EAEZBHFFO R R AN S AR E R T )
SETRREE

MBERED OHREDBEIC [OF T cER¥ oY YRRV U F I BWERTH-

= —B
SRR s EETC dbBEKZEEZEISAEELT
W& WEIE Kk JGBEREEZEFNESTF
& HYER dLEKFEERFEIARER
W& WL LB ARZEFTNEEEZ
WRES

66 % PE PR ERE L. FEMEMR., LB IRBET LB RIEL 2. TEAR.
DBREOBEALZTD LY FEZVIAICLALREO X BBLOLE P TelEi
Eal B F LR MOER RS L g ER LD T, FEEERLLHDK
HALEELICRIEMR OB LRIz, BEED LR E ORI LR Tt ik

Yol By o F R ATl

A IZEBIC
BEEDLHFREREGTRICZES
THEELZAHIETH S, LIRED
SO Y v FBICE SR B D00
OO T cEER Y ) VEEY Vi
EEXRBLBIICCAZIATY
%o WD LHEEDZITIIHB T
ERTHoI—REHET S,

B. fE)

(EFD 6 6 ik i (EFF) FHEREIE
R, GRRE) 6 0 EEF, FHIE T,
BEEM A TR SNz, 6 3 Rk,
T VERF IO R AT L | RIRPEIEIR
AR AR, OAhed, MFECK 4
921 UNAFEDLN, .MEAT—T
AT % FAT S 72, EBEIRERIZE
W Tholzd, EBEEFHDORT &,
immE (CE¥MENMRE2 7mmH

g) FRDHNI, 24 ik, HEH
BT Y B IC R S sz, TR L, Bf
FRAEIE . THILEIRBHREE, PULAEHUE,
LU 1 —RNPHAEREZRD, M
iE & BT, /-, MMLEE S v F TR
MO MFTREE 203, MBS
MEDEHELBH L, XFTOX
F-FRUWAL20 g iS LI
LaL., MECKIE, 3001IU/%
R L, AEIROES., LHREE
T RO, 6 6 FE, FFERIE K
HAHUMEL, AL,

(ABEREBIE) O F ¢ T E M B IR B 4
OTCE L TE 200, WPHRETHET
Tz, BUNERET R I MALICL A
J—HR, B EERREERED I,
AX/AAFTIRTETH-7, (A
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BHRAEMR)TP 9. 6 g/de, v
<wZu71) 3. 6g/de, GOTS
0IU/MRCK4921U/0, FKEES.
lmg/de, PaX=>TO0. 07n
g/de, RF75I1IU/me. BNP5
52.6pg/d0&EHE, Pk (S
120fLLE), $1S S—AHRE, it
S S—BHutk, LU 1 — R N PHufE,
S mIEVBHET L7z, W XHET
i, BB LOIER. MERZEIL R, B
MRAERE (MBI BRI ICBE) 2 38 72,
LERTE, LEMEN, AReEH T
Oy ZNg 2B, Wind g
R EMEEICFE LR WRRT
HoTz,

(LB v F 579714 — DO R
BT, FEER & 1 BRI E
FEOAMIZ, LIHEEDFENGEDLR T
Wi, TDDH, YU LALEDY »
MEHWILBY v F 7T 74— %,
D L5 EO AR T, 3 BFET
LTwiz,

YA FTIR, NREAD
WHAAPBRBLTEY, ¥y
B FTiE, 2T ARRIELT
WV AHLREIZ, ¥0 Y VERBERL T
Wb, Fig2

[y AREE] & OO Mk
£l &RL,. Yoy VEBEEREI T2
HEOLHIEE] 2R TLDTH 5,
RIEFITIX. BEL Y 3EMT3ME,
BIZEROERVPBRONRTEY, [
EDLHEENERENICEELT
Wah] ZEPEZLNT, TD0D,
DIERE T T A ICE o7

(LA T—TVEEOKRE) FIoM
BIRIE3 OmmH g, MENREEAIL 1
2mmH g T, FiBIIRAENGE T AAF
FEL7, REHIRMEEESEIXS 7.
8 %EBWOTEETH o/,
(LBEROEE) HERET [
HEDBLE | & [ ME B~ MR ]
RO, v vV YTl O
DHE L7 oRMEL] #8807,
Fig. 2

(4538 ) OBTBY IR vE 56 55 ILEAE & 085
DFEHEAL R B ICFFE L - R I %
FEER L 72, @B DT & WAL
AOFERIZL DIEH S iz, QFIE
BIDLHREDBEIZB VT, L
VIMT c ERY D) VEEY VAR
LFEETH-7,

HE

BREZIE DR ZS A 20% D FEBIIC
RO L LFHORE. B 7HIC
BHELTER, OAE2E606T5 T4
ARLHBSEETH LY, LpEE
DZWOL-HDREE LTy )Y
LEY v FBRRVS hEFKOKEE
PLBREORRLLTHEHSINT
W5 Y, RIBIFRIZLHOBE, KE
RE, B LAEOENIITE LW,
W T cfEimvay VY VT
SO THEECRICH LV EEREIC
ERINLHEZEOBHICER TS
BEREESRTWS 2, REFITOE
HOLEREELMIZ T c @ik o
VB VT OERND Y FEM T
LERERT A 2 L2 X Y L f D EETE
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gL & I Y NEFROBEEED
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1. Deswal,A  et.al:Cardiac
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Circ J.63,155-150, 1999

