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HREF J4E (myasthenia gravis; MG) 13#EHHHEEIBOS I 2 UESEASINL Z EI2X D 5
FES %, MERHOKEREDOL2TIED s LB HEOEHVERTH L. HEI S EITVE, FIBICE
B AR 2006 4O EEFREFRETILS A 10 HATH WY, BIFEIE 20 A7 10 J5 AFEEE, 42l
BERI2HABREFER SN TVD, 200, ZOMKREFNRREZHHEL LD L3554, -0
Wik DREG 2 MGt 4 2 721 TEIA TG TH Y, ik FE» AT R E RS, L L, EBEMICATD
MG ZH M & L, MG IZHIRD® % ERiIL2 ) THER S 7o KRB 2 S sk LR i3 & A SR L &
VEWV S TR BT, RIS T AEEENY - #ERTE MG WF2E % el ) T 2 RFE O % fii i 3k [F
727" )V — 7 Japan MG Registry Study (JAMG-R) ##85rL, K7 )V — 75 MG OIRREMIHE X URFE %
OMHTERK L CTE72E/BO—EBE2 Wi 5.

1. MG QOERFRIVEE & S

MG (TR ETBOREEIZ LY, BT Z ) HNRT 22T 20008 TH 5. IRg TELHREK
EEIEEE 7 SRR ORI C, IRAFEEDA CIEE S AT, IHMgEE T - e mE SEE -
PURCAH I 7 &3 U, S EEB) TR O 720 N LI g3 2 LB E 35 (7)) —¥). 0%
75 80 ML E ThH SW BEWMTIIET 57°, IAEFIED LA ENITHIE L 2> T a2 MG i
TR & o THRRIESBA R 2 20 SRR L WIREOH M2 X 5508 LT, E-L-T 581 b
YU, MO % A PE L 2 VW ESE 50 R O RIS E MG (early-onset MG ; EOMG), Wi % &
B L e W 38E 50 ik DL E o B 589E MG (late—onset MG ; LOMG), HMafiiERS#E MG (thymoma-associated
MG; TAMG) 273 L72b D TH D, E72, DIRPIFE MG B0 AF (b LIIRT V7)) O
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THYY, THIFE-L-T HEE NI %5 . EROSMHIC LY, IR L 4 H8 X v 58 TR
H5.

TN E TIZ MG TEEMEEOHEMEH CHUAE2HE R ST b, 1960 FRICEE-H S 7z 72 F v a )
V235K (acetylcholine receptor ; AChR) $itfhLIAMIZ, iy B4Rl F 02 > ¥ —+¥ (muscle
specific tyrosine kinase ; MuSK) #ifA%, LDL %7k ¥ > /82 % 4 (low-density lipoprotein recep-
tor-related protein 4 : Lrpd) Pifk® % EhZnTh b, o0 HCHAOHEEICZ X > T, AChR Hilkby
T MG, MuSK $itfhBatE MG, Lrp4 §tfhBatt MG, PUABEMEMG L5352 L8 TX 5.

2. EEBBRANEDREDES: EMES

MG IZZDHDPRTEBY, O TEZ ) —EE#EDET, SHCEOFE, FHECEHREORETH -
72, 1910 AEACIC NS O GRS S 7 1930 ERICH T ) Y T AT 7 —PESHH SIS LD
27208, DBEVHWIZINSA MG IBED 2 K E 25 72, 1960 FEAICABREA H CRIBHRETH 5
ZEMREHE A, 1970 RS AT u A FERGRMBELIFENITONDL X)Xk o7z, L ThH, A
THA FZEEL7-0bLEHETHREL, TORKEMEZPITTO oK) EMET S [ AT A FETHEHIH
R ASEIIR O 2 AN 2, R ST MG ORFEEE LTEE L. ZIUl L) MG O LTERIL
FTL A L7z 2000 4E121E 7 70 ) A ADS, 2006 F12iE T 7 0 AR UMRBRER & 20, RFETIES
NSHNVYZa—1) YHEEDN MG BT 5 0EIHEE L U TR E 2572, 2011 4FICI3E 7 1
T UHRBEE R & o 7

27 U4 FOKE - BHEG51E MG OFFEEREL B 5 20 2F W S 7225, BEFFRIE 1940 F L { 5T
Fo L TRV ERHLAE DY, MG AEMOES U, BN EEY BT 2588
THLI EhaHO-OTHMmSEoN. T/, A704 FORGAEMRICBIRIZON, Z03FEF
HEWER D ARG O (quality of life; QOL) ZHET L Z AL NI R > TET, # L WIGEEIEO L
WrEBEZLEoNTER o7,

