QY

AR ERO M - BRRH
Keafis 7z L
HAHEHE 2L

SEWEE = 2 — 0 /NF— DM (FD

FEHH

(D 1@PERET I GE¥6H AR L) OB - BEHVBH 0. 2O &b —HDA DL
L OFRMEEE IR THHEATES

(2) fbRABREREEZEDIE N

() NWEZZAF—#geRnin

(4) FRhRg e s 2 G 73 Lk

6) BRAMRE TRIMEGEE Oy 7 £ 3 RFMEREEZRR T2 READ D+
fYEHE

(6) B, Dia< &b R MR B E /S H RN S 230 5

(D THLD D EEICER N

(8) AN IREL T T T 2 %44

(9) HICMI-1gMET&MD LR 2RO, MEHZRDIZWN

(10) HEHKETEWRED LH 3RO I (EA00ng/d]) . ML EH

(1D @GR - RS $

Z

(DB 5 6 OTRTEWET, )~ (D EWETHEITRL O RETS 5,

VEBKERGE T Oy VRO EREREE 2D

LM OE T HEEEO®RE LS D

SHFENICTLET LHEHH D

xi xR b WRRROIEES AT RUZD LAEMPRERD L. £F /0T ) > REBTHEERO
BEMCEEOH DO ERBRIEEET S,
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LWMEEME = 2 — 0 /8F — (MMN) IZB 2 PR IR S K OPIREIREE
BAFURIZ D W T ORE

proesis oY
SRS EEUED. MHFMTY . RERY

HREE

SEMERE = 2 — 0/8F — (MMN) OFRERERPTH 520 LD GM1ICHT 2 IgM
VKBS WERRE SN TWS, 40, A 704 Y P20 7 MOSEEER. KO
BB AR FAIC D VT MMNT & MMN B0 3 91 TR L Bk & 72 - 7e Bk Bikic
WTHREXKE 15 #l. CIDP20 #1. GBS20 #l THHAL L., MMN TH 1 #IT
GMUI/LM1.GDIW/LML,GAVLMI 3 & GD1a/GAL I T % 1gG Hifkii A S NTz. FIZHIO 1
P GD1a/GAL X9 5 1gG Bk A B TH o 7z, Zh 5 EAKIIEKIL—EO CIDP, GBS i
Pz B3ED 5N, MMN KRN TRARWEZZ SN ENESHSRAICEED Moz, 25
OB AEERRT SRS E LT LML BEERE <, CIDP IKBW T LM1ICRT % IgG Hilk
NAPITEETH -7, LML IEBFEHHRITY CRKRAELTHD, INSOREBIKESLTY

LARENNH D EEZA BN,

BEEN

SEEE#E - 2 —0/$F— (MMN) TRE
sk 54 GM1 FURIBHEAIN £ W DR E
XNTWBN, HWREOBEERRHTS S,
. GBS © Fisher JEERICBN T, 2 H8H
OH > HUF Y ROBAFICHT 2 HERE
Ve A > 7D F 2 REAREUER) OFENR
BEINTVD, 2 BEOHT > TUL T ROK
S M EAER LT L EHia T E b
—TERRBTDHMEEEZLND., KT,
GM1/GalNAc-GD1a #&MEICH T 2 HAE.
GBS OHBE L TIREINTWVD acute

motor conduction block neuropathy 12 B

T51), 72T, AP TR, MMN BE#i

1) SEHA BB AR R
2) MEEXFAENH

BhoA 704y FedO&ElERD X
DEEEITR T 2 FilkrEE 2 RE L,

RS

MMN7 #l & MMN E&\ 3 41T GM1,GD1a,
GD1b,GalNAc-GD1a,LM1,Gal-C,GAl %,
ELISA 7' L — MM#TFRICEF LT, M
HERE L. BbUTER,. BIOELGEEHS
Bt O W B O S HEIT L 22N, L
REEio b xR Wk,

BAERT RO & 5 N- A EFUEITD N TH,
R 15 41, CIDP20 #1 & GBS20 # it
BIeoWTHEEERE L, £/, CIDP.
GBSIZDWTH L 7HEO BMBURIC NS
BEETEE B RE L.
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PIRRR

MMN T, #E&EICHT 2842 1 fIT
GM1/LM1,GD1b/LM1,GAI/LM1.GD1a/GAl
IR 5 IgG PR A s Nz, F0 14
T GD1a/GAL KT % IgG ik B TH
o 7z, BUPTEIC T 5 biikid, 5T GM1 IgM
bk 2 fla sz, EHMRICBNTIEC
NS EEEITHT 5 1eG HFLERITRD Moz,
—J7. CIDP T 2 #I TH GD1b/LM1 IgG 1
RS, 16 TH GMULML IgG PiEn, &5
1 18I TH GD1a/GAL 1gG iR B TH -
7z BBUEICH T B0 GML 18T 2
TgM Fifk8 3 4], GalNAc-GD1la lo % 9% IgM
PUE2? 1), 1gG AR 6 #, LM1iCntd
% 1gG Pk 4 1. GAL.GD1a I % IgG
Bl & 1 flTtasNnNk, GBS 3
GD1a/GAT IgG ¥k 3 81T, bl GAI/LM1
IgG HUAM 2 HIC, HI GMU/LM1 1gG Hifkan
1B TR & e T2,

EE

Acute motor conduction block neuropathy
DR EH TS GBS LOREENRREINT
W3 GM1/GalNAc-GDla #EBEIINT 25
R MMN THA 5 N o e, —#O%E
BT D e A BRI T 2 BRI £ 3
O, ERAEgTE IS OEAERIIHT S
IeG fiffidH 5N -7z, CIDP. GBS KK
BNTH RO EAEKITH T 2 HUEEHEHI