FEREE
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FE D DHIREDZIIC [T ¢
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72—%10

11 A, 2004

D. WFRRE
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RERFBREFMARME (BHERBRERTRER)
SHERBEER

MNR2 G R EEICB T D EREE

SHAAE Rk

RIFRFRFIRIEEFER Q7R R ERBERR

whE MHEESR  @RAFARFREFRAMARKERZESR
BhE I—tE SIRRFERZEREZRFANEERFEER
Bh&E B SIRRFRFRESRFFR SR AT
wriE BRI R SRRFRERESRUIFER B EEHFHEAT

EEMFEE TEME

MRER

SIRKFRFBEFL R TR R SR A EIS

URESZ2UNIREOCLENREEE (uvenile systemic sclerosis; iSSc) D RAEH
WWDWTRHLEZ. ISSc X 5 Hlefit diffuse cutaneous SSc (dSSc} TH D, RARED
LEPEMEE (adult systemic sclerosis; aSSc) @ 179 #Fd 72 ] (40%) IZHAFRICHE
ETholz, dSSc iz T, modified Rodnan total skin thickness score #1jSSc Tid aSSc
LOUBFEICEFL T (21 & vs.10 &, P<0.05). E51Z. jSSc I&#1 topoisomerase [

(topo I) FitkMBHEERA 100%THD. aSSc @ 0% L THRICEBEE TS 5%, Topo |
FAN b THIED jSSc % topo 1 FUABIED aSSc LR L 7= E&. iSSc THiSRHERE D FiE
BEENERICERETH /. BLEED, jSSc i@l topo [ FUAKBBER. BEFEEL. K0

FHARHESERIE B & 10 D aSSc &I SRR BAVRR S iz,

A. BFRBEH

Systemic sclerosis (SSc) D F# & HfE
BIIEE. BRRECLThRESN, BT
BIIEE. BE. LB BREZKET S,
WS DN DERMFBORERRED SSc D
HEEPTEOTFRICERAZINS, KHEL
MENEEABREMESBRICED ().
THEEHARTEEOLIPECREAT N EEN
% (2, 3), EOHEECKRENZECH
ROMBICL > THEEMNRIL S, SS5c BF

D 25% MWEEHETH 5 topoisomerase |
(topo I) HEBHEFITIZ, REAKREE
ft. BHEENERICASND, —H, ik
> O AT HEBIES TR SRR L IR B
TREBREL PRV ELDRTHS @), L
ehto T, TIN5 DRERIL SSc B & % F
L. &z FAIT20KREETH D,

16 ERMBFEED SSc (uvenile SSc; jSSc)
WIREIIHRTHS (5). KiEICEL, BT,
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BEEOLWE.

(ISSc) R EMDIWENWIHE (6-9) At
HB—F. RAREOSHGHBAE (adult
SSc; aSSc) LERRRIFFEASEILIL. ECE
bHENEVELSHELHD (7)., ZD&
DT, jSSc DERMBFBMIBXLEELEINT
Wiz, €T SEbhbIUIEEAD SSc
BEICBWT, jSSc BE#Z aSSc BEFLE®
T3 ETERKE - BREESN - BBRHAERS
FERMmERMLE,

limited cutaneous SSc

B. AL &

MNREBER 184 & (Kt 157 4, Bk 27
£) THO., £#H American College of
Rheumatology (10) %7 L T\, LeRoy
5078 (11) kL, 1SScH 107 # (X
£ 98 £&. B 9 &), diffuse cutaneous SSc

(dSSc) A 77 # (KHE 59 &, BiE 18 &)
Tholz. FpIT 2-77 Blcbh/ DL 52
HTholz. 16 BAMOREESE jSSc. 16 i
LI EDRE%E aSSc LKL H{E, jSSc 4t
5 % (2.7%) (&t 2 &, B 3 £). aSSc
2179 B (It 1655 &, BiE24 ) Tho
7o BFHHRAIL jSSc At 2.4+1.6 £, aSSc
ME6.9+8BETH-.

C. BrFERiR%

ISSc BHEIX S HlemndSScizama i,
WIhb topo I FikNBETH- 2. RIE
F#IIEY 74 BT, £FMERROAF0
1T REREINTVWE (L RZV/O >
0.3-1.2mg/kg/H. £1). BRICRETS
¥ £ modified Rodnan total skin thickness

score (TSS) AiWELMEFMAED SN,

ISSc H#F & aSSc BEDHRKN - kE¥
P MELBLEET A (R 2), JSSc BF
TI3 aSSc BEHICHRTHEEIZHEIZ dSSc
DEFAMNEBD SN (100% vs. 40%,
P<0.05). HEAREEMKMEED jSSc BET
X aSSc BEL D LEHEICBRD LN (100%
vs. 35%, P<0.05), E 51T jSSc BEICHBN
TTSS aSSc BELDBHERICERL TW
7= (22%7 vs. 10+9, P<0.05, & 1A). &
BRELCBOWTIRERERRDEM > 28,
aSSc BHD topo [ HUERRHER 29%IZXf L.
jSSc & T2 topo IR TH 0.
FRICBERAENC Enahis (P<0.05,
%2,

