1) MR 2 HE
OwIZkED ROM

WD dSSc & 18Sc, BEHEDK X D
ROM # [ 4 (=%, dSSc 28 1SSc L W HE

WWIERT LTV (p<0.0001). BEHE L O
B ClE dSSe, 1SSe & L FEICETFTLTWE
(p<0.0001).

@ROM & HAQ-DI (HFENHIFR) DRI
ROM & HAQ-DI Cik ROM 2METF LT
% BT SIEEHIRS K X WEF R A b vz
(r=—0.36) (X5)
O@ROM & Rrj& s b OBk

FREIC ROM & T LTV 5 BEIE C B
LS5V MBI A A HALT (r=—0.44) (X 6).
Fir, BEEALSTRVIE CTEEHIRA K& W
I 23 A 6 7 (1=0.34).
@ROM & fm #E o Bafk

dSSc iz 5 ROM & i & oM
Tl early, intermediate, late O NECHEFH
MAEWBREFIZEMZEEO ROM BNMETF LT
W (F, B7).

2) 1 BBITBIT DiEET
Q¥R L 1 %D ROM O£k

WMZH & 1 E%O ROM T, 2FFKICk
WCTHBREERS LN (p<0.001). K8
WA PO R E R T
@HAQ-DI O, 1 FE1% Ok
HAQ-DI WHtgEix A bz ho 1228, EE
O OF eI BEEORmWREFE LT
BREREERALNL TN (K9).
@dSSc iz BT 5 BRI O ROM O 14144
DAk (intermediate, late D EFELII D72
W e ORRFICLER LT2)

dSSc (23317 2 BIFHARBI O 1 %D ROM
TH, COHMOEFICBWT LA ERHE
Thol (K10).

E. 8%

INE TR IIEHHIREIEIC T D IEE
BIEOY R I FSERAEL VML TE
703, SENUEFIEZ L, VRO
BEORESLEDORIEE OBEMEL R, K
JERRAL, TR, IEBHIRR & 0 BET Lz,

A A DIRENE %2 MR LT HA QDFER
TIT eating = gripping & o 7= FIEIHEEEIC
B U7 B ICEER L o7z (5). FRE
DEE LTHERHICZ A HILD ROM O
HIRRIE, FREED B & AFRIEE(ADL) (HIBR
BEL, AFEOEQODEFETIELIRE
REREEZEZLNTVWS. SEOYZED
ROM & HAQ-DI \ZIZHHBEN A B, DR
MEEMTO/RTH T
= IZ LD VRIS T 2 ROM OHE X
HAQDI T FHEEEICEEEOEVAESE
EBATHBRUEBNRA LN TV, O
BT, UAEUF—3a UBRYOERTHE
BREBE D QOL DUWHEICKRIL>TNDH I &

AT LD THD.

TWHIRE & OBR TIRAMBIFICBNT,
dSSc DA, BFRHIMAEVIZE ROM IR
DREVWEWHIFERTHoT. —FHT, I~
v T — g UREAT 1 FERORERTIE, YO
BRBMIZB VYT ROM OBENRA HNT
BY, VAU T—va  BEiEE (6) I
LV, ZO%HO ROM FIREIEZ S 720WTB
ELTOAEMERRRINAFERTH -T2,
SHITBRYRAG & Fh DS DORE T, &E
DEREZFHEL T MERDHD.

A% A =7 L HAQ-DI, ROM & HAQ-DI
DNFT BN T HRIZEOHBEB A LD
XD, REE(LCHRRRESE, REIHIIROE
BWPERHME S 72072 T h ROM B EE

YAEY T
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BLOFEIED 1 2LV 2D EHbEZ L.

F. ¥&®

FREERE 102 Al HRICA MLy F S
ROV ANE Y F—va v E2EHLE. SFE
1%, OROM DU E L B B EIEOWEIZ L >
TWDH. @QEDORFHMOBE TLEHREN
P C& 50 @KEHELE ROM (XM
IR HINDND 3 FEEET Uiz, 1 E%0k
£035, F ROM O I FaHRe I BE
DD HELFEOWREBIZSL > TV, £z,
FORBHROBETHLY ANEYF— g
BEERL L. LT, ROM b &AL
DI|ED 12& L UHEATEE L Bbhik

G. TR

1) ZIEM, EEE—, EBEE, ERTE
RIGSH, MRME . £FEEAEDEEH
RO KIS L OIS 27 /31 A2 T,
BAEGBRFHREMDE HIEEER
e SRREIC BT 5 REMY & RIEH
IBRRIEORRTE AL 15 EERIE - S
& 245251, 2004

2) RIFER, BRI, EEG—, BT
PRI, STEPREES « &5 MR R E O I BhH
ROFEHO T Vv —JF /b, 38, 1237—1240,
2004

3) EFEM, e, RANIR, £HEE,

HAZERF, RIGEHE, RMZ 2R
B A O BIET R BRI RIZ 95 U~ Y
T—vay, BEGBREMAEMEDEe  H
TBHERBIRIAEE BBUEIC KT 5FE
fRIA LARIREVTRIRIEOBAZS AL 16 HER
& - HEPIREMEE : 274283, 2005

4) ZHEM  REVEREEIZIS T 5 KE - M
W UNnEYF—ay, VT - BEK
B My 7 A, W & IR, R, 2005,
186—188

5) Kuwana M et al : Evaluation of
functional disability using the Health
Assessment Questionnaire in Japanese
patients with systemic sclerosis , The
Journal of Rheumatology 30 : 1253— 1258,
2003

