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3 1. Outcome of patients with severe cardiac manifestations.

Pati disease duration  clinical couse cardiac pathological findings
atients  outcome

(Y) of death at autopsy
1 alive - - ~
2 dead 1 CHF No autopsy
3 dead 4 pneumonia No autopsy
4 dead 6 CHF .f(.)c.al inter_stitial'myocardial fibrosis

. intimal thickening of small vessels
5 dead 7 CHF No autopsy
Focal interstitial myocardial fibosis
6 dead 8 pneumonia . intima thickening of small vessels.
perivascular fibrosis of small
7 alive - - -
8 dead 1 pneumonia Focal interstitial myocardial fibrosis
9 dead 9 CHF No autopsy
10 dead 17 pneumonia No autopsy
11 alive - - -
12 dead 3 CHF No autopsy
13 dead 1 CHF No autopsy
14 alive - - -
total 71%(dead) 6.3+5.0

CHF: congestive heart failure

# 2. Marker of myocardial damage in patients with systemic sclerosis

TNT H-FABP Peak CK (/1) CK-MB ( % )
(0.1"%/ml > ) (6.2"%/ml>) ( 90-270 ) (5% >)
1 0.24 6.8 350 4.6
2 0.03 3.5 661 3.6
3 0.01 > 2.0 508 3.1
4 0.15 16.0 270 4
5 0.01 > 3.4 378 0
6 0.17 3.0 746 4.2
7 0.53 6.8 1197 11.8
8 0.01 > 6.0 908 1.9
9 0.01 > 3.5 96 NR
10 0.01 > 3.0 83 NR
11 0.01 > 6.0 60 NR
12 0.17 6.2 322 10.2
13 1.4 46.0 162 1.7 200
14 0.76 7.4 285 8.1 23(Un
Positive  8/14 (57% ) 6/14 (42% ) 314 (21% )
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F Y RO HAQ-DT LARRI L7z, HAQ-DI HARIZFRDT- el A BriRiE. BUSRA. BARWE. M
M, LFECholz, dSSc BB, < OHREEE L > Tl Y | TRETERZE DIREIZIW T, AR
F L HTHREOWE D 5L | BRI NE Y T—ra VEITHINE ThHD B b,

A WSEERY T BV TSR ESR DR D L 8,

BRREE L B v~F Ry ZIEC0
& UTAR A TeRIET, BRIRIE O REE S 23
T LI 12T o — NRENBER S TE
72V, G, Health Assessment Questionnaire
(HAQ) I MR AR AR 0D B (RS C BAGR 3 D1
REREBORE AT A 7207 o — T, 8
DOH7 AN S EE I BEAE CEET D
FEIFIZOV T 20 BRSNS 25, Quality of Life
(QOL) &3l DINC, HAQ 2V D LA, HE

SR R E A PN CEHET S 5 2 N TE B,
HAQ 112441 RA FBE 7 QOL DFHiE E L THEDIVIE

D3, T OHMOBFIR HIA X, BIHETIESSe

BEOMSREREEA T DB L AV BT

B,

—75. BRAK COIREERSE OfEep AL
NCHESE, BARNBEORIRICEI U TasE
SRETIEI o) 2 BERE S)3H - TR EE 342 (2004) |
IIMELITZ, ZHUTL Y, SSc Dl EREE S
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FEIfE L A 7 b5 2 ESAlREL Ao T,

WETSRERIAREEE R SSe BEOREFRREE,

HREREEORZE, QUL R OWHERA EiErE 2 8
(CFHIE L RRDIBFIRRI AL T OO HE,
FERICHIRF SN A TRIFEDH LI D T, &
OB - HEREYAIE A b ER L ERE T o
T ETCIHRICHEEThH S &b,

T, AHROBBIERRICEO T, LY ER
TAREREALNCT B2, HQ ZFIFH L
SSc & D QUL A, figtzsh B & Q0L BSE
PEE AT LT,

B. BFge5 1k
DS R USREE

XG4 BRI B RN I R ODSRRE
B 50 BT, FDWNERIL, diffuse cutaneous
SSc(dSSe) 1245, limited cutaneous SSc(1SSc)38
B, BEiIBME 4 51, Lotk 46 BT, ST
627% (39-825%) Thoto, Tz, BEAMERIE
BOEFRERITEHE YRR LTz [ 25 stprE cior)
DEREEESIE - TRFRER AR (2004) | ¥ 1ZHEDW
T, SSc B DIEERR EAEEE 23 L 72,
2) BER AT