AHHEN, IS OEBERICHT 2 PEERO
LR MMN I RS R TERW EEL
57z, LM1 ST S E RO K O R pRE
RTHHIEMNEL<, £ CIDP TH: LML
AT % IgG HUARBAEGIA 20 #lHd 4 flTH
S5N7z. LM EGRHMEEI T JICRTET S
ZEBmL N, RENEEZ 2 -0 NF—D
HEELENPETH D5 TREENSH D, LM1 %
FU MO FEIREE A RBUE S RETT 5 HED
HD, Tle, SEORETHE CIDP IZBWT
GalNAc-GDla IZ 9 2 1gG Hikn 6 4T,
HTHD. 4% MMN, CIDP DiEHI¥EH
P LEIRAT 208N D 5,

o

1. MMN. CIDP oM eEnEiE=a—n
NF=IZHENTH, —HiCHFEE A&
I 2 fiiREE 2B 2.

2. HOKOMMRA &L TEREMZEI Y
CRIET B LML ASHERM L < | B
BIMRL TW2 AR S 5,

SCHR

1. Kaida K, et al. Neurology
2008:71:1683-90.

R
A

A B ERO HE - BERR
FERFHUE 2L
ERFERE : AL
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BB B A T 0 RN ARSI KT T s
B b BNB EHORHIIUER 2 JH U 7 AT

o wiE B
HEgeE  ERR Y MM
MAEE

;II:!;_L] I»El . !
H a2 et £

F11-7 K#E1L CIDP O 4 Bh7a bk
H.Z HINE M S i
AN R RS (HPOMECs) &= A W,

THRLEBIIOWNWTHRIET /.

VAN ARVALAN
WouhmE

NBLOERL LT claudin-h OFEPA &

IR IR LhOY - SN =V A

MBS claudin-h OFEEHEEEMEIE L 2
.

MEREN

12 SAE PR BB 2 8 = 2 — 0 /N F—
(CIDP) ®©F T > « WL —JEfEff/z EDH L
5 PR AR BB IR RR TNl R BE P
(blood-nerve barrier ; BNB) D R#EA fE

ERICESEELTWwD " BIEEEAT
-1 RELT CIDP /& & HC Rt R
FHROENRIERED D& L THHMIE
HanTns 290, ZTOERBFIIRER
W7 %, SRR L T BN OFETH S
I A o A e AR PN TBE A AR/ o B PN B R
endoneurial

PnMECs)

(peripheral nerve

microvascular endothelial cells:

1) R KB B R SR R N R

STV $'¢- IR

BB

RAETERIBEYE 2 M = 2 — /N F— (CIDP) 72 &0 H A R MR phdeR s Tldi
WA FRBEFY (blood-nerve barrier ; BNB) OfkE Vg oD LT
D& LTHHTL
(HiE] B B BNB DA TH S b b AR IFEIN LA
ERoa)F > (HC) %3 HPnMECs o tight junction (T])
(RESE] HC BECid, 2> ba—)LREE iR U C nRNA LA
WL 7.
Uisam] &I B A -0 A Rk i

THESBHELTNWD. R
THEHEANTN SN, BNB

B A

CifE B

F7- HC BEid control #EICEE LA
YR A R T 2 U E N

T, BNB N THfe A TWhWH EEZ

ERAO, RIBEEEAT700 BN BNBIZERD

HEIZDWTHRETL .

MRAE

b b AR H kO PMECS bk 2 BLARE RS D
(DMEM, 10%FBS) (control %) L TX 200nM
Ok ROV Fy > E2E UM HC 1)
TASh K5 L, MfETO Light junction Hpk

FFHBOERE real-time PR B LT

weslern blot THMFI L7z, F7/, ®IVAILF
y—A »H— Mz PnMECs Z 85 L, JEEERTH
12 2000M OETE RO a)LFy 2 EIRMNL
(HC ##), 48 Wef#gic B UE 2 1 U,
control DI EITH /.
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(BEEADOER®E)
AL (HPnMECS) D#HTIZER L, (L K FES
HWMPEER DI L DB G-, HERRAL

HHLEBIH L Ha7edtoE,
72 L CHARZ BRI U 72, Milakk s LTl
%, YTV oOENBIZEEL, TIOAN
JTEER L.

&%

=D

MRER
HC fECld, o> bo—) L& kel LT nRNA
LAV B L L AL T claudin-b OFEH
A BIZHEIN U7z, F72 HC BEid control B
b U SR H A2

iZEmo iz,

g

Ohtsuki 51X, blood-brain barrier €5
ZHWZWE T, BdHD T] fkn ropT
claudin-5 28 T] OIBKL « HifFiZ R B
TTHOHEWMEL Y. Fe, HBKENWI &

{2, CIDP Tld BNB @ E T & 2 KA ahfe gz
NSRBI IZ BT 5 claudin-h DFEBA
KFTFos@ETNTNS Y. I/t CIDP
BlZHBNT, claudin-b OFENCR U e
U7z BNB ICRIE I E A 701 RAMER T % &,
BNB @ PnMECs {23547 % claudin-5 o FE BN
MU, BNB DN T EEHEDRIEANE D8 >
T ZEMREINDS, RIEEEATOT
Fid claudin-5 OB EHEMEIE L LI
BNBIZH) &N T2 2812k > T BNB DN 7
BeRE % 1 = &, CIDP DEFHRIEIR O B2 HF
L UTTW 2 nHETEIS R S e,

B

BB B 2 7 11 RV i SRR B Y & Rk
I HH/MILENE I B 5
FEIRAMWNE WD Z & T, BNB d/NY) 7 Hehe
EEBIETNWAEEZ SN,

3CHR

1) Kanda T, Yamawaki M, Iwasaki T,
Mizusawa H. Glycosphingolipid antibodies
and blood-nerve barrier in autoimmune
demyelinative neuropathy. Neurology 2000;
54: 1459-1464.

2) Dyck PI, O'Brien PC, Oviatt KF, Dinapoli
RP, Daube JR, Bartleson JD, Mokri B, Swift
T, Low PA, Windebank AJ. Prednisone
improves chronic inflammatory
demyelinating polyradiculoneuropathy more
than no treatment. Ann Neurol 1982; 1 1:
136-141.