6) Poole JL : Occupational and physical
therapy in systemic sclerosis, Clements PJ
(eds) : Systemic Sclerosis (second edition),

pp261—266, Williams & Wilkins, 2004

H. WFRBE

1. FXHER

L

2. FRBR

7wl

I. XB9FTEHED HEE - BRI

2L
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FEA MLy FU T TS T A
STl

TR PIP Bk O DIP B
i % {0 BB 05 A E B

2 RFBELFEA ML F L IEHE N —2r S HE
A NP iR, B : PIP B9EGIS LUV DIP IS Im i,
C : PIP Bis LUV DIP Eaffifh R

3 THeEEETFTEE (ROM) HIE 51k
A MP BE&i/Edl, B : PIP 4 JL O DIP BEE/E i

<0001

p<0.00¢

|
350 ,—P“"m‘___] [ K -
°: 300 o '% —~0.36
s e : £ p<0.001
g 250 _"!‘m_ "S
2‘, 200° .§ g *
] K L
% 150 é '
a R a 100 .
g 100 ° E 50
50 0
° 0 05 1 1.5 2 25 3
’ dSSc ISSc normal HAQ-DI
MR OB TBI CF SO TP & ) A5 PN OBIFTFIRIE L HAQ-DI DHEY
IREE CIMEEH & B TEE S B RICET, BB AT EME 23V ME & HAQ DI DR 1 T
dSSc "CIE 1SSc kb, B E S B RICET &<, IEEHIRRIS IR
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_as0 350
< _ I <00t Il p<0.01 1l
k] E 20 .
& k] " — L
§ ) B
g 1 r=—0.44 § * :
0 > Y
J-— p<0.001 2 im0
: £ ,
= 50 g 100
0 0 5 10 15 20 25 30 35 40 45 50 50
m-TSS
B ) 0 early intermediate late
6 WIRRO M I ENE & B ERE L OFEE
RAER FTEDIR MV T & R (L2 RS
7 dSSc I8 i) B W HART R o B T EhiEk

BRHAEAEVIZE, BIfiEIEIET

p<0.01
350 .l;[ )
. % e B
[ — 1 %
s e y . Fi&
B 250 — o *
E 2 s
E 200 e S
g é ! Kok p<0.01
g 150 * p<0.05
ﬁ 0.5
= 100 -
g
50 JE— o ==
. 5 B B ¥ H B B %
dSSc dSSe ISSc iSSc g X x* & 71 £ £ A D
O SRY- 27 nE 1R T tia
v - gé\ : 74 <
B8 OB E RIS B AT ENE O L B9 HAQDIPNZE, 1F@DLR
dSSe, 1SSc b b R AT ok HAQ-DI & Lﬂ;’rl%{ﬁézwmi#fg
2T b DO, FHatEislc BE
DRV, BFE, BHOHEE CHkE
p<0.001
350 — p<0.001
_ ; 1 & dSScEFORFAMEANDONEE
“ “: o0B8go, ° °
5 300 i g - oy
s o e o off
E 20 . : - EHRHM F# m-TSS HAQ-DI
° ——
& 200 . : .
@
° ° ° early 1.44 49.5 18.5 1.20
Z 150 (n=46)
g
B 100 . ° Intermediate 491 47.1 25.1 1.23
2 (n=9)
50 . .
late 13.6 545 19.2 1.20
0 =
e 5% oE 5% (n=19)
early intermediate+ late

10 dSSc {ZH1) 2 MmO BEI T B O 1 % 0Z( b
EORFHM T O BE BRI 1 FficdE L
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JEAFERER RS (IR BRI )

Gy R =

W FHERR BORE L 33 1) B SRS MR- TR 28 & DR A1l
RO ERAR R

Wt e S UK RFBRESRITERL - B A E R R A
W RIpER R R RERESRTER - EREER T
BhE MALHE FRREREGELRIER - EEMEER P
W% FAMEIL  HUREERTBE SR SRR R R R R B A
W% Ry R R KRB R R SER B R R R RSB
WBhE BH % HERKFEREREZRTERERFEER
% EEBE FRKEREREERIIIER - EFRE R A

WREE

IR BBV T LI LISth o B EAEREDE MRS LI, £ DR THEFENE
REF-PERTREZE (PBC) 1XAHFOMEE OBE\VEBRO—DTh D, PBC [ZEM TIHFRESLEL 72
Bl CPRRBOBERE SNLTWED, MEE L OGHFIOBE. IEFIEETHLI LN
NETIHESNTVND, SEFH~Z, 5 FHELERRBEER TE I 76 flOFiE > hu X THIE
BE M W 7 B3 75 1236V N T PBC DRFEEIC W TR 2R 21T o7, i b= R 7
LRI 7D ALP O RN A 51 PBC & & 2 bIERNIL 11 Bl TH T, TN TR EAEFEIED
PBC To o 7z, HHDABHIICISN T, FILHF & LB L ALP DFEAS 30% LA L DR 7 AV IE
Bl 1 BB TEH T, BB, BEIEZRENCE VT LA TIE PBC OFREITEETH
BEEZBNT,

AL IXEDIC E, a7 —r UREORE, MEEEREO

MFEMBRRE (systemic sclerosis; BT BIESEMINTOD, MEER LIELIEY
SRRTIE) 1R K OPRGEIERS DO RHE(L = — 7 VU EGERE, BEi) v~ T AR
FREOEERTH Y, ZOFHEBFRICIT, BOR Fofho B ERERBEAHT LI LB
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NTWD, SBREEZDLDODOFRETZHEY
O TR, SREZRE B 1L LIE LR
FEPERRITERTREZE (LAT PBC) #&fFL. %
DI 8-25% & ST 5, oty
7 A T HURBERID Limited type Tl PBC @
BHRENZ ERMLN TN D,

