X: HTLV-1 %7247 A, B, Ir &, Tax DEZETEM{LEE, Rex DIERT T A 2RI S ERBERED Ll

oX ERISH TR T TR RS

Subgroup

ATK-1 (B)
Kogoshima {A)
Iranion (1)

ATK

Kagoshima

Tax A pay
Iran Rex Ir (T68) + 20 a.a.
sk il el oo

Tax I Yy, I~V N—H 6—E

Tax OEBZEEOLE

:
L

Ratio

| P ———
WT/NF&B |

Ornau b
ooocoo

- Tax A Tox B Taxir

“NF-«B Btk 12893 LTR BEAROEER Tax Ir ISV TEI -k,

) 8

PCR prirer

Fo B == 0

Fela BAU 2937 HHI T
HA-Rex SHRGS—E

RT-PCR 47 | Chrzsdiy 1 Taeoss—arved |

(A) RT-PCR
| o cen | | 2957 cent |

Rex A Rex Ir Rex A Rex Ir
. unspliced form ¢ 10.0

Hela cell |

Fald activatio

-8 actin Ab

© 20 40 80 20 40 BO
T PR
Rex A Rex Ir

rg)

Rex A LHEELT. Rex Ir £RMEEBRTIE RIS CAE aNA OB, BV, AT xF—HEHMET LTV,
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Inclusion Body Myositis associated with HTLV-I infection

SEEREE HEFZD
ERRFFEE  HEIRARLE®

BEEAA D, MEEIEY. MOGRRY, FHRIEE®.

MMEEEETD, RIEKER?, REAEZY AHARY, M iL?

HREE

B ER 6 (FIEFHRE 62—65 5. BiE44l. xiE26) . ERSREUBHEY HTHET
MEFELIIHS T, EFS-6IERBHTHD. 24 60 BRATRELERETHE
DOEEHER. HHETEZEL TV, £FITIER HTLV-1 AL EHE T, BE
T o130 TCIEHAETHLEETH 1z. HRE  £FTREMZE. rimmed
vacuole ZEFRHT=, ZiEHRAIE CD4ATY/ Bk, CDS“”U‘//(E‘}E\ o077 —ITUFE
EAE DEFBRHEIE LI MHC-class | DFEREROT=, SEH L. BEMHAMER
D HAM FEYRH%EHLTLV =, PCR in situ hybridization D$EE . HTLV-1 proviral
DNA [Z helper inducer T cell [ZBTELTUL =, Tax pentamer AN -FER . FHRHER
B HTLV-1 45289 CTL NFZEL TV A IEERERLT-, flim HTLV —1 BE(TED

5 IBM BNIFEFET 5, (405 F)

HREN

= A xF 55 % (Inclusion body myositis,
IBM)IE 50 B LI E CRET HHRELL
TERVHEENB FETBRLGRET
F o §E. HTLV—1 R ZE(ZH#5 BMAF
HETHAREMERBLEOT RRY
B
¥ BER6H| (RIEFHHL 62— 655
B4, xtE26) . EIRERRUBE

LERBRFRERERERGIER
N - BERZE
2ERBRFRFREIRE Y A NV AREHE
T E—

3L.&RERRE BEDNF
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ETAIMEHNEEELIEHS T, EH
5-6(ERBEHTHS, £ 60 AL TH
FELERETHORBRHER. HHE
TEZELTVWELE BITRERILEY
HIHTIRIGIETER T, Z<OHITE
ELBER-FHETICIIMUERE
DIREEIZEH>TUWN D, BHLAVESERERE
EERBTIAREEZELEMIEAEL,
£ TIER HTLV-1 FiEL BT,
BEET-o-36TIEHETLBETH
o>fz. REMNGEFERTT S
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LRE 63 mEN L. TRFHHETEE
B, ERITFRAITE,

HREMAR:. HREREMHEEOR
HIET (2-3/5), FhZEHE (AR-T8 F &8 -
EI) RO, BILIEFEE, Gower' s
sign B, FHRBRSIEETL.
Babinski &Iz BRERICEIESR
L @ E B T I fibrillation (+),
myopathic changes AVEFEL TL V=, CK
343 U/ EEFE LR LTV, D 5 fiE
BlLEXRMICITELUOER -FBEE
LTl=,

HRE . A TREMAZIRE. rimmed
vacuole ZF2& IBM &L -, BFET
[ . glycogen, membranous structure,
myeloid bodies.Z & A,1= vacuole, , 18nm
filament OEBEZ RO, FBEMERBIX
CD4*1) 2/ Bk, CD8*/ Bk, To O
TJ7—U T EEAEOHBRHEIELIC
MHC-class | DFEBRERHT=

HAM RIEICEDHAEEXDEGHER-
TAIWADRFDEN RRLEG5E
BHZFH LT, BHRIZ HAM FEVRID
odds #&tE =, #HER:SEMIX. FUL
odds ZRLTHEY. THEHLEINLDIE
Bllx. BEHHAMERRD HAM FIE
YRIEBLTVWSIEETRL TV,
PCR in situ hybridization : HTLV-I]
proviral DNA & helper inducer T cell @
marker Tdh5 OPD4 Gk BEL
T=,

Tax pentamer ZRULV= HTLV-] 1521

CTL M#&Et: fEHIS (HLA-A2 [GtE) #F
BN THRELE-ER. HRERAEIC
HTLV-I 488 CTL AEBL TS E
#RERELT=,

REEORRE: AHARILIEREXRED
HEZERICBVWVTEREZZH-. &
RIZODVWTEHEZBRAANTRICEHALT
L, XETREZRFTWLS. BADHE
WITRLTRICH I ENGNKIITH
DOEBRFILL, TSAN\—DOFREIC
[E+2IcERELT-.