3) Hughes R, Bensa S, Willison H, Van den
Bergh P, Comi G, Illa I, Nobile-Orazio E, van
Doorn P, Dalakas M, Bojar M, Swan A.

claudin-5 @

Inflammatory ~ Neuropathy Cause and
Treatment (INCAT) Group. Randomized
controlled trial of intravenous

immunoglobulin versus oral prednisolone in
chronic inflammatory demyelinating
polyradiculoneuropathy. Ann Neurol 2001;
50:195-201.

4) Ohtsuki S, Sato S, Yamaguchi H, Kamoi M,
Asashima T, Terasaki T. Exogenous
expression of claudin-5 induces barrier
properties in cultured rat brain capillary
endothelial cells. J Cell Physiol 2007; 210:
81-86.

5) Kanda T, Numata Y, Mizusawa H. Chronic
inflammatory demyelinating polyneuropathy:
decreased claudin-5 and relocated ZO-1. J
Neurol Neurosurg Psychiatry 2004; 75:
765-769.

f2EREPRIEIR
AR
MM EREDO LR - B8R

RERFIRTE © 72 L
ElIF e S AN
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e — UV ERERICEET A = o — X F—0F| Rk 2 #il: Ataxic form & Painful
form LS

Sy RGeS AT
SEEBFZEE  IEEE— !, BN, SEER, mAKEE ', SREBEE NhE
*éjl

WREE

STV UEBERICHE D = a—u S F i, FRRBRBEETO I EAAONRTNS, F
THHEEOBVEEMS = o —u 8F 0, BREEESARE EE LTS Ataxic form &K
OEFEHAERED Painful form 23 Y, BEREEEL 2oTND, INETY = —7 b UERE
WAL D = o —a RF— OB, Fox HEE LT Ataxic form @ 1 FIOLTH Y, HARFEHE
~OHIFRIETE & FR R T ORI % & 34 L (Mori et al., 2005), Painful form O
BElE LCEHERIOMETHY, EEIN DI HRMEOMBARMEOR L Ataxic form &I
B A CRE LT, MRE & b IS SRR ET A, SRR OB L MR ER 2 LR,
B XN A RRAIAAO K X X1, Ataxic form A KRAIOMEAMENLIC, Painful form (3D
RRAIEN T o 7o, TR L bICHREISREDEETH Y, BE L HMREMROKRE &
DEREBOBVCEBEND EEZ BN,

Lo A=k aRF—O T, REMES KRS EED

vr— 7 VU ERRIR . DR R T
LT ARBRERRNE CAERAT, RIRCE
TIRCEED Y VR AR, Tl X
> THHUROMRENEE SN D, R
EEIZOEBELREMHEDO—DTHY, Ih
FCRERRBREPFET LI L2HEL
CT%7- (Mori et al., Brain 2005), 4H,
FRRIORL D 2 FIOFRERBRLZOT, £

OFFSRREIZ W T HRBRE L,
1) 4 HBREEFNEENE

W8
Vao— S VIEFERICEET AR = 2 —

Ataxic form & PURRIEIHEA EHED Painful
form DOEERBORLD 2 FIRHUZOWVT,
FERANTR, AR, %R, FHEATAMRE, ®
RAEHET, ZBARE, MEEMRICRIT DR
B rmE L,

(i FR i~ DB RE)
ARFRICBOTI, b hEkoRE (£
L OHIBAESR, DNA 72 &) 2 VD HAITIE,
4 HBREEEFTHEEZESOARBE/E,
TEICLVBHAL AR/ L THRETTR

-7,
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WFFeRE R

FEBI 1 1% Ataxic form T 88 B &, =
AR GE L WSRO LT, 5562& T
FIE, FRIZ L DFERIIARRTHT L,
BIRRPT R ERE (L4) MEWHE TIXBR RO BB
WAL Z R bz, IERRTIRIC TR AR 7
A oD DIRt L, BB TIEIKRESR
R OBIE N BEE Th - 72, THRIAME
WERE AR Do Tz, BEEHARMRE
TR MR ST T L, Nageotte’ s
nodules HEE I, MTERZBEMRE TIX
MBI O BiTE 238D 1, HEIEAER I RE
AR HEDOBEN B o T2,

FEB 2 1% Painful form <C 70 3D Bk, I
BRI A2 BRERE 2 RIE, kT
L,

HIRAT R MERE (L4) BEMTIR CIIBR R OB
DB, TERERTARIC I TR TR 1 2
LIIRDoT=DITR L, #HB T/ INERERER
HEBALOBE N A Bz, FHEATAMRICIT
REZTHONhol, BHERSRE T
NI DI A IR E S A BT, 1
B2 AR IR T C I AR AR A OB B BEVE 25800
oo PRIBARIRER & 22 RAIREN CrI MRS A
Bbhvic, BEREHREE I/ NERA BERHE D RIE

BHEIML-T,

ER

A EIORETH 5 Ataxic form, Painful form
DR CHRARMBREMR, R R E M
D% & RIEMIBEEIRE SN, Fi,
M SN D RO K & S I3BIRB CENL
HRHY ., TR ENOBERBERL N5

EEZ DN, BIRXHEEMROEEORE
B L ORRHERL K DRIV, AR ET IR
DIEE LIFEETOBRICH Y, WThoR
BOLREOIEI B THD Z LB\ L,
Lipole, MREIR CHEEOREICERNA
bRoDYL, ZThamRisbDLEZ LR
7o BIRPRELE, ZZRAMHREE & LI Ataxic
form TRV MBEMIPWOEELEETH -2
DI, ma—aXF—EDLDDOETIZL D
bOLEZ bR,

]

Ataxic form & painful form X & bizsh
BEPREOEETH Y, BEEINHHEM
JADKE SHBEEKRBEOBDICKBEND L&
bl

3CHR
Tijima M, Tomita M, Morozumi S, Kawagashira
Y, Nakamura T, Koike H, Katsuno M, Hattori
N, Tanaka F, Yamamoto M, Sobue G. Single
nucleotide polymorphism of TAG-1
influences IVIg responsiveness of Japanese
patients with CIDP. Neurology.
2009;73:1348-52.
REFRfaRR G )

mL

SRR TEHED I - BERRE
RRFIR 72 L
ERHRBE L
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SMIRAR T 1T D R R & W EE D B

