PDMP (U/mL) Fiip (oM)

25 . 300 -
20 .
/ 200 -
15
10 - 100 -
5 .
2.5 0
control SSc control SSc

1. BREEICRT 2 MEFPOMP (Efe 7 X) LFI+2fE (e 7 X)

A SREEERE (SSe, n=40) TIXEHE AR (control, n=30) & Mg L Cif/MRESR~ A 7 73
—F 4 7/ (PDWP) fEIZEEEEmEZR L. —F, Yaberr 73720 M+2 (F1+2) EiTHE
BllEfEL R L.

PDMP; platelet—derived microparticle, F1+2; prothrombin fragment 1+2, control: healthy
control subjects (n=30), SSc; patients with difuuse-type scleroderma

PDMP w/mtL) p =001
% | o) |
20 0 o

AfL
15 . T
==l
5] & L& 00
25 | (o)
&L HY
Bifikiniz
SSc

control

2. BMIRIMARIE DA I & 0 H%E U 7 B 12 331 5 M 4EPDMPAE

WEEEM O 9 B, BIRMAREDOBEFEOH 2R (n=12) TIIEHE AR & bk U T i EPDMPE X
BEICEEATR L (p=0.01) . SREZELEF O P OBPRIMAREE OF HEIZ L HPDMPEICE EEITA D
oz,
PDMP; platelet—derived microparticle, control: healthy control subjects (n=30), SSc;
patients with difuuse—type scleroderma.
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3. FRARMARIE OF I LV B U TC R BEREBIZ 31T D ML AEPDMPIE

SEAERER CIE, FIRMAEOBEAEOFRICED S, WA & I U I EPDMPEICE B 2T
B bR
PDMP; platelet—derived microparticle, control: healthy control subjects (n=30), SSc;
patients with difuuse—type scleroderma

PDMP Ww/mL) | p < 0.007 |

25 - | 0
- T
15 . _%_

10 Jy
;] &
25

HY
control BREE

SSc

4. FBRIBEOFEZ LY ESME LA EEMIZ BT A mAEPDUPIE
TPIEREANCOW TR RIEE # 3RO A (n=12) TIXEFERAR, BREBEELSH S W IREERE

) & BB L C, PDMPIEOBE D EFH 258072 (p<0.001 & p<0. 002, respectively) .

PDMP; platelet—derived microparticle, control: healthy control subjects (n=30), SSc:

patients with difuuse—type scleroderma.

— 1956 —



EL&GBEMEMAEREYE (BBERBTRIATR)
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assay (Dade Behring Diagnostics, Marburg,

— 196 —



Germany) * F v 72, #l & B # i
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Table 1. The distribution of high sensitivity-CRP

measured in patients with systemic sclerosis

Range Number Risk estimate
0.01-0.07 mg/dl 26(65.0%) low
0.07-0.11 mg/dl 3(7.5%) mild
0.12-0.19 mg/di 4(10.0%) moderate
0.20-0.38 mg/dl 4(10.0%) high
0.39-1.50 mg/dl 3(7.5%) highest
Total 40

Table 2. The distribution of clinical and laboratory findings in systemic

sclerosis patients with low and mild-highest high sensitivity-CRP

Clinical and low mild-highest ~ x’-test
laboratory findings " (n=26) (n=14)