==

UEDHERE., BRUERIEIHFET
HEIR7T IBM OFFRITIA  HTLV-T
# helper inducer T HIRE R U HTLV-I §F
Bl CTL O BEHEEL-. I
HTLV-I a1 )L REIEEL. £6IT
miEH HTLV-I A D EtE. 55 3BT
R TLHEBE T, HAM BEVR I
HAM £ TH Tz,

BED HTLV-T BREITHS IBM DEFRX
WEZFLEDTHET L. EHAT 2 #l.
ES T 5 BlomELNHY. 3 FllE HAM
ZEHLTW -, BERIZHITS HTLV-
[GE IBM O|EEZESRRETILINT
FEDTHET L. HLDBFEZEDHT 12
FA M - hEH A - LBEN TSN
Tt REEHIT 0 RBEHL60H
T.B&ibid2: 1&BHITS — K
7 IBM 4RI —FL TUV =, 2 filI% 8
ABREERAEE. R FR HTLV -1
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EHBETHS LMD HAM & 6L
TWBESNTS, 4D 6 HITILEA
LI EHAREREZELAIEEN-
=P, BEEETAT 3 FITIELf T
FHRRALEETHo - LEDHER
M5, HTLV-T BB /NKEFRER
CTLMA—ATIEERICTEEL HAMZ
ZL.—ATIFHITRBEL.IBM ITEY,
HAM/IBM Z &89 $IHE*°. uveitis
arthropathy Z2E DD HTLV-I BEELE
EENTITHALIIT.IBMEE-EN
DHDERTHET HHLHFEETSHHE
BEtE ARSI,
R |
HTLV—I B E(CEH45 BMOAFEET S
CEERELEL . CRIE HTLV-T ITK
HEERmEEOH-GAEEERLE
LD THY . FEFIZ IBM OREREZBED
T OICESTTEEENH D,
BEGEER

7L

M EEOHE - &K

HEFRG Bl
ERHFEEHZ L
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BEREREEIC

«ﬁﬁk%@u
SSHRREFEE s D

e B MR,
o, EEpk?

MEEE

BUKE— 0,
CKIEREEY, B #Y,

BP9 D IR ORE
eI AN

FEREA Y, THEEY. B I

BRER”, EaARFBE?

MG & BRI DOSOEN EOBREDEED D Dh, £ 7-E80F L7 MG ES O EEFRIFFIZOWNT
BET5o b Lz, 2004 550 3 EMICEFEBREBFLIRERTICZ2 LT MG145 Flz st

gL, M2

JREED b FUR IR & & OF T D 2T,

ERREYICRE 21T R o 72,

FURIRE 2SO0 L7 MG BBE 12 84 T5. 5% & BEEICRD b, MM OBRETER S
HBEHOMN 4 Bl Mg RECREE L, FRBOREEZII2MH papillary carcinoma

2L, 705 stagellLL ETHo 7, MG
MG OB CIIERBEOSZ LE
BEbohi,

HRER
BIERFESE (BUF M) 1 LiZ LIZ Rk iRz
BOSHRRONAZ EBHLNTVDS, &
[EF 21X MG & FURIRE D& HFDEE & | &0F
L7= MG EFNIZE D X 5 e AF T 50
BT 5,
HEFE
2004 £ 5 0 3 FERICESRBEESEFLIER R
FRicZ2 Lz MGI4S il e L, R
Mo RRBEE A0 2EEZH BK
B IIMER]. MG OREFE. R, KRE
DHES, FRRELEMSh R, PR
MR FRICOWTHRFNEIT o7,

1) E Rt ALiR e e re R A
2) E SRS LR R RS R
3) L E K ZEZH AR AARAREL B

CIIEEECRERBEOAT A RSN RE S,
ABEIZBWTRELZITY L FRBEORBHREAICORE S L

S R

FRIBEZ A0 L7 MG BEIX 84 T55%
RS b, HRNIBME/ &M 0 3/60 MG D
FEHE DEEIT 46 B2 D 63 5% £ THH 55, 17K,
4] MGFA 4y T Ma~b DERELHRI MG TH
BRAIEDR 4 B1ZF D 5 B 2 FINEEERRETH
o 7o, BB Ach-RFUEBHETH o7, (R 1)
IR B S FE 1 & U 72 B T M AR BRAIT D 9
BTRRE TEAHA Liz0) 4 4. 1 GRS
HTEFIC R L7 RER O U o $Hi 2 b Bt
FRBEENEODNEBREINTZOR 1 #, 2
FlZMIsRE RIS, ZnEh 2 £, 11 F
BT ST, 1 BT 3 RN FRIRE DT
 FR IR AT & 520 T, 2 0ERNIZH
B AR I R O Y B 2RO
7o TBERIZ 7 BITRT A FIRENMTh,
EEMERERELY &0 L7 1 FLIIBERRIE
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BIT72oivlc, MG DRIBIT 4 BITHRAL A S
NAT A ROBWERLREMFIFZHEE L.
R R 1
T, FEBENICE S stage DFTIX 1 fil%
frEll~Va ThoTo, G2 FPRIZOWVWTIX
FRIBROENREZ I TH D 0 » A~15 £fF6
L7232 BILAMIBER. BB ERD TRV,
ER

MG 1= BRI O & BHIERIRE & LTHRER
ENTWD, BRENCL 2 & RRBEOEAE
BT AN 10 5 A% D 0.3-1. 0 A\RREID#
E2, U HBRTOFERRBRF T 5-10% &
BRICAHENDZIBZ L AED len LT ORK
INEE TCREEDIEE LT b BRI IR
BIZRBRWVWEEZ LN TS, SEIOHR
T MG IZIXERICFIRBE DS F80 6
. BERFEHIFTOBRECERIND BOR
%30 T, FURIR O R IR 2] papi llary
carcinoma &2 L TWiz, Z OEEIEFIRER
BHEEORNTRLEZERONDIEE T
D, B TREIFTH DR,
RBNEBEZETA0RH Y EBEELET D,
ABETCIE 8 fH 7 BIAS stagell LA ETHEIE
TERWEINRE N o7, FIRBEITEERS
ZEBREL, BT a—RENBRDTH
AThs, ma—KREEN-FUVITHLEE
CAEENARL 2B ETFRIEND, ER
HICEBOBEN TE 5 & ERBIIRRE 1T &
FR B HATIRBCIT R ) ENTETH Y,
NIRRT o —EISBA L TREL
Bohd, FRIEEZEHHED 8 FlF 6 Filix
MG R & IZIERFBENENLRITH VD | RS
BIBEE 2T 1 BILSME R RIRRE D FEAED