)

NEPIEE RN

LEBrgEE IR T D BHET D =V IHFERY

PIREE

AIRBRE. HEREEFICE> TB 24, IREPEMMOKE SN TV 20, 280K
BICBIBBIE DN THINETEEALRESN TGN, £ I TRAE, SMEHABEIC
DT, BTG OMBRER (S BRERICD WTRE L 2. SRS DR
MEEEDBENLOO, MEHOSHER T F/NF—DEDNSEMTDONT, FRHGERE
ok &l s, HifHEO KNRRSPEMBORBE & W o B 2@B0 2. A7 01 B/VAR
B THor—ANE0MN, A704 FRRERETICHREET 6 2 0L <, HERCH
A BRIT 30T subelinical inflammatory change @8 2 Z &M 5 S, JRBEEHTH T3 fe s M Hl,
Gy 07 RBENERE, MG EEEERT28ENH DL ERDN.

(400 FEE)

PR EK

SR 4 (ocular myositis) W EIZHIR
IR BIC M Lz b0 &, B L 2V REFENE
(idiopathic) OHOWBH B '« WTNHH
RIECIREHEERICN T I E -T2
HLOHDRERFIL I TH I EHEES
NTWa L ARG RIR SRR B
DHRIEEINTVEN, 2HOERHITHBT
BB DONWTRINETEEACRES
nTnki,

FITHRAW, SMRHROBEICDONT,
DU B 4 10 O B 0 A R BRI M
BFHICRA Lz, 51T s OEMICH
THBRBEHRICOWTBRFET> 2,

1) 8BRS
2) T8 B ok R TS

BrR A %

M AEMK 4P (R EBE WITh
b ER THEEELERD D)
LROBHFICOWT, MEENTR. BEH
Ul & U CT/MRT B, i o ¢ 9 Y
E{To., IHIT, WO I F/F—0EED
NIEFIZ DN T, BRAEREZT W, #M
B mat Lz, —MoOERIZD N TH,
Y& R ER SR 55 O R HY A A 5 LR R BR B 2
fiol. ERTNTNOREBEEL ORI
DWW THFE LTz,

A S

1) FRIBEBOFEICED ST, SRMHA
2L BEOBKRHIZS W THIRMED RN
AL R AE FE BA < 1 DR~ O 20 il R R
HEwAL B
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2) 4 fith 3 T AT 04 FIRENEITIN
THO, WTRNBHRBFICKEL TV, AT
o RV (5704 FRNREOBENH
) OEFIZBVWTI, MEBEES AR
ya7yr KERERENEHLE (k25
).

3) BERWIRGAD 1 FNIKES. BEiEY
CNEEEL.

28
SRS AW TR, FRBOHEZHAED
HIEIED S THRBEHAC LR R ITHEL

LeHOREBEFNERIC D DTN D 5.

Fila2 OEMCE T, RERIGHENRR
HIEXD, SERDEMOENE B
2L BREHLBETHD EEZ DN,

5T
HEKSHAERIZB W T subclinical
inflammatory change %5 &MHH, A

~161-

7O FESEOSRBIAR T g il
R OTY D EQREREREEEERT
DLBEND D,

SCHR

1) Gordon LK. Orbital inflammatory disease: a
diagnostic and therapeutic challenge. Eye
2006 (20):1196-1206.

2) Kloprogge SJ, Busuttil BE, Frauman AG
TSH receptor protein is selectively expressed
in normal human extraocular muscle. 2005

(32):95-98.

i R A R SR
mL

HWPEROHE - R&RH
FERFEEE - 72U
HEHBERE 2L



No.1 No.2 No.3 No.4
i 82 #% 76 5% 27 5% 39 &
PR otk ik Bk g-ek
MFRE GRS HIRMRIER, M8 GIRIRRER, B HIREE A
SAEFBNL HLTEB T NER HAER H EERR

ENER HETER
BT MO R 5 (R AT) 1Y R afT 57 7y (R ) el 7L
CK (U/D (30-150) 71 98 40 60
FT3 (pg/m)) (2.30-3.70) 2.9 2.2} 2.7 2.0}
FT4 (ng/d) (0.93-1.75) 1.08 0.55 | 0.81 1.39
TSH (e U/md)  (0.65-5.55) 5.56 19.4 1 0.82 1.02
TRAb (U/D) (£1.5) <10 65.9 1 <1.0 <1.0
TSAD (%) (<180) 108 2821 85 n.e.
TPOAb (U/ml)  (K0.3) 543 1 1920 1 <0.3 <0.3
TgAb (U/mD) (<0.3) 2.51 73.51 0.3 <0.3
1 Jo-1 B ) -) ) ) )
AR FRRRAHE D KRB Hy Y 7L 7L
HkaEE HY HH Hy Hh
(& /R ) (FhARAE R ) (ifn & R ) (i & A )

RS
RIETHFE - b7l - -
PRIV AR HEDHY - BERHY hEHY
A7 A RHR BhEHY Bl BEICIEE WEIC LR
GesEimHI Al BhEbHY - HEHY BEBY
gy o7y - - BRHY ThEHY
FU R R - - HRHY pUESAU)
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WPV FUT RGBS R DERKRE S URERICET 55

HRSEE FK B

HEWMRE B8R BF" ARE B° 50 AR E@ F? & AR

HREE

RIEMFHERBESANSHIF VR TRABEEAZHEL, BERFARESLUHHREMRLH
BICHREL, TORBEBEOMNTEIBEENEL .. HRITREMEHRE 2114, IS(ZHILT
SEELYRSF OV RU TIRABHEABELA THo1= 5 T, FEBHIEHRF VA (ELISA %)%
AWTITof-. ZOHRERE, REMFHESE 211 Flth, FHIPURUTHURISHEES L 23 41(10.9)%
THot=. MABMERESFREEBAES 188 HILDLLEIZHNT, Hstar R PHIKBEES T
(& ERREICIE, BBI/MBETHY, TR MzEER, CRNGHIEES BRGEREET
HENAFEICE FEENIZE HR#EOKNTR, MEOBNLGEDBEHRELIZNE,
RFEEREMREBRICSHEICRDIIENHLN LGS T, HAENASOVEERENE
WIEAREN, MSPIVNITHARIERESFERETOY I VL —TOEBRI—N—(ChbEER

shi=.