Age (years-old) 59.4+9.4% 66.41+6.5 NS#*
Male: Female 5:21 2:12 NS#H#*
Disease duration (years) 8.5+10.1 4.4+3.5 NS
Disease onset (yeas-old) 50.9+10.2 60.8+7.5 NS
Limited: Diffuse 20:6 10:4 NS
Raynaud’s phenomenon 16(61.5%) 11(78.6%) NS
AST > 44 U/l 3(11.5%) 1(7.1%) NS
ALT > 47 U/l 4(15.4%) 1(7.1%) NS
y-globulin>20.9% 8(30.8%) 2(14.3%) NS
CRP>0.25 mg/dl 0(0%) 4(28.6%)  P<0.05
Rheumatoid factor > 15 [U/ml 4(15.4%) 3(21.4%) NS
Anti-nuclear antibody 18(69.2%) 11(78.6%) NS
Anti-ds-DNA antibody >10 [U/ml  3(11.5%) 1(7.1%) NS
Anti-ss-DNA antibody >10 IU/ml 5(19.2%) 2(14.3%) NS
Anti-RNP antibody 2(7.7%) 1(7.1%) NS
Anti-topoisomerase I antibody 1(3.8%) 1(7.1%) NS
Anti-centromere antibody 7(26.9%) 4(28.6%) NS
Anti-mitochondrial antibody 3(11.5%) 8(57.1%) P<0.01

*: mean + standard deviation, **: NS = not significant (unpaired t-test),

##%: NS = not significant (x°-test with Yates’ correction).
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Medsger TA Jr. Racial differences in the serum antinuclear antibodies. Arthritis

distribution of systemic sclerosis—related Rheum 1994;37:902-7.

#1. Patient characteristics

Group 1 Group 2 P

Variable (n=14) (n=288)
Age, median (range), years 45 (26-71) 54 (19-86) NS
Female gender, number (%) 12 (85.7) 252 (87.5) NS
Disease subsets, number (%)

Limited 4(28.6) 193 (67.0) —‘ 0.007

Diffuse 10(71.4) 95(33.00 |
Average duration of follow-up, months 64.3 70.7 NS

P < 0.05 was considered significant. Age, female population, and follow-up duration
differences were evaluated by Wilcoxon’s rank sum test. Disease subset differences were
evaluated by Fisher’s exact test. NS, not significant; group 1, systemic sclerosis (SSc)
patients who developed severe gastrointestinal tract involvement within 2 years of onset;

group 2, all remaining SSc patients.

#2. Frequencies of visceral involvement

Group 1 Group 2 P
(n=14) (n=288)
Interstitial lung disease 2(14.3) 152 (52.8) 0.005
Reflux esophagitis 7 (50) 43 (14.9) 0.003
Pulmonary artery hypertension 0 21(7.3) NS
Cardiac involvement 1(7.1) 52 (18.0) NS
Myositis 6(42.9) 31(10.7) 0.003

Values indicate number (%) of patients. P < 0.05 was considered significant using

Fisher’s exact test. NS = not significant
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#3. Frequency, titer, and staining pattern of ANA

Group 1 Group 2
(n=14) (n=288) P
ANA 12 (85.7) 262 (91.0) NS
ANA titer, median (range) 5120 (0-20,480) 640 (0-40,960)
ANA pattern
Homogeneous 6 (42.9) 85 (29.5) NS
Speckled 3(21.4) 118 (41.0) NS
Nucleolar 7 (50) 39 (13.5) 0.002
Discrete speckled 0 83 (28.8) 0.01

Values indicate number (%) of patients. P < 0.05 was considered significant using

Fisher’s exact test. ANA = antinuclear antibodies; NS = not significant.

#4. Autoantibodies

Autoantibody Group 1 Group 2 P
(n=14) (n=288)
Anti—topoisomerase I antibody 2(14.3) 74 (26.0) NS
Anti-centromere antibody 0 102 (35.4) 0.003
Anti-U1-snRNP antibody 1(7.1) 47 (16.3) NS
Anti—SS-A antibody 0 41 (14.2) NS
Anti—SS-B antibody 0 4(1.4) NS
Rheumatoid factor 2 (14.3) 116 (40.3) NS
Anti—double-strand DNA antibody 0 12 (4.2) NS
Anti-U3-snRNP antibody 5@35.7) ND
Anti-Ku antibody 1(7.1) ND
Anti-SRP antibody 1(7.1) ND

Values indicate number (%) of patients. P < 0.05 was considered significant using

Fisher’s exact test. NS = not significant.

