CIDP DFREL R T

SPEAFEE AT TP
RS B8 D NG i
FRED A 12, AT ZNE

MREE

BHEREMREEME SR = o —a/35— (LIT CIDP) i, BEERAICHESL UTZ R BB THY . MR PR IR
WHEDLERM CHNIEFIZTA2HEObHAKIHMRERTHD, TO—FH T, ARREOEZLEROHE
1T, AFTIINEEIRE TR L bDIZEE FoTRY, 2EE B TIHETIIR SN TV, BLEE
BERBEEOEDOT FA %, —HBEEAMEZFIAL TEREHL. AL TIHLD TOLEEZE RO
EEIToT, ZTORER. (ERIVBEEMEORVVERE, BEEROEH P iEL 2o, &R0 R
4%%%7)%7:&0717% ZHUZ LY CIDP OFJEIZ IR A NFRD DI W ERHL) o T, SBIZ4E
BHILIRE R, A DLOE RERELLELI T AZE05 CIDP O MR A EA i REE CLE EBTH
BEELIZ, AEBICBITARAELEENTHDZ LRIz, Bl IR O L7259 CIDP DR EEH#

FERICLF 5T 2EFERTHHLEELLND,

BB R

IIVETEEGIL, CIDP OFEERE K GHEEHRE
T HEE R 300 FILL LS E B EREIzL
ToIGE BUSBIMEAT TN LU TE, R a7
VB ERIICD T2 2 OIRRITR L, RO
OB AEE M (responder, non-responder) A1EFES
HIERHALNERY S THOEEK S EEH

ETHER-BEERRL RMTRE2AETIRT
EDOFRME, FITHERZHALPIIL TV TE
THD,

A ENI YR BEPEEL T, CIDP O REE DA
M7 RERONGEL, RERELHITT AL
IVEEL, FERIOAIELEICLERH T
HETAHARTFOHHERA, B ZKAELLT
EE T EDEHTRAMEDT- DD FHRETE1T-
77,

WrgR T i

FRIR I RMEREIERR IR L O el B (i
BRI 2372 IBROZIEE) L UVNERHZ B
L CHRAR SR OBAER M HEITV, ZhbERE
SRR L LT, Ml ERIT 20 FRELLE 99 IRELT %
5%, 100 LA_E 199 LLF# 10%, 200 LLF 299 U T4
1) et a—o T — Y
2) 4 EBRFEFHMEENT
3) FEVE B R E A AR

20%, 300 Ak 399 LI T % 40%, 400 LAk 499 LI F%
80%. 500 LA EiZ 100%DHERE L, Ll k2
Eo—mbt. KRFEBEEBERN O, mENE
1,471 gk, PE 543 fEak. /NERL 834 fEs %xa‘
gkl 2004 F29 H D5 2005 4E8 A @1$Fﬁ
LEMEROF I TR RN RERR LT, HE#
WCBEBIUT D EEEHER L, Zhbibdi Jim
RIAT (— IR RF) AR, WAREAINC 3
DHFTAFTARX U=V ERLL . %m%“n@@%&
ROREHLEL  HEELE R, BERLEH L,
O L THRBERE BT LA A O HEEHE (20057
RB)EREMELT(BMH 62,231 T A, &t 65,424

M) BB R BB I ORERERD T,

BT & OMITIRII4 FBRFHRAE ©2
WEREDIHS CIDPT0 Bl (5% 46 51, Lotk 24 #1) , 3
E# 3 FUERBBENTEE TH o IIEH
(95%C1: Bk 35.7-51.0 &% Zctk 30.1-52.2 5%) 2 &
HRREpIEEE LT, Bi8BZ 17 1L, monophasic,
7213 multiphasic R H B EEZZ D DIEH %
2 M & i o JE # & chronic
progressive type CFEFL . RRIEIZEEH72D ADL DO
% modified Rankin scale (LA T mRs) THEL~,
SHIEEREETRBIOCT THERL-HZEHE
WCOWTCEEE N BRI LT,

remission type .
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AHFFEIL, CIDP OEERIEREIILD &9 5% F
WEO—BELTEE SN, BBIZESIL, &0
BREOHBEELIIBIIIEERBIVARLEZ
Iz, REXBEAFEREE E2VT FA L THEITE
Nzt BAOEEETHWAIEICLIERERES
—NERNWERE | FIAN—DREBITIT TSI
EEL,

