WS DTEEMERTAN, ITHEREIR A7 A PRI ICBEAAR
IO AL THI &R R AT,

2) A EHEFHE T2 1P303 D FRERBOWERIEER 11T
RY, SSc & PM/DM 3%~ 82 filE ikt %<,
amyopathic DM(ADM)18 %12 5& PM/DM 23 1P %
295ELZWVBENR CTHhD, Kaplan-Meier EICLS
PR IBETIE ADM O [P DO FH%ITEN T8, #
NUSME BRI LD TR D 2RI A LIV Tz,
sz S LT BE (43 B1) O F LB 7= (K 1),
3)HRCT H 5\ X TBLB THEEL /- IP OFEERAT ALE T
HOBE T, ¥ 2 0T BOOP A% 1 fldFET- )
H72<, NSIP < UIP &b T Wilcoxon NERTFRTE,
Log-Rank f&E CHBEIZ THNRVRRTh-oTz,
4)IP DIRFIEL THEDOHBATI, 7 SV AFED 90 41
FETDATOAREERE(219 F) OTHITFER G574 (84
B & ARBICHBICED o T, ZhUE SRR
WA T ARKEVEREE X BV, v I/afRAT7 7
SR (41 fil) , v ra ARy (47 ) B ERECHL TRICH
BEITED T, GFERIEOR IR TN TE
Loy il

5) BLVMERIDBEREZE DRI A T oLz, 1P REFID
BEBUT 74 PIT. FOEMEBIX PM/DM, SSc .
RA. MCTD DJIET< prospective (Z IP O#EHERAE
DN B S <BEARIEREEO M4 BA T 2.

2. fiE MLAESE ; 1) PHT9 1 (84%) DFRA AI#LATEIN L
oo FEHERB, WHO HRENE, N9 — Lo —igdk
IRE Lo T, BETEAFROG At AM T %4 g
(ZHHLDNZ T BT EE AT,

2) S EENR L 7- A ZE 0 R BONRITER LITRL
7o MCTD23 fil, Overlap JEERE 21 HIR3EL, KIZ
SSc13 {7, SLE10 Al 2002 FErRARFE L ~2H1)3
JRFED Overlap FEMERE~EA R LIZHINH T,
MBREDT T 7 A NVER 2 \TRT, ATaARED
B 513634 (80%) | S imiZEIZ 29 41 (37%) - ¥ &
iz, TRTORT )— LR 2 U
METRAREO B EHIBHALNDBIIN AT,

D AT AR5 Kaplan-Meier EICLD44 P14
BT 3 IR T IICHEEZEI 2o Ted, AT uA
g G CIVHAR A b, 7V R=Y1rr 40mg
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LL_EBEGO FDIZIRE T AL Wilcoxon IE CIXAEIZT
lnsEEL,

5) FTLV MEFIOBEFED BN Tedod vz, PH X 14
FEFIS IS LTz, ZAVBDIERI DB RO
SRR ORE AL T DI LTSN A,

D. BE

BEGRICALNDMiEEEELC 1P, PH ZEOIRERIED
MESLITEIERRETH D, TR 16 FREEITHEATE, =5
BER AR BSUARAFIEEZE MCTD BESTRNZ LD,
PH DRI AR T A2 (8) BMER STz, S EIOHE
WFFeC PH IR ARAT ARk, EICEAEAT
ARDHEEIRBRENTZZ 80 PH HARTFA %X
R ofEREEBADN, —F, IP IZBETDIRHATART
AT, ZOINEB R CHBEFEOIEREEE AV T
TEF AR I SIRET AR T A DOVERK., BREEE R
HBDIZDIT AEEIIHEARPECTHERE L IP OFHFHEL
1T SEFIDIREEUE, FHREBLNT LT, L,
IP 158D AT A R7pE DS SE INISE D sl Cidad
DOFERMPEDIL, FHEBRBR Tl Z LI LAB R ML
MTTaoTz, SEENLRIAS - HHRIZ 1P, PH 2H
FEGIOD ARGk, RSN FHIE CORIBBISRIC LS
prospective {RFRIFFENHIRFE LD,

1

E. #&im

FEf gabE s/ NEE &IT 1)2002 FICERMUIER%
2005 EEICHREL. £ TRLOBE)OH ARG
BIEZ ML 72, 2) 1P, PH O #HHUEF1 % B 8L .
prospective (2R SRAEL TR EICHER HLNT T2
WAL=,

F. RFRfEiRiER
2L,

G. BIERK
72L,

H. MM EEHED HEE - B 5%
2L,



R1VEFOEFIKER
MR B Fial B8 14 fifi 2 fifi v I £ iE
SLE 23 10
SSc 82 13
PM/DM 82 3
AMD 17 0
MCTD 38 23
Overlap 10 21
I & % 12 2
SjS 26 1
RA 10 0
UCTD 3 0
APS 0 1
Still 0 1
303 74

R2AB8BBEOIJOI74I)IL(PH)

PH 794
ATRARE 6341
So e I 2 29491
NS TEZNa 3741
Ja—3 644
7 A D 5451
UITFI4IL 249
TILIFI 70451
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IBLEFBR AR (7 L — BRI 1R eED)