SRP: signal recognition particle; ND: not determined
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(dSSc) 13 F (5B 2 Bl & 11 B1) T - 72, SSc
RIEFENE 22~64 7% (P 45.57%) T, 1SSc i
31~64 % (FF¥ 50. 2 %) . dSSc i 22~57 & (¥
41.8 5%) & 1SSc AR R B NMEARITH 72, FETEE
EFIE 36~77 B (1 62.6 5%) . 1SSc A 46~179
% (739 63.5 %) .dSSc A% 36 ~77 4 (F# 61.5 #%)
THELRERIRD -7

BREmIL 2~34 £ (CF89 17. 1 47) T 1SSc A5 2
~32 4E (FF3 14.0 4E) .dSSc 1d 2~34 4 (74 19. 8
E)T, BEZEReho7z (),

FEC IR R I ARAEAE 10 B, Bl s L AE 2 B0 o0
FEIB. BERECERTSLD 46, MPAS
BEBI 2 B, R RS SRR S RULAE 1 6], #R
FE 1Bl Tho72(FK2), RUER & BREMZ
A5 & SERHORCHLEE OMRMELE = 1 -
PIEBIA% . FHRFHBSRL Eh oK
3)o HRIZHGE 10 FERMTHE L7ER] 5 Blid &
BIRGARAEAE SRR LTB Y. BE 2 FURORT
Bl 3FAS NI, ZD5F ORI 1SSc 3.
dSSc 2B TH Y., FMERA Vv 27— ¥ T HilkEHE
B 3BITH o7,

FERBNC A B & BifGHERE I X A 10 Blid 1SSc 4
Bl. dSSc 6 BITH . L b KA Vv X5 —¥ I HIEK
BHF S FITH o7 (R, MBSMTEIEIZL S 2
i 1SSe | dSSc & 1 Bl 2T, ENEFNDORR
HIRX 104E, 27T ETH o7, WTN D MIFRHEAE
WBEETH 72, BEREITER LZEMIZVY
b TEEILEBESERH TREEA LY AT
NEL7-(35). 1SSc 1%, dSSc 3BTHD ., 2
BlUIBEREICER L 2MAEEY 2 v 71245
B EZ (KD,

MPA & GEB1IZ 2 Bld b .1 Blid SSc F8IE 27 F44.
fibd 1 B 16 SRS MPA & 5HE L TV 72, MPA 3

ERITFNFNLE, SEOKBTRET Lz, B
HiZ1BIIBEETORRKETAHTHH, 1#id
BMEMMEADENTH -7 (K6),

D. £ %

WETIE 1993 TN S A% 1978 ~1991 DK
FEFETS 20 BlOMET 24T o TV H DO T(1), 4ED
BT L L7 (3R T) SEPEIZIZIZEETH )
FECER D aiE & R OMRE. FIZEEONM
AERE I L BB DB EH o7z 712 SSe FEE
MH 10 FERFBOILTH % A5 & BiEIOEE T H
L EMEEEER IS L 5 2 Floid &b
FRAERE LR L Tz, 4RI ORE TR ER .
FE AR L ERIA A SN o 7z, BiE O
ETIRIATIBIUMY A 7B B HRER
54T 2IHNTECERPFETRCLTEY,
WA BN SRICETT 5 SHM ERERISE
75 BEMENSH B Z EAREL TS, 40
ISSc iZBWVT b 2BETHINH Y . KRV 5
EEICDIKIIT A0S H L VLD, MTEG D
FBEEZ ) —EtBLUMHBEEz AR T LD
BRI, EEESEBEET5001F
BHORBT R LHRELTWE(2),

Bk CIABEER 2 ) — €2 EDER & LT
EHE L SNT AL, RPTILEEEES ) —
PIZLBRTIEEA R, ST YFF T
FHRBEHEANOEAIZL > TEOTHRIUEL
THED, BEOHETIIRE ) LHREI TR
HELTHRLEVELTWAS(S, 4),