AR

MIPaVRUTHRE, [RFEHEME TR
B8 % (PBC ;primary bilary cirrhosis) Tl
1AM, MEE, S—ULUUERBO—
THEMLGHIEN LN ¥, EIHHHERM
HEEELOBELRESATNS 2. KR
KIF, LIFLIERESEHERICHE->THERT
BIENFONTEY 2, RIS X DIE
BIMEIFET LI, SHHITOREFRR
FEORETARL.

A& TIE, ISPV RUTREERET S
RIEMFHERBICEVT, BBERFIRBLUHHR
HErRZEMICHRIL, TOBBEHELHNIC
TH5BEEMELE:.

) RRAXFEERHEZNH

) RRRERFREZRHMRH - FhimhE

MFERE

MR A
NRIFHERTREBEENRFET o REMS

BERBOSL, ARIMEESONE 2114 &
SICHNTREIYRIFOVRYTHIKEGED
BN TH12 551 HRD Mesacup-2 F ARSI
Fa kU7 M2 Fuh(EZEMERER) A
ULy, ELISA ATRAEZEREL, 10T yIRIE
THHL, 1UTYORN 1 ULETHMELHEL
f= Y BRERTERIE, WL T REBLERBOERM
RERAVERAEMITIEREL:. HRIEBQONLHE
BRETE, BREERRBRERTERL, YA ERE
W—F VAR B, B HLA class I Antigen 3t
8, i HLA class I Antigen 26,
Leucocyte Common Antigen, CD45 £, i
C5b-9 R (£T DAKO) &E17. BIBRRRFTR.
RIEMRICE T DRAGERLIEHED 2 #
B LL 8121 Graph Pad Prisms #{#E AL,

Mann-Whitney U test E7=|Z Fisher' s exact %8
AV

(REEA~DERE)
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AHMRTHEIROA TV SHER, MERE

BRFTORBICH->TIE, FWREICHLTE
DORBEEHRBL, XHICLOEBER/E-LTE
FELTWLA.

HRER
REMFHES 211 Hld, _EFaVRY7H

(RIS L 23 #1(10.9)%THY, AShaY
KU M2 k(T 7~1243 1O TR (FE
67.8£42.7 AT VIR IZHFLE=.
FUKISIERED] 28 HI (B 9 I, Xtk 19
) b, EEFEE O UTRLE T PBC LM
SNfERIL 15 fiTHY, COSLERME
PBC I& 2 #i(PBC fEHID 13.3%), MAEIRME
PBC (& 13 5l (PBC FEHID 86.7%) ThHot=.
FEEHH L 32~86 5% (5313 3%) T, EIKFR
MLERETORM (R HHAM) (X 1~604
B(21x20 4 B)TH 1=
BHERICELTIE HOBRBOEH
Blid 9 Bl GRREIE 2 51, SLE2 i, ;BBMEKES
KB, =T UUERE 1B, x—TL
AEIRBEERIE 1 6, BBERY U< F 1 B, 48
KFE 1A, BHEESOEGHIL s 6 (KRR
34, BHE 1 B B A, MEEMROS
01 8 BIFTEL . MFAERIE, WAL 1
BFN18HIEHRSETHA, BREKER
&8 CK MAE TR LI-EHIA 8 $51(28.6%)
FEL . F=, 2 BRI LA 1 4], BAETE
N1 BITH-T -
BHETOLMIIEBUAECHEBETSH
f=H, BEERD A MMT3 LIT THAERIE MMT4
LLESEBTHOT-FEFIN 8 51(28.6%) FEL
t=. BETFREE (L 3 $1(13.6%), HIREMIERE

E36451(26.1%) (2FROBN, 55 24 THEN
AR (NIPPV) ZERL Tz, FEAR-
DEEEEZROHIBIE 9 $1(60.0%)HY,
AT—TITIL—LaviiE 3 fl, R—RA
—h—{EAME 1 FIHETL T, EEIR
MBHEEETIE 6 flIcBOONTA, WTFht
TERK- VCEEEZEIENTH . B
RETEMRE 14 51(82.4%) [ZRRHT-. # CT T
(&, FHEEN TULV= 6 BB TIREMEE T
DOMmEMRELIZERSBZEY, BHEE
HEICELTLHNF R THERE-IXERE
MERD RSPV RUTIRIKREMSR 188
HIEDLLE T, RUKBHRTEEICRZH
MEANRC TEIR-MEEES, EEIE
HBEEEE BRHEBIERICEHEETH
o7

REMRTIE, 21 FITHREDK/DTRE,
6 5 CHIRHE N OMMBEDE N, 1261T
PIDRER T HEHREDEMN, 13 FITHNA
HOMEDBEZRD, BERREELN
FERTHo=. £, AFEHRREMRZHE
% 28 {5 b 8 451 (28.6%) [CERMHT=. iSha RV
THARIETER 188 HIED LB TIE, HUAGE
B THREDK/NTRE, Type2 MRMER, 5
RBOREDOHEE, AFEREMRZE
FERICEEEICRY, BEBEEMHRH,
ﬁ*Wiﬁ@/l\ﬁﬂ“’\@?ﬁﬁ‘*ﬁ‘“ﬁ&%%(iﬁE

[Cham ot REHRICRMMTRER
(perifascicular atrophy, BN O /NME~D
HIRHE & IKILTE, tubuloreticular profile, BHIE
MER), BEHRECTHENLRERGE
BRIEFBRHEADUUNHRBABREETSE
BIIDBBIOHTHY, MIKBEHEDLE
[CEWTHEE BN -
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EHEICHERBL, BUABAEEE R
FIANROZEARENT.
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REraV U7 RABEES T, BREMIC
& BitRBAZELY, TER MCEEE £
INHEHREEIEE, BRGEREETIHENS
WEWIR-MN LA E ST, RS,
BREOKXNTE, MEOEMLEE DR
FHEZIZmMZ, NFESESERREEHEE
[CRRDHLHTEMBAL M &L=

MIPALRUTHKBESH % TIE, Sk
ERFRIR, RIEREEL, KRB GILR5E
MHERBEOPTRIL-—BERRT HH 4
HARBEh. F, RARENEVEFEERB
MEVIENTREN, MIFVRYTHRKIEA
ERBHERETOHITN—TDHRET—H—IC
BHEEZLNT-.

it
MIPAVRUT HURIBIEE B3 R IE A&

BOW 10%ZEHOEELEWOTREL-. £
= MErIVRFUTHEBEH £, F80n
BRRRIEBBERETHENTESNE:.