2 FR BT papillary carcinoma

Yrosgi, B
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L MG ~DOBRICLDEBIIRVLDLE
% B, MG TIIEAR. FRBEZEH LT
WIZ EIEMLENTVEHR MG & FRIRED
fiE & DBERIIFAHTH D, 5% b MG & FRAR
BEOEHIOVWTELIZBFTFLTVELL,

%1 [MGOEED]

SER | 180 | | AR ik HiAch-REitk
(MGFA) {nmol/l)

1 F |62 Ta Hyperplasia 9

2 | F | 61 Ia Hyperplasia 450
3| F |51 Ta |Thymomal £ 36
4 | F | 46 Ia Hyperplasia 167
5| M| 83 Ia Hyperplasia 1.1
6 | M| 63| Ha |Thymoma I#i 71

7| M| 49 Ib |Thymoma M 45
8 | F | 46 Ib |Thymoma I & 490

x2 [&HL-RIRERES]

fEG] | BHREEE | 28 FREBLARE | Stage
1 0 e ? papillary | I
2 0 Io— papillary {WVa
3 11 By papillary |Wa
4 B papillary |IL
5 0 CT papillary |WVa
6 0.1 o \Ei85%5 |papillary |
7 2 a— papillary |Va
8 -3 EE papillary |Wa
SR BIERIEH TR O(E)
Xk

1) The Japan Cancer Surveillance Research
Group, Cancer incidence and incidence rates in
Japan in 2000: estimates based on data from 11
Population-based cancer

registries.  Japanese

Journal of Clinical Oncology, 36: 668-675, 2006
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AR 5 2 EE 75 2B 0 9E D2 F TURBAT IR F DT

SEBRE  BNLES D

EFEFEE BE—F D, HEEX?, BREERDY

MRES

IRFEEREHEVEMGIE, REBOHHICER/LEZHNETEZEL, HEBRHTHRERIFRE
BLUESTLNATHS. LML, RARGE MG TRBEE# FURNII2FE~ERTHE
BENLDRERSHD. T2 T, RHE MG OBHE 59 £ (FHBEHM 4.7 BRI, BK
BRI & 2 FB~BITT 5 EF OB 2 RS, WRISAT2EZENE LR AME AL
Tole. ZORR, RHEMG O2FB~OBITRFL LT, flACRIEBHETHEZ &, R
A DEFICR T D, FRHER TORERBHARIC T waning PROND T EBMERML LT
biIFonic. £, HBRHEEREDCRGE MG T, 2FU LORNRBRICSHFTIIBITTD
—BER LD, EBIT, RERRE ORLPREEIIRISN AP0, MIREEZ S,
RREE AT 3 ETT SN EMIIEH BT A7 BREN b0 & Bbhik.

5 EA=E)
IRAFEIEER | IEMG)E, IRABOFR
WKRBLEHMETZEL, LB THRBAE
REBEMBEST O TS, REDIEFSF
FHTOVWTIT, RN & OB 2R
RETIERL, 2V r=X7 5 —EHEER
ElL &%, REFEFBRERTOILD Z EBEV.
BAMRGEYS/ BABRIGRESERAT
B SNTIRET A R T4 2 Tix, RARS
A MG i2B8WT, TRMHECHRIE LIEF D
50-70% BN EHB~ERTDH L ENTEY,
TOREE~DOERIIRER —FLUNOHEE
B, F 80%DIEFNIFIER 2 FLUNIZE
HE~ERTS) L ah, TRBEZMfDRY

1) R B RFER B PREAF
2) BRA AR

IRAZ MG TiL, BRARMHAPFET L
MOHTY VT RT T — BRI B L
FEDATuf FEOEREZRA, AT uA

FEZ ST EMHRICETED 2 W iie s
MG ~OERANIMRHERITZIT > OR R
WEEZLND] LanTHWS. LirL, &
ERA~BITT AERIZ OV TR & 75k
IR HIR.

A ENIIRHE MG OBEICRWNT, BRE
REH bL2FRA~BITT 2 EF ORI 2 RS,
BROSAT2ER2ENL LB AREHE
ZiTo 7.

RERAE

IR REZIRBREIT 1993 42> © 2005 £ 12 4F
RS k=2 L MG BF 0N, IRHE MG
EFIBEBRICRE AN TW3 59 A(CFHBIEH
M 47 £)2xg e L, IALVTOREE
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=1

BEER, BRAEDE LD,

Ocular type  Generalized type
Number of patients 47 12

46.4£22.0 50.5+20.2
Age of onset (year) [range] [1.8-78] [5-76]
Gender(M/F) 20/27 3/9

27.8+147.1 7.4+6.8
Anti AChR Ab (nmol/L) [range] [0-980] [0-15.7]
Anti AChR Ab positive ratio 24/47 (51.1%)  9/12 (75.0%)
Thymoma (+) (%) 9/47 (19.2%)  4/12 (33.3%)
Thymectomy(+) (%) 12/47 (25.5%) 9/12 (75.0%)*

Interval from onset to treatment (year) 1.8+£3.3 1.3£2.1 s
First line treatment (< 1 year)
(A) only or no treatment 28 4
(AY+B) 19 7
immunoabsorbance therapy 1
Thymectomy 8 5
Immunotherapy for ocular symptom(%) 19/47 (40.4%)  8/12 (66.7%)
Maximum severity
Ila 2
IIb 7
1IIb 3
(A)Anti-Ch esterase inhibitor (mean + SD)
(B)steroid *»=0.001

retrospective I~ review L72. HEREF & LT,
RIEFE, MR, iTEFAra Y UERREK
(AChR)FUAA, #HT AChR HUAIGMEEE L,
FRHERICB T 5 KERERABRRNS) TO
REFROFE, 2B THEHEHmEL,
Mx CTIEEBEERT & LT, MERESHE
fafas A e T D F &, BEOIREETO
HiE, RERCHT2HRERROFTERED
ZFRFITOWT, IRFEEEO B & £FUBAT
BEGEOICHT T, MErFRBIT 21T 72,
(REEADORRE) AHFE T HEBR T
EAn2EERERAVEY, BAFREE
WWERE L TTF — % ODEALEITVET L.