PBC {d. HEE AMEMESIE CREE SRR
WO B B R T, RIS ) -l
L, BRI EICE S TR RROER
Tho, Bkl 1:8 CIEIAIE & Fksic
FELED LT, BRAERT R TIE ALP, vy
GTP, IgM, #8471 L AT 1 — U/ ¥ O L RA 7
bhd, FUIRERETH DI har Ry
TS SIS L e D L BT H
%o PBC ITRfE L HRE, #VE, REHIVE
E 29 SERME PBC & MEEM: PRCIZME S
NTODIEBEETIETFRRED Z E 034,
TRIBHITRBEN R O IE R SIcHE B &
DEBIROCOPERERTH S,

ZOX I PBC I TFHRARDERTHDD
WXL, SRECE A PREICraE 38k PBC & Hul
L CHFREE ORREE D L BAVIR S & 4G ST
WD, THETRAMTRICKT Mm% L
T XD > 728, BGlE, Rigamonti 1%
PBC HUM O A L A A B LI PBC 0 F
RIZOWTHER L, FREEA P Tid PBC @
FFIIRZE D FH A L EBHE LTS (1), +
ZTHREL ARSI HIEE & PBC DA B
BUZ DN T DFFBEEREE IOV TR BIAR
METoZ,

B. WrFEH

1) Mg

FBFEIT 1990 4ED 5 2000 4RI B FUA S R IE R
Z5Re Lo bAERILL LR EIZ ¢ & 7= 218
BIDIREERZ D5 5T ELISA IRIZIS\ T
Tl bu A THUEBIE T hH - 7o 3R e B
B EITHS, B ZHIEQ:73) Thot,
THFEEIL 69 B Ch oz, LI bar FY 7
FUEDHF L ELISA HRIC L B50 b R
TM2 RS U< drat OBEE BT & Limg
SEPUARRIBREIC LV HE Lz, FFHREIC >
T ALP OBV 2 WL & RHTR AR O § 0
R Lo, BUEHIMIL 5 B RE 15
FThD,

C. W%

218 BID 56 75 stk v ka2 7 A
WEREE T o7z, ZOH B b Y
THURBEESNE 16 B (21.3%). ALP E5F
JEFNT 18 # (24.0%) Th-o/= (FE 1), £
7= ALP/y GTP k51 10 f (13.3%) ALP/y
GTP/IgM L& 5 f5il (6. 7%) ALP/ v GTP/IgM/TCho
FRIZ 16 (1.3%) ThHoTe,

PBC DEPEEHI k22 KU THEEME D
DALP ERE LB, ZRICEKT BER
IF1LBITH T, TXTOERNEEF 5 5%
B HE, REHVE L ORGSR EE
{14 PBC Tdb > 72, v GTP 1 7 1), TM 13k 4 451,
WAL ATFa—10 LT 2 flicibir:,
PBC AHFEUE 11 DY) & B RE D
ALP Dt ZzsRd (X 1), 11 Fild 10 Bl cole
P& DR L3RBTH o7, HOD 14
b 1.4 THhote, Hi bar FU 7HKRME
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T ALP EFIERIN 4 BlH b, T DR
BITrE, MLOTEREEEL ISR TLO 72
EHRTH D BAATR, CHRATR, EH. AL
Rl ¥ OTREMEIIREN TH > 7z,

D. BR

EEIL S £ S Ehh B CRERBE AT
%, PBC IFEREEF IZBWVTEPF LTV
HOREREDO—D2THY | THETILEH
B CIIATHRERRENEE ThH D Z L BRE S
NTETWD, SEIOEHF TIIAFICET S
B8 FZ JTE 8 @ PBC DRFREFIZ DWW TREIRY
WEt%4T - 77, BT, Rigamonti HIZ LY 580
B> PBC BE T —HN—AD H H T, MEE
&35 43 11D PBC D T DV T DRRFEFO
SR Ene, FHBEMMIL 31 £ T, K
FMED PBC L HEBIL, FERAINI & 2HRE
LTCWN5, SEIORMOIMBEIESRE D 5 LU
FOBEICBWT, HLHBCLEF LTS
L&D ALP OE(LIZ OV TRE AT 7243,
R EERHB LN TR TRI LN
EZ bz,

HRZE & PBC OABED 2 = X LTI ARPT
DA, Fujimoto & IXIBEIERE D PBC D&
BRI OV THES L, Pyruvate dehydrogenase
complex (PDC) @ E2 HUEIZMZ, Bl a DY 7=
=y MIRT 5 EBEHERERIZA LI, Bl
alixtd 3 B OHiE &2 RO b O ALP O EF-
R EOHRENELSTWI LR EH LT
% (2), FERESHICREELTWD T D
EWVCHER SR TW5B, Mayo bILEHHEIT
I% CD8 (+) TCRBV3 (+) 3B % T HifaHs PBC
DREFIZR N T m—F/VZHEE L TN D

EHAELTWD (3), Lo THEESD
il PBC CIIERM D PBC & 11872 5 BB D
AR =R LDOFENHERI S ND, FiS b=
R U 7HUERMET ALP O E&RH LT 4 E
BN -T2 &b ABDOBED B D D)
H LALZRY,

IE TICHMEEICA D Lo 2R R
B 0D 25 FEMERR 26 & LB U CHRIE CVRIRIC I
JELRT VNI ERALNTWD, SEIORE
B VT HAHHII T PBC DATFEEE D T4 23
FweEzbhiz, 2 DORRDHERER
BREHTHZ LIk, RALNDRES
897 interaction ERFRIR. T DOEEL K
FELTWDEREMEDNE Z BTz,

E. f&

ARG M EFTRICLAMET TH DD, FREVE
BE BT DPRBCE I TR ZE D T 1&I1EEL
WEE X BT,

F. 3Cik

1). Rigamonti C, Shand LM, Feudjo M, Bunn CC,
Black CM, Denton CP, Burroughs AK. Clinical
features and prognosis of primary biliary
cirrhosis associated with systemic
sclerosis. Gut. 2005 ; [Epub ahead of print]
2). Fujimoto M, Sato S, Ihn H, Kikuchi K,
Tamaki K, Takehara K. Autoantibodies to
pyruvate dehydrogenase complex in patients
with systemic sclerosis. Possible role of
anti-El alpha antibody as a serologic

indicator for development of primary
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biliary cirrhosis. Arthritis Rheum.
1995;38:985-9.