WA =& 1T BB S P T- s EiE 74 SERIO SRS RS 5012

rilivivy VTS LB R ARG (Bd)
WG AR AR BT BRREG IR GRAT

M Wl JCEAE B IBRREGE ()
DEREE

E T VT AR A D AIEEIEAE (CTD-PH) 74 JEGIORENTA] 707, FREHRBCIE SSe (D= 30
{51, SLE (22), MCTD (12)DNET 2L, it TE (PAH: pulmonary arterial hypertension) %% 59 i C, ftl
(iR ZEe R IR PR BRI EL FRO DI, BRIPRICBE 2R CId, ~F7mx
RN L (BPS: beraprost sodium), 7V 7 7Y KEART A RIS RITF4I B B UG RS2l Tz, Ll
BPS TR 40 FEBITIL., 6 % A B CUED D DAL IRFRPUSERO BRI TARIL, 6 T RAF R ZEMHEH N2

Sy ZOZLL, TR TAART )RR 2 T S VBRI 03D CTD-PH ISV TIEE

s B THDEE L b,

A THRB#

BRI GO 2 MBI fERE (PAH:
pulmonary arterial hypertension) OEEHTH TR 70
AT )M RIERER 2 NIRRT 2L
PRGN 75T, TN SBRRICEDFS
% PAH ORI RPRME PAH (I VTR SRS
o, UL, BRI EHFT 2TV o2 fifiE
IiE | DIEHRT, £ DIRED SR E 2 DREFID
SRR PREOTRIEORE., TRRLY. FiR
1 PAH LA~ T b DI A L HEIR N D,
ZDRREORERD K Y, CTD-PH A FRAT
LAF 7 AR INBPS: beraprost sodium)/d
BRI 2 & ORSRAY S RS BALN T
LTRLZEDELEZ Tz,

TDTDITAIFETIL, T ETYRCIARL T
ST IR ED D PH BEORERIGAARITL
oo

20

B. WEEAE
L X

1975 5> 2005 429 AETIT 4B CIafRLT-
CTD-PH &, 74 fiEfsl (5% 8, ot 66 i) %%t
g,

2. Mk

GRS VL NIRRT T - crk—h AT
&Aool TR I A = RRA L,
BPS XUV 7 7l AT aARIBRONRAHIEL
7=, BPS & F VOIRIRSIIZAERI 238V vTi, 3B
F721 X BPS VAR U RRA ML, TRIET
®a PR D2ERF eIl

FERI T R CRTL . 2 BRI
Wilcoxon @lllﬁfﬁfm?ﬂ . TEHHIGE p <005
ERBLU, BTN T T~ AR L
Ol N —R 5 FV Y CRgT LT,



C. #ER

1. CTD-PH DESEREIY

SRR, SSc BBED 3041, SLE EED~<22
BICHH MCTD i 12 ATtz

PH F&EARHN Y SSc FBERFC 53.0E 117 B ChHh,

FESScHED 412X 144 R LA THEIZ S Cho
7(p=0.0008, CTD F&iEn>0 PH SEF COHENL
8.0+6.4 FFTHY, M BB A I o7,

59 filiE PAH TdhoTz, O 11 filii@thmiesE
FPEPH C, 2055 6 i3 B R C
&7z, D5 B IFIRE PAH Tt

2. BT —F LR F 50

51 B CHLIT—T T i TS -,
EHIRE 36.7+12.4 mmHg, ffufnEHEL 9.50+5.86
mmHg- L™ *min {3372, FlFE - F 27753 34
BICIToh, 1@ ZEReEItmmMTAE 9 AEFID
BRI T o7,

3. JREZOWVT

40 FEFIC BPS #RO#%5- 36 SFEFICONL T 7UAZ
JOHUEHENBIRE CITIo L. £4 O CTD SRR R
PRI AN 2D >oTz, 33 AEFTCHERIR G M T
DIz, 2D 27 fEFIE WHO HREIENS I
BLON EThHolz, ZOM, R A&E,
RIORT )— NG ERE, VT 700N
RRIEPRAE e TUT BB B od-o7,

7 OVAIEF BT e KEAT RARTRIR IO~ 27
(SSc 6, SLE9, MCTD 5, EMfth 7) iz, Foseiin
Fla AV - IBRR L 8 A ThodLl=s, FORELS
1L CTD ORI DIRIR AT DR Tho
7%

4. FRIZOWT
T4 EFEEDWSTCIE. h 7T <A —iHT L
BHIEPEIEHIR L 7.45 4F (O5%{SHEXTE 5.8 4F, 9.1

21

E)CTH-=(H 1),

RUERT
i

RE AR (35)

BPSAGE

24 . HEPSHET

..........................