BrouiE R

AEFREDOEZ R, 2005 F£RETT 54.3% (8
BANE 51.4%. IR 41.4%, /NERL 70.0%) . KSR
BIOEIE R, WRBRER K& 2Bz >vm<ie
AEME RO (42.3%764.4%) . ZWTEEEIZT AU D
IR T AL ME INCAT group 1ZEBBOARK
YeTholz, EERBOBEERISEFMNDIL
MARNEL 90.5%. FIFL 6.8%, /NEFRL 2.8% TH T,
W E% & A7 BTl — Mgk (8,756 hagk) 23 59.0% T
HAHDIZRL ., 78D 41.0%% K ZEE R (242 fisR

TRELTWAEREINREN, CIDP BEDOEERME,

BT AR ThHol, BES T2ER
BEEBICBESNEEFMSIL 1,218 FEAF, 0
TEMLEEBBIIBITS CIDP OF R RIT
1.91/10 F ANELBHES, HERIAREIL 1.68:1 &

BHEAMBAL Thholz, BERIT 0.57/10 TATHY,

TEEIT 1.17:1 &L 2B BHEM ThoTo, FAA
S INBRIOEENT T, BRA TR R R, BIERILIC
BUHEBBMTHLIOIIKL, /NBIZ DWW TIRIZ
ZHEOF B EVMERE R TREREN SO,

EHTHOME T @B ET R ORRE
FHBE (p<0.0005) A Z L, CMAP DIKT &
FHARBEDOBEEMNZED SN (p0.01), T3
iE B HR D A ZEHE (p<0.001) b B HARB % OH¥ET
BARBOBEBERBEK~— I —THAIENRIEIN
77

E2g 2

R ROBEZ T2 CIDP I3, FK
FOBREE RO DS RMEE(LE (LT MS) IZ2oWn
T, ERICBIT2EREBOSMICETHERN
BOENTND, TCEDEEENELRBIZLR
W b EAMIE UL, HiE RN
EEAEMAMEIN TS, FEEDIELIM: 2 HEH)
&b CIDP THHA, S EIOHURIIOFREL L

ORIE RO S FDHIT D7 EH TR IS 54
EOBEBIIERD L2007, SSIZEMTBITS
WE(F—ANIV T 2ERERFRE 1.87/10 5
A) EDHEDSL, SEFLE L DB H U AR
HEOEDEWERTHHIENHBALE, 0T
235 CIDP OFEEIZITHUR , AR OREETT
ERRAEREEZ DN, -4 BIORE RITF e
FaE2 5 ETOEERDEEZLNZ,

EHTHOBRTBIE, CMAP OIR T, #iZEHis
OEREEL AT HEMICOWT, REHET
BOBNZLE R T HERPELIIZN, ZhiX
SR ES D HRE LI IENE R IR R TS
HIREF U T AR THD, £EMIICHT,
CIDP ORHTFTRIZEGF THLI LML,
—HICOWTIIBETE TR EatEEsnd 2L
RSN, SRITIEEIERIRB IO RIGRE
BRI DB ARG, MR EE L &7 T F O A
HETHD,

&R

A OEEEXRE L CIDP ODFRERLBLV
FIERPHALN Lo T0, £FBE CHREIL 1.91
/10 7N, BIERIT 057,710 FATHY, ¥EHMT
BIZHRE LB LAFEENESN,

CIDP OEHIFEROBREIOIL, BIERFITBITS
BHERBOFE, BRAEBRMICGEED 2R EEF R
B EHSETFERARE TR TABR~—I—¢&
ENHBTENGINEIR ST,

Hite

SEORET A BLOFFLEIZOWTT
BhE Wil Wita B RERERTIES/EY:
HER - HIBr R B O T IEBEF 50 A RRE R L
ES

R E &
e

FNROH EEME O I - BRI
FFRFELAE 2L
ERBrERG L
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1B ST BUREIE S AR MRS (CIDP) OWHFREHME & T4 Ot