3).Mayo MJ, Jenkins RN, Combes B, Lipsky
PE. Association of clonally expanded T
cells with the syndrome of primary biliary
cirrhosis and limited scleroderma.

Hepatology. 1999;29:1635-42

2. FRRR

TREIBGEIA 4R EAFBE HEEICRT
DI KRR LAR TR BTG RS D BRA S | /F 40312005
FEESHE FIRBEEFREFHETIREL
77

F. JEYETA HED HIE - BB

2L,

G. WreEs®
1. FRSCEFE
2L,
ALP DAL,
o BFERE / DR
=
ju
)
®
o0l

(Ratio)

1.3>

Ly ba A7 HERBERERE O 5 BHL I b FU 7HIERBME)
ALP D ERADH EHHND 11 B2 &, W2k L BB 2O ALP fE|Z oW
CHERET U, EIZRHZ 20 ALP i & W22 ALP O %5559,

K150 bOATREBEERETSHICHE T RS

EH (B0

I bary FUTHRERERE
ALPER

ALP/rGTPLH

ALP/ ¥ GTP/IgM &

ALP/ v GTP/IgM/TCho L&

7561 (2:73)
1661 (21.3%)
1861 (24.0%)
106 (13.3%)
S5 (6.7%)

161 (1.3%)
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BAEF BRI REMES (AR ETIRFEE )

SRR EE
/NRESVERMBAED 1 61

SIS T W BEBREER R R JE R A R B0

B A HIWAE  BEBRERFRE SRR E T

W # EEEEE BB REREREERIIOREE RE) T

W KA BEBREERERREE R TE R AR T

WREE

S WAEO/NEFIIH TH D, AEL 16 MERFAEHRET L L & bIT, NEFIZEDY
B CIRBR L7-/NEB] 3 Bllc D& A L7z, & BIC 2 E TIIAMRTHE S/ NTE s iR
RS 61 ) & £ B EBAER A & & RS LTe & 2 A FAVNRBENIRABIC 5B RO E
EN%<L, R diffuse type BT, H Scl-70 FURBHER B Z < A bz, HE, BR
BEOREE IR NG L 0 AR 2 7203, W LBRR NI AR & IEFSEE TH Y | DIREITEAG] K
DB BRI S o o, HESVNEG] & P LB a . RENRGIS IR E 2 BT OB L

BEVERIZH > T,

A ZL®ic

EEMEMEEL, REELEERE L,
i, B, B L OWNREERE IR A
XITHRATH D, REXPEOLMEITLFHE
L. /NEFIIFHCTH D, 4H 15 ML Roas
PERRFIE A RER L= THET 5,

B. fEHI

B 155k, &

FIERE - BEAERE - fefi T R&Z el
HUREE 9 RE LV LA/ —BRNIHBLL,
13 BENOHEROIDIEY ZHE LT
Tro 14 BRE LV EE OMEIR, FHEEES HE
LIzt EE %2 L, fUkEtz e
iz, BEBESGEDLNZZD SR 2B S
NZZ L, FEERRT 20054 3 A 256 BARE

L7z,
BUE : BRI EREIR TR LR E -
Tz (K1), MEERCIEBER O B E L
BB 0, BANFOEML A DIV, RER
LIRFE2H RO, Total Skin Score 1% 34
HTholz, £% 2. 3., A% 2, 3. 448
DFREBEN IR KRR OGN H Y . WH
3 & MP BAfn R i3 Falnte/ MgR A A T
(E2), 2N EEE, W BB AN T
FAMDOBFEILEND D RO ARBK R
CTWe, BEliv, FEMEREOMRIERIT
o fo s, BEBET . @RS TR K OEL
FHEREFZ T,
AR R - PRt 5120 f% (nucleolar
pattern) . Z DMOAELFE, FEERIRE
WCRE Lo T, HEREEERE T%VC 23
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75%. %FEVio 25 95.8% & BRJE DI SIEREE
Moz 78, BIEE CT CTIEBEFT RIT R -
7o, RIENEMRE CTHAERENEK, T
HAEEFEOMEERTAH Y . i - BN
BRE CHFMERERS A BN, LEX - D
T a—REIERE IR o T,
BT R - AR L EREITo 72,
BEEBOBEMMEOAL, WEILRHY .
MM BEREFICERED Y o/ SEREENR A 5
e (®3),

R RAEEREEICX L TRT Ta R
FIDA TRV, =aFo@glrarx
=Lk, REREICH L CHER T =F Y
DI EE B Lz, TO%, FHEOBEEE L
AL L. Mgt s EOMLEER b&E L,
BUEERIRER Th 5,

C. B#
INROEEMREEIXENTHY | 1961 48
{Z Tuffanelli & Winkelmann % 727 |57 9 5%
AT OEFNE 11 61 (1.5%) &Lz v,
AETHE, A - BRI 1177 Fld 15 LT
L4l (0.3%) 2, EA - PEIL 99 il 15
WA TIE 261 (2.0%) 9, ¥ED 51X 294 Fl
10 ALAT I 161 (0.3%) 9, Murata 5iX 184
B 16 LA T Bl (2.7%) 8 & DIENR I
b, M#ETIE 228 it 34 (1.3%) T
ot