BRI

(K1) CTD-PH 74 fEFIDAARER _HBe SAEpI
Bt BPS TRFRHA JRAIRA Lo

F7- BPS 1R L. FEBRREC DR RATRIAH
FaEa R~UT- (0=0.043, Log Rank test; p=0.158,
Breslow test), LA>L. PH R R, AR
% WHO OB FH (BYERE 1 7203 1 2L, BERE:
M i3 IV B CRREIL /&I, BPS, YAV 77
U BLURTRARIERIC I A TR A
7elnoTo(GF 1),

pY NY—FL 05 SEMEM( TR, EE) P
BPS 0.54 025 , 1.18 0.122
TINITFY 0.67 032 , 141 0.288
EXF‘D{F 0.87 040 , 193 0.739

(R1.) WBENFELCTE

5.  BPSIRERACRITOEMITHOMET

BPS Y& 40 il 23V T, BPS ORMITFH#IC K
I BT, BPS 1RRBUSER T BPS 1R
BRAA 6 4 A LI, 1) WHO ORSHE A 1 BELA L
DFEFICIITEED TR LIVER, 2) WHO O



HESTIENS | BEI T ERAERODIEGT IR

DIV TIEFIE TR 17,
BPS TRIREOSHE ., FERURES HHisdad C BAT
TRTEER A R T 3.),
98-
ﬁ 0.6~ BPSAMRILE
# i
]
® s L
024 e mestawERn
0 2 4 t!) 8 1Y 12
=210 TES)

(X13.) BPS 1RO EC L AR 1%

&7z, BPS TRIRBRAAROLERR, WHO DHSRER
CHREIL /AT, BPS 1RSSR REN AR T
RITHEBIZRIFCH-T2 (p <0.0001, Log Rank
test; p <0.001, Breslow test), (3% 2),

et NH—FH 95 %{EERM(TR, LR P
BPS 0.12 0.03 , 0.49 0.003
p) b} 0.33 0.10 , 1.10 0.072
KBR5FO4A4F 054 0.10 , 292 0.478

(32.) BPSIBREEICBIT DIBEMFE T T

D. E%

CTD-PH O BRI T SSe 25 264 . PH J&JELE
it oD FERREFRRR L L~ Tl A AT
bz, ZDOTEIE SSc DFFEFENDS, fthd CTD &
Hf CEl ChDZ M RFT DB DI,

CTD-PH 74 S CIIATLAT—T ML 69%D
FEBCHE TS A3, B o 25 DO TiE
Bl 46%l b E AT, TR BART J— L EEIE)
DERIAERT BT, iAo FE DA
ZRERDDZENPWETHY, FOMMHRTH
DR~ F 7T, ZLOREFICITIoN S~
ERETHLEBZ L,

CTD-PH OEHITEORET T, S ERIH
14745 FThhoT-, Lo, 2 il 30 FRi< 7L
TR ET D2 &30 T, 16
iR B AR VIS S S N VAR @ e W 79 |
TR CIL BPS, V770 KEART A RE#E
(CHBEZD RO T3 1), LHL, BPS 1R
FRERICHDEAD R0 T 1), BPS H#
BRI D TARGER 25U Tz, BPS 7RI 6
RIZBWThEEs ROV R a X7/ —
PARFRC IS T VEFIDREREY . BPS TRFRK
LSBT BRI ARG YA To 72, BPS TRROE
POSEED D CR R A T A 7 T S (X
2, & 2), ZOBECIIBPS I8 6 A BT, =R 71
AT ) VR A AR E DR IETNE
EENAXELEZ BTz,

(S
BPS &% L. 166 » A BICBEE ST
CTD-PH DR FEa T,

TIRTTRT ) — NS F 7 TGRS
DMEZ 285 CTD-PHIRRIZISU YT, ZDTED
VIR A oY NN Bk )= A W S v A g
72, 7205, BPS TRFFERCHI CIIIRROER %

B auENHDEEZ BV,
F.  {EEfalsliEs 2L
G. TR 72l

H  EEORRERED HIR SR 7ol



A S ERE BB & (e TV X — K BT - 1A R F %)

SRR E

LRUEG X REHROBREFRICBTARBEMROBERLTOERICETIHRE

SRS BEHA HEEFRKFER

MEEE

GEREE - Vo~F - BERNE G

ERYETRR K&K (PM/DM) DA FEITRRUZ IO R EL B - TEY, EEIRICIE clinically amyopathic DM
(c~ADM)D T4 03 b R B Tholz, T U THE MM R OB L2 OGRS PM/DM OFREICBHE L, T (H) 2R
MR (A/SIP) OEOFREL, TR EELRFREFELoTHDIENHALNEIE T, ESHIT, DD BEFITIXIFHE

EBERODILNEL, FRRRHIORHZ

WCE R THAEEZLN-, A/SIP D7 EIEF DS AT A KRB IS

M 322 & OBEEIR RIS T, iy A CHROERELR>TRY, SLARLIER LROFHRIGREPLETHOLE LD

ni,

ATRRBK

ZRMETHR (PM) /BERHK (DM), FFCHH R BT A OBE
#4072 clinically amyopathic DM (c-ADM) (Z&0F9°3 (FE)
SHEREMEN 2 (A/SIP) IXIRFIETUME TR RIC By
THHEDRBIVTND, £ ZTAIFF TId PM/DM D5
BLFPRBIUTREFOBEELR FICTRRATL
LCD A/SIP DALE ST 2N R 4528 TC, T&
ENY R IL R i i e whe AN g = = 1 R B