GERFZEE wmE— Y
EFEFZEE HBE—-D, IS
MEEZ D, RERBZ?,

D FTBHRILY, SEEL Y, mEEss D,
HAE—, REERY, LEEXEY

EE
B STEMENBEME L RAR MR (CIDP) BF 31 LRI 2185 & FHRIZHOW
THRET L72. 29 B T & 22DV BT o il TR Y (KRERE SV 0 7 ) VEE (IVIG) |
2T a4 NRE (CVAREZET) . MR CEENENESIZ. ZhEh 8 4
(33%) . 10l (53%). 3 5l (38%) Tholz. LD 3 SOBEELETHRENTH
ST BN D3 2T, IVIG, AT A FREE, MRE(LEEO Z U EoEREbHE
THEBRIIRZIRDE SN2 o T ER, BWER D728 2 & OIRE DS kR R & 72 -
728t 9 Bzt LT cyclosporin A (CsA) 23E A XL, 7 Bl CHEBEY 2 IEIR O AR
D bilz. TERD L DIREICEIUMEL T, HEWVIEIEROZDIZ Zh & DiEER
PREE 22 B I, BRIR DR & BITEA ORI T CsA A3F S8R BT 72 B RTREMEN & 5
EEZ LN

AFSEE HY

B HESIEE L BRI 2 R (CIDP) T
RE®REI/ 07 ) JFEE UVIG), A7 aA
NRE, RG-S DR RS KRB
PREBRCTEAL NI STV D, bz
P TR ICEEET T DER & D2 v,
Fx13% 5 LIigFRERAIOBER L UF
BAERONTT D701, Yt & BEMER T
BB L 7-CIDPREEIZDOWT, BWKRED D
retrospectivelZFR T 21T o 7=.

D fENREmEAE, VU~ FRERNE
2) RER+FREEHENFR

3) EAKE PIBERE T

4) ESrRbeEE T E AR B A

5) EEHAREIRBE RN

LIRS
STEIT19984F LUREIT 2 It & BIBR B4R

(BEFRTFWE, EARESHR, FERA
Rk, BREFIRTREE) 123V T, American
Academy of Neurology ™ #2 7 2: % Cprobable
LLEL 2B ENCIDPERE3 4L (EHE
0 52.3£155%, BAbh : 16%115). &
b IBE DHI# CTINCAT disability scale FU>
TERDRZFML., I EO%ELH,
TSN EBEE L-. 1) IVIG: AT A
RS - MR O3BIED 5 H2OLL AV
24, 2) prednisoloneS A 1720330 mg/ B LL T ¢
AT 5. 3) F6EILL EDIVIGE LE LT 5
TEGIZ TEEERM) CERLE.

- 178 ~



(fEEE~DBLE)

R EIFENRFZOGEZEES TV TEK
BRIz, FFFEICER L CEADOERSR
LTRICHDZ R VLS ITHLOEE
ZENN, T T A N — OB ICEE
L7-.
WFFTRE R

HE PR IER DSR2 7 DIRE S TN 7202
51 % [ < 2961 T & L DOIBERIT 2T
Wiz, IVIGER24f5], AT uA REEE (LR
EIEEET) 12196, MR LEEIL8FIIC
TbhTEY . ENENOIERICEDRE
EhIFnER, 8 (33%). 1061 (53%). 3
Bl (38%) Thote. LEOIDOEEES
THEYTh - EMTZR <. NERER
P BRTEFIRFIORTH -7, IVIG,
AT aA NMREE, WEERED Z > kD
MAE DY CHENRDRBEB LR D>
T BHER D720 2 S OIBE D kR
gt L 7r o 72 9FIT X L Teyclosporin A
(CsA) BPEAIN Tz (Table). 1HI2E
BEED - OB REE & 2o 72D, 7 O/
th 7451 CHERGERI 7R ER OB ERRBD b (F
WEEHIF3E) . 1HIXCsARRLATE324F T5%
15 L7-. Cyclophosphamide pulsef&iE 232611
Tlebh TN AL R ERMEITRD b
Niehotz.

EE

IVIG « A7 1A N - MEE(LEED
BERRIL, FNER 60%, 60-70%, 60% &
EINTED, AT A FEEOFMHEICR
RENRONIAMMITESEOF 4 ORRE & L
BLTREZRONR Do, HRNLD 3
SOIEEP & BRRER. B 5T HaRE

B 2R TEMIED TR THDH EE X
LT

F7z, CIDP OIEFEEHL. & D5VITEIE
FAD T HIZHERD & DIRED R EEREH] 9
#lT CsA BEWVWHHR TV, A CIDP
BEORF RN L L CREBRICEET
RETHDHEEZLNTN, 9FF 1T
BAREOEITO R DITARED W% 4372
CENTRY  FERIZH > CIIBHERE
EEOTEHNRREBENKLETHS.
FE

CIDP 12X B 0E3E 0 b DIRBIEDOH T,
EANFIOEIEIIAT oA FERETRLEL.
IVIG Th b7V IRELREE &7 3
DOWEEEOE TR ED LEFIIHD TH
Thd. ek O OIBRITEIIEETT, &
BVZEIER O Iz 2 & ORI
IRREGTIT. BRR 2R & BIMER OWIE T CsA
2% cyclophosphamide £ ¥ J71728@R A I 72
HEREMD & 5.