X

1) Mader, et al. J Rheumatol. 1991; 18:
1767-1768

2) Thomas PK, et al, Brain. 1965; 88:
1079-1088

3) Sherlock, et al, N Engl J Med
1973;289:674-678

4) Kadokawa, et al. Clin Biochem. 2003; 36:
203-210
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RERBESIETS, HRELO MHC HERBERREDEIC
ALBHLTO, BE-BRECHETRE

MEoiEE K B
HEMEE A8 HEA' BX BT AEE B HH AMRY & ERY

MREE

HAOBWFICHETE MHC HEBERBRERROBRE -HEEL RS, BV LORREIC
YA EEMMEEHAL:. HRERRREAOH LM 62 §, KB IA—/LE 54
(RO TA—14, B & 9, REMFEO-1—0/8F—6, FREFFO_2—0/F—4, =
FayRYTEA/F—8, FOMDIA/SF—5, MR 4, EB=21—0OER 3, PiRMHE
&2 DEBU-. MHC HEXRBRITERRIL, class [ (XERE 96.8%, 5 RE 66.7%, class I (X%
B 56.5% HFRE 944%TH-o1-. X EEBMIHETIE RRITERESTAD 250U LFET S

FFRIEHRICHRMTH 1.

BMEEN

FRORBABEILELT, EEEHEME
o MHC HIERBAERRENHY, BHICH
HATHAZENHMONTLS. P RRETIX,
BRDZEASFHRECABIIIAFDE
BRSOz, BRIV FO—LEELSHDE
FIEFERLT MHC MRRHRTEFRR DR
E-RBEEERS, RAMREHROZHICAL
ZLETOEEREFHOMITIEEZEMELE

) RRERXPEFHHEAR
) ERARERFREFRMAMS FRHE
Rl R

MEAE

R I% 2006 £ 9 B 2009 & 12 BFETH
BRTERGORBEHMET O LHRABLV
REIIO—)LOEMEFELT-. FHREE
62 A 62 5, mBIFO—LEEE 51 A 54 5%
AL, BEUAREERL L—FUoHEBRE,
i MHC-class I & & (#i HLA-ABC #i{k,

DAKO), i MHC-class II &8 (471 HLA-DR #i{%,
DAKO) % ME4TL -, JEIRFEFIMRMED MHC B
HIZOVWTHEEMFEETL, RBETER
AR EOLNENLOEMEMYE, 1 AL LY A
D 25%KmE 1+, 25%LA L 50%FKHEZE 2+, 50%LL
L 90%kKEE 3+, 90%LL L% 4+£LTz.

(REEA~DEE)
KAEDERICH-->TIE, SHBRECIHL
TEFORNBEHBAL, XWILIRAEEHT -

MRER
Bh 2Bt 62 b, MHCclass I 1% 60 51 TG4

T, 1+% 19 fl, 2+LL E% 41 $IZB&HT-. Class I
(& 35 BITEBETHY, 1+H% 26 i, 2+LLEA 9
flchot-. FEERIFO—ILE 54 HITIE,
MHGC-class I T 184§, class T T3 A% 1+TH-
it 2+BL EILRBOH M 1=,

PR DOEZERIZHITS MHC IRFIRTEMR
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RE-RREIL U LERRAELL-E
&, class I (LM 96.8%, $RE 66.7%, class I
(ERE 56.5% HEE 944%THo1-. 2+l EZE
RITESLLT-B S class [ /class I &3I4
RE 100%&1 1=

FEBRIOVMO— /LB TIE, MHC-class [ 1+%
oAb To—14 g 6 FiI(BEER F LHE
Becker & 2, Dysferlinopathy2, IR A 1), M
G4 9 fidh 6l REMFO=1—0/F—6
b 2 51 (31 SGPG (RIS E 1, GVHD BS&E 1),
EREMEO=—1—O/SF—4 fHich 1 5], Ik
URYTEANF—8 I 1 5], EDMDIA/F
—5 ek 1 FI(RTYIANTF—), BBZa—
Ov&ER 3 fldh 1 HlTESDHI=. MHC—class T 1+
FFHoANAT—, ERX EH=a—0AUK
BTH& 1 HlEEoT-.

MHC-class I 1+fEFHZDWNTHBR R fi/ 42—
VERELIZECD, BREE 19 BITIE, REER
(BRFIC 10 L) 12 4, PF B (FHEARICEL
10 ELLE)3 I, BRFEEL (10 {ELLLERTE) 4 I,
FEIUAO—/LEE 18 I TIE, H=ARE 8 5], PF
B2fl MERSHITH -

EBRavrO—LEED MHC-class I 1+0) 18 {5
16 FITIE, EERBTREMRODAHTHR
EDERTTRETH oA, BEEE R LHE, i
WROF 2 GlIEAN LB THo1-.