BEER

GEHOBET 124203%, BHE3 4, &
94)ThHo7-. Hi AChR FUEIGEBE LT
GEETEBVERICH o 72(0FE51% vs GEET5%,
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FEZEEL). ¥, GHOBEFIRBWT, 12
AT AN 2 ELNEEFEITBITL TN
28, 10 Ll ERRB L2 BITBAT LIER S 3
BRBDT. X T, 2FLUNITBAITLIZEEL,
TR T TR LI A, 280K
KRBT LB CRRBEFHRAFRICEFETD
D (62.1 %% vs 34.2 5%, p=0.019), KIIRIEZFE®
ToREGIZ 72 <, BT AChR FiikBtERE L
> 72X 1).

72, 2 LT RNS Z AT S /i R 21
FIsR 3 GRS GEETH Y, HRERH LIS T waning
EROZ2H0FWNTRL GERIIEENL TV
(X 2). BREEEE TIX, MBRESHEO
B 19% vs GEEBR)ITAEBEEERD R o
HLOO, G FHICESVERICH Y, KRR
EZTTVIEFELGHIIBWTHERIZEZ)
- 72(0 B 25.5% vs G BE 75.0%, p=0.001). G &
OFO 1 FUIIRERRER, 1 fliiesiE



8S8gatalesC«C-CAaYH

,, TAL2ZAM2ET

OB AR
C-mosam
sk 1 1 11

T T 7 ¥ T
2 4 8 8 10 12 14 1 1)
TWITABRNS SN

X 1. ©£ERBITEIC OV T O

THRICHBREEHR 220 CBY, UIEILH
B E TOHMIC YW TIIEEELZRDAR
Do T, IRERICKT 2R ERIEIC O W TR
O B£C 40%, G BT 67%ICHEIT S LTV a3,

BEEEERRD b oT.
£

Kupersmith & Y135 AchR FLiABETH 5 =
LIEREFHEBITIRZERVSDEHRELT
W53, SEIOKRTFTCBOTCHREEIR DR
3o 72 b D OHLACKR FUEBHE MG 13em
WWRAT LT WERIICH Y ERRSE 2 XY
5LEZ7-. Flo, GHO—HIZ 2 FLU LD
RBE > TE2FEIIBITT 2 —HERD,
HLERHOEE FRIE DIRARE MG TR RSB %
WEHEICBITT A RRELN RSN T

SR RIC R U CId s m A o S il 38
OfERIZRHE MG b 2FB~DEREH
B2 EERET AEHEORE VOV INHS.
SEIORF CIIAREFREZIToBHETHICE
FEBITENPEVERICH > 7225, G HETH
JRES N BN ENEREE L TWAHE
RS D EAOEERNLETHS.

& HIT4[E RNS I TIREH LS OFFHIC
waning 3D b3 Z L BNEHEBITHRTO
— DO ThH DRI RSN, MG DBENIC

14 SHUABT.
104 SAIZFENS104E
o LLEEBHITIET.

£S8ga alesCC-CAAYH C? 1°8@NGO

» GHE2ELRNICBITLERE ThUBO

BlooTHE 70
» SEEEEROTHE
e 29ELIN 6212105 £0
= 2L 3422107 .
(p=0.018) ﬁ 1
= 2EBUBICBALEERORR B p-
= thymomaldEB&HiLy, L3
(DBBTRTCRAZBHS) ha
« seronegaiive MGZERBITERNE. 204

(DB TRTIL 2 seropositive)

RERAH LS

> waning

=)

F2. BRI X5 RIEHEABREZ 25U E
THEAT L7z 21 BIOREYT

DVNTDOEEDITERD review? TiZ, RNS i
IR MG TIUREEAZBICES, £85I
BOWTHBEEOMBRICBWTHITT S F R &
WeHERBEN TV, Agus & YBIEHE MG
DAHI A T RNS 12X BRENRRD
. ZL OIRBREIED MG 13 | LRSS
FEREZBRT L LT, AT A RTCORERE2H
BLTNWS.

0 o
RFHE MG OE&HB~DOBTRF L LT,

PL AchR HilEBMETH D Z &, IREWHLST
@ RNS {2TC waning RR.ON D T & BMER &
LThiTbhi. £z, HEHEEREDR
HEL MG T, REBERIIE£FBIHBITTD
—EEHEDE. IDIT, REREEDOHDL
DREEIIREN R, MREL &6
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1) Kupersmith MJ, Latkany R, Homel P.
Development of generalized disease at 2 years
in patients with ocular myasthenia gravis. Arch
Neurol. 2003;60(2):243-8.

2) Sommer N, Sigg B, Melms A, Weller M,
Schepelmann K, Herzau V, Dichgans J. Ocular
myasthenia gravis: response to long-term
immunosuppressive  treatment. J Neurol
Neurosurg Psychiatry. 1997;62(2):156-62.

3) Mee J, Paine M, Byrne E, King J, Reardon K,
O'Day J. Immunotherapy of ocular myasthenia
gravis reduces

conversion to generalized

myasthenia gravis. J  Neuroophthalmol.

2003;23(4):251-5.

4) Benatar M. A systematic review of diagnostic
studies in myasthenia gravis. Neuromuscul
Disord. 2006;16(7):459-67.

5) Agius MA. Treatment of ocular myasthenia

with corticosteroids. Yes. Arch Neurol. 2000;

57: 750-751.
BERRIESH
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BREFRE : A2 L
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EEMENEICRIT 28 TESOLHT

STHERTIEE KBRS
EREPEE WBEK. AR &

MEEE

TR BRI A (10) © ADL/QOL 1ok % < BB+ BT THY. 6~24 % ILAHF
TBLMESNTVBR, ZORMAEA D =X MILT LB B ATRAEN, AL T
B TR DR L BEER L OTRICEET 5 EFIC OV T M6 64 FlE 55 L LR L,
B TSR I RS KON NS B T - 7ot TEWETERRE O FTEIEE T -

BEAOSEEREZBEEICRD T, &biT,

Eig LR A X 72 ES CIRAER AT - %

REHTHER L TN DIER (18.1%) « BREEZ BRE LRVERI(13.60) bH Y, ZD X 5 26T
R VEEMLE, M6 OETEEIIAREM IV IEEME, REHATRD LN, silent

aspiration DU A7 BEWLEZ bz,

MEEH

WE TR I X EE AR EE 1 SE (MG) @ ADL/QOL
WRELSLBEETLHIHERFTHY., 6~24 % I
EHFT A LHEIN TS, MGIZBIT
BETREEDFEMAR A I =X IS4 T LHH
LTIV P2, BT, MG AT D
MTESIEERETRZETES
(treatable dysphagia) THO, O =k
v — U REEEE R 4 O FBF, BETEEOE
&5 (vicious cycle) BT OE N O HEE
Th 5, A TIIM OFETEEDORH L
HEEEBLUOFRICEET ZHEFIZONT
Bt L7z,