ISSc 2EMNLH topo | HiEBHETH S
®, jSSc B#E L topo I FiikmPED aSSc &
FEeael® LA, jSSc BHFIZ TSS A
BWEHAEZEDSVEREERZED SNEEh -
7= (227 vs. 16£19, K 1B), Topo I #1
HBED aSSc BE TIL 88% b DifMEER
TEFERDIAS, jSSc BHFIT2H topo [ i
HBETHIITHEL ST, MBMEER 20%
LA ONT., ARICEEETH- £

(P<0.05. £3). LML, fRLEERMBIRE
REPEREHFELOMIEEERED S
Moo, RERRETIARLDOTLEN jSSc B
ETI aSSc BELDLEBITERTHHo 7+

(0% vs. 40%, P<0.05),

D, #%8
JSSc BEF aSSc BE LB L TH /&M
{fLAtsR<. £O Lk, RRKRETIETZIZ
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EEEEEOREREOLEMNRED Sk,
B EE{EAY jSSc BEICHRN I LIRLLETLD
WEINTED 6, 7). ZhoDOEEMNS
b jSSc BEREFELNHNI EERIEZL
Tha,

SEOWRE Tid.aSSc BEFITB T 29%
A% topo I HURERETH > =A%, iSSc BET
X212 topo I HikBETH > 7=. Topo I
PRI SECOBELMETS (4, 12)
ZEMNDNTHBD, jSSc BEOKEEL
MEETHHILEMETE, ThETOR
% (5,7, 9 Tbh, jSSc BETIL topo 1 Hi
REBERAY 27-43% & ¥ <, DB EEIC
HENGBECAKIE®THES, Cokdi,
jSSc TREMBELVEET. topo I HifkH
iSSc KB HEELECHAETHL I &M
rEEhD,

JSSc BHEIILFN topo 1 FkEEETH S
A, MAMEED S BHEIL 20%L0RDT. ¥
PBRHIIT R MEE Z 3D M- 7258, ]
IR ICET 7 IR RBAE & B e/ o 7z, Almazaor
SOW|ETY jSSc BEICH T SMMEHEED
RIERIT 205 L ERTH-7= (7). Fisk
ENEEETHHII &R, BRIIFHATSHS
MHRLOTTENBEHRETH S & LASHD
EENTEREIND, CHRS5DERI topo 1
FUEBERICEB LTS jSSc BHEE aSSc &
FREROHEMMNERLZIEERRL TNV
MmbLah,

JSSc AR EXZTTAL. BRE., LR
ZLREBFENMEDELDRTEY 9. &
BlOBZEAD jSSc IZBITBMRIZBNLTYH
FA2EERRD T, LREOREHER

aSSc LIZIZRETH 7=, BREIIBNLT
. BEA (<5%) RERKA (~20%) i
EARBEHEEN-RIZEN., SEABFEOR
EE2EDEN O, MNERRERZK>TH
AEOREHEEMBENON, ARBIZEZEN
THLIONZIAATH S, =51, jSSc it
FEEMEENARVWEWIBEBSINIE. 9
EROERBER TN I BIERRESS
FREEBDRMLEVWIHRELHD, ZD
TEMG, INLDRERAHFHOBVICITIA
BEBWPHGLTWAZ ENMNZ S,
MOBRBRIZELTHNEREICB TS
RASHPRBEZRIZIODVWTOREMN 2 h
TW3, MNEEBBRIZBWTIIRBALL
HEAEDDIMNHGARTES, BEERBOME
HERHAOESHEERENEINTVS, —A.
MNEREHEHTUF T F—FATIIRALDE
KETHBEnbhTWS (13). BEKICE
THNRERADBWIIHRHAIN TR LA
FREREOERICBIT2EENEELTNS
EEREbh3. Th X, NEREOREKR,
BRAESMT. BERNIZAVWIOARSTER
ROANZZLORAKBEARTH D EEX
5,
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1. J55c DEMERIR

R %5

. RN FATIN . .

3 3] @ - T3S REAE BT e B IWRHE

()

1 ) 0 25 9 24 £t Topel  PSLO.36me/kg/day ¢

2 i@ 5 2 1 27 371 Topo 1 PSL 1.2mg/kg/day e

3 H 8 5 2 a7 B Topol — PSLO.35mg/ke/day N

4 b4 9 0.5 55 19 - 3] Topo 1 PSLO.36mg/ke/day i

5 ¥ 15 2 5 11 h: 371 Topol  PSLO.3mg/kg/day 8]

Topol : {i topolsomerase [ Hifk
FSL : Prednisclene

#2.ISScBE L aSSc BHICHBITARES « B2

jSse aSSc
{n=3) {n=179}
. Bt kit 32 24:155
EERAHIR
d5S5¢c 100+ 40
B4 ERRIERE 100+ 33
josud: T 60 45
B 20 26
[$ ok
Bti 20 43
oL 20 16
L1 o 1.7
=371 75 67
BaE 20 29
L] 20 14
REELRAFRL
CRP o - F 4} . 15
ESRMDER 1+ 31
BGOER . 20 36
i topolsomerase [ Fifkobbit 100* 29
titz O X7 HitkomiE o} 40

FNOEFEHIIAET LR X EET.
CRP = C-reactlve proteln; ESR = enythrocyte sedimentation rates.