MPA B BEBI O EHR DOLRIZFEE T E TRV,
ANso#HmE L 1FIEETURTREERL L
SSc 12 EPF L7 MPAFERZ BIII &FIBT L TV 4o
MPO-ANCA Btk SSc W FHARLF 74 v D 1D
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x2 EHMHRRIEFIOREEETETIRR

total ISSc dSSc
DR ZE
i MESE 10 4 6
i mE 2 1 1
IDRE 3 2 1
GERE 4 1 3
MPA 2 1 1
BRI SE (R BB B ICHRER) 1 0 1
ZDit 1 1 0
5 (E) 23 10 13
MPA:ZEMSERIZ RINE X
%3 FTREDIEELRE
EEE n(B) | FHBHEYE (F)
DR E
— FRHEAE 10 10.9 (2~25%)
~ S MmELE 2 18.5 (104, 274F)
IMEZE (RNER) 3 28.3 (19, 32, 344)
BERE 4 19.8 (10, 15, 25, 294)
MPA 2 20.0 (13, 274)
=4 M EICERLFETH 104
AR | BRARE R FiTopol  HLEUMIAT
@1 (4F) itk ETIRE
B4F 2 ISSc + -
56F 2 ISSc — —
37F 9 ISSc - —
58F 14 ISSc + —
51F 2 dSSc + -
44M 8 dSSc(GM) + —
22F 14 dSSc - -
43F 17 dSSc — —
58F 17 dSSc + —
34F 25 dSSc — -
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®RE6 BEREICERLLZETH 44

S | BREOE R WTopol  HEUIIA?  EEOEH
EE- | () Bk ik
41F 25 dSSc + —
42F 15 dSSc + — BRMmEEHE S a vy
58F 10 ISSc — — BMAETE S a vy
42M 29 dSSc + -
%6 MPA& {51
SScHEAER | MPAFIER:SEH (F) T MPAZEJE LY bE=git) bId7S)
it | (SSCRREMIM: &) i FIETD
HR(F)
50F 77 (27) 78 1 ISSc TER (Z28R%5E)
41F 57 (16) 60 3 dSSc g EmAEEL
R7 E=BMEBEESRTERER
LELBERHREH (1993 FD) LD
1978—1992 1993—2006
(n=20) (h=23)
DR 2 12 12
il (9) (10)
- s mE (3) (2)
DMRZE 1 3
FERE 0 4
SRR ES 2 0
EMEE (ffifkE) 3 0
MPA 1 2
i qinknd 0 1
Z Dt 1 1
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BEFFEREMARFEDE (EHMERECREESE)
AR R EE

LRSI ) JREES L URBAERE

WEmLE FIEE—  SRKEWERERESZERER

MEEE

EHWMBEEICBV TR OHREE I > CRERILEEE R FRIBMIZ LY o THIREDORE
EPELLILEHmELTELH  BELREOSOREMEAS A -J Y 7 T EENH HHE
UHRBIN TN D, £2 T, LML & HEEL R A G EL0A SPECT (gated SPECT) & [d
B2, 1-123 metaiodobenzylguanidine (MIBG) {2 & A5CEMIRA A — T v FiEfT L7z, 25 MW
REAE 23 Bl L U BREE 14 B CORF ORFR . £ 5 WEEIE TIRIORE £ I RBMERED
BOLNLIEFNE L, MBOBREVEHMREIEEED 30%. WINHLDEFED 70%DAEH]
RO SN, EEUHMEREICB AIHREE L ARMEREE L1k, WEOFHY 5 R TLEHRE

EOWT LEEFEELCR, WTFRLREL ) BEEET 2 WEEASD 5,

A ITLEDIC

EHWBEREIIBT L OHEEDOHEIIH
BILE D ERDHLOD 20-50% & HBHIEE
EICRDOLNE I EWFFHhoTwE M L
Mgk = ®i{gfbc& 5% planar > F 79574
H BT SPECT 12 L BHEHC X 5 & BRIKIE
KOLVEZETOERILUHELD 2 N IFEE
GHRBEEVELL I ERESNTEL S,
Lo Liads, EF51F, —RICHFREMLE
HELZBEOEEIIRNZ EEEBRLTBY,
T LARMICHREEFHRT A L2 WS
ML TES,