Table. CSAZERLY: SFOFEED

Case Age/Sex Disease Associateed Anti-SGPG  Ant Treatment response

duration disease antibody antibody IVIG Steroid PE CsA

Cp
(yrs)

1 43M 6.25 - - + - ND + ND
2 51M 9 + - + - - + -
3 60M 6 DM - - ND ND + ND
4 67F 10 HCYV infection - - ND ND - ND
5 31F 8 - - + - ND + ND
6 42M 10 glaucoma - - - + ND + -
7 SIM 7 - - + + + ND
8 53M 5 - - - + ND % ND
9 63M 2 NE NE + + - + ND

ND: not done, NE: not examined, DM: diabetes mellitus, IVIG: intravenous high-dose immunoglobulin
PE: plasma exchange, CsA: cyclosporin A, CP: cyclophosphamide
+ B/, - EN. CBEEQRHIZPE

RS
7L
M EEMED HFE « B&EIRI

BFEFEUE - 72 L
ERFIERSE : 2L
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IVIG Z#@D IR BEE T A MERIEME R 2R = n— /8 —
BT A 7R A OEBREE

=1 e Y

Sy EBSE
R IEE NEER D, REmA Y, FEE—Y
MRES

BHERIEMER SIS F=a—1/3F — (CIDP) 2R} DT/a AR ORI LR %
HIEBROEREN 2 EREST. GE/ 7V KEFERE (IVIG) KIEKIET5, +5B0OEIE
BEATRANEERELZICLEDL T BIALZ CIDP 128V, 7Rl (WHE 3 mgky/H,
77 {# 100-150 ng/ml FAEH) ZHAVT 12 » A LLEIGRETE 11 filE SR ELT. BEERER LB RE
8, BIVERZR~z. 11 Bl 8 4T IVIG O 5 A BESp<leoTe. 2 flids 7aAm)  #HEIC L
Y IVIG O ERBPEVT. | FlIES ThoTe. BIBEEAT nA NI CRAR R C&720 CIDP
IZRIL T, 7R ARY 2B R T RETHD. ARRDHOIERO BIEEFKI, v ruxRy s

BBIOIVIGC B FNLEN 25 AT OB ThH L EHI N,

WREH

FEI TV REBTEE (VIG) K
JRL, BT oW ESI @ SE LB
£F=a—n3F— (CIDP) 1T\, Eff
MeRra BAIZRIB REAT uA N LA TS
BEDREV. LLLRRD, BIBEREAT AR
ECTIIRMEHERF TET, IVIG 2H)ESZD
ERIRWEI R TS, LTI ORI IR
MLV, b, LENCEIE R E A
FOARFRRI R LA BEEE CIDP IS LT,
SruARY L OFHEERLE Y. BfE, CIDP
WZRIT DL 7a R OBESILRIZ AT TIEER
DUEFEHED TOB, FOEFBELLRBEREL
T, YRRl BiT2IRERETHRE L.

U s IE R SR N R

HREAFE

1 E B R RPN RN AR,
American Academy of Neurology @ CIDP MO
EWEETL, 19994 8 ALV 7Ry & H
WT 125 B L EIRETET 11 SEFIE x5 LTz,
MHEED IVIG (04 gkg/H, 5 BRE) HBWN
(R AR SR HRIEIC RS, SR THoED
BIBREATaANE (FLR=Y1r 1 mgkg/
HixALL) 2BELICHELLTERLE
BITI, FOBRERTIVIG 238011, 7R
NTHIRZ 7=

YR ARY L OYEE S BIE 3 mgkeg/ B TIT
VY, BEERELN 7 #% 100-150 ng/ml (2 FHE
UTe. BRRFEREBERL, IVIG Bir 5 (F
BB Lo rm ARV OBIER T~
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AEFEN, B ER R OREREE
WSFLCfTo7e. BEIADDIIA 74— b1
M, FBREBLNIEBE IR
BRI,