*p<0,05  {55¢ vs. a55¢c)
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#3.]55¢ 1B & §i topoisomerase | FLAEIED aSSc BEIZ B SEEKR - BIELRHN

155¢ Topo | FikRBHE asSc
(nv5) {n=52)
YL S5t Lt 22 8:44
ERFRH R
I AE LA 100 58
foll B 60 65
[P 20 29
KERE
[ 20% 88
i 20 26
st 0 5
R 75 71
Mt 20 29
i1z] 20 14
R B,
CRPO LM 0 24
ESR@GLE q» 40
IgG O LB 20 47
HPhORFRBIRIAVBOXEERT,
+p<0.05 vs. (55 vs. topa 1 HIFENE aSS0)
A. SSc B. S58c¢ with anti-topo | Ab
30 30
20 20+
7y
81T I
I.- 101 10
£
0 . J.- 0 v
Juvenile Adult Juvenile Adult
(n=5) (n=179) (n=5} (n=49)
p<0.03 N.S

B1. aSScBH(A), Hitopo isomerase 1 #1fk 5 fEaSSc B # (B) &jSScB & & @ Modifled

Rodnan total skin thickness score (TSS)DLtE:, EOANROERNPRMA, FHOHERMNEN

FH25% M ETo%8, DTFORFH (10%H~25%:) & (0%M~TE%H) ERLTWD,
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RASBAENARANE (BIEERETRFAER)
SR AREE

Generalized morphea ¥ D180 72 K D Bk % B3 28R 5ER
2 5 P BIE (RAERY SSc D —FRFHA)» ?)
—— 6 $]D 10 FH DI FRRIREI R

SHERFGEE fo AUTHE ER RGBT R BT B N Bl

BhE G B REMSAEREIEE TR G R R A

A% PEEA IR RS E ST SR B A R AR R
K

BHE SR BRI EIEE S SR R S A R R
S

R

Generalized morphea(LL T GM) #OBMAV RO GELE 245 S HHEMERESS) 6
FOIEHRIE RS HRMI Y 10(T~1TEEBR - O TREMICIERIT L THRE L, 2k
ET, MROREEIIRETH D . REREILSH), Raynaud BT 301, Bisikems i Temes
DHEON L FTHLNI=DL T, NBFRE, MERE LIEE Tho 7=, Wbt -
7 AT 28, speckled 1] (FUSS-AFUELSMERKRRM) ., BRIESHIThot-, 0BG
BMFLAPZHITHLN, 263 CK {23 1000 U/l 2882, BEOHREFE-> T, EED
A EHIFEL B DT HBRREI T, JiE e ¥ o GM BB ORI, LaHPBkE 24
BHIEF. ME., BRLZET LAX—MREEASH 3], nodular scleroderma 245 1 42 L%
BETHE CMBERZORRBICIITE 2 LONNRIIC L 57y 7 AVBESOBEERE X L=,
R ORI MAFRLERIE I 5 F1(5 5 2 FlIL IgE b A THENT, ¥ = —7 L AERBOS
BEFIEVHED). 5 LREERHEITEE, HAREEHTILORETNER 1 Flb o1,
BRERG %, sclerodermatomyositis, (FEEERVEMTIEZ. FFRAERMESITMERRE, BUEMTEE O
RizZad Bt ahiz, BREMI SHNBAT oS FRR, DO 1HINZATF oA FER=F 3
YR CRBIRE DY RS R RS NBITEHES) %175 TV BIEMIER AL
Z1TV, GMEREELBHI S TR L. SSc & LTOERIZA STV (1l 84
THITLABRRIZIEET), e le &4 TORIEEME S SSc 2 RICHKIER SSc LFERS L 4L, &
Bl 6 FEFHIIRIER SSc D—KRRA L LEZ LGNS,

A Ui Generalized morphea'like  systemic
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sclerosis (LLF GM-like SSc L BE3) (FLfE.
AINS DEEBLGE, £ IR ARG
EESEEROSSco—EELTHEEIND
ZEMEN(D, —FH., GM-like SSc i &
B35 Ui EROREEELEET D
SSc¢ ZMET, BN/ SSc & L TIHRE
BN GBEOHEMELHEI ZLDENE
EHHEHAITI5EQ), 97T FRIIFIREL
fz. T06FIOBEMMAEY 10(T~1TDFEE
Br, BEM, REMO—DDEIATEEZ
ZIICHET D,

B. fEH]

FEF) 1 : 56 Bk

i Ek64E1HTH

FIRME : HEFEZ L,

BETERE : 45 BEM HREARDZH 0,

HIERE 47555 Raynaud IRE & IEERE 2,

55 A SRR - DIEEARIEIR, 56 RO FHE -

FEmH D,

RME : F48 - FHEREE(L & B O R ANRE

RGO LB, FHICIadmITmE

HT, Wi oA MR/ MEEI A RRIRICED
FILTHEELREL),

PRI ARAR « I MSFEEER 8.7~11.4%, MiFH

BEHiE 160 {F(speckled)BitE, BT SS-A

Piismit k. thorRAEE, « -HBD 191

UN &g ER, IgE E%, REEMESET

H, MEHEER L, FREARKERSY,

BT R - TIEROERTIH, BERFTREIC

BURBRMEORE LA %, ATk RIOE

W CHEE R TRIE OB FARHE DIRE O 4 238

Hi=(E2),

5% L 838 :nodular scleroderma #1{# 5 SSc

L3, ¥¥2IVE, FF=FRX MR ~

2 ) A RARTIGR, $EE0 B FERMIRAR
K fpoa = LIAMBERF R LT3,

EF 2 : 56 5

72 . EA6ES A 18 H

FIRE : #24% Hodgkin .