FREZBIT D HAQ A 3 THEDLBHIEIC L
unpaired Student’s t-test % FV >, HAQ A 2 7{E
& SSc IFERSRIIERERE A = 7 AR Pearson O
RAERECE AV Y, WIS 6 pe0. 06 BB E &
L7z,

C. ek
1) BRRTRE A 0D HAQ A = 7 fi
#1170, WEEREITIIT B HT =) —R HAQ

OFHEE HAQDI (Disability Index) (DIZHAHE
L7z, dSSc BETHY grip. eating, reach,
walking, XX activity D47 TV —FK N HAQ-DI
(BT, Y8 L0 RAERBR TV, ISSc T
b, grip & eating DHT TV —DATT 13 0.5
R ETH-T,

FTz, dSSc BEL 1SSc BEE DA A T B4 LSS
ELIE Z A, dSSe ETIIAEN 7 =) —Z3W)T
1SSe LYV EEITENA AT &R LT,

2) SSc @R EEAERE & HAQ & oOFHRS

F 212 SSc BB ZI61T Dligiash B O A/ E
7 SSc BB, 15Sc BE, dSSc BRI AT TR LT,
dSSc BETI, BIRE. BHAN, FEIEMEMRZ, ROV
EREEIZR T, ISSe L W ABEICE T,

3R 3T HAQ A= L figiga [ BERE & OFHRAERER
% LTc, HAQ-DI & A B/ 2R A TR DT e
IIBERRZE, YA, MEMUEE,. BREREA. K
UEERE o7z, BIRRZAN I HAQ D47 =1
U— MR-, RELENT T —

(dressing.walking, hygiene, reach, activity).
s ERE & 3 17 Y — (eating, walking,
reach) (IENENVEEFBEINH -7, £z, &
FRREL 3 /7 2 — (walking, reach, activity)
\IEE AR o T, BUEHZRL walking &
HAQ-DI "CHEEEDS®H Y . MEIRAS & BAN T erip
CRRED - T, TBLEAS LB, &
DIFHE & HFERENERD bV o T, BROERE
TEEEA 271, walking, reach DT Y —JK
UHAQDI &R EARRE S > T2,

D. B
HAQ 1XE54T), RA BB QUL DFHIlE S L THES

— 234 —



IS, SLE 73 E DR FEBIRREE O
THHAWGND L H1T7eoTz, SSc BEITRITD
HAQ I, 1991 £EZ Poole & Steen HIZ X D AIHT
SN Y, SSc BE SRR OREREE S
HT DI LR, HAQDI 8RR a7 LHEEET S
bbbt FO%, 1,000 FlEiEx 555

5ICOD HAQ OBV A 8~ B S <,

HAQ-DT ASREERE b, LIPTZE. BBYRAL., S8 ODTIE,
MEEEREOA I & LA L, SIS LRI C
HEMTHR R LIRS BET AR ThH T &N
HRH L9, BHETHL, SSc BEIZIVTQOL O
TEIE, FRABIEEMEOFHE-CTRRRIROHIEC HAQ
EVG Sy s QYN

ONETHEECSHERERIC LD SSe BED
HAQ OBEIANEHTVD 9, FIUCED &, T
LEFIL I BRSSO ORI O
WEdh D b0, BAN SSc B3E D HAQ-DI IKE
A SSc BB ITHAT, eating ARV Y CTEMBHIIK
VBT, OBl E LT, RAAD SSc
EEE DR R LOFREE D KE NI TR =
& AEERONGEIC L DA 2T ~DRIROE
DHTHNTND,

4], HAQ % PV YT SSc 12kl BB A RERE
=l Q0L ZFHHE L7z A, dSSc D HAQDI S
B3 1. 0 Tho 77, BEICAARA R BEIIT D
HAQ-DT £30.66 W H#ELHD VT b, SSe
FREMY RA B I IRV WERERREE AT D FIREME
WD, Bk DRFFETIT SSc BEREIZRITS
dsSe BEDBE LRV RN S Db BT
HAQ-DI A3 78 & LT, AL COTRBIE
FRF OIS 62 5% L HORZEY LV BN b FE
B LR TR BV,