BHIRA &

1985 4 8 AHD 2002 4F 12 HETICYBEZ 2L, 1992
FOBRLHEE B CHE R BREF IO LI
PM/DM E2Wradiic 110 Bl (B 29 i, &tk 81 #l. %
KW 14-81 %, 1 49.4112.1 ) 2 REL
2o ZDH% 1996 FEUET DRAEF WA IR MR &R
FAENTEEED K HEIC IV IR MR S AR L 2 hiz
FEGITSRIOBRFPLERI LT, A/SIP OZWX. 3 7 A
LAPNCHEST T D B R AR & S CT A RAC KT o7,

23

CHIRER

PM/DM 110 il 659 BEMERESTA-0F 13 #il (11 123
DM) Zfii , IRV TRERR B 33 4] (18 123 DM) | fe\
THIME TR KIS DI MLTE CK O KENIES LB
2 {ELAN D DM JEFIA c-ADM) &L T 14 L, #
LSO FERZ ERIR) PM18 Bl ERA DM32 B4
L7co D DIRBERNT A fy T L LR ET 9 2L, c-ADM
BloZWi 0 A LN OB EMEM R IC LS L, Bt
FES A HHIOBELINDO T BB ->TRY, BEEAT
BETFEEZLNIZ(K 1), KIZ, FIEMEMREE 3 VA
SUPITEITHE OB E 9 (B e L Joigikg
PRI LT 530T | SEDIRB BRI e > TTN D OBREE % i
L7= (X 2), A/SIP X, DM &<IZ c-ADM filic £ < b,
FEFI O ETZ DR BT o7, A/SIP #0575 DM D
HRRFF A BAREIC 35723 A/SIP &0F DM 22 fil%fthod
DM 53 fil& b5 L A/SIP A4F DM #lidifnig CK A3t
BHEM T, HER - FHAER CTORRITRIBEETHS
c-ADM DEERFHHICTMZ T, KB FriCFERZ (FH-
FEOBRBOEDFALHE, 3 Gottron MR EL KRS



D) DEEE T, BENDHY | S M FEMAT RIZZ L
o7 (F 1D,

D.EE

AHFFRIZLD PM/DM {238\ N C RV PERtS 25 & B i
DEERTRET THAZENHLINIAY, W it DM
EBIEN TR, FRIC A/SIP IXFEMOEZBEE L, B HIK
TR CKED EF-DMREC, Bk HiiE-oH Jo-1 Hilk

BEYED DMAZACR T WIEBSHIBAL T, HE>TO 0D
KRB AR T2 DM BE T2 WRH RS2 TH AT
WEEICE=Z—T DN ERHLEE X LI, ITHERIE
(2K CsA DEIMEDIE GBS DIAINDID, KE
HIRHEBRIBRICROND, SORDIRRRAEDOM L4 H

LT, "THe/2 B0 MiEes T AERIC L AR B S  &

1ToEEbIz BHOREMGIEEEL R 2357
EDSLRDBEAFRIED TR, HOVNIHHIGHR OB TN
MBERFA R THLHEEZ LI,

E£5R

AT LD PM/DM OFREUZ LA F % OFHES, DM O
BELTEHREFELTOA/SIP OBEESEBHELNIC/2ST,
IPIPBIEFNZATHE R I DG T8 ) 72 s i B EH DV N HT

TR R LDIRFER L ERHDHEE X BT,

FRERRER
Bl L,

GHIRAER
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Kameda H, Nagasawa H, Ogawa H, Sekiguchi N, Takei
H, Tokuhira M, Amano K, Takeuchi T. Combination
A

therapy with corticosteroids, cyclosporin and
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1. PM/DMOD 4 & T

_ Ovelap
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Clinically
amyopathic
DM

l Malignancy-associated

o 1.0 4
~um
]
i
E 0.8-‘
Z
= 0.6
N
2 i
E 0.4
E l
0.2 -
£ .
=
&) 0 -
§
0

12

24

36

48 60

Observation period (months)

E2. PN/'DMOD R E LR B Rt

Classical PM

Classical DM

Clinically
amyopathic DM

Overlap

Malignancy-
associated

y s

------

1. 2 EREME MR

30 40

Number of patients

ant-BREmMRER FOHODM

il 82 & BHDM(n=22) (n=53)

E:1x 2 27% 30%

BAHET 74% 76%

MACKEE# ER2 5Ll E 41% 86%
mECKE (1u/L) 429 4109

HEBTHREEL 55% 91%

BERTHROMR 32% B1%

Heliotrope & 68% 36%

Gottron % 91% 76%

FEES 64% 4%

BB 38°CLLE) 59% 34%

Htkiitk 160 L LBE 41% 73%

Hdo- 1R IKBE 0% 10 %

2T DMEBEOERKEH

ot

N.S.
NS.
p<0.001
N.S.
p<0.01
p<0.001
p<0.05
N.S.
<0.0001
p<0.05
p<0.05
N.S.
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A SRR R B4 (SRIET LV — IR BT BS - T S B )
SRR

N—TABMROBREFAROMICE T HHE (DEEREKS)