BEAERE : 33 B b7 LAX—HESR, 35 5
MHMER, 50 5 G ATREE T,

HURE - 55 M DEREHCREEV BN HER L
PLRLT&E =,

BUE : BlEMoRR - 6REEELE I ERA
BRAcEE{REE, HAEHE. BMLEIE F
DOEEFEMEL(X 3), FEAHERDT -,
AREERESH Y,

RERE : FHMATEEERK O %, LI b= K
U 7R, FUkEhUE. B Jo-1 BUARRE,
Iglt 865 U/ml, CK 358 U/l, ALD 10.6 U/l
& &filE, ALP. yv-GTP, GOT. GPT. LDH,
TC. IgG. IgM & i, RETFENEBHETH Y,
BHARHERE 2 L,

FAREAT R : BRI OAR TIIER TRICEHR
BIRARMEDIH L E AR s, AllafT
RIBEHHEOILIZER O I A LA R AR
F AR 72X 4), FFERITR R RHE
fFiE%E (PBC) stage 2, :
TGP EFBA: &0 5 PBCIC L D I &R
WWERETH -2, MIEE & B/MEEREIR
HH. SS¢ kLX), EFIVE, FF=F
Ab, UNYTFRAFVa—NLEE, TAT 4
Uy, HEEETahFo—ANR, ~%Y A
FARTIE L, ERERERL TV 5,

HEH 3 @ 67 & GEMIL SRk BER)

¥z BEf624E 10H 6 H

BETEFE : 6258 L Wi R &V bl 3 Fi4E KR
LR,
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BAME : 66 i L ¥ Raynaud 5%, #2204
» AR BRERE (L BIE L7,

BIE - FfE & FHENICEIEEIER GRS 5
iz, MEESICIIAROERRGZEL,
REAF BRI EEIHELEA O (E
5), ME -« FTRRTIRUFEAEDE B
whhhs,

TRZCREST : R MATREER 23%, MiF IgE 1200
Uml, fitr koA 7HERE, thofRE
OHiikiatE, o -HBD $REE i, AbEHEER
E, AEFEEHETHY,

IR R S CHERP TEOBRAHED
BB OMTH-72 ([6), ATk
DA T BEH (@ @ 1 < eosinophilic
cellulitis DFET RAZED LI,

IEFE L 458  BRBPICHBERT 5 SR DT
BT IR, SSciERITAHEFHETE 2L,
Rk 16 £ 11 A, KIRE BT THMBIIC AR
LET (848, ERDEMIITH),

FEF 4 : 45 %K

2 EROFE1A 298

FHERE : BT TR,

BETERE - EHLAVE., TEBIETEIL

BIGE : 4] BeERoBERRIEKRS L
Raynaud HEHHE,

BAE : MfE ST BERBARR 22 LRI 2 £ D
[CHER I DI, BRERTIEALH T,
EfsiE (R7)., B FEHFELALR,
PRACRRAR « RiH MATEEERILARIB S 6.6~8.5%
& LR, i IgG 2420 mg/dl & &fE, B
\2CK 1971U/, ALD21.2UA £ TLH, #
i RREtE, BAREEE 2 L, REEREENIE,
HEITTHREELH Y, BEOUEAMR
[EYERAIRK S Y | rose-bengal 72 MEYETH
A%, Schirmer 72 F TiZ 30 mm 24+,

MEEFTR  EEOERTIRERP TR OBIK
BHEOBALEAEDNBE Tho /o, ZERib ]
THRIEE TROBRGHEORE ORENZRE
h7-(X8),

R LA A0 2BRITXH L TERIE
SAMBLT L K=Yl 20mg/ ARRAL -,
WS ALERTHILEE/RVIEL, TR 17
£1 A8EL 10mg/AREANRP THB, T
AR 10 EE M S 5 ER &I/ 2225, MR
RITARADFEE P, BERICS L TR
BT LT, Sk BHs > kRY
ME{LBEIE TR 13 £ 7 BEICEESICHEL
TEY, THELREICLDF 7 FAEE DO
HHEX LN,

EFS : 58 Mk

122 ¥Rk 84E11 A 208

FHREE : AL bICELE, LR,
BEFERE : & e THRRIIHE R,

RIAME : 50 BEMN DIEHI N DEAE ¥ &FNCAH
RS HE, FHRBUBEETE. 5 oW0
7o b TEEERN S FIRRA AT CBA]L, 15
DEERRP.