3. JAMG-R MOE%iL

JAMG-R OHij & Td 5 East Japan MG Study Group (& 2009 4EI2H8IR, Ak, RS AHLLE o Tk
SLENTz. T 2T 330 A0 & AR 2010 4E 20 B OB T RIBFSEAE SR AT A7z, 2011 AR ICIEH
WA 2 E 11 MR, HARZ MRS 2 L a3 M o se il 2 E S 7z, 2012 412135 2 [IFH A 05
ﬁ’@éﬂ 640 NASESR S I, BEWHY - HEWTAORFZEDS T b7z, 2014 121 & SICHB 2K L T2 R 15

% & L, 2015 FICEE 3 Mo ﬂ*?ﬁ‘ﬁbﬂt EZATHAH. BEHFEFEITH 1,000 Ni2F THEML 7.
JAMG—R DAYy ME, BEOEERHKEFRELRZZ) MGEMEOATHERIN TSI L THS.
DD, EFNRN—T 3 ‘/ODmV‘IEEm_J:éaffﬂifﬁﬁ%&T—?@é}%ﬁ‘ﬁI ETHDH. SHIZ47 AT

IZRHEZITV, AT EATT—YOMIELEERZToTnh. Zoo, HRETLHEHE A WERED
BWIEEZR MG O T — ¥ 03EfE LT 5

4. JAMG-R DK T — 4

X112 JAMG-R @ 2012 A2 3D T 7 — # %2753, MG Foundation of America (MGFA) 43
L Class I 226 VIZGTHbNAE. ZONFEIILUTOMEY TH L. Class I, IRFGFHIET O, FHIROH
HETFHH - T L, MOTXTOHIFIEE (VbW BIRFRD). Class I, HRF SO EEE O
T, IRAERORBE IR D\, Class III, IRFGF LSO HEE O IET, IRGEROEEIZM b 2. Class
IV, IR U OEEOF KT, IERORREIZIM D2\, Class V, [EWIFE S N72REE, N TR
OFEIIM DR, #E MGFA I RAED S OREMREROIRECFHEi SN 5.

E-L-T /I3 1 TR E B0 FREER & WO F I L > THET 2 ETH L. MED
BB L 20~25% TH 5.
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v 9.1%

CSR w
5.6% 11%

C PR MM 1
9.7% 35.5% 35.6%

1 JAMG-R 2012 4EATIZ 35D {AEII 7 — 4.

A, MGFA (MG Foundation of America) 554H.

B, E-L-T % %8. EOMG, early-onset MG (- #i %8 MG) ; LOMG,
late-onset MG (#%33&4E MG) ; TAMG, thymoma-associated MG (Jii
JhE B MG) .

C. MGFA-Postintervention status (MGFA-PIS, i # % IR #E). CSR,
Complete Stable Remission (5¢4&f#); PR, Pharmacologic Remission
(GEP 20 % %) ; MM, Minimal Manifestations (B2 HER) ; I Im-
proved (23#); U, Unchanged (A"%); W, Worse (1),

MG D iEFEH#IREE L MGFA @ Postintervention Status (MGFA-PIS) T& 5 b 3. MGFA-PIS (3584
% f% (Complete Stable Remission ; CSR), 22y % (Pharmacologic Remission ; PR), {8 IR
(Minimal Manifestations ; MM), 3 (Improved;I), A% (Unchanged;U), ¥ (Worse; W), MG B4
WA (Died of MG:D) 124 E N2 AHAEFICEEO 2 VL~V (MM BLE) 2EK LTV 5 0134
ROFEAREE T X 2\,