Wiz, FHhT Y —0OHAQ AT EE T D
& IR TR REEA A L TCND T e
53D3A, dSSe BECIE grip, eating, reach, walking,
B activity D7 =Y —Z38U VT AN L0
AR TV, 1SSc #ETCH, grip & eating D
HF A —DATX0.5 B ETHoT, grip
& eating OB T 1Y —id, FHREI BRI L TR Y |
activity OB T TV —T—FIHTICGERT D
HEERETDHE, SSe TIHIT LB THIREDIEE D
WEE EEINRRERICEET D& VA D,

3 OIESHIEIFERE & & HAQ A =1 7 DFHBIR
¥R e, I 207 7)) — L BERRADEE
FERRE B TN Z En¥ond, T,
HAQ 23713 RA BB DT-DIT/ELIVTND Z & D%
U CWHFTREMEBIEMC& 5725, SSc Ik
W CBEERZEDS QUL DR TICEHAZBIR L T D
TEERLTWD, BN LI, BRI &
DR EIBANEA o 7= dressing, walking O 2
J17 TV = RENRERS BPR LTV e, SSe @
BA. BEOGERE SRR CHEL Q0D
EVEbNTERY, SRIDERNL LIFEEETD
LBz,

WEOBWETIL, Total skin thickness score
(18S) & HAQDI 13#ERES 2 ¥ Z &ALt g
B3, AEAFECIL, BUBHADEERE L HAQ LOF
BULFEREMNIE L A LR bR o, O
& LT, SEERE O RS R 2o T
Z LIC LB ETREMEDE X LD, BRI, AR TSS
P10 FHIERE SOV D EEIREDEEE ., 5
HHCRET D L. BIGRAEDERERE & HWQ O2T
D7 Y —EIZAERIAFED b7 (data not

shown) ,
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SSc FBEDERFEKN 720 5 ARIEMA B
LCh, BEERE S HAQ & OFERMERENEE AL
D LR Tz, WEOWETIL, WC THET
L7z&Z 5 HAQ-DI & DFEBEN G -7 &) s
DMEEE D75 59 | Fipias & OFBEIASERD B
ETOWECIFET D *0, AlEIOMRECHERIA
D LIV T & LT, [ETEMERSR OEE
BUMNDIR7s o122 LR, FRE DR CORESED
LT LV ViRV EBID S Do T FTEEEDNE 2 Bt
%N

HAQ 3tk SSc BBEDT=DIMELILZ b D TiE
RN, BRROPEA SSe OHSREREE 4 HREl
FEIRNFREME DI SO0 D, BIZIE, HR
TEICH LN ARIMIEREE (V1 /) —3H%, T
85 . MEERER (o, THD, MERESER

(%, BEI) 1 REkRO A IoE Eh A ERTE
HCEHITERVEENZNEEZ N5, &
[EIORER TS, MLERE, B, e
22, B 0 E OIFERFRATE H X HAQ-DT & ooFHE
DB oTz, #2C, HAQ OBRTEE 2
RLIZY . oD QL DFAETH S Visual Analog
Scales (VAS) Z (45 Z & HIESIVTHADY,
ZIBOFREI OV TS ROBRRMLETH
5,

E. 5

dSSc FBETL, %< OIREREEZ > TRY .,
BHEEFEOIRRICRO T, BT L4 THEED
WETED LK FRESY A T T
YEATORETH D EEZ LN,
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9. iATE— NAE— AT M 258
3803 Quality of Life \ZBE4 2835 B
mehsk 1991; 14 626-32.

G. BFgegesR

L BaEER oL

2. FRHER

) HEERT. SEE, ZHE—f, SR
Health Assessment Questiomnaire (HAQ)IZ:24
KRR O QOL 34T, 55 56 [|] A AR SR A
HIERSCRF RS ORFR) . 2005, 9.

2) AT, EEE, ME—TE. BEHE R
FEWCI1T % HAQ LNBRsp B sy R & OFRRE. 26
9 EFREUEITIRERA TR (R0D) . 2006. 1.