R ERERREHEAN

MG 64 il (HETFEER & 7= L7=EE 22 #,
BETEEDR\VVEE 42 f) ExigE L.
Fex OBRBE LT v — MNREE - BRAT
R-BRAEFRIC & 2B L, &
biz,. BTEEFoOH 2 8 ITIX
(videofluorographic swallowing study:
VFSS) & 51T L7z, HHRED TAEEB T2V
T MG D TS OF-ERE L. 1BRERG
P & DRFEIZ D E R L7,

B~ DELE

AHEE, FRERERRFEOMELRE
EESFLTT2T, BESANRDIZA VT
F—LK-arkr 2% REXIELR
BRI ORFRELB I 20T,

WrEekE R
BETFREEZ LS FCIIERES AN S
VMERIAH D (64.3% vs. 47.4%) . 22 flE
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511 C i H 470 Ach—R FLA E 72 1350 MuSK FLie 23
BETHoT, BIAEEOFRTIIOE
HOBEEIY L, B (food texture)
DEEZFEDT-, VFSS TIXOEERFB LT
ONEEITIRF THo7end, EEEGHRFO
AIEMEET - REACDTHRERSE BEE
RO, bz, B LREREE & E
INQUALSE A& S paS E D QAR i
(18.1%) - REMEE BE L2V ERF] (13.6%) b
HY. ZOXHREITIEEYEERLE,
WTEE2 DRV LAT A |,
BESIFIO®REELE L T HEMIEN
ERR D oz, FIIRRICKTT 5 RUSHEDR,
DO O 5 B e MR & e TS CREBE T D IE
Blb A b,

R

MG OEETREE X DA X 0 b IEERAR,
BEMTHD b, silent aspiration D
UR7BEWFREMENH B, Linke DD MG
RIS RBERNEREOREICLD L, &
B EEICRT D YERER VS EDOELEE
BHTRY, WFEEORVESNTHER
ERHTNE Y, SEIOFKFRTHREAD
EHOBARELN, M6 DHETFEFICBWTE
ERGEEEPE LTSI ERREBEEINT,
ASEIOFER TIIRTES & IREUSEICD
WTiE, BETREENEE OES TRETIC
27uA R, REARHOREPHE LR
BEMIZH DS OOHLNREEERD R
nol, SHREHICEFOERBLELSE
ZAbhd,
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1) EEMEHNEOBETEZSIZIOMEMEX
v LIEEEFE, BEMHETHR® b, silent
aspiration DY A7 b EmW\WIZ LR TFREIN
7.

2) WETEEZATAHHTIIRBETICA
FuA K- REMHEFIOBRENBLELRD
ZEBRZWERIZH o T,

3) EEMHENECRIT A TEEIL.
1 D FH S REIR & R R TR RG22 4T
LbEIRWI EbHoT,

4) BEFHENECWTEEOFME B
B BHIEITIT VFSS BRERTH D LEX
b7,

CER

1) Koopman WJ, Wiebe S, et al. Prediction
of aspiration in myasthenia gravis.
Muscle Nerve 29: 256-260, 2004.

2) Colton-Hudson A, Koopman WJ, et al. A
prospective assessment of the
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myasthenia gravis. Dysphagia 17: 147-151,
2002.
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H1 MuSK LA RE 1 B A 1 T D& FHE DFREY

e  OAK B
LEMESE BRH-—), BEED, TopgED, EMRE?, BERE,
REFEED, ez

HREE
BREGEE (MG) DEHHE & EE B CHIEZH AChR FUEEME MG & 5T MuSK HLikEEME MG Tt
BORRE L 72, MEBO MG EE (n=161) & £E» LHUARIE OKEN H - 7251 MuSK Lk EE
(h=70) &L LT, ZOAHELEBEICHEEZRA L. TOFBE, B0 M6 BET 1
1/161 1 (6.8%) 123 FUBMAAH LTV, FD 11 5F 6 BIHHL AChR FLiEEME THL MuSK
FLEBMEBREF IV o2, i MuSK FLEBERE T, BA% 34, B8V v<=F 36l Sjog
ren JEMEEE 16172 PO B CABEENRD bR, Nt RUROEHFIIE -7, BREAORK
& LT, 5T ACHR LR MG IZEE L, BT MuSK FUIRERME MG Tix 3t RURDEHFIEF D

W EEZ LT

MEREM

RHBRATF o o7 —E (MuSK) Hifk
Bt MG BE DAPHEDRKREA L NITT S
7291z, ¥ AChR FiEBIEEE DBIREB & &
EH AR LBRE L.

HRAE
1) 8o M6 BEE (n=161) tE£EMNLH

RBIE DD B - 7o 5T MuSK FLIRBEE B E

(n=T0) & & LT, ZOABMELEER
OHRERE L.

2) FEEHCHEIZ, UToRSHE #IE
¥v ) ZBRIELE BRBAESLVESZ
BEREFE(TRADE SR I=x I v 7)),
BT Tg HifE, #H1 TPO HLR, H GAD HLfE (GADAD

laxIv7] ) FIA-250E (A-2Ab =X
2 v 7 1), H dsDND HufEk, 5t SmPifEk, H1RNP
Hifk, 1 Ribosomal P HifE, ¥t SS-A HifE, Hu
SS-B Hif, #t Scl-70 Hifk, L T, Hi Jo-1
Pk, A3, RERXRZOMEREZ BT
LTiFot. FFEICONWTIZREARAA~TS
WEHBEZITY, XETREEZETHS. BA
OFERIIF L TRIZHZ Z B2 X 5/
LOTEEZRI, TIA4 3 —DFE I+
SRR L.

TSR

1) BB RZEREREEERS
E R

2) [ - REFER

3) B RERYE ¥ —

4) BIGILHERE

wePr7ER - BE

1) HBoMc EEF 1171614 (6.8%) I
N RUBEBEHE LTV, 2o 1fF
6 HA3HT AChR HLiE A3 B THL MuSK ik
BRIV R (3R 1).