5. MG IC&17 % QOL DEEH4

JAMG-R IZBIF 5 EFEWZEDF — T — FO—22QOL TH 5. MG HWEMOHES NI WEETH S
Db, ZOEBIEAEEICh o TR, 20720, X QOL 21 L2 RETATFET LI L0 X b T
EETH5H. QOL ZFHlid 5 72D I KETHH SN TWSD X7 —)v (MG-QOL15) %R L THARGE
MG-QOL15-] % ERi L, R4 L B2 B L2, S E SRR T A =5 L oMM RET 5
&, EHBOEEE, #OXA704 FO®, ) DOORED 3O25QOL LMt L TWwab Z EHL N E o
7o E2MAATIRESICY v ¥ Y FHERY QOL AR EMME L Tw 2P MG oK IRE
(MGFA-PIS) ©& 7 v— 7% A7 04 FWk5mg LLF O & bmg %8 2 A8 & 124717 T QOL & o
*HETT AL, PRBLXOMMIZBITA X7 A Fbomg LLTFO#® QOL 1 CSROZNELFABETH S
EDHL»E RS2 (M2, ZoZkkl), QOL #EEICANLBED Y —4 v M [MM Lk
D25 U4 Fbmg LF] AZEF L & Hnt?,

6. EREHEI MG DIRRE & BE

MRAET MG EAZGERD 2 ELLEIRFHICEB L TCWwWA b ox w9, JAMG-R oFf& i, IRMHE MG I
RO 20% % o720 IR MG O 5 66% IZIRE T IE L B, 20% IR FTEO K, 5% DO
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40
| ] |
S PSL <5mg /day
3 30|
Q PSL >5mg /day

MG-QOL 15 (total)
N
o

N
| o

1 n=18 n=7 n=891 n=20

CSR PR MM 1 u
Post-intervention status

Rl2 KiGEEIREE QOL & R,
A7 04 P52 5mg LT ThiuE, PR GEHERER) ° MM
(BEMUETR) @ QOL 1% CSR (&2 % fif) O L IZIZFREETH 5.

AEE L IRBHAE MG @ 38% xiE# % S MM DL EOIREE F TR, FHRABBEIXIGHERT O Quan-
titative MG (QMG) score DSEidr o 72, AT 0 A N2V ZFFE % HifT S N2 IR HE MG @9 5 919% 13 BT
UGN R DAL, IEHERT QMG A I 755 IR T MG B TR E IR REEEE L EZ S
N7 IR TEAET 5 MG EEOH60%TIEa2 7TT=AMNCTHLT 77 ) ¥ EIBEASHEHTH
W B D B S AR IR T EOWHED A SN LB LR, BEN RIS ROES X057 2%
LE) ODROBDBKIFEHTHDL. BHICHHTEX LIMERE L L TEBOZEICBVWIEFICEHTH
L. F7z, IREEZ BT ONERTIE, KESIIHRICHE L TB Y, FEGEEISL L2 VIR T
T (20F L CHRBEZS LARIZ I L C X WiiiETH 2. FRICRHE, LHEL0IRT<T MG OB
BOLHNCFMEZITEETHY), RETELZETLEFIIBVWTMG A ARSI LW ENEETH L.

7. MG ICH T 2EAX 701 KiaE

K - RifloZ 704 FiGES MG EZEOEMGTPHEEZZLLUELZOIIHND ZWEETH L)Y, K
MoxTo A FNIRIGTHHEGERE, 7 v > v FRER, BHMRE, BEWE, BY9E, IREREE AR,
FEAELR, BiEE, EWEEE 2 A oIEHZ SRS, /2, SHEOATu 1 FiZQOL AR &
B LTI e LAZYY . 22T, JAMGR TIBEIIZIT AT O NG & BEDORR
(B)7) & % S80I CHET L7z, RS2 ER)E 25 MGFA-PIS 12T MM ML EO# (§@)FBIFE) & TUTo
B ERARER) 2B THRARIMIZAT O NIEEORRERARLY . X—=25 4 ¥ TORMBED
FREEICEEE I o7, BRBFECIZATOA FORSHESERABREL ) A HZITKL, 27
O FOREHERGIIZ MM PLEZEZK L7-E62°84% L Emo o7z (BRIEAEBIZ31%). 2225
FARND Z L, ERBFETIIROHICA T, FOBREZZIUIEETRLTLRSLTEY, —F
HIRARHETIIWCHLAT0, FOEZ LIFTHORIGLTWARWnwE W) ZETHDH. T4bE, MGIZIE
AT A FROSEDO—FEERNIEDO—REDRHAH L EZ NS, AT FAREEHRILZS, Wieds
IZATFOA FHG52FIZEIZTOTIER L, BOIHE L TR IEER L2 ZETRETHHH.