'R

R DBERIZEITHIFRIEH MM LD MHC
MREBRAERROBE -HREE, class I
FEVEE, class TIZTEWVHFRELRLZ F
EBMFFET 2+ EIXFHRIHRMTEWRIC
BREEBAT-

FEOUrO—)LEETE MHC-class I (& 33%MD
EHT I+ RERECBETHYBRDOEZH ORI
ERAFETAILELS. COMIBEZRRRE VL
LhELBERTHY HRBEDOHSEERF L
Bi%! Becker B!, Dysferlinopathy RISMZH, %
WIEBRT (+IBE D MHC-class I BEITEE
BHBIENBELMNH--. FRIVRE—L
BEGAROENCELTIE MHC EBRAH
NA—VIEBEMRICEEE 2N, ELDOHIT
Tt SOHREMR R, SH&A A AT
THot=. Ll DEOEBEOHIANOT+—
TRHEFERENHHoOERERETHY,
EERIEROBEANDETH I

EE

R DZEICEH 1T HIERIEAHRHE LD MHC
HMRRRAEFRORBRE - HREEZRD, #&E
BHEMET 2+ U EITHRICHRMUTHDHLE
Bomicliz. #FEEMFMET +EED
MHC-class I BB AEMRITHRLUNDEFE
HERBTLRD . VEHITEHLINFHREDH
TOEMNHIRELEFNEENDL-OERKE
BOBENPVLETHD.
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1)Van der Pas J, et al. J Neurol Neurosurg
psychiatry. 2004 ; 75:136-139

2) Ayushi Jain, et al. Arch Pathol Lab Med.
2007; 131:1070—1076
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HEY

HAEEGZR (IBN) ISR HRLEEHRE & HICHDRBEEBF CRETD
BRO—DITHEENT VDA, 50 MU EDOBHEIZE, SLEBRRRICH R
T#@ﬁfé\kmmﬁ?%@%ﬁ%@f&&@%ﬁ@?ﬁﬁéﬂé\m%CK
EMEV, AT A RORET a7 ) VIRERESHEIIRENRZ LNWARED
FERRHS A b, 2O L ) RRKIEMEA S REMGIER %2 b OEMIGEO T
BRS LN—oBEICERSMENOT 2 as FRIBEESE AB) OULERLEER
MRE L LCOMEHHE SN TWD., SREIOBRECTIIZEB OREF TrRARLE
RO A ST L, s A PO 8 LBIROREHC L D IBM D BRI
DWTHT 2490 T <
xR HHE

1993472 5 20084F £ T 164E B4 B R FATH RIS B UIBEERE TIT o 1o
EEAERIEFI D5 Jerry R. Mendell & ORME U722 W EHEIZHEV Y, probableld
EDIBM 4061 % R RITAT 21T o 7.

BERER ORRE!  MRIRCRIE R OB ER,. BENLRZE (BHAR) £ToO
B (4E) . WISIER. HAEMRBICIT Hnodified Rankin scale (mRS). FHJA
LEEE. WTEEOFE, FRELRCERT —F (B, JuEiE, Jo-1
PAK) 12 oW TR Z1To 7o, BICUBE CTRE Lz 12BI DWW THARE O Y
BRSO NTOBEEIT o7, £FHFidnodified MRC score AV TO-10
ERRECEEM L. 1) FEEMEAEE. 2) ERGTNLAR o WAoo e BEG SR+ B EE R
HEE, 3) LA Mo FEEESHRRE, 4 TR @ il okE
Hm RS B R, 5) WROBEEEEOA, 6) THREMS : o
RS HRR OB OV TEREI0SICHRE Uioscore X B LTz,

e R

B M/FE) 13 38/2 il RIEEEIL 38-73 % (FRE:63 . B —71F
60 fRRTNE) . e (F54EHR) OFERIT 48-76 k% (PRME:67. 6/, B — 271X 70
RETRE) Thotz, BENOZME COHIRIX 0.3-11. 7 £ T 3.9£2.5 F
TV . 5ELINOEFN 80%% HH T -, FIRERIZTHEOBIET - HE
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e (CRER) 2320 80% (324]) THRLEL . LEROHMETN % 2H).,
TROFIET2UTIERIEN 12.5% 6 F) Tholo. FHIMET L0 &7 LTk
TR CRIE Lz 2.5% (1 #]) 12T X2 o720, BErEHCII8E T HET
28.2% (11 f5) OEMICRD T, BENOOHM TH 5 & 2 ELINDEFIT
TR CRE LG LED 26 L (5 FEEB2H L6 E L EICABR
7. BAERIFO RS & RENOREE COMMBOBECIE, 2 (184]) iX2.8+
L%, 3 8 1£4.4x1.84, 4 (TH) X 7.522.8FEThHo7=. BEMND
2ELUNDEFIZIET2 THY, 4FELBXHENG 4 PBROLNTE. E-FHRE
LB A EGNT R o, PFRIE TR B Z N >T-ONERRE (6 #) T,
HCV BBt (18 CRUFF R &) 58 V. W 1 HHZ HCC DA BMREED b
Tz, FAEMEFO M CK 1% 540. 5+£380. 3 IU/1 & O RIENE I A/ 3F —I1T H~EK
<. EHEAFIG 23.1% (9 F) FELE. FhiiE (0=32), Jo-1 ik (n=28) ®
BEMEBNITA % 34. 4%, 0% T - 77,

12 I CHEAEMBFED modified MRC score & ZIEMNHRZMIE TOHAM & OBIE %
FtL7ce 2 A BB - EAH. THOENL « EALH CHEREER AL,
Wefalgh L 2 i AR T O AEIREE T HE (RERWUEER) Tk K& <0692/
FETHY ., EBEMHPT RIS, WAL Tid-0. 35 /Fai#%., LBIEALAFH
0. 174/ F L /b ot
R

IBM DEGERIER O E U CRIED S 2ELN TIIF KT OEIT R E 227
HDHFTHIRERLLTRY , WTREOEHLIZLALBO IR >T. —
FT b FEERDEITEALEDEFTHATITM S OB 2B 5 IEIERA]
BEIZZ2 > TR D, e TRHEEE S 60%LL HIZHEL LTz, BRRR@IC e B L CIufg
DR FHET OEITHFE O S AL, FFICKIRIUES T X 0 ETHEVHB AT/ 5
iz, EEBICBELTHEREBRET2LUR1L VBRI KR TRET LT
DRREMEN TR ST