H. SESEaHED I - BRRIRTL

mL

— 237 —



1. AZAEIC ST A5 HAQ A = 7l

HAQ #7 A Y —2a7

R B dressing rising  eating walking hygiene reach grip activity HAQ-DI
SSe 0.24 0.32 0.64 0.44 03 0.64 0.68 0.6 0.48
1SSc 0.16 0.24 0.5 0.24 0.18 0.37 0.5 0.34 0.32
dSSc 0.5 0.58 1.1 1.1 0.67 1.5 1.3 1.4 1
P* <0.05 <0.05 <0.05 <0.001 <0.01 <0.001 <0.02 <0.001 <0.001
SSc; systemic sclerosis, 1SSc; limited cutaneous SSc, dSSc; diffuse cutaneous SSc
HAQ; Health Assessment Questionnaire, HAQ-DI; HAQ disability index
*1SSc & dSSc DA AT HDOME
3 2. FRPRE B DONRER B EE B S
HE T i i
e mE PUE BN we® wied @Ebms) ghmmes) b ® EEi
SSc¢ 026 124 11 0.28 12 0.18 0.72 0.1 02 0.1 1.96
1-SS¢ 0.18 12 0.87 0.08 1.2 0.16 0.55 0.05 0.03 0.08 1.76
d-SS¢ 05 13 1.8 0.92 1.2 0.25 1.3 025 075 0.17 2.58
P**  N.S. N.S. <0.001 <0.001 N.S. N.S. <0.01 N.S. <0.01 N.S. <0.01
##1SSc & dSSc DA T TEDIRE
3. WAUERF TR D WA EAERE & HAQ A = 7 OFEREHREK
HAQ H5 Ty —A=a7y
figtan Bl B dressing  rising eating walking  hygiene reach grip activity ~ HAQ-DI
5 0.14 -0.01 0.15 0.34%* 0.15 0.34%* 0.17 0.39%*%*  (.28*%
mE 0.07 0.14 0.15 0.15 024 0.09 0.55%%** (21 0.26
& 0.24 0.22 0.2 0.30* 0.21 0.25 0.22 0.25 0.29*
e & 0.28* 0.39%%*  (.50%%** (209*% 0.45%#kxx () 3QkHFk () FPHRHkRR () ATHHE () § Rk
LEHEALE -0.08 0.06 0.09 0.06 0.14 0.09 -0.01 0.03 0.06
TEHLE 0.09 0.01 0.07 0.07 0.003 0.08 0.01 0.1 0.07
Fili 0.02 0.08 0.03 0.01 0.06 0.13 0.1 0.13 0.09
G ER I
it 0.17 0.23 0.34%**  038*** (.13 0.36%** (.28 0.16 0.33**
(i MESE)
7N 0.46%%** (.17 0.25 0.58%%x* (g 41%k%  (62%*¥*%* (.14 0.58%*+% () 50****
B 0.03 0.06 0.06 0.15 0.07 0.15 0.35%* 0.16 0.17
THE M 0.21 0.13 0.20 0.39%* 0.28 0.42%** (.15 0.30 0.33*

*p <0.05, **p<0.02, **p <001, **** <0001
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FAFBR PR ERMEE EaMRETIRIIEESE)

SRR RS E

EHEBBEICBIT D FEA MLy F U7 OZR
— BBl & HAQ I L DAY —

WroEtH &
GyiAmTIEE
i
B
e
whE
&
Sy RRFSEE
EEMTAE

MAREE

ZITE R
RA)NFE
Az R
LB
[ SR
NS
FEA 2
Peif—
PrsinEZ

GRKFEFHMBREY ~NEY T — 3 U
EIRKF R T E R SEA SRR AR Al

AR K B TR R R R B

SR K B R PR PR R S B R

SR KEEFHMERE ) ~E YT —3a U
SR RZEEFH M BT ) Y T —a U
BrR KRB R TR BUE R S Bh 8=

T R SR S I R A B TSR BB R 8
GRKFR AR E S R TR B R %

SSc BE 103 HOFHA N L v F vV OEHEIZHOWVW T, BEETATEHE (ROM) & HAQ, = HIZHRRE

M & ORSEM: L R LTz,

dSSc D HTILBHHF DRV EFNIE LB LT 7.

U Y Y P20 ROM 1 dSSe TiX 1SSe L AEICRAD LTEY,

LVEMOA vy FrreZzOEER

12 &0 R R0 B TR RIS 2o 6 F ROM OB EN & Hivlz. £7-, HAQ-DI OIEH

DHTRF LEHOSEIBO LI

A. ITHIC
EEWHEEE (LT, BEELT D) T
F & UCHERLIZ L 0 2806 BT Eh
(LLF, ROM &9 %) #ilfR% 79, BIZF
ICITIERZ fE O B A b, BEIE
FOHNNI SEARTD. Hx T —IEED
R CITEBEEOIEBIHIR O E LT, V
VFS, B, T LU TREGREAET D8
ECEENENW Le®E L (1, 2). B
FBIZFORRDO 12 EBEZLNDFED
ROM #IFRICxd B A R Ly F o 7 &2 HATL,
1 Atk, 148%, 38%E CORE BN