#EHR (Table)
BB R EAT A RECITEMEER c& T

IVIG 2#&0iRLNEL$ S CIDP SEFITHL, ¥
ARV AT 11 Bl 8 ] (B3 1-8) TIVIG
DREREEY (BREE) »SEDL, BE
R LT (R&41% Figure IZ7~7) . 2
(BB 9 L 10) 1%, v 7uRRYBRIAHIC IVIG
FAEHRESEEIIHEML TR, v I7rARY
PHEB LA A ICEREIMAERL. L
MULENDL, 9B 14 (BF 10) 13, 3FEHICE
R ENHBR L, BT —RFRIELT
WE, 1 (B 1D 1, v/aARYCERAL
T2 EL ERBL TN, BEERICBWTE

WAz bNT, IVIG OREBEEEIT>THa5.

3 FUZENT, BT LMY EEREL T
TodIz, Y 7aARY % 12 3 B ke T&en
oYt

AREBND, 1ERIRETOCIDPIZBITHY
Iu AR B GRECOEE ERE R E Y
2 ERRELHEL, [VIG M COTLHERE
Fop b ES 0 BEEHEEL . Wilcoxon NEALFRR
TENCLY, WD AR E R B A
BKYE 5%, BT 80%LL L TR T 5701z
i, 1R 20 BISLES o7, IR W iELL
BT 10% THHEBETDE, 1 #2561 (85
50 4) BMETHDH LA M E L.

EE
RIBREAT A R E CIIEMAHERF TS
IVIG %48 0iEUMSEEE§ 5 CIDPIZRL, /a2
AU 11 Bl 10 B CHEDTH o7z, IVIG R
BB RERAT A NECTHMELER TERWE
AT, ROBRIELL T I/aARI - BET
NETHD. A—T 7RIy LU THEIGTLRD
AREZITNIL, SHIERLLITRETHA

9.

YraARYCORWEREL T, BHEEREESD
RERUH RMARIE LN 2 TR IR 8 DEME
EEORAICEETS. LhUEKs, AREF
VMY R R A UTCEEL, VaARY
VBRIEH 6 R LVWOEHIR ThH o7 DT, il
CRALZIZT TR, BIEL T2V S8
NI 7= TREMER B 2 Tz,

ARREHC LD EBRITIRBRIZ LB BARREBISL
ERETE.

3CER

1. Odaka M et al., Intractable chronic
inflammatory demyelinating polyneuropathy
treated successfully with ciclosporin.
J Neurol Neurosurg Psychiatry 76:
1115-1120, 2005

EEAERIER
2L

SNRIBAEEFE D HiFE - B ERIR IR
KRrEE 2L
ERBTEBRE 2L
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Table. Responses and relapse of patients with intractable CIDP treated with ciclosporin A

Patients Age at onset/ Initial therapy Maintenance  {umber of IVIg during 12 month Adverse effect Current treatment Outcomes
Sex previous treatments  Before  and After

CyA treatment

1 34/M Plasma exchange PSL 6 1 - CyA Stabilized for 76 months
CP pulse after last IVIG infusion
IVIG
2 65/F VIG PSL 3 0 - CyA Stabilized for 46 months
after last IVIG infusion
3 45/F vIG PSL 3 0 - CyA Stabilized for 36 months
after last IVIG infusion
4 30M IVIG PSL 4 1 - CyA Stabilized for 2 months
after last IVIG infusion
5 31/M IVIG PSL 4 1] - CyA Stabilized for 18 months
after last YVIG infusion
6 43/M VIG PSL 3 0 - CyA Stabilized for 17 months
after last IVIG infusion
7 37M IVIG PSL 2 0 - CyA Stabilized for 5 months
after last IVIG infusion
8 61M IG PSL 3 2 - CyA Stabilized for 10 months
after last IVIG infusion
9 34/F IVIG PSL 3 [ - CyA Prolongation of
Maintained IVIG remitting period
16 53/M IVIG PSL ] 10 Nephrotoxicity Maintained IVIG Prol g of
CP puise remitting period
11 42M  IVIG PSL 2 4 - CyA azathioprine Relapsing and remitting
Maintained IVIG
PSL = oral prednisolone, CP = cyclophosphamide, IVIG = ingr i lobulin, CyA = ciclosporin A
65g %
25¢x | da 25g X
5days 5days
Intravenous immunoglobulin L |
1.8g 2.2g 2.8g
Cyclophosphamide LRI 1Y
Plasma exchange ¥ VvV Vvy
70
e
g 60
[ %]
2 50
=
8
2 40
3
£ 30
)
?
5 20
5]
=
10
0 B
1998 1999 2000 u 2002 u 2006
6 8 10 12 2 4 6 8 10 12 2 4 6 2 4 6 8 1