2) P MuSK FUiEBBHERE (n=70) T, B&
% 3, BEERY v~=F 341, SjogreniE
B 1B D EH CRERENRD LN
7B, RN FOBEOAGHIEN T,

3) £FEH COHEDOBHSE (AChR,n=23/MusK,
n=39)#,TRAb(4.3/0),GADAb(13.0/2.6).d
sDNDAb(0/8.3), SS-AAb(27.3/33.3), SS
-BAb(18.2/16.7), Scl-TOAb(0/0), Jo-1A
b(0/0) ThH-oiz (F2).

MG \Z&fFT 532 RUBROESHRIT, 33—
1%L HEINTNS, TR OB
WO TWAERIELVEEICEN. ExOD
FEREDBIX, BUACKR FUEBRME MG T L, Hi
MuSK FLEBE MG T 3t KR oafEndE
BldhhnweEZ LN, 5%, B MuSK Bk
B MG BEDLERENLETHD.

XHER

D EFER BEEHENVEEFHERETE.
EAEERERBLAEERRREERENE
BERERD 62 FEEHREE. 1988, P227-45

2) Christensen PB et al. Associated autoimmune
diseases in  myasthenia  gravis. A
population-based study. Acta Neurol Scand.

- 127 -



91:192-5, 1995
P EED LA - FHKER
RERARER FRRFES 2 L
L RRAFREE : 2L

K1 BEHEDECHIDINERIOBROER

e SFEMENE 1671 SEBI
e /N\EZRURESE 1 ERI (6.8%)
e SUlL 4:7
e HERI
< EESENEDTT 5A
< NERIBHET 3 A
< BREE TA
<+ RE 2 A
® SfFE (MGFA D%8)
<% MGFA | 6 A
< MGFA Il 5 A
e MREBESH =L
R®2 SEHENECHONZISEECHIE
Z2EBCHR T AChR FUABRME MG | $T MuSK $L{KBRME MG BEsE
£E (n=23) 25 (n=39)
MG [CRBREBENSBCE
#1 AChR $iK 23 1 (100%) 161 (2.6%) (0.0%)
1 MuSK Fii& 0 (0% 39 {5l (100%) (0.0%)
Bc&ZMBRRpERCREE
nagcik
TRAb (3rd) 161 (4.3%) 0 (0.0%) (0.0%)
M Te R 6 Bl (26.1%) TH (17.9%) (4.0%)
1 TPO FiiE 6 Bl (26.1%) TH (17.9%) (2.0%)
1BBRRICIEEENS
S[=E7Rr
1 GAD Hifk 3 (13.0%) 16l (2.6%) (0.0%)
71 1A-2 JUiE 05 (0.0%) 05 (0.0%) (0.0%)
SLE [CEBandBehnE
1 dsDNA 3 0l (0.0%) 251 (8.3%) (0.0%)
11 Sm HuE 0 Il (0.0%) 2B (8.3%) (0.0%)
1 RNP HUE 0l (0.0%) 16 (4.2%) (0.0%)
#1 Ribosomal P ¥k 05l (0.0%) 16 (4.2%) (0.0%)
yr—-JUVVERECEREHEN
3ECHK
11 SS-A iR 3% (27.3%) 8 (33.3%) (0.0%)
11 Ro52 ik 36l (27.3%) THI (29.2%) (0.0%)
1 SS-B e 2By (18.2%) 46 (16.7%) (0.0%)
EEUBILECEHENS
E[SERES
11 Scl-T0 Hiix 01 (0.0%) 0 5l (0.0%) (0.0%)
DHMEFN / BEEEIC
BwHEna8shiiE

1 Jo-1 3k 0By (0.0%) 0 5l €0.0%) (0.0%)
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NEEEFENEDOREIZET 285

MEBNE BN FTF
FFERFEEE N\F& B I Bh

BREE

NEEIEREIIE (MG) OREFIERRRAFER, ESREZT LI, 184 fl0BEFERRE L.
RHORBBEORR LR THRNCEN Uic, SRR, BERE2SIT 6 RRMRREMICS
VEHFERERBEEIZVRATH o1 7 B FA 2 ) 2R EHEITRE L BIE L7223,
20 BETHICRIC ER T3R8 o7, BEIEAT oA K (R) #AEZ - ERABE o5
HFNIAFERGG. MRS Ohic, AFIFBIT MG BEARIICIT) Z L PEE
T, TOHREFEE LT, AFOREEHR, Big5RIIRHE, BEEEE, £5HOJEC
BEE RV, £, EREHEM RERERS, AFERA L ECFRECEBEL oo, TR,

EFRUIHDREFZRBL TS Z LR U, REVNE MG X578 @ HLA class 1T FUE & B5iE
L. BRASEIGREHEORE - BELEETH I LRBENE,

A=l

NREIFEE O EREFFIEAE (MG) 1ZAASE
N VIRBEA S <. RENS, HIHRAS
(O®), BEELEE (LGH). 257 (G
B KHEEND, =, fiTEFAY
ZAMGUE (BL ACKR HLA) IZBHEFIRZ L,
£E, /NNEBRE MG ORMITEEAIZ 3
FRENDORBOFH. BFEDR. REFER
FRIZ DOV THRE L,

BRAE

SIS BEERE R O/NRHRE MG BF
184 fil, ZODERIRAVAEL, BRI T HRIE
ZHIFEANCIENT L, BEREIIREN
. BRMHER (M EEE R, EeiiE,

HI/NRERES Y =y 7

post tetanic cycle study) 12L& D OF, LGEL,

GEICHH U, FBIEFEIL 3 BRI, 3-6 5%
K. 6-11 BRARTE, 11-15 BRI, 15-18 Bk
BTz, BRI =Y Y= AT T —EH

F=F) ., AT aA FE (RE,; Sv =y
12mg/ EEkg/ BR), F7u U AX, R
R CcH o,

(REE~ORR) AB7IOE /N mRE
7Y =y ORBRELZETL T2 &
EHRN. BEFRABRKRREOBEIIFREEC
HHEL. AEZBONIBEORMEETTo
oo EADER. 754NV —ORBITTHS
BRI L7z,