SyHRATSERE vl TARFEEZHNRE R
RRAH— PFRFEREBLE R IR S IR AR B
L RRTE ST LB RFEE MBS - AR BiR
R F&+ RELFEMRKEBRRIV~FRE 22— i
T TN 2% PEEEF RFEZEE —NRE BhEdR
RS T HSLEDARRBL 7 LL X —BIRRAE R
EEEN JbHEE R FRF G E I IERR RN B S50 e SN
BHFEA BEERRKFREER L Z—Ir<F  BERAE #Hh
EIFE MER B R A E B R PIRL GREm
YAy SEfE B BE%H?{?E%%{S% 1 AR GEED
REER RIKFERERT LA —-UU<FNEY: B)F
MEEE

ABFIEN BT, TR 14 B~ 16 FED R BOE IHEL T OIRFIECE T2 78 BT CIUES LTV
— 7 REMIREFI O TR RE LT o7, 2 8 Mgk LI F bz 46 FEFUZ DV TOREZEIZ OV TR EIT o7, AT
rA N EISRBEA B B AT RAN+RT aA R/ OV ZIRREEB 521 B, A7 AR+ 7a7 4 A7 7R LA IR 5T
(CEOU BITH T, TRIBAMRFFD AT aA N 5 &I3, A B 59.812.30.8mg/ H (Mean+SD), B # 78.3+34.6mg/H . C
#£51.8+17.7mg/ B TB MR RLEN o7, EFMA 2 FHRECTOTFH TIL ABETHECH 2 41, BEETIXERHS 2 6,
FETH 3 Bl CRECIIFET ] 2 BICHY, BEHRFIDEIEITARE 77.8%, BEE 62.5%, CHE 85.7%&CEENR b ED -7, BIE
FIZDWTT 3 BEDICEHEREN KL ZL S HM THEROEIRDOONS o1, a7 327 7IR YV AFRETL
— T ARERROEREL Theb B A CTHA AT REMEA RIS S L7228, SEH R H B X< LV EHBITOEIEDSLE
BHoHEBbhs,

ABRE® SUT-BETF DVRFRIE ORI C IR AR SPRITER O R BLIC
SLE IZHEDREMER OV — 7" ZREFRRNIE SLE OEERME  EBHDMEINIC OV TR EITOIZ L2 BE 75,

JRHED 1 DThHY, SR BE0OBW - IBFIZITERTHL

DPIaIgvn, TNETA— 7 2B ORBKEL TIRT BEIRAE

BAR, AT AR VATRIE, SRE M RIRRC o a7 Rk 14 FE~16 FEDGIERBOAELZ DA

AT 7IR SNV AFIE e ER RO TWD, AFFEIT, & FIKICET A7) BECUES LT — 7 2R R fE ]
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DT HFEEIT o0z, BARMICIE, K HERICTHE EA A
fiL, FNEEHLTHLo T ERI1THE 10 H KB
FEIEL TR LT, £DHEEHRERICOWT, ART AR
BUMIAH, B AT 0A R+ AT ARV APRE, C.AT 1
AR+ 7T AT IR OV APRIED 3 BHIDEZD T
% EOBHERORBRE I OV T HRE LT,

(B ~OELE)

BEOKRL ., EMEDOTTANRN—|{ZHT2ZETAFL
o, EIRES - REE IS - BN CRIESH
T3,

CHIRER

BHBRR (PEZEIE R, MR E R, B ZTEKR, K, K
FUK, BEFIR. K., FSLEDLARRT) LD 46 B DREFIZ
DWTOREENERIN, ABE 11 #. BEE21 i, C
B 14 FITHY, FElhiT 45.4 1 11.4 5%, 34.0+15.4 %,
33.512.1 BE(Mean=SD) CHB &bt~ A & 3:8. B &
1:20, CBf 1113 L& HEITZ D o7, R TITRTIDIZ, 1999
FEOACRDEICEAFERONREL Tid, FREELIT
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HOIL 46 FilH 42 B Th o7z, IRFEBRIARF DR T oA F#E
B &I A#ET59.8230.8mg/ H ., B #f 78.3+34.6mg/ H
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THEIREM] 2 F, ETH 3 4], CBETITFELH 2 filTHY,
EERFIOEFIGIL ARE77.8% . B #E 62.5%, C B£85.7% T B
BV EBED-72(K 2), BEAORBEANEZIZ VT, 3
FELOEHAIEN L 2L BRI THLD R ZIT RO
hodfe, AL BE 161, CEE 1 fICRLNE,

DEE

AL TEDHOLNT 3 BBV T, b— 7 AR DJE
RODHDROTRONolz, T7hbb, 3 BEEHEE
TEHEESLLED acute confusional state 23449 50%% &5
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ELRbZ Y enEE LN,

E&R

2T F AT IRV AR I — T AR O 1R
LLTHATHD TR RISz, 4 HITI0 L5
DA & Lot ARBRIZ IV Z 0 512 EFEL THMLEN
HHEB IS,

FRRREERER
BA=YAP

G.HrosE#R

L. Bm3FEE

*Yajima N, Kasama T, Isozaki T, Odai T, Matsunawa M,
Negishi M, Ide H, Kameoka Y, Hirohata S, Adachi M:
Eelevated levels of soluble fractalkine in active systemic
lupus erythematosus. Potential involvement in
neuropsychiatric manifestations. Arthritis Rheum, 52:
1670-1675, 2005.

+Shibuya H, Hirohata S: Differential effects of IFN-+vy on

the expression of varioue Th2 cytokines in human CD4+

T cells. J Allergy Clin Immunol, 116: 205-212, 2005.