M TR Lo/ NE2 S VEREE 3 o
FEwERT (1), PIERETVTRLL L
A7 —BETH o7, RN 3H & &R T,
RAENTTXC diffuse type Th 72, HikgH
KX 8 BT TH - 7283, HT Scl-70 Hifk,
#L RNP Hiif, $1 SS-A/B fk 1225 TH
o7z, 3 BIH 2 Bl CIELERIRE R H - 7203,
FARAEE . BRE., RE W THOER T

bHr bRz,

FAIZ BTN ZTZIRY | 1967 £4ELABEIZ AR
THE SNz 15 MLV T RIED/NREH R
FIENL 61 il Cd o 7=, Tamaki H1% 1991 4
WHRERIZ 31T 5 28 MR R O & 4 %
HWELTERY O, ZOFEBSHEN 17 B b
85 T lzDTINLEMASIE L, s
PNRBIDH P TCHBR L (F2),

FIEFEOFENT, AHNRG, IR
BITIRIEFRTH > 7z BRMTHAR, 1
FhEBINRBIOIE D M B LD EDN /NS
Do lzy WAL, /NRENCIS VT diffuse type
WEWEM R DL, RO R
AFENRA), BN & HIREFERETH - 7203,
HU Scl-70 Hidiz/ NI D F DBEHER B E Do
Tzo Pl brATHEL, RATE 22.4%
THBETH -T2k L, AREVNREICIE4
~TCRatE. $1 RNP HURIZHRAD 19.5% T
PETH 2 TeD  AKF/NRBITIL 9.6%DHTH
272, MHBRMERE L AER/NEBI Tl 23.7% &
WZHAMEWEE Ch o T, {HLERREIIAFR
ANEFNIEENG EATIXERR, B NRBE AR
NG LD SWEEE CAH b, BREITESN
NRED B % < . BENRGITR L0
BETh o7z, WREIIAN, s E baA
ICHA/NETERICA LI,

/NRBREUE D TR ITILE BT & T
L3 R E L TLARENHmE TN TN D
N FEio, MNETITEEREDCETICL Y HE
BEELECAGHD 10, /NEOLEMHIREL
JENHREF B DI —EDORMIB LN T
WA RENCOD 2 RBBENPNELE
bz,

D. 3THR
1. Tuffanelli DL, Winkelmann RK. Systemic
Sclerosis. Arch Dermatol. 1961, 84: 359-71.
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2. FNZR—, ANZIeT. MEUEDD
a9, =IO W TOEEHRE.
T 5% AR BE AT AT
HE 1982, 12-20
3. AR B VEAE. SHMEMEUE. KE
EER  1989. 31 :1068-9

4. D %, WA, ZEEEL, AR,
FOUE, EEHE, BHAK O E DRICEE
U7= LB IETREUE « S5 M R EERERE O
L#). H/B&FE 2005, 24 :31-5

5. Murata M, Sato S, Komura K, Shirasaki
F, Hasegawa M, Takehara K. Clinical

Wris g,
A K
SUPEREFN 57 RS

Characteristics of Juvenile Systemic
Sclerosis in Japanese. J Rheumatol 2005.
32: 1850-2

T, Mori S, Takehara K.

Epidemiological study of patients with

6. Tamaki

systemic sclerosis in Tokyo. Arch Dermatol
Res 1991. 283 366-71

7. Foeldvari I, Zhavania M, Birdi N Cuttica
Rd, Oliveira SHF, Dent PB, Elborgh R,
Falcini F, Ganser G, Girschick H, Hafner R,
Joos R, Kuis W, Pelkonen P, Prieur AM,
Rostropowicz-Denisiewicz K, Russo R,

Savolaonen A, Siamopoulou-Mayridou A,

M1 KRG
{RERER SR & SRER OB i LR,

2 WIRHHERG
B, BROBELAZ LN,

Zulian F
children with

Favourable outcome in 135
juvenile systemic
sclerosisiresults of a multi-national survey.
Rheumatology 2000, 39: 556-9.

8. Sato S, Ishida W, Takehara K! A case
of juvenile systemic sclerosis with disease
onset at six months old. Clin Rheumatol
2003, 22: 162-3.

9. BHEZR,

BHISET, FHEE—, SIIE

2, WRBE, & OMEss, MEHESE, REEe

WTHE E, Mex ARHERE, WIBERS. /R
S MWERRE 3 EFNCHT AV 7 uR AT 7
2ROV AEEE. Y U~F 2003. 43:660-6
Bk, {HEER, BIEZ, Fil
ErEo -2
2003. 56:

10. & H
JERES, AME W ARE
SRAED 1 1A /NERERR
343-8

E. WRRR

1. FSCRRE

L

2. FOREK

5 29 [B1 B FEARAE BIRR I SE 2

X3 JREM#E ERb

HEEEOI bl 2 BERBMEOBLSED
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1 YHETHRRBRLE-DRESUBEE IHDELD

fESHI 1 fEfI 2 B &I
FEIE R 10 8 9
ZROREE 31 7 15
MFIEIK LA/—H& LA/—H& LA/—H&
el S S =
fRE diffuse type diffuse type diffuse type
ETIREZTIREN + + +
Hi Scl-70 Hifk — - -
e bOA7HE - - -
$1 RNP Hiik — — _
i SS-A ik - - _
i SS-B Hilk - - _
FififiR 46 - - -
HIERRE + REAL +
BRE - - -
DRE - - -
#2 /PREFMEBEIEOHREN D FE LD L HAG L DL
N (ARER) N (MBS A
& 61 & 135 #1 &t 357 5
FEIE 8.3 ) 8.8+3.3 T 51.9
Bt 16:44 35:100 27:330
I L 4/52 (7.7%) FE L Type I  49/248 (19.7%)
D 48/52 (92.3%) Typell  115/248 (46.4%)
Typelll  84/248 (33.9%)
FUZHURRE 41/48 (85.4%) T L 204/241 (84.6%)
Pt Scl-70 HrikptE: 21/35 (60.0%) 2/4 (50.0%) 51/152 (33.6%)
AV = TN EN L] 0/15 (0.0%) k20 32/143 (22.4%)
i RNP Hifhpik 2/21 (9.5%) s L 37/190 (19.5%)
PU SS-A FriRE 1/11 (9.1%) Fak A 15/125 (12.0%)
fi SS-B HiikiE 1/11 (9.1%) e L 2/146 (1.4%)
Fiti A 9/38 (23.7%) 68/135 (50.4%) 129/248 (52.0%)
HALERRE 18/37 (48.6%) 88/135 (65.2%) 114/248 (46.0%)
BRE 1/26 (3.8%) 17/135 (12.6%) 22/248 (8.9%)
DIRZE 10/34 (29.4%) 60/135 (44.4%) 49/248 (19.8%)
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JEAE TR AT SRR i Bh & (BETR MR B T IR 23 26)