EBOBREHRE L (3). AEIZOROM @
WEILH B EFOWRBIIHEIL> TVDH. @
CORBHEOBE CTHLHRVHFTE 50
@B & ROM (ZBIEMRH LIS DD
3 MR L7,

B. X%

1998 4 L 0 WEEA AR L MBI & d, 1R
PRIEEIT - TV D IREE B 102 7 (M 62
B, Bk 11 F) ZFENGR L L. W T,
diffuse cutaneous SSc (dSSc) 73 i, limited
cutaneous SSc (ISSc) 23 29 il & 72 > TV /z.
ERITIBE T 50.9 1%,  dSSch0.2 %,
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18Sc52.7 R Tdh - 7z
modified-Rodnan total skin thickness score
(LT, m—T S S &9%) 12T dSSc 23 FH
19.5 AT, 1SSc ¥ 4.2 K ThoTo. BIR
HAEILSEYY T 5.2 4, dSScd.8 4E, 18Sc6.2 £
Th-7-. F7- ROM HIFEDHBER & LT
FEEE bW EEE 21 Fle S REE s
L7z,

Ax R a7k

C. Fi

1) UNEYF—a 8% (3, 4)
UNEYF—i g LIEEE LT

® ArLyFrs (K1)

@ HETODA My Fr70EEIGIE
BRCT7 Ly hEELT, BEEEETS

@ ALy FrZOBIITEREES LT
FLRAMED R v bRy 7 20T 5

D 3IFEEEHFLICRBI ol 1REEIELE

D B BV R REREAL. O 3R B o0 B E P T B

THY, FHE ROM OUER L MRS

ZETHB. %%%meh@# 5@, 4t

ETHTELINEY 2~4BIC1EHE LB

ABREHI U BV F—va v zs‘zﬁaﬁxiﬁ i

THESEBI R & L.
ARV yF S OEEIL,

O 1FE1IEHI It R2)

@ HxJEihA, RS kiR
1 [B] 5~10 FPFEEE % e [mlfh 0 3K

D2/ L. ¥, EI?JH%%L:“JV’C&?&’E
Hift T2 2 L 237940571200, ARRHE
VEEFETDEBA V- LEICEBT A2 L

L OEMEFHT Le. F72, BfEDU T Ly

FeFELL. BEIBHOEERE LT

© fEHkRET S

@ Wwo< Y& BEMOBEI ARl O T
g

K ROM T,

@ EERETHEVE
DIRELE. K2icEL LinE
R

2) UNAEYT—g VOBBRHFEDTHD
BIER L OF 0Kk
OVIREHC I T D : 912280 45 ROM,
HAQ-DI ##lE, ROM, HAQ-DI, m-TSS,
BRI U CORBLoBEMEZ R, &5
124X dSSe 2B W T, ROM & 7% 8 i
(early : 3 £ER3% intermediate : 3 4ELL | 7
R late © 7 ELLEIZSTC) & ORI
ZHE L. ROM I >WCHEEIC BT 55&
WE T REICTCRDZ. #LT ROM &
HAQDI %> m-TSS & DORE ML A LT < o
DNEAZFERAIZ TR D 7=,

ROM HIEERALIL M D& F45 D MP B,
PIP Bi#fi, DIP B OBt & iR & L. K4
ORI OEB) H IS L CRIE T =4 A4
—Z2AWTELEREEARIELE (1K3). Hl
7E L72 ROM 1% total passive motion (LLF,
TPM &%) & LTEML, L=, TPM
DEM G

TPM=MP BEfiJE i+ HE (RETO0° )
+PIP BAHE ik + 8 & + DIP BIET/E il + {52
ThHY, EPREVE, BERLTCNDEILEE
T 5.

ROM D HLBHIFEREFHE S 10 HEOFE R % R
Licle®, SENIEEICAETIEOEROL L
L7z,
@1 FE&ICHB T HMFT: 1 £H£IC ROM B L
HAQDI %#Hilli L7z, #Ziks 1 £%0
ROM ¥ X' HAQ-DI O EAZDOWT TR E
IZTRDZ, EHITE dSSe 1238V TR
MBI ROM OES & 2 BE L.

EETITEE A LWy
EBINA & R

D. #ER
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