«Suzuki F, Nanki T, Imai T, Kikuchi H, Hirohata S,
Kohsaka H, Miyasaka N: Inhibition of CX3CL1

(Fractalkine) °~ improves  ecxperimental autoimmune
myositis in SJL/J mice. ] Immunol, 175: 6987-6996,
2005.

TR RS 6 [ Latest Orthopedics AF5E& D E0 k. B4
Y ~F OIFEF RIS T 2BHR T >\ T, BB
fifi- B4, 18: 257-264, 2005.

SRR FRER Y FEOBNGT TUTIv. 7Y
=71, 32: 93-97, 2005.

T O P R R TR R IE D BT i IR — IR S D% R A Rk
Epu=lo <PIEHRIBICHED treatable dementia > B
FRIC & o5, A, 95: 857-862, 2005.

AR 551 ERERSEE Behcet I—R R OB L #EIG
PR IBEO FUARIC AT T, %R Behcet IRDERIK. [ED
dHwpr, 215: 61-66, 2005.

BB RR: PR EER . BRIRU Y~ T, 17:278-282,
2005.

AR T4 B OBKRE 2005-61, WG B kS
# B AR PHIRE RETZER, BEF. A
IR, REW. FRE— AREE RE. HILE, K
. 2005.

CRMERR: 8. V=T - T LR — IR B mEEIIRRK.
[SETE 4 iR FREBBIECHTALTT |, Rk e e, " BF Ao RR
BifE . Medical View #t, 3L, p.522-523, 2005.
SRR 8. V=T - TLLX MR B Behget 1R,
[CLETHS 4 iR FRABBIBRT AL ST ), R . 8 B G oK R
Bif. Medical View #f, 5, p.524-525, 2005
EHBRAR: 5 3 FRAEMRBHE 3 LU BRARAT - TEIR D &
Wi 3 EACRERE 3208 BB IOEE
(&g T <~b—T ADREBIORE 21&fHER
EHHEEOERERF BIFREL P LELI AW R
R g2~ R 77 (Immunology handbook) |, /&
FAURT v /REERESHEANNE, MEZER) W A
— At B, p.394-398, p.403, 2005.

29

2. FRFER

*Hirohata S, Yanagida T, Hashimoto H, Tomita T,
Yoshikawa H, Ochi T. Differential influences of
bucillamine and methotrexate on the generation of
fibroblast-like cells from bone marrow CD34+ cells of
rheumatoid arthritis patients. EULAR 2005, Vienna, Ann
Rheum Dis, 64 (supp! 11I); 447, 2005.

- Aramaki K, Kikuchi H, Haraola H, Nagai T, Takeuchi A,
Hashimoto T, Hirohata S. Preliminary criteria for the
evaluation of the severity of Behcet’ s disease. EULAR
2005, Vienna, Ann Rheum Dis, 64 (suppl I1II): 543, 2005.
*Hirohata S, Arinuma Y: Association of diffuse
psychiatric/neuropsychiological syndromes with
cerebrospinal fluid anti-ribosomal P protein antibodies in
systemic lupus erythematosus. 69th Annual Scientific
Meeting, American College of Rheumatology, San Diego,
Arthritis Rheum 52(Suppl.): S477, 2005.

+Hirohata S, YamagidaT, Miura Y, Tomita T, Yoshikawa
H, Ochi T: Enhanced expression of mRNA for nuclear
factor kB! (p50) in CD34+ cells of the bone marrow in
rheumatoid arthritis. 69th Annual Scientific Meeting,
American College of Rheumatology, San Diego, Arthritis
Rheum 52(Suppl.): S1186, 2005.

= Arinuma Y, Yamagida T, Hirohata S: Association of
serum autoantibodies against an epitope other than
C-terminal 22 amino—acids of ribosomal P protein with
diffuse  psychiatric/neuropsychological syndromes of
neuropsychiatric systemic lupus erythematosus. 69th
Annual  Scientific  Meeting, American College of
Rheumatology, San Diego, Arthritis Rheum 52(Suppl.):
51658, 2005.

«Hirohata S: Symposium 4: Basic science of rheumatic
dieases— Molecular ~ mechanism and signaling;
Abnormalities of bone marrow CD34+ cells in rheumatoid
arthritis. The 49th Annual Scientific Meeting (Yokohama)

5111, 2005.



*Nagai T, Arinuma Y, Yanagida T, Yamamoto K, Hirohata
S: The upregulation of the expression of TNF-a and
[L.-6 in human peripheral blood monocytes by
antiribosimal P protein antibody does not involve Fcy
The 49th Annual

Meeting (Yokohama) S210, 2005.

receptor Scientific

cross—linking.
«Aramaki K, Arinuma Y, Kikuchi H, Nagai T, Suda H,
Takeuchi A, Hirohata S: Severity of Behget’ s disease: its
relevance with smoking and HLA-B51. The 49th Annual
Scientific Meeting (Yokohama) $238, 2005.

«Kikuchi H, Hirohata S: Immunohistological analysis of
intestinal involvement in Behcet’s disease. The 49th
Annual Scientific Meeting (Yokohama) $266, 2005.
R, AERE, KFFILR, AL, TN, X
MR N—F oy MRICEBITDMTE MMP-3 EORRET.