Sy AT FE R &

VERRBAZE 2 OF %8 U e By B RE O 1 61

Mot 1 e R
% KH ET
[YAE:2 (EE e
VAR 2NV NG
A FEEE DL
=E

] s A LR S BB S 5 B P

[ B B R k2 o BB e B

[ B R R L R R B e B R

[ I 2 A8 kB s BAIEPS e B 7 R

T 5% 2 P L K2 B R B B Y e P AR

71 B, 2004 F 2 ALYV, FHRO LGN EEFENIHEHA, L/ —EIR, FeEL, NE
AR, FHEOEMLEH &/ NENMEBE 2RO, FuZiig 640 Z5%E speckled,
homogeneous pattern, BIMEIZILEERAIC BERELIZ/2 VY, FREERR A BRI EO B 4
CHEE A R DTz, 2005 4 3 BICIBEAZEZ GF LARG, #REMBZEITR <, S MAEICH D
BB L B X e, A LU AEWRA L FLAERREGICTRIGAR L2, 6 AICHUEHER

PR3 LEARE & 2oz, THRCHILE ESSEIRICERML T,

mREBRSERRE (1.3 RUE, 60

Gr. B OED EB BRI < . BRASEIR ARV IR L, RBIREPTH D,

A, IXL®IT

42 B itk 38 B E (LAFSSe) A& 2« 0 POidis 28
BAEWV, IBENE T 2 EO/NMBRE., mEE
@D bNDY, BEBHAEIIRERH IR
EEITLTOHrLALDL D, BN ENTH
LN, BHBLEL, TRERRREGIHEDLD
Th b, SEFA L, BAEERELBRVIEL,
TBRICEESE L CW D ERI BB LD T, &
FOELEEMZ THRET S,

B. REHI
B OHF TIm. B

¥ 2 20044E2H23H

£ FHE OB A

FHRRE W24 N H ERBE>Y (RAhi1X68
TR, AT HLedE, 7 F=y
Lmg/ B O NARIS ) ,

BEERE DRIV ENEEDY (2F),
545, MEREZR SR CRARETT GERRER)
BUREE 2004F2A L0, FHEO LUK ERE
RAHE L, LA —ERLBO TV, F
BORITERbHR L2, SR 225,
—aFr@tavou— A NREEX I VE
SMREBRAE LTed, B FHRRICEE
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ﬂl_l{
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S LI
B OE 2004F4A OFBEEOFRTIE, P
FIXERER C. REEILERYD ., AE2EO
JNE B R I BE 2 £ - TNz (1), A
2R ATV R EREIR . A2 B3R AR I 1
B2 % f5 SRATGBE 2 300 72 ([2) 23, RiThiiC
B & 22 R LIE 70 < . BN OMERR S 72
oo,

BREFR mE, EAFBREIRE R T
P 136401585 1% (speckled, homogeneous
PLDNAFLIR (RTA) 127.9 1U/ml & 55
BT d o 72 i8,
Pl b oA 7 HUE, FIRNPHUEILREME THh
oz, rma— b fiEmEER < EEX
M TGRSO L TV e s, JcT T
EREMERR R L TR T SR RER s
hoi,

IR ERORT L AR Rl k0 s A
BEMAT U, REIGRESERL, BEELE
~EITEEE M T, PR O B BRI
FEA RO T, TR L0 THIC, BRE
HEDHAE & FBIFRRME SR oD JRE 23 R 6 7z (]
3o
BWBERER R HMEIREUE & BT L
BraZcu—VIZx, EEFLRI VT
— FOWIRE B LT, A& EOEREL
WRZIE T A 77 7 ¢ REIO SR b
PR L. fRBITRAF7E - 7223, 2006423 H3H |
N8 L g SR U, 3H4H, ITE LD 4P
WNRHZFE S, ABE U7z, ABERE, B ek
#£18300 /1, CRP 0.58 mg/dl & R L., JE
I & BIREN S O T, BEEX®R T,
5 20 A YN & BEETE R 2 3R 7 (4) .

pol,

pattern) .

L =aFy

PR ARA Y 25— T,

2 1 [EABERRE (5) B OZMIC T,
RO, WG LT, A Ly AE R
AL, BHRBE & NEHREIZTVDoD, 1
g rarvadt b 7 UEBOR
HEx2{Tolc &2 A, ERITEIL, A LR
EhERE L, oB, 3A6ADA Ly RE
B CTIHEBEHRE LS O R %R
RERBDBRPol, THIZOFHL, HHES A
bND Xtz AW TRAOEBRY
Bids L7228, MBPAZIER DS EB LIz H
EAVYRAEEHAL, 77V T Y
UAREEGHE L& 2 A, JEERER TR
Lic, AV AEEZREL, MEBELVED
BEA B L72A, EROBBRILR<, 687
HIZiREe & 2p o 7z,

IBEERR L. THIONIR & ARFRE &I TR
ZRTCWTEA, 6H21BICIREM:, JETR O
BHY. FRBABRE R, BIEIABTE
& AR, AMEREL & CRPOBRE E&. JEHIXH
T/ANB T A DI & ST AU 2R T, B
FRRE T DR A A #1372 < | JEERCTIRE T b