HMEHR
NREIRIE MG 184 Bi0mRET O F 18.5%,
LGB 51.1%., GHL304%Th -7, FIEEH
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LIRE L OBhE T, LG BT 6 SR A
<. GBI 3 BSRMREMILHZDN, 61
LU BRI RIEFR D LR DIV ERE
Teol,

i AChR FRRIIREIERIR LD, REBIIC
X OB CIREMSl, LGE TIIERERMES. G
BICIIREEBEFANRS NPT, RARBE
HHE, LG, GET 20 BETEICH AChR Hi
EEBSBCBEET EA ST, TG
JIRER SEEE L IIER R VB L TER
Thol,

BENRIEE TN aAES 162%. X
IS 12.5% - F4h 45.6%, AFHEHT 1%,
MBI 9.6%, * Ol (RBEMER I UCE
RE) 5.1%Thole, FEBITIE, HLafl
A 0 B, LG BlicHh b, AEER - #F
Zhik 0 8L, LG Bz FNTH 61.1%. 62.2%.
Gl 47.2%. AFIEHITILGE 9.8%. GE! 19.4%
ZH b, BERRHERAIL GBI D 27.8%TH -
feo ARPEHBNCEE, F7m ) AADOFHR
RRESNTNS, |

AFIDFEZIEZ. MG RIED b AFIFIAE
TOHMMN 3 ELNTHHZ L BB ENT
W5, SEIDOFRER L AFEFITRIES 2ylm
+2y9m IZBRSE L2 FITH D RERICIE OB
4y10m % 5y2m. LG & 2ylm +2y7m. G 9.7m
+6m Thoto, AARKRS BERUBEEER
IEEERS, BREORERERS. AH
BEHAOIEC, £/ 0%, LG &, GEOJE
BB RY . MIECRERCEREE R,

BRI < 25 GEIT, 10 X RITLIE
I TIThbhT,
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B8

AFIZIBIT D MG FEIT 3 B TITHRRD
Y—2 &G T BRI O E
D V. BRAEPHICHEFIZBVTHESD
EMECERT LCERE &N, LGEIZ
BEbRAE, TeRIc T ARG, FROKT G
BIZENZ EBERHER TS 2, e K
R O/NREIRE MG I3FE 72 HLA class 5
FicgflanhTtiy ¥, LG BIIRHF2 HLA
genotype & DEIEARENTNS
SEIESE K DERFICBIT 3 RS % AT
L. BEEH, RE, BEDREOBELZER
L7z, /NERE MG OFEBIZITREZRRICE
T A HERNBREOBRERREEND,

b

/NEEARE MG 184 BlOREIEBBE LY
FOERAHE., BRICHHT 5RO E
fTolz, REEBIFE, FHREBETED
PR, RETHROBTEIT o7, HEBRI
BT HEEZHFESFORRE, 1RESIRL
BT B 2 LR - FER S i,

Xk

1) FILRE, B Ta¥F. EEGEIEDOS
ZHME. EEERERBEEGENE
FEFIEE B 48 FEFEREE.
50-66. 1974.

2) )| Bt NEEESHEE - BESES
HA— . EL 31(6). 1222-6. 1973.

3) Matsuki K, Juji T, Tokunaga K, Takamizawa
M, Maeda H, Soda M, Nomura Y, Segawa M.

HLA antigens in Japanese patients with



myasthenia gravis. J. Clin. Invest. 86(2). BELREER
392-9. 1990. 2L
4) Shinomiya N, Nomura Y, Segawa M. A
variant of childhood-onset myasthenia gravis: MBI EIEOHEE - B8R
HLA typing and clinical characteristics in BETEUS : 2L
Japan. Clin Immunol. 110(2). 154-8. 2004. ERFERGE: 2L
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MiRREIZ331F B ATRE OZRERIZHOWT

SYERTIEE B EEK
ELEEE ok HETF. ML BX

MREE
AIRE (Autoimmune regulatory element) & /X HIAREEE DR 7 HiAE (Medullary thymic
epithelial cells:TECs)iZ& 3 transcriptional activator T. MREE OHREOREBIC
Bl > TV 5 central torelance IZBI1T 5 key factor Th D, AIREEEF O mutation I
APECED (Autoimmune Polyendocrinopathy Candidiasis Ectodermal Dystrophy: BB &
SREEPN WA RIE) 25| & Z L, AIRE REB~ UV X TIHEHDHIEEAR Y Vo BKRE S W
o 7= APECED #: D B O ZEiEREZ BT 5, AIRE OFRBLTIX negative selection THEHEX
NAERZBFORGHED THROEFERZFTZ LIZ/2Y, negative selection (2B B Z &
12 & o T central tolerance DIV EARTRIZZRENZ R L TWNWBEEEZ ONDMNEHF
MITTRHATH D,
ETEMREN B ORERBEEHTEZ LT L <MON TV ENRZEOEFITARH 22808

%<, SEF4 IREESEEFERE MG & AIRE OFEHOBEEMEIZ->EKRE L.

MEE®

b MIRIT A AIRE OFEIX, TER T
TECs OMUZIEIR, VU 2/ _Ei7z EICHHE LT
W5 L INTWDD, ZOFEMRZIER
HATHD, & BITAIRE iZREERICBWT
WETHY, AIREBROET, MIIKEMN
BECAERBEFSIERITOTIRRVNE
WORRBR = ToNSE. RERREOHE
EFITo TCWAYEETIZIZ D AIRE IZHEH
L, MfRIE L AIRE & DOBE{R, MlRIEZ A0
T5HM ZREILOETIBCREERERL
AIRE & ORSEIZ DWW THRET L72. mRNA %
flii LT RT-PCR #2147\, AIREEHEZ

4T BTN RFEREREFDER
FEZE SRR SR

-132~

Bt L0 THETS.

<%tE>

LR E I EERR TR EEITL, HE
FHICHIRIE L BTSN ERER G E L
7o. B 224, FHFE 5L 0115.25%, &K
23 4, EHJEER 56. T+ 15. 55 CThH o 7=,
<tRfE>

EFEHIR : BEOITOBRICHEE Sh 5 s
HINZIEE 2/ NRMIRE . BHSRA T +—
ARz MEITUVERLE,
FaRRIE « MBE L H R BE MR CRWTHET
LRTFLTH 2 MREREERDOFNDL,
HERERICHTIRENHFELN TV DER

CERFER L.