Figure. Clinical course in representative case (Patient 1)
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EACRPEICEESNTOD, REOFREREZLND, BB T2 —(TL B EET = o —n/F
— OB R EL TR THOFREMESRIREN, IFF~DEEZFHOOLHFEND,

R ZEMEEH == —1/3F — (MMN)
IR ERES a7V BRI (IVIg IO TRR
AEERRETHEEND, BRRMIZENLZG
FEHE M SR (LIE (ALS) efh BB =2 —n
VIRBLEOENNEETHD, MMNOZEIC
B i BRI R ERT RITHREERE (NCS)
LA EE T vy /OB THHA, BEITLT
LbE<ien, TOEBELT, MRERE O
AR E I B o7 L CH B R A 2R
IZRHESREETHD L, HBEICLD ki
REMERE 2O D, MMN TORRRILE
IEMRIK TR FIRETH DI ERRESNL TN
B0, LA RE TAILRAS TR F
TR OB R BEELTULEE TCED DI T
720N, L OO BLBEIE BB T B I M ML B T
RY =2 — 0 F — TR T o — I IR
OIRENFESNTRY, A E K~ 1 IEza

—NBNCSIZTHLPREE T oy s ERER W
MMNTEEEORBICE B Tho0, T-ALS
RLEF ANEEBIFEE THID T,

WRFE BE MMNEZEITROINITEEL
7zo (1) BREBEL F DR WETEO KR
HOVITHBEIR MR EBEE . (2) LAz
EE = —m o fER, REIRE . BT S
WZE, (3) MRUIZEIVFHEES R T&BZ L,
(ANCSIZEVRE T ay 7B Dianze, (5)
IVIgiZk V2B L ECRFH HT AR (4-L 4+
grade Z&Tp) B2 FL—R L ESELIZZE0E
HEFERBINTODIE, ALSHEFE L revised El
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LT, PRI RPMEDO RE OB EF
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ML WEOERKEBLZRELZ, SHET
ANOVA & Bonferroni @ post hoc fEHTIZLY

P<0.05 OBEFMEFFEIZEEELLT,

FIERER MMN 841 (16-61F, F£#%748.9F) |

ALS2241(47-77 %, ¥ 603 ) A hr—)L
18 51 (23-79 ¥ . 45 62.0 =F) (s : P=ND)IZ4T
78072, MMNEEIZN ) 41.3 # A (18-102 # H)

IR 7 40—, EDBETT N THAT
BETZ o7z, FEHIIVIghaEIL 9.8 7—/1 (4-16 7 —
N TEoTe, BRI NI REHENCSIZTCM
APIRIR, (ZEHRE | FIE&EERIIMMNEA
LSEER O 2T E o7z, FRB T2 —IZTCH
ECOPIERDIEH _EfRIT 4.0 V72 o7, MMN
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B RITRESNTWD, EOKRGE . 4 BT
ST B EWIZ LB FHHIEICLYMMN THS "l HE
2 LY IEREICFHE CE A BEIE IR E N D,

i LI SR R A R H 722 O JE S BRI
THOEE == — o REBOFIZIL, IVIgiz BATF
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Nodera, H and Kaji, R. Nerve excitability
clinical

testing and its application  to

neuromuscular diseases. Clin Neurophys. 2006,

in press
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LB CRELIZHK 69 Bl (ZHGL
polymyositis- - -PM B 5, H AMEFHK
inclusion body myositis:«-IBM B£ 4, FZ
Ef5 7% dermatomyositis: - -DM &£ 14, &5
BEfFdc - -Ca BE 14, BEREBHER- - -CL
B 16, SIEREERE. - -UC B 16) OYRERIM
BEXRAV, - AR g T L
A ¥ AF 2 (Luminex) {2 °C GM-CSF, IFN-y,
1L-1-2+4-5-6-8-10, TNF-o, TNF-R1-2,
DR-5 % W & L 7= . # 5 4 2 i
Kruskal-Wallis test ZHHV, BEEZEDH
SNHEBIZDWTiE, Mann-Whitney U
test with Bonferroni correction {2 CHEE
B B 1T > T2,

(REEH~DEE)

AWFFEIL, BRKFEM BB OMERE
FESFLTTol. BEIANBIERA VT
F—hL Ko U bEE FAEZELN
AL DORFEEB R ol.