EOIRITER 2 OO, BERENI BEHE
AR 2o Tz,

55 2 E BRI (06) ABPAZEO T & 2

L, #&, A VUAEHAOL, 77EFV
VoEXIVHEL BT Y R T AD
BB LIEEZ A, EREEREL, AL
U AE R R U, BOKD B D IEEE Bt
L7, TAWTIDIRTRELL, TH6H
£ 0 LIRS & BAA LT, IEEER O
BRITZ < BBRBRORDEREZ DR LD
BfE L. THIZBEH LSO, B2 IR OEBE
BEECL TR, TH28HIZITIERD
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BHAeH 0, —HERAEBILIPLE L, BR
ORHTEBIIRIMEBm CH -T2, FER
DIERRZ BMG L. 8A 18 BT LR
kL7, 8A2H LD 7 = EEYTY
R&F AT T =) 10H20H NS IERES
BONRE BB LR, 20%G, OER
BAECT CIBEAEERSER L. L O,
Db, ALy AEEFEA, UERORS
EOEF LTz, BIBHREBAILISOEHETITIZ
EAETET, POFRIRKRE b EEHM LT,
1LH 22 BITEEER b L ZE L. 11H
2B LV EmRERBRIELBB L, L3R
EOFERET v N—IZ600HADZ &%
— B —[@E47Vv, B CEOEMEIT Lz, MEfT
ROV —€7 77 40— B LIEPHAL
MR RONT. BRSO RITZRIT
ALNTIER-o7z, 12A8HMNLIE, =V
ZmwA 1 A800mg DR A B AR L7223,
12A218 L v BRAZEERSEB L, LA
Ly R FAERIREICTEIR L, 12H27
AICROEBERH L2boD, 1HIZHIZ
BEEBAHEL, SIELA Ly AELHE
BN TIREF Th D,

C. &g

SSc i3, X DAERAEZ D M, o
T, HEBEREIL 50~80% & mIEEIZA b
NOHRETH Y, MBRETEEREICK N
TEWEWDbRTNS Y, AEBAEITRE
W HIREEIT L THOE LD D, HEH
ENTHDIN, BRLEL. TERARGRAEH
FED 1 2>ThD, FRIX, BEHEORMEL
WEDIBENET TH L L& v, BEEHN

BTFT2Z &Ik~ T, BENEOER. B
ENMEEOR T, HWERNEENEL
D INHOERIZE o TE HIZEEMKT A
B L0 | BAESCIEE I © OB R
ERRWVICHES T, MHOFERICED,
FEEAEDORIEL 25 L E X b TS, FHRE
L LT, BERSBWREDOZVRY, 25
FI7eHEEIRRE 2 E T B D,

SEIOBE T, FER T S BT
W0 | Witk ORE 72 O K DA 72 BAZE
BEELTE RN TN, A L AEEET
IEBERE 2 & DB R %R R AR
DY, FELET LV ERMER ThH o722 &
B, SSc kD AMERBEHEE & E 2 T,

SSc 12k ) AMEIBEAEL, EPMRIECER
JERRFRIEE IR EDIREEIT>ThH, BT D
T ENEL, BB IR R L EIREE Y
VBT HEFLEAIND Y, SEOF G,
BOEmMELHCT L BAEERSER T
HEWHIRBEBRYVIELTRBY, 7o UBE
B R EOMEESRERE, = An
VA vy, BREBRFRER EOEHET,
BETHDH I N LEET LIRS O
JEBIRS, WRRICHR LTV D,

SEIOBHERLEBRERG Y LEDT, Bk
BEAZE % (5 25 MR EUE BE 1L, MiRAES
EEHREIBRETH LI L HIBME VL
D ThDH, MEIEDHBEHEBBEEDOHF L L
T, DANY ZBEENTT DY MR
REL FROICHEET O MIFTEDOFER
BRI TWEY, va—F L UERR (—
W, kML b)) BELETHREERGUE
DEEPRBD LN TRY, SHOMEIUR™
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B =T OIS LY HIEEBRE L
WRTWNRERE « = — 7/ L UEERE D
P DREOFR (T XA T) OFENH L
MZEND0H LivZewy,

SSe IZ X B/NBREIXERHEEICEDO NS
D, AMEBAEICE > RS TER L LT
<L IEBNT &o Tk, EEHLFRIRRE )3 E
ALK WED b H D, J o T, SSc DR
RIZIE, ER, THIZ EOBEIREIRE O
WRICEE L, AERESCRYEE R 8 OFh
BB A2 R S, RS HE L&A,
BERBENPEELEZS,
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o iz AN = §7:3\ Parrd
e, L H2ARRIT D MRIIEAER, 2 S3i5R 1
H (AR I £ D VLIRS % B 5 ST B HE R TR B

3 g BEAR Rk (e Rl (e (R 52 FE)

RIS L. B LB~ B
MEC, AR F YRR MR A 3 D,
TS IR & 0 T, BUBRBRHE DI & 4 A\PRERREE X B

BRAEROBESR NS, /NS A DRI & TR E D B

— 267 —



B augy=pgs v

AN 3

70 E e B

Bk
3/4 3/16 4/21 4/28 5/9 6/7
5 &1 [FEARERE
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JRAT BRI eI & (B PER B ou AR S35