30

£ 20 [0 B ARERPRD 7 < FF &k (| F) p.79, 2005.
SGHISLEL, B R E, AR KISLR, PINEIE, A
MR VyFHEBICE T S MIE matrix
metalloproteinase~3 (MMP-3)llEE DF LIz >WT. F
20 [B] B ARGIRY Y = F 55484 (4975 ) p.80, 2005.

H. 0 # R BEME 0D R - BRI (@b & i)
L. Fr s

PP

2. ERBRERE

LAY

3. Tt

FMRL



At B CH# Ll
Acute confusional state 5 9 5 19
Anexiety disorder 0 2 1 3
Cognitive dysfunction 2 3 0 5
Mood disorder 2 4 4 10
o | | 0 | 2 |
Psychosis 0 3 2 5
Myelopathy 0 1 0 1
Seizure disorder 1 6 4 11
Fever 0 1 o 1
Headache 0 1 o 1

1 IL—TAEMHHEEE 46 BOERORR
ABRFOMFOH #).B BRFOMF+ZAFOAE/ILA (21 #), C BATFRAAE+9074X773RLA(14 )

. B ZFOAF+ C. AFAAF+
A AFOAE x;-u LRI SHOTFHARIFERIA
% (‘ lﬁ) % (21@) % (1 4ﬁ)
100.0 - 100.0 - 1000
£0.0 80.0 80.0
60.0 | 60.0 1 60.0 4
400 - 40.0 40.0
2.0 - 20.0 20.0 1
0.0 - 0.0 0.6 -
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A F BB FAR R B FHBIE (ET L X — KRB T - ThRiJt )

SRS &
EHUTYTIF—TRICBTHATOMFBE AR OBRKFHEFREICETIHR
SyHmrseE

JRESF (RERFEMRE BER)Y<FREEZ—)
VARG RO LFIERL RS PR

HMREE

AT RARERIERO U ESN 22 H ) T~ —7 A (SLE) AR 165 FI05H 1R 8 i LI Hi7-
RS FER S BLL 72 20 il 25t B L U CHPAR#REE (CNS) /L—F RERRIN LT L2 A, 14 BB AT MR 2l ¢&
7~ (FSIESRRE 8.5%) , 215123 prednisolone (PSL) 40mg/ H LA F 0¥ 5 B THRAEL. 85%7 40mg/ B UL T ETRESIL-FE
HCEELZ, KRS, IR Y — R0 o7, BHEEITREMED CNS IREZ R | A7 1A R REAR DI s

A S L TOLTREME S RIRS T,

ATIZEBE/

SLE BEIZBITAAT oA N % CNS JL— 7 AL
Ao, FOMEE ., BRFE. BRERT R, BRBE R
T3,

BBIA A

#8143 SLE ¥ED - AT A R & BRts/ MBS
HFEHI7: SLE ARBRARFE 165 51 (B 1k 8 fl, Zottk: 157 i) 5
HIRRER AT 8 BRI LAPICHT /= IR A AE R (R R S e
= LREARREE A (<) AHBIL T 20 6 (£61ctE) THh D,
RRGE RREE | BSEERE | AT RSN R
DRI EBFERERIZERI LT, CNS L —T 2D
bDOVITIMDIEESEE D12 R FEEZ IR
FE (AT AR EH DI 7R AT 7I8 KB
B B TSNIZL OO, 4 3 AP ME R 3 K
B DEBEEINT CNS — T REEHR LA LT, X
TRARREMIR O EFITAT A BB L > TREMIER
DYELIZbO LU, 1B IR ELRTOBRRFRFIR.,. WAL
R RIBE I U, IR E M OREFT ROOG, X
. I MRI, 8% IgG index . Interferon- o (IFN-a )&
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Interleukin—6 (IL-6) & CNS JREDFEE L, % 2 FILFEIR
LI EFEDOEDOZEN N ERE (IFN- o 110 [U/], IL-6:0.15
pg/ml) @ 3{ZELL ETHAEEIEEEERL,
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4 51HS CNS W —T"Z 2 AIDERIRREL LTRSS L, R
T A RNKEREIL 14 51 (8.5%) 12 o7, KR PEREE DS 1
Bl RATREEDS 13 Il (oY —RBNZ p LBk 8 6], BB
141, KH29% 2 B, IRAHE 2 ) iIc bz, BB
o g il + AR YR 25 (B IMiE- B oK fif) 12.5+7.8(2-28) B .
1GIRBRLERF D AT a AN 5 & (PSL #8) 13 50.7£9.2
(40-60)mg/ B . [T 32.0+9.0(15-45) mg/ A 7= -7,
85% D HEE DY 40mg/ B LT ICHES N /-F A CEIEL
Bl £ TOHMIZ 62.0+57.5(14-240) H 72 ~7=, CNS ¥%
EORELLIZREFNROS, 15U LD REE 8 i
(57.1%) \ZFR 7= (M4 B % 361, MRI R & 4 6], 1gG index
mfi 1 B, BEIK IFN- o SfE 1 5, B 1L-6 &{E 5 61,
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DIHATHERIIEE B LI-L O iz, —RICAT AR