—169—



KIG 2 - BRMBRCEVET 2 RBETYER B R IZ BT 5 BE(LO
BRI & &7 v AR Y A FEEHERIEOPRIZONT

MR HE e
HRIPFEE  FEAL, MEIEZ, IMEMER. BURNZER, WA

MREE

RS ON) - 2%m% (PN ([CAPT 5 MENERM% (IP) TikceyclosporinA (CyA) DPfR
B AT Th . AEEFECEGERRZ KT Z ERBREN S, BRI T, AECHTD
CyA i SRR DA FAME A RREE Lz, 2002 46025 SEHCHH L7 DM - PM &0F TP BH. FfE
12 ], BT 5 Bl Rtgs L, £ OBRKRALEN D CyA Rt miRIEOHEIGREL RE LT, 3
CRETEMBIC LT, Pal B L O WCBHBITKETH o7 (P<0.05), U EDFERPL, O
HIEBE R C IP 2305, QOERIMERE & b7 5 B T, @Pa0, < T0mmHg t L < IL%VC < 70%
DPA. AT A FIGFRBILA L BRI CyA FEFEERERIE A IR, 2009 6 4 AN D 2 FlCHEITL
BIENE BT, CyA WIRIZZ ORI & M PR EHERRC A ZER B D, Btz & 5 885

DOREE CRE AR M TP ERERIT, FBROETIRICERATH D LI ND,

WRBH

g S (D) - ZFMK PN (AT D
MEMEMZ% (IP) X, RIBREAT a4 PR
EOHTETRRRTHLZ LML TY
5V, RERHH S Cyclosporin A (CyA) D
WANRBYLEZLNTVBEN Y, CyA DR
WA BEA L C b AEE TR I B M iRIR &
Feled Z EBRBREND, HETIHREICRE
B L7- DM B L OPMICAHFT 5 TP SEGIDRREY
BEEEZ T, MECKTT D CyA Frfeaimitis
OFIG & FRAMEERAEL 7,

EMKRFEFHMAREAR, Vu~T - BR
RE

R Ak

2002 4E 1 AA5 2009 48 3 A offic, H#
TEMW LB LT - 72 DM - PM & 0F 1P B3 17
Fi%, FECRESH M54 B2 4, ZotEs
& . RN 46.5116.9 #%) & EMERE 12 41
(DM10 4 : Btk 3 & Lotk 7 44 L EH 4 565. 4
+12. 1 5%, PM2 4 : &tk 24, FHFH 62.0
+1.4 5) ICoM, EURE ., PMAEEZRO
T BLAREED 2 BEM) CERRAYLLEBARAS 21TV,
CyA FHGmE OIS L 5 kxR
E LTz,

(fRER i~ DB )

CyA FRERSFE OISR % &l S
BFEIZIE, MENFIC OV TR THRAZAT
R, EETCRELS B, FROMMICHIZ
S TRENKZEREBZBSOEREB,
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R &BERHITH Jo-1 HEkIRETH-
7z, 2 BERITHIE CKAEIZE BEITRO 2o
Jro FECEHIEMBECL LT, Pa0, (61.6+
6. 3mmlg vs 77,815, OmuHg, P=0.014) ¥}k
0 %VC (58.3 % 18.7% vs 86.9 £ 13. 6%,
P=0.013) RHEIMETH > 7, FECHITE
B, A7 A FZMA T CyA RAREIT> TV
7z CyA OBRSEREH] (ABEHHDAE) 12
BEEI ol BETEE:24.8221.38 (1
~51 H) vs EMERE:32.3+39.0 @ (1~103
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CLEDEERE» L, OMEFEERE T IP 238

D, OMEREERE & b7 5 BE T, @Pa0, <
70mmHg & U < {X%VC < 70%DIFE, AT 1A

RTRIEBHLA & RIS CyA FRehnEfRiE &38R,

@# il SIMWBEIL, AT vA FIEELK
LAIRFIZ CyA BOREZ21T 72, CyA O
BRI, 12 BRI i PR A E L
ifn 1 FE & 250ng/ml ~350ng/ml {2 L7z,
2009 F 4 AhH DMEFE 2461 (BM14, &
P14, 4 54.5+3.5 4. Pa0, 60. 9+
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WiEE AT LEMB ROz, BEEEOH
Bt sotz,

B

DM 36 L O PMIC &0 5 RuEREITHE 1P (2%t
THRBEOMEA L LT, CyA ADOENE
BETHIVNENRD D, TR L EMET CyA
BAF TOMRICHEREITRD R0 o203,

HID»H D CyA BABRTHREFA O MIZHES
FEHERELRINTEY Y, YBROEEIC

BITH 24.8121.3 HEWSEAFE TOHMH
TEETRE AL E R, L, BT
BIZBWTARY B S CyA EARIT o 12IE
BlHLRBR I NIz, CyA DRARICIEZ DRI
FOMPREORENMIEAER DD Z &M
BEIND, CyA DFFFEARIIEIC L5 258
B OFEE CRE R M PRI, RO
HEATIHRICAE AT 2 LR SN, B8
R DOREMHNZBET 5 CyA Frige sl IED
WELBEC Y, LRHIRT S BEL P RE
EREL, BRATAEFELONBALRE
WNREBOTND, BRDIEFOERE I
LT, RIEEOFRAMELZRIEL T,

K

1. DMIS X OPMIZEHET 5 RdHEATH: IP I,
AT 1A FEMBEICIERTMEL R,

2. IP HEHN D O CyA BAITTRRDENZ
L&, BEFMNLD Cya E
ADPRETH D,

3. uEZR CyA FRhmA R EMERIC T, 2
ATV TP B B Re IR I A 20 7R TR
LHIRE IS,

B&N

1) Nawata Y Kurasawa K, Takabayashi K, et
al. Corticosteroid resistant
interstitial pneumonitis in
dermatomyositis/polymyositis:predict
—-ion and treatment with cyclosporine.
J Rheumatol 1999;26:1527-33

2) Nagasaka K, Harigai M, Tateishi M, et

al. Efficacy of combination treatment
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with cyclosporine A and
corticosteroids for acute interstitial
pneumonitis associated with
dermatomyositis. Mod Rheumatol
2003;13:231-8

Takada K, Kishi J, Miyasaka N. Step—up
versus primary intensive approach to
the treatment of interstitial
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