BE : LERECH T2 —HIcERENE
T AUTITARESOR B TEE 120 & B2 i
{bEfEo Tz, MLENMND LEFRFY
FrTHELER-, WEE, HHEEHY
(=9),

RERE « R MFEERIZRA T 8.0~
20.0% & L&, Mg CK 297 U/, ALD 49101
LBRESE, yM1aA FTAM =20V
—ALF 2N, Hitr ba A THERRM, Mif
HEFEZ2 L, Bl5id 0, Schirmer 7R bE
6 mm. rose bengal 7* & M&tE,

AT R . BIEROERTRERERTEO
BEAHECHENALHTH -, ErEH
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MTHER TROBRBHEOHEN A LT
(= 10),

B L B8 2 F ORI Lz,
YROFETANLT L F=/ar0mg/B %
BRts L7, EHEROERS VL. T 17
£ 1 ARE4 mg/ BARRTP, 28, Fl 17TF
1A, EREY @RI TIREDEER AR
FR I, ERIERESASEDR, 2Bk
FFTHB,

FEFI 6 : 52 RR1C

¥ FAROFEB8ASH

FIRAE « BUIEME « Frad P ERR L,

HIARE : 50 siFF, BEES. TRUBMICEZ A H
L., RAEMICLIERL, BESLED
BB LI,

BIE: YV REEFEYEE(E- BRI
BR7SEE(LBEA o, BEER, AR, TRUCTFIEL.
migE (K11, S/HERLEDLORT,
B RRAR « RIMEE. RMELES, miF CK
% AR 1892 UN & B, Hiikiiikpats,
RERRHERE/2 L, MER& © Schirmer 732 MK
T

FRPTR. : S CIIEA PR OB RO
EE by, ERBENCRERFBICBED
PRI ARHERS A 23R 80 7=(F 12),

BREER : ST OMRICHLTERIFE
10 BB 7 LY F=Ynr 20 mg/BBARG, LA
#% 10 mg/ A £ THIR L TWi=At, L=
®, % 134 10 AIiZABRL T 40mg/AIC
R L7z, LARERR L, AR 17 SR 5ITE 15 mg/
ATCHFRTHSD, ZOM, HEORERAT~
E—RTHERETH D,

C. ZR
AE O 6 FiT4RER T GM R OLEEY L RS

k%S P U OEEELIIBRETH S A,
WNIEFIZE & MRS RE Th 5 S0 T
HbH, ITNFTRBENHEEINTEL
GM-like SSc T & 0 EHIEER O SSc —R & &
NHTEHRZND), bébE SScidBE—22fk
BLNIEDL, WS OMORBERKLT
EFRLTWE EEZ LN, 5RO 6 FikiEk
@ GM-like SSc = FR{LUR § BV DS EEAEEE %
LR EALHD, FlO—HELTE
A1V, 3{IGES 2,4,6)i2 B\ T ML
{ENEETH -7 FHEIL, ABIN SSc Dieh
TR L MBI L IEAY, Bkl
EEZBZBERAD—OTHLH S, ARGGHIHE
B D EDBERIREIERE S & (o TR
BEESE 15 T 8 FIAHUEIRREE L B L
TWd, I b—FHOLMF OEREITTISH
DER| LB L T3,

SEOBFIZEBTIDIREONMLE
BHI-FERPT R, MR RSG Tl KEO
BEERE LTOURDBRY, OB U0, BL
HEWITFATH D, EFD GM-like SSc
TGS OERDOTHIIH B0HELD
R Eh TR, FHBEEEO ERRED
ELHRONT-OTHR, HRROEHE LS
ZHNBE, THEMTHIZEITHLEIS L
WHIFANLTHELVKRBOREEOLD
DEHEEZDORREEEDNS, 6062
FlictETH D . KBRS AAR TR
FLEEESTOPKBEFAT, LAEEHY
AEFHIERIS), FTck D RRE 2T 50
(iEf1 4). nodular scleroderma(6) % {4 5 {5
(EF1) DHIZLZEZEETDHL. €O
WBEIR R REREROREAE LT, SSc BEIZE
CleTHREOEBNHPLERI LS —HD
F7FZNBEMNRELOND, THDL, IE
5l 2 Tt B L7 LA —tE 8%, PBC i
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o2 & JEF 1 & 3 Tidng SERMER OBEE
BndHBH T L, FEH 3 TIiE eosinophilic
cellulitis Z{¥->7=Z &M, ENEFhTr 730
RBEOFRETE 729 . SSc FKICHVTGM
Rk A4 LSt nEEZ LMD,
SSc. BRI 7 RAREN —RITIZH
LRAEBEINTWAD), fEF4 &6 TiE,
ISR OB AEBIT RV BEEORR %
{9 SSc THHEMN, ELILTr7aNVERR%E
B L2 LT GMRELEEE 4 LS4/
LDEEZLND, SERIDEFD L 5 REF
DRI L L OBEBTOERITHTSHS
B, EHOBREICEETAZENAMLNTY
HYTAIAPEYIDLETIHESRTF R
D SSe IC BT HREDHEORT LS HOR
BThsra,
FIEMIEFREER SN S T, S B2 AN
fiE IgE LEETH 788, THE & LFEED
IEF 2 X E XS, Ef] 313 eosinophilic
cellulitis(Wells JEREG) & TN ENEHL
Tz, EF LIIAGHRT LAX—0ORE
172< 45 RN OHEROENH D LD
L THLN, PIBLIEEOWE LR L e
BRECRE AL, Y120 658 3 £/ 10%HT]
EHFERE LA, B LEMIIEE TH 3,
TEM 413 6.5~8.5%DEERMIMTH D, fHRIZ
SFLTATaA FRRFEBREIIETL TS,
FEF] S TR EAEEREE (20%FT) A
g, JEM 4 EREREICRA T oA FRRREZIET
LT3, ZOFTERMICAEREEL
R L DHEER=VT IVRERICER
LIcDTEAMEDRIREMELABL LN D, W
THOMER b AR R AT EEER I 2 17
e & ¥ (cosinophilia-myalgia syndrome)®
A RIFR, BRTE B,