WHER

DM B L& PM B2 HEFTIE, IL-6 T DM &%
NEEICEEZR L, REBIZEEL, &
HIZDMEE ST PM+ IBMEED I 21T o 72 &
%, TFN—y, IL-6-10 i DM EEICIW T P
+IBMELVEEICSETH T, B,
UC B¥, Ca ¥, CLEEIZ DMBE & P OEM 2R
L7z, Thl-Th2: HREHEDOWT OV A
A2t PMEEZa Y he— LB DOEETR
X772y o7-, Death receptor 1%, BIE LT~
SHEST MM BETHEa hr—LEELD
BEICEE, PMEETYH TNF-R2, DRS 3 =1
fe—LEHELVEETHo T,

OXAKR, MWEETF, TEK
[E SRRt T mERbe ARAE

=75

EE

BREMAFERED 5 PM, IBM iHia 4
EMFEREE L, FREFTRIZIEE B~
DCOBMHEY VREROBENMGEATH D,
—J . DM TIXiRERZER LS L, FRERTR
% perifascicular atrophy(PFA), C5b9 @
BB ~DILE. EBE TOHNEEME 2
NERKTH D,

FIEIER DB % DM & PMOERI S &+ 5
Bohan OEIEIIA AWVWLNTNA DS, H
FORLZHFEZFE—FBEIZEDE S &
VDRI % RV TR REARIESOTR R B R IR
LAEHEELECDARESRH B,

EAIIINETIZ, EO P HFHRIT
% 5%, DM BEFFAE 13K 60%, SEETREEFA

(AT UC) iX35%Tdh-> T, PMEEFEG AN
WEZW N TS RIEEMZHE Lz, 72,
EOPUEELIEDODMBOBREIIRELLA
RAZEEHALOMNILI- LT, BREB LR
BeomBFzERE L-2HEEOLEE
PREFELTCE T,

AE OB T, MIEEAEEFEDO L O
LIEMREEEO L ODORBTO, miEY A
NAA - TaT7r A VOMREBEELRET 5
T ENTE I, Sk, BEICHIE 2kt
L, SEFAOERELRD = & T, BT
MREREEDZ ENTREEE X B,

REMGHEBIZBWNT, MEFOY A k
T A ED ., FRBEME R DRI A &0
ST-REEFRIZ LV B Y BRSNS ESOR
BEBICERA T D WEEMENREB I,
PFRAVIZ, WEEERCIREEORE 2 E
HET, BEODLAHRLEZ NS,
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Z1CEBRMMBY /AL

EA DM (n=14) PM (n=5) ayvha— (n=10) P
£ |
DR5 196.6+118.2 126.4145.2 63.5+28.1 0.0009
GM-CSF 7.78%17.08 ND 2.20%6.94 0.4325
IFN- v 8.17+9.53 1.24+1.68 4.08+2.74 0.1015
IL-18 91.47+157.02 6.82:£15.25 15.70+33.10 0.3265
IL-2 27.43+40.85 1.99+3.09 7.50%6.51 0.2159
IL-4 1.16+2.44 ND 0.20+0.65 0.4175
IL-5 2.32+1.36 1.81£0.32 1.94%0.76 0.6756
’ *
IL-6 41.32+40.38 5.74+3.71 24.88+62.02 0.0034
IL-8 22.21+17.93 9.50+8.46 38.69+98.82 0.0138
1 = |
IL-10 9.15+7.68 3.231+0.68 2.410.45 0.0014
TNF- @ 27.21+76.83 2.5473.03 18.07+28.30 0.1679
’ %k
TNF-RI 3958.9£2524.8 2082.7+870.1 1323.3+392.1 0.0012
| - —
’_—_*ﬁs_l )
TNF-RII 4447.8+3071.0 3453.32795.9 1796.8549.9 0.0034
sk p<<0.01, * p<0.05 (B4 pg/ml)
K2 EBHINMBEY (DA EPMFIBMEIFICHEDHT-LO)
HH DM(n=14) IBM+PM(n=9) =2 hm—/(n=10) p
DR5 196.6+118.2 132.6+51.5 63.5:28.1 0.0005
GM-CSF 7.78+17.08 ND 2.20+6.94 0.2910
I ] |
IFN- v 8.17%9.53 0.70+1.35 4.08+2.74 0.0060
IL-18 91.47£157.02 3.79+11.37 15.70%33.10 0.1582
IL-2 27.43%40.85 -  1.25%2.39 7.50£6.51 0.0250
IL-4 1.162.44 ND 0.20+0.65 0.2812
IL-5 2.32%1.36 1.83:0.37 1.9420.76 0.6395
I *