Sy TR &

Tv R Y UERERERRR | & 2 L 5RE %A Ul BRGNS fERE
B OF e B 1 58 B E

SHBEEE ol W BB R REBEEE R TER SR RE AR
W AR BERS KSR A E b R s e B o ) R il
Whhd PR BES OSE SRR A E B

WREE

60 Wi ls. 33 ML Y LA 2 —ERAS I, 35 BERE Ly VLM AT diffuse cutaneous type & W& iz, 5AF
BT o 1 55 P PR R PR 3 705 HE B LR v S E & R2 I, 2 EEAT L W IE AR 2 A ST e dd, IREBICHGE
Lo, B2 WNIREBMALEZE 24, 10 HE L D REES LORHORGRBNR NG, 7L =y
30mg BG4 TR L= 23 B AR Ly 50 1 s ATIEOS 25T 84E L 7=, DLST, S F 7 A Midfatk,
HIRT A MBTECTH - T-. R 2 AL 2RWER & LTI iR EN B tEiciZ 20 vl &
NN TN DA, B OV T OFEMAR ST 720 W pEN & Bbhis,

A 1XE®BIT HURIE © 19784 (337K L0 LA /RS
T R Y R RAREERR Y 2 i E R HUEL, 19804 (35rkMRE) M T4 & M B diffuse
Bl P PIBURORIC A0 B PESE (PH)  ovtancous type & T AT, 199B4R & U MIAAER
VA R Y LT, AT 2005 4 6 ok BRI, 20004 40 SRR ITRIRAEASH
RENLEDY ThD, ShECEBOMMaR T MRMEE PR S RRAC ST 77
wEBAVD, AERELIRAAIC L 2501 PR U AREIE LSRR S, 2008

A R 7= O G 5 ., EAREIHOTED AR L, T7 ) — K< &
B. 524l [FRRZRITE | AR 7 1 v 7 7 VIS kX A a

115 b3, A& Ul Uiz, 205k
W R I BRI TR L TEE MR RIE D B AA &
Nic, UL, ZCHIFIERERE S HBT 2 & 91
Mo 7ziz¥, 200549 A6 A X BEG ER SR BHT AR

BOF 60 Atk
FHEE - Bt _&x el
BEAEIRE - #dld & 2 &L
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L7z, 9H6A L W ARE % 1 H62. smg DR % B
bh. 9OH15H XV 125mgic & L7=2%, 9H16HIC
BCEDIEML & b, UBICEZ A HBLL
7o

BlJE - B OEAREIL T H Y | WIEEC I
WEMMAIERENZ5 LT (1), T
ENH Y | 4RI s Tno, FHRRIC

Wi & AT BER A iz (K 2), JEEs, .,

B, ORI RHRTER & ORI A filin 5
PALEKEARFRE L, — e LTz (X3),

JREARRG © KIBORBL L 0 A E{T o7, FK
WEE R <. B2 FJE i R PHICREE o MR
. 3 & OB R TRBIRHE O LA 2 5
oo BRIERAG CIIRE OWREMERH 0, M
BRI BN A3 Y Rk E R Th o7 (K4) .
PRIRERT R - BT RE 22 < A PRa T
IZBUN41mg/ml, 27 L' 7 F =1-1. 3mg/ml & B DO

BB F 284 0 . CRP2. 2mg/ml & EE B LT M=,
BNPL, 519 pg/ml & FHHRE TH ~ 7z, HukkHiK640
& (speckled) , PuSS—AHL{&140. 4 Index, HLSS-BHL
£29. 9Tndex & Bttk, BLScl-70HLE, HIRNPHLMA T
Bt Ch ol BEX-PTIECTR60% & DLk, i
BAROYLIRDR &V . JECT T b M FE IR O IEIE TS
L OMEMONERE 2RO T, LD T —T
2 CIIEIARBEAE 23mmH g, Jifi Eh RIS A /41598
HIHE95/40 mmHg, FHHEINREGCO mmHg & & i T d
27z,

O Rer X AL BIB BB L, Wk
1E & L7z OEE, BENGW D, 7L
K= (PSL) 30mgNRZBIA LTz, DR
B DU % CPSLA M P IE L7223 [RER D %
B X OFEEM EIR L7z, PSLIZHR 54900 % 27
EZAH KNP ABREZRD KL THRMRE L,

FIVE TR L T 7zFurosemide,

B8 STANE
Wiz, FEEORE O HBIRHC 134 IR R & & o
Tz,

JRIRI A B « 3640 U o SER NGRS (DLST)
Bk, U U a2 BN ELUT256%, 10%, 20%R & v 4
YTCONyFTAMINTNULRETH -, N
AlikBRiZ6. 25 mg 2BIANR TIZEMETH > 7ohs, #
H12.5 mg&2 NIk L7z & 2 A, FEGS L OV
DRBESHEL L 7=,

Spironolactone, Beraplost sodium%|

C. ER

SREGEICAE D Wi B PR e A A+ o EE
BgEREEDO O E D TH D, BIFEHAPE PAH 128
59 BRI RN 7 & L COIME IR 7 D058,
Qi EHEIRE 7 DK T . @& FHEF 235 5
. mEIAER T LTz FREY >—1 (BT-1)
PRER T D, PAHBAE D ET-1 D L~ vk
FETH Y . PAH DESERE & GBI L, & 512 PAH
BEOMIMAEIZ S ET-1 BDRBLLTWDLZ L,
Z DIRETERUC BB o4 F50, F/ET i
S — OIEVEA I A IGHE <0 . A 1 8 A M T T B A
&2 L PAH ORERHRICEEG T 5, R ¥ 4%
ET Ve 75— HET 52 L2 LD PAH O ENR
WS hoME—OROETHY , WMAIEICAHFT
D i M ERE R 5t L C oA REN TS Y,
AFOBIER O THEBRBBEDO&EW DL L
TIEIFHRERE M b T D P Z ik EMmE
ORI R 7R S h b 2 itk
FlEfzasha&E2LNTEY P, HEKRTNE
IZEEZ D 9 B, WL TH D IR AT HE
mBlbZNEIND, FOEIORIERE LTI
B, DEV, PAHAEIR OB, Bk, ALz &8
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