SSec LB HRERITEN L Eh TS,

125D SSc BEDI L TH (5.6%) Mgk
FHREEFHFL T REVWIHREGNDHS

(FREERIE 4. ZXMHEH. SREHMS
B KIEMRIEEE 1), Mayo Clinic @ 536
£ @ CREST £8EH D 5> H 7T R/ICEERADEK
HHREFEZED, MBIV IeRLOBRE
@ObHn, TOS HLEREHESREEN 64
TH LR, HBICIRRHE IR TN,
T ORRAR TIIBIENE U R 274 58T
RLEBOLATRY., FOEHLIZTNESR
HEAREEOREALEZA TS, JMOBRE
Tik, LUNRHERFEEMHED 14 /D SSe
B ICHRAERTIRE CHRRISRMEERE
HEFEHTVB(0),

SSc BEORAR I MERICETIHED
HREND, 54 £D SSc BED 50%T A
BED, 1T%IIPEMLEED I SREL W
5 KE DB E(D. 50 4 D SSc £H D 46%iZ
BIEEMNGEED S SERVALNRIZEVIE
HBIronHE12)7% Y Th o, Mayo Clinic
D142E D SScBED H H63%A L2 ThH
BEOFBLE, S0%NELELEED I SE
KEFA JEAE I DERD SSc BF D QOL
HEREEERIZL TS ET585013)
bbb, FERIO6GHFHTYH, EF 5 iTNMEE
LEERFIP D I DR L Eh S ~EEN
fRL T3, EF 3 IS FHER P HER
THODHRDBETMEIN T, fEF 41T
LELEREIT S SEREF I TV B,

aF & ) DIERDH DA TITHRHEFRRE
DRSELREEL 250, SEO6FliItVTh
LEREY LRBEOREHRBALRRELT
WERBERD, WTRIZLTY, SSc O
ERDERLE LTORSHEI SIREL WS L
D, IO YROTVHEREE SSc BED
—EEA LTV B M b BETE RN E
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Abhd, 52014, HHEREET R
HBREWS E bz, ¥ AER¥OT 7o
—F L RBRERMRETOSENHAL)
ic&Eho2H b, SSc BEDOHLZ YT 444
LBV THLERD LB ORETFERDOBES
BRALMZENDFREELELLND,

FH 10 F LD B RRENRN TS
PEDIIFHATH DA, EEORRBEFERME
LTWD I EMnGE LD THERML SH
D6 T b OERKRIERCR IR ITHE
SbH0, —BTEHAWIENZER DI
oz, LxLehs, WL LTy 70
REaobia LBEOBFOEFEEL IR X h
Too BREREA TORIEENED SSc ZRIZK
SER SSc LIRS Ehud, S EO 6 SEFITR
FERI SSe D—RBBMLLEZ LN D,

D. 3C#R

DENZ—, LEH4L
morphea-like scleroderma. IR{CE R
K% £ FIR8B L FE, R
7%,1989,235-240.

HE 2 RFHEITE A - AR IER OR S

: generalized

Z ¥ 5 generalized morphea-like
scleroderma @ 3 #H . B K £

105:495,1995.

M2 REHET A - BRI OB TE L
#{¥ 5 GM-like PSS 5 FlDEERAIGRET. R
BEsest 20:348,1997.

D% REHIEA - ey ba A THEB%
@ GM-like PSS & eosinophilic cellulitis &
PR, BERSE 99:469-476,1989.
SAFERITH : BB BRI R E
EEUCZNREEEEIED 2 F. K FERK
40:1657-1659,1998,

6)Sasaki T, et al: Nodular scleroderma in

systemic sclerosis under D-penicillamine
therapy. J Dermatol 19:968-971, 1992,
THEARZE : Koebner B> L] & 5525
TEDOFERERE. HEER?ZR
23:247-253,2001.

8) Lee P, et al: Neurological manifestation
in systemic sclerosis (scleroderma). J
Rheumatol 11:480-483, 1984,
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CREST
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1997.
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11} Roca RP, et al: Depressive symptoms
Arthritis
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E. %
1 )Emsc s
7L
2) FERE
L