<FE>
FIfR., FORREERERR D B F N F 4 mRNA % Hh



H L. TagMan (=X % RT-PCR #1T-7-,
FiX keratain ZHWT{To 7.

R
1. FARRAE WHO 4> EERINER
MG ABFDAE4E, H Ach.R. ab ODEEIZE
WCHBIRIE WHO D3RI CITAEE LR OR
o7z (Table 1).
2. YU RRAE WHO 4335531 AIRE FEER DA
ATRE Z3R D F # % Fa iR AE WHO s 3831 L
WLimL A, type AB TIE< type B2 T
BVMERMNA LN, BEZEITIRD,
-7~ (Figurel).
3.MG DA L AIRE BRHOF &
HEEERDRIPoT.
4. 5T Ach. R. ab OFHE L ATRE BRI DF &
FEZERDLNroT-.
5. EEMIR L MRIEICI T D AIRE BRE
2)74::3
ATREZBREIIFEREFHBREL, 1
JRIE CIIEME CH o 7= (Figure 2).
6. I RAE WHO 43473 AIRE RIRED Hh#k
type AB TAIRE REEIIHZ HIEME T, type
B2 TIIEMETH Y, FEELR O (Figure
3.
7. MG DA ER| AIRE B E D ik
MG T AIRE HEEIIFECHETH-
7= (Figure 4a).
8. Ft Ach. R. ab ORI AIRE T E D LLE
T Ach.R.B OFETIL AIRE HEHEI
BEEERRDM o7 (Figure 4b).

EE
- MR TOREBEERICRBITS AIRE OFE

NEIEEB &N TV 5. APECED 2% AIRE &

EFOERII>TEIERIENDZER

ATRE M HIIREEE N T H CHURE OF B Z HlH
LCHREERZBHELCVWDEILEERET
5L, EPRAREICE T D AIRE OB E
S0, E-HBRECEHTIECRE
BT AIRE RTEHEICBI &R ZSND DO
EWHBERNAEENE. £ LEERD
507X, AIRE DFEBENRET L TWVWBE
BOFHNE CRERBOEHRBZ DT
B EFHEIE N, L URERIZTFENC
KT2H0T, MG OFECHL Ach.R.ab D
FIEL AIRE ORBERLRBHEICBWVTITAE
BEARDHRoT-. MG BET AIRE BHE
BENEVWIRERTHoR, i~
DTH L7z B CRFEREAT AIRE IMEET
BHBEVIHIERICRTEHOTHoT. 1
RECIZEERIR & & L THEIC AIRE
REEBEMET LTSI 00, HIRE
SHIRIE S OF B D& R AL AIRE &35
DOEFTEERIIND T ERREBI N

3CHR

1. Nagamine K., Peterson P.,Scott H.,
Kudoh J., et al (1997) ANature Genetics
17:393-398

2. Kogawa K., Nagafuchi S.,Katsuta H.,
Kudoh J.,et al (2002) JImmunology
Letters 80:195-198

3. Mingzhao Z.,Robert K C.,Peter A.C.
James C. Lo, et.al (2008) The Journal
of Clinicl Investigation
- 116:2964-2971

4. Jens D., Jana G.,Benedikt B., Sascha
T.,et al (2005) The Journal of
Experimental Medicine 202:33-45

5. Nitta T., Takahama Y. (2006) Jpn.]J.
Clin. Immunol. 29:8-15
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HEMBEIEICHTAZ 71 U AROERE2H/ER
A NIA Ry NT—7 OFAEDE-

SyHERFEE  &)II5LR VP
FRBFEE

LIAIE=?

BHEEE

T B2, AR Y, REEREY,. AERSED, SRk,

F7n ) AAIEBRRGEMHEF L L CEERENE (MG) OEBBIERSR OB, %
DIERBF IOV TIRTARMERDH I LIEZRN. Z 7 0 Y ARXDFA "4 ViEEICEL
HEEWONTT BT, MG BE 21 ACRIBEEE 6 4. 7L F=Y o L BURSRIEEL(PSL
B4, 7vR=ynry - 2rnl) AAGRARER PSL+FK ) 8 £) L EENEH L LIVA
DIVERIEM BT R L, B EETOEEY A b I A U c o3 L7z, PSL+FK BTk
WT Thl-=7 07 7= - BERRY A MU A THB IL-17, GM-CSF, IFN-y, IL-12, TNF-q,
MIP-1BDEAPMET LTV e, —F IL-10 DEARBEMLTWe, 70U AR EFL R=Vn
Y OHFRIZ &Y Thl M O L O Trl I OEEENBRE ST A A v Ry hT—2 %
N LREMEERZRE L TS REENTB I,

V5 Ak

Z 7l ARFIARFITBWT 2000 FiITE
KR E (MG) DRSS % RS LT
k. EERBEIMEF L LT MG ORFRICHE
HAEhTWa, #71) AREA~L—T #
RRANO FK BEeBRIKFEE LIV =a—]
YEBEETDHI LAY IL2 OEAZIEH L
RENFIDREEET DL ENS, L1LF
7Y LADYA NIA Ry N —7 L%
WKWEZDEBIZOWUIHoRMARH B &
HEXRV, TITHEAIZFZ 70 A0V
AMNTAVRY NI B2 DEB2HL
PZTDI LB, #7270l ARIBEE

1) ERRFREEHE L ¥ —
2) ERKRFERFBMEL - HRFEESE
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T TV 5 MG BERMIMBAZIRICK T 59
A MIA VEEERBR LT,

R ,

YR TMG LB SN 21 L GRIGREE6 A .
TV R=V o CBMERERESL )T 4, T
F=vmy . .#7uy rxfAEER
(PSLH+FK %) 8 £) L XREL 8 LIz 0X
AR T DREE B, ~Y VIR
M ZHE L., BEARRLEC LV REL
HEZEREBMO) % B L7z, IBEREEIC OV T,
VW§ 7 H MGFA-Minimal Manifestation % &7~
L Tz, PBMC iR (RPMI1640/ 5%CBS/
1%PC-SM)% 1x10%ml \ZFHE L, 24 T =17
L — MZ Iml §245, 37°C/5%C0, DEHT