8. R AEE
Wby, Hia) ¥ T AT 7 —EHE R T U A MK L 0GR R 2 20 o 2R T H LIV S5
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59, HEbDNDONEY 70 ) AR, VI UARY) UARbEDOHVy Za—) YRHERE MR (g
ERE ARG, RESO T v, STENEEER S F SEREETEEY FICAN, BRI, 27
MG DG & 2 SRR 2 1T, AT 0 A FEElsEE 2 G L, 2N CEDHOEAIIE LD T
GEEINHIEE A L, BERRC A T a4 ROV AHRE, MR, fEsu ) VARG TS, Lwok
EAY 7= FThotz. Lol, BEMICH2KEAT04 FOMENHL NI R TEHTE, £
W BT D37 7 IR & % 2 DL ED D 5. FDO—DOH4EGH MG 1263 2 B = THh 517,
AR S MAE AR eI 7 a7 ) v A7 a4 RV A 7% ERFEMAICHY, &2 bREr iz At
LWL ATOAL FEGREZROSZ )LV LDOTH L, FIERIIZHRIERZEYET. 2975
ZEIZED, WBRREIIBEE-S-TWL., b B55A, A704 NG MG OE IR EEL §
LETHRVIEGAENLNTHA . FIIBRIIEEICD RIS L\ X 9 ZAER Tl TIRERGEE ORI R 25
HENDD, BELNLHED L 2 A HEHEHOFHFE 2\,

9. MGEZEHA KZ1 > 2014

HAMEE A HHAE L 2014 4RI FEEE 2 MG BB/ A R4 2 1213 2 $ Tlzak~<72 JAMG-R
DIFRFERDIRE CHMEN TV A BROERNLEZ T E LTRO 4FHELRHITHN TV,

(1) ASIE MG OEEEMRIIHE N 20, GEFEMICH2 2 L 2B L, EHREME QOL £ ~
TNV A% BIFIZIRD & 9 I\ HRFEEIE 27T 5.

(2) MGUHBEICBIT2RANOFHERZEL, [HO7L F=v 0 rybmg/HEFTMM LX)V THD), Z
N BHLERT 5 &) GBS EE 2 5%,

(3) &HR MG TIEFE2 o A RERLE 21T, AGICEELZ A U5 Lo MG fERIZZ: 5
NCEMEICYEESE S, RPINAIRERIDVREICL LD L0052 F Lw

(4) EHE MG OFEETIEH  FTRIEEEDSFLTH LA, Pray v A7 I — BRIIHHPIEH &
LTHEMTH A,

ZOLEHIZ, MGHBEFA KT 4 2014 TI3EH QOL 2 BAFICHD Z & 2 HAE L L CiiEEkIE % 72 C
LI LR TVD, ZIUIHRMIZATHREL R L, RIEOFTA FIA4 i—%K)—FLTwiE
Voo T vy,

10. ZOEHPOAREBRRE JAMG-RDOZhH5

2N F TIZ JAMG-R TiE MG ¥ B2, MG L BREREE?D MG &9 2% MG & BHEES, MG &
LREE | MG OIEEBER, # L\ MG OERSHES, AFICBI AV Za—) YO HE
B & WS ORI ABBLTWS, X512 2015 4 ThbN 724 3 OFERERE b & 12, BIEA
704 FAEME MG ORE, MG & EWEE, MG 7)) —EOkE, MG 2SEE 25 2 S 0y52E ik
razn) ORI, REIZOWTOMENEITHTH 5.

MG (ZTREERE O BEfR 16 B S LI A 72 H COSRIER B Ch 578, RREHOFIHIZL {, MM Dk
ERL TV EFITPHICEI 2w EEELOMER DSV, 5% 0 JAMGR 2# U CHOEH W
MG DRI ZE % el TW L FETH 5.

E

JAMG-R OZNIfiaIE TRLO#E ) TH 2 GBEOSIER b &), ARERKEMENE, JeiEEE
Bt v s —HENE, R EICEMBEARENRE, ALK REAR, ISRt v 7 — MR, TR
PRENRE, AR5, SR EERLRSARE R, BRI N R, RO EERPR AR, O T
EERFR AR N RL, IRREE R BERE IR, (TR N RE,  JUNRSEARE PR, SRR B e
Bl RIFRFERERAREANE, RIFIMER Y & —ifENEL S o SHCE# - L E 5.
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QEEFE : 1963 AR IR ICAE L. 1988 AFJUNKFE AT A, 1988 4F LMK FIHBERHMEEE. 1990 4F
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