F. MBI EERED HEE - BERE
239

—3056—



4 EF 2 OHEMEATR
Pasollj il

L ATAgER, T

2 JEF]1 OMMBRTR AR,
T : AR o

X5 FEH 3 DIZREHRIE

3 JEF 2 OYIZMRE X6 JEF 3 OMEFTR (95)

—306—



7 EF4 OYIZREE
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BEAFHRENERMAE GERER BRI RE)
SR E E

SR PIEAR D B IR IL & 3k U 7o i RRERPE AR R R D 2 6

BB R REREERI AR R R BRI
BB RFRERIE SRR BGR AR B F
HEXRFEFHHBERRBRES

- EENEAERBUE T T

HERFEFIMBREE S

- B AR B R FHE A

HEBXRFEFHHERERES

- EEIRE R B A PR AT

SRR EE =) A
WEHIE EREEE
BhE B —RR
thhE ST
& IKFHFIME
wAE HEATEE
MREER

HERFEREREEZH AR R EER IR

FEERE R R R O EE L 3 M JEE R LR B T, MEERM D
EBBILIUETOBLERT. SEALLE, HREEEROEBEZELLLEMBIUE
EHREERORE T 2 LIERZRTR L, RIELHBEL DB RZRM L. F1ik,
FERBBERERAT oA FRIZHTORERBHFTHDL L SNEA, BRAIRVITRHIE
WA ERESRTE L. BEOBREFLBEBREAT v FROEFRECIT 5 S
IRV TER, BRI, BHAD 3 BRCOT THRIRR, REFTR, BRSO OVWTRETLIZL Z 5,
BN BN E IR BREEROEB 2 BT SEMBE L, HEFNRFRER LI
Fo S 12 ERLUFOEE, BAMMOEVVERR L UHREFEBHTEE B IS - 7.

A. BB

FEERMEGIER IR REOEEL T2
RIEMBRECEBTHD. BERMICHEBER
HoEEE XK TOELZERET520,
ERICKHMFEEREEEEI L, UEA
HOBBERRLHEOEEL & T L, LA
7 —BREREHMEREIRR b 3 NERE
ERL ZERENGMILIRABREL LT
EEEne VY KERREECEERERNR
BO—DThbHHM, EEBEMMNZ N Y, 8K
SEIZISUW T bR T BRI 22 7

bhs 9 EHEOERGIBERENSICERL
TWE R EORBETENIILT LLES T
2. A AR BIXEERIEBIERR O R (L
RELEFBLUANREEROESE
LLAEMERERTL, BSEERLE. ¥
7, FERIBEEERT oA FHIZHT 3R
JGMBIFRZ ENRFED—2IZF TR TW
BH, BRUIIAT oA FIEHELIRIER K
EELBERELL. £2C, BEORERE
BIBHEAT oA FEIRT5RISHICIAR,
R, #EAO IS THEFE R, REFR,
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EEAR K2V THRI L.

B. EFIRE

EF 1

B OF 298, &t

* 3 OB - HHOEEEL

HAE : 20004 10 A, SHoEIHIEOY v
—BRECBMUEEL YV EFE L EXBIZE
FEMEDIENR & {LERENRER L, HEIC
FVN TR ML D FEEER I £(521/mm?), IgM
fED LR (432mg/dl), WEARR R HREO L
LB ASUHREENL LN & D
DIFEEERMEARIR L 2lrsh, L k=1
v 20mg BB &SN, AIRESE, ESIR
PN LN, T Py oroRR
PREC L VER  HELERIERLL. ik
HRENR L ICREITiR Lizio®, 2004 48
8 A6 BIHBEMISNEB L. LA/
—Hl&, FPREE WTEEOEEII 2o
7.

Bl OE : BIMENCEIREE S DRI OEL
HEREAALIRD (H la). REROREIL,
AFH - MTFRICLERL TV (X 1-b).
Fi, AR CIITHAMR O YA AR
H o (K 1-¢). NEROEIE AR o7,
BREFRR K 1LIORT
REMEFR . AR TR LUEN/IERO
REasRHEAEL, BRBEORERLGN
fe. EOIRB TR, HERXERIIERELT
VWi BRI ERREEIE A O e o T,
£ @ R REEREE, MRETR, RBIE
REIZRINMES L CHEP O FBIROEE S
bihf=Z &, FMREMHRRTIIL &K
R BURIEBIERR DB R Z M HHER
SRETERE DB o T T REERIE AR R 2% & 22
WL, v F=Yuor 20mg ORESEFHEL

=, BRAKE 3 »r ARAT R, EMOMm
{LIERTFEL TV,

fEB] 2

BOF 68, &iE

* K UEORE

B 1 2002 £ 11 A X0 FICHR A < AT
BAhOFEHFOREXHE LKL, METHEEY
ToBNBEORREE 25 X 5 420 - i
RERLURRBEHREEEIIEN . 2
BHRLACEELTRICVHBE LD YR %
RS i, WBRE, MAlk» O P,
TEECEENSH Y FRTEHMEL T
(X 2-a). KREODIE{r 2/3 (CERALRBELE
ToEFERAELNRE (B 2-b). REmPoLF
BRI Z(1070mm?), mA <= u7 Y v
fE(2.3g/dD, TR MRI I CTHRAREDAEE A2 6
(A 2<), FEERMEGREOBETIL K
=Yy 30mg O&EEHG L. ERHEE
%, BIEEPHITHIEL 16kg O EEM D A
AR, FORICHEEEHRBCHT
THEBELEIHALE. Y F=Vary
10mg IZWIREEIIE CRIABEI LT
P, BEELEEBIC IR L FERC IR &2
PHROBE{LAmAHR L. 2004 E9 A 1
A2SEREELEb TYUYRICEERM &
hi-.

BE : iR S UTRO RS BRI EE
L, FTRTREREZED HFROBLBEN A
bivie (B 2-c, d). FRBLUCFEEHORE
Bhohifz. MEROELIERIT.
REFR : £1I2RT.

REMBF R HR LB BAHEI DT
ICHEZROIREEH Y, KEROIZIILE TR
FEEDEAL - HEESA LR, IHIZR
BT, BFIEMEE O/ NERSSEER X
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