IL-6 41.32+40.38 6.342.81 24.88+62.02 0.0007
IL-8 22.21£17.93 9.87+8.26 38.69+98.82 0.0141
| - ]

IL-10 9.15+7.68 2.80%+1.22 2.41+0.45 0.0014
TNF- o 27.21:76.83 1.96%2.5] 18.07+28.30 0.0231
e
TNF-RI 3958.92524.8 2001.9+760.8 1323.3%392.1 0.0008

TNF-RII 4447.8%3071.0 3772.4%958.0 1796.8£549.9 0.0011

**% p<0.01, * p<0.05
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SEPRE HRE—Y

EFEBFEE WIREZ?, KE=ETFY, BEJI 2, XBEHKELY, NI—1TY

MEES

LM RE L OEANEFHROERGZ AVT, BEMIET O granulysin DERE R
AL LIRS Uz, TORRAT 14 NERMES IR LB T, CDS8 Bt
Ja o @ granulysin HBEED | 27 04 FRIGESEEGF RS L OEABHRICBITSZ
NHEVLEEICE W LB L, Granulysin IZZEBEBRICBITE 2T o4 Fik

PUEIZEEE L TV 5 ATREME N TRIR S 7z,

MEEH

Granulysin [FIEERE =M E
=T RIS (CTL) B X O NKHMRIZE
FhoMREEESFThD, BEHRE
BT AMBEEROA R LT, £
FRBIZRIT DIRRE, BICAT A FE
FEICEESE T2 ER/MEINLTH
Ao BISMERA (PN IXFEHE B B~
@ CTL BIONK Mg DR Z FFE L
L. —fRIZATaA RBREREINT
WA, EIEOER DA< 72,
F-F < CTL BL UK ffiEE %
RTEAEHFL (IBM) THLAT oA
RIRFLMENRIRE & 7o T D, ARHFEE
DOBEFNIPY BIOIBMIZRBIT B AT
oA RIEHM L granulysin & D EE
FIROMNITHIETHAS,

1) FUNKRFERERE EF G RENE
2)  ETREEHE K A BRI
3) B e A - I )VSR iR AT S A

HERAE

17THIDOPM (R 7 aA NEPUHE © HEEFE
ELTH VLV =y a25 mg /BELE
VEFE T3 BEMEIRGE - 66, X
TaA REGE - 116) 38 X OIBM 7
Bl OERBE BRI O £ ITH L,
granulysind X perforinlZ x4 5
T/ 7 —F AR TRELE R
7. 7205 £CD4, CD8IS L TACD56
Rt SES 7 u—FARKTE
Qe % EHEREPURIETIT V., iR
JAE (EIZHNE) MR os Y v
JNER 4y B BT B granulysin &
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THE LT,
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HEiER
PM. IBM & HEFBEE I B W T,
granulysin, perforin & H1Z CD4, CDS
B LV D56 DVWT I DBEHEMIIEIZ &
FEELTWz, &V U/ BROEICBT
% granulysin OFIRZTT
CD4 :  PM 0.30=0.13,
IBM 0.270.06 (p=0.8039)

CD8 :  PM 0.37=0. 16,
IBM 0.22%0.11 (p=0.0549)
PM 0.39+0. 13,
IBM 0.30=£0.11 (p=0.4741)
& CD8 B B W CHAERER &
BT, Z5HIZ PM 727\7‘134 N
Wi E AT a4 NRISHIZST T
wgLm& A, CD8 Fﬁmmﬂ’? m\f
DO H, BIKD L 512 granulysin D3
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EER
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CIL B X O'NK MfaIC & F 4., M 13
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fa oML & BT, granulysin
DHBEEERZTT EENTNS,
EZEperforin b ZNETIZTPMB LW
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