Keil TOP, Hoffmann S, et al. CD4+ FoxP3+ T regulatory cell subsets in myasthenia gravis
patients. Clin Immunol 2017; 179: 40-46.

Xu WH, Zhang AM, Ren MS, et al. Changes of Treg-associated molecules on CD4+CD25 +Treg cells in
myasthenia gravis and effects of immunosuppressants. J Clin Immunol 2012; 32: 975-983.

Yeh JH, Wang SH, Chien PJ, et al. Changes in serum cytokine levels during plasmapheresis in patients
with myasthenia gravis. Eur ] Neurol 2009; 16: 1318-1322.

Yilmaz V, Oflazer P, Aysal F, et al. B cells produce less IL-10, IL-6 and TNF-a in myasthenia gravis.
Autoimmunity 2015; 48: 201-207.

Li X, Xiao BG, Xi JY, et al. Decrease of CD4(+)CD25(high)Foxp3(+) regulatory T cells and elevation of
CD19(+)BAFE-R(+) B cells and soluble ICAM-1 in myasthenia gravis. Clin Immunol 2008; 126: 180-188.
Kang SY, Kang CH, Lee KH. B-cell-activating factor is elevated in serum of patients with myasthenia
gravis. Muscle Nerve 2016; 54: 1030-1033.

Uzawa A, Kanai T, Kawaguchi N, et al. Changes in inflammatory cytokine networks in myasthenia gravis.
Sci Rep 2016; 6: 25886.

Robat-Jazi B, Hosseini M, Shaygannejad V, et al. High frequency of Tc22 and Th22 cells in myasthenia
gravis patients and their significant reduction after thymectomy. Neuroimmunomodulation 2018; 25: 80-
33.

Zhang Y, Zhang Y, Li H, et al. Increased expression of P2X7 receptor in peripheral blood mononuclear
cells correlates with clinical severity and serum levels of Thl7-related cytokines in patients with myasthe-
nia gravis. Clin Neurol Neurosurg 2017; 157: 83-94.

Uzawa A, Kawaguchi N, Himuro K, et al. Serum cytokine and chemokine profiles in patients with myas-
thenia gravis. Clin Exp Immunol 2014; 176: 232-237.

Roche JC, Capablo JL, Larrad L, et al. Increased serum interleukin-17 levels in patients with myasthenia
gravis. Muscle Nerve 2011; 44: 278-280.

Aricha R, Mizrachi K, Fuchs S, Souroujon MC. Blocking of IL-6 suppresses experimental autoimmune
myasthenia gravis. ] Autoimmun 2011; 36: 135-141.

Yilmaz V, Oflazer P, Aysal F, et al. Differential cytokine changes in patients with myasthenia gravis with
antibodies against AChR and MuSK. PLoS One 2015; 10: e0123546.
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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.
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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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=TI

ESHESH
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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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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
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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 &
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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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w
¥
&

- S - AR

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.



$18 EEARNE (MG 5

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
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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
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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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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,
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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.
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FHFAFUY CQ 59 AFET
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=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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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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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.
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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
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vasc Surg 2018; 66: 581-615.
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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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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
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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)
12)
13)
14)

15)
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Ji 21 2008; 11: 227-231.
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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)
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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)

Hillmen P, Hall C, Marsh JC, et al. Effect of eculizumab on hemolysis and transfusion requirements in
patients with paroxysmal nocturnal hemoglobinuria. N Engl ] Med 2004; 350: 552-559.

Legendre C, Licht C, Muus P, et al. Terminal complement inhibitor eculizumab in atypical hemolytic-ure-
mic syndrome. N Engl ] Med 2013; 368: 2169-2181.

Lindstrom JM, Seybold ME, Lennon VA, et al Antibody to acetylcholine receptor in myasthenia gravis:
Prevalence, clinical correlates and di agnostic value. Neurology 1976; 26: 1054-1059.

Toyka KV, Drachman DB, Griffin DE, et al. Myasthenia gravis. Study of humoral immune mechanisms by
passive transfer to mice. N Engl ] Med 1977; 296: 125-131.

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.

Howard JF Jr, Barohn R], Cutter GR, et al. A randomized, double-blind, placebo-controlled phase II study
of eculizumab in patients with refractory generalized myasthenia gravis. Muscle Nerve 2013; 48: 76-84.
Howard JF Jr, Utsugisawa K, Benatar M, et al. Safety and efficacy of eculizumab in anti-acetylcholine
receptor antibody-positive refractory generalised myasthenia gravis (REGAIN): a phase 3, randomised,
double-blind, placebo-controlled, multicentre study. Lancet Neurol 2017; 16: 976-986.
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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.
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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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MdbO HEEEELZLEMGERETIE, ia) vy X7 7 —EEOBRGENSL L, VY
Z 2= VIHEEEHOHETEr - 72 L OMREDVDH D .
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LNTWA Y i3 YT AT 5 —BHEOHBEGIMERDOLENE SN d L 1%, FHICEE Ik
HIEL, BAREEMICHEHTAZLIIEOGRETHS
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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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o ohwv. B, MG TOTHYF4 7Y VI, KBTIIHEBERNTH 2
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