B R EEARERIA TR T AR O f A RS-
ENDHN, FD B E72D PSLA0me/ A LA LIZAFFEIZ RS
WTHEDORBL, B IS T, BTEMED CNS
R Z BT R =280 AT A REER O R L
ARG L QORI REMEAV RS-, 4 BAEHIE S
B LRI BT 5,

Ef5HR

SLE B IZIITAAT A NIERIR OREIEM L 13 8.5% T
holr, [TTEE, FHCER =Y —RB%hoT, e
- ICETEMED CNS AL FRD | AT oA MR DR
TS LTS RTREME DS RIS LT,

FREARER
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B, [OEE, FHICERTEY —FRL0OA AT AR
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JEAEF BRI R B E (RETLVAX —RB T IR )

Syt TEE &

AR SLE (2RI DREFFAROFMES SHEICBE I 2]R

SMFEE HP Rk EEERKFEZTE -NBEME iR

BREE

EHET)T < b—F A (SLE) i%, ZIRRELFMET 5 H CRERBTHON, BT, THRMESR (CNS) FHEILE
FIeTHRIRER T THD, SLEIZHED CNS FAEDBIRIE B, 88EH70b 0N D RMER E TR TEE T, KEYY
VT HE (ACR) Tid, #EER# SLE (NPSLE) ELTHHEL T, LsL, NPSLE Wk 32 1AM0E R EER ST
TATRAREB RSG5, BEAFIRTRIC B R HMIFA L REN TR, BOKTCIL, R RIRZE IS T 53 rm
AT 7IRERERRIE (IV-CY) OB SRS D, ABFFETIE, NPSLE 0 37 SEBNKL T, IV-CY JRIELMETTL . 35
EFI CHELRDILN TE, —F7 WRICLVYEE R T b G T SRR IO 5 IER B AR UTAERIE 6 41
T\ Ee, BRI RT A AT AT A NN AL DREPER ABE T D 7 NZFHRBD T, AMFERERDBIE, NPSLE 12535
IV-CY SR DAL E T2 223, BHEM. BISORERE KRR RbEL, 28TV ADEFPRH Th o,

ATIRBE/K

EHMTYT~h—F X (SLE) i1, ZIRREELEHE
H2 B CHRERBTHIN, AdEIERICEL TTHMR
REERRIE e AT aA NG MBI RO M I L D IEHr
BEERO R LERR T, SLE ICESEIEREED Bt
AR PRIR R (CNS) R AT EER TR B ERFTHY.
CNS JREDERRIERIL. 2 EA2b O LEMERET
WD TER T, KEVY~F %2 (ACR) Tk, MRk A

SLE(NPSLE) XL T4 EL TV, NPSLE (Zxf 3 BI551%.

TR BAE FE TG U T Mk 3 e 2 7 AR SR PE A D
FNEN TS dL, BRIZ, S IaR AT 7RG IERIE
(IV-CY) O PR R A3t 3-8 SMERE B S5,
AAFFETIT S BHIHNT D NPSLE (245 IV-CY DR
DFEALEE DA PHEICBIL THFZEEITV, &bIZ, IV-CY
TENRA A3 7RIEGNI R T DR BIBR O L EEARETL
7
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SR UER 723 37 SEBI% NPSLE ST L L ER O B 1
R SLE OiFEEZF o L, IV-CY SEEZE AL, 37
TEBIOPFRI, ¥4 35.95% (16~697%), F 4t 4:33 T,
Acute confusional state 15 fil, Psychosis 10 4, Seizure
disorders 8 f#], Cerebrovascular disease 4 {1, Headache 4
B¢, D4k, Aseptic meningitis, Demyelinating
syndrome, Myelopath. Anxiety disorder, Mood disorder 73
ERVEFIC, 3T HERI 26 FiliX MRIFT RIC R HE 2380
23 B3 SPECT I[Z TR OIR T &5, BEiK 1eG
index ILF#4 0.75 T, Bk IL-6 {f13F#) 548pg/ml TH
o7z, FEROFEIZHT T 10~15mg/kg() 500mg~
750mg/body)% 2~3 K CRIBFFEL . BRI
RYE DA TEERL 20 2~4 BREIBIC TR 5 LT,
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NPSLE @ 37 $EHNZ KL T, IV-CY FRIEZHEITL . 35 iE
B CH B E G HIEN T, NPSLE FAEMD IV-CY ik
BAETOHMIT, RIBBENLOBMER2E T 24 # A
LA EZ R 5 5 FEBIABRSETES 1.7 # A L4 FAEY)
BIVAT AR KEFIELFIRC IV-CY 2BMALTIZZ 8
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4 ABIBRICCEE L2208, CY #2514 2 BRART% A RLE
A<, 3 R ISR 2 IR MBI RME T 528
Db FERNEERANTE ST 2 B AR 5L
7=, ERPRAE BRI, Ramos LWL LFEk, #5% 1 4+ AL
PICECEBZ N T LV, YR CIL 3 [mIi 5% 12 E
TR & 872 NPSLE KO SLE (x4 B8 A7 5h BH|
BTV, LIEOR GHRECR S RMERA L, 2B,
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DFNIFERRANC AT oA R EEZEATND, BRIES
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