127 _petaiodobenzylguanidine (MIBG) % H
WASREMRE A A — ¥ v LB RS Y
HNOETHOHEESITRENFGNI EHHEL
PR oTwWb, L L, EFWEEEICH
H L7z MIBC OFEFIEDL0H, WREEZD
83% L EFIZ MIBGC OEEVROLNIET

LHELHD S T, EELOAMAROHR
EHT, MIBC DEEPHEB T Wit @mE L
Fods, HEBMEED? S HEEO BT ©HFIC
LTwieon, BEN RPN Lo
720

FIT, APETIE, EEA2TOEWE
BEHIEML, S5 EEEEICHED O
B E 2 LRI & ORRE B & U REAhAEAR e
rEBLTHRE L,

B. ffgextg e Fgk

R EHHMEE 23 £ (54.1£11.7
. Bol, L18H) THH ., BREEFIC
BWIHBEREBLUEHEREMTOATE
BWEEELZHSNIEFNTHY, £FT
9Tc-MIBI 2 & .0 SPECT Mitigzk s & O°
12T _MIBG (2 & B XM A A — ¥ > 7 HHEAT
BNz, BEAEORBIZOE AR 2341, BRE
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B 10 BITHY ., Rodnan 2K ABEHATT
(TSS) THEFH 13.2£8.6 (1 205 38 (2457,
ol 18) Tdh o7z, RiARET 5 Tl TSS>10.
<10 OEHBTHLBREEEIZEEENRD S
iz, OF AR F 7213 TSS>10 O FE % BAE
B BRBEAH,D TSS<10 OB BERICAE L
7o

xf EREE L ER AR B (B M R B O T REME IS
DWTIHEY A7 L HES N, HRF, &I
EDEHHED 2 VERIRENDEEREN 2 Vv
LHE S NI 14 FEBI T P EE 54. 1111, 7
mTH o7,

®nTc-MIBI 12 & & /LHILGRE SPECT (3, 3=
VT A— Y AMBREL T L TR MESE M
%oTc-MIBI % &HE 30 pRAMRICIRE L2, 2w
TLREEE AR MIBL % FE517%% . gated SPECT
& BRI & D ERRERE T AT L7 %
Gated SPECT DEMTIE, EEHIMME L LT
BEECENS QS V7 bY 27 (Cedars
Sinai Medical Center, USA) % F\»T HE#
L7z % QS L NELNFREZREL.
Fourier fitting (BEARED S 4 KEREE T
AER) % MEAT L7CHIER T B W CHOREITER
=B L7 (Wolfram Research, Mathematica
Version 5.2).

MIBG #7128\ Cld. planar & SPECT &%
RAT L7278, ERIIEETEEICTLHB L
UHERRICB BB ZHE L. LH/HERIT
HMErEE L, $70, BEIG (20 51%)
CBREAE (3R DAY Vb E2RE
BCTOREMIEE Ny 7770 FHHEZN
FRAL: N

(Hearty—Haeragea X CF) /Hegrry
OXTHWHLEZEE L, 22T, Hyy

Hdelayed ‘i%ﬂ%ﬂ%,ﬁﬁﬁ iy Usf&,ﬁ\ﬁ@;t\ﬁﬁqu@
%17~ b (count/pixel). CF I13EFHREH L
BETH 5B,

C. BFZEmR
BEE LHRIIC OV TAS &, &5

REMSF THEERE S X v MR OK TR
RAEZDT, 3 FITEHRL L UPLHRICT
HBEDEENRT 2ROz, xHETIE, &
BIDSIEHEFTR TH - 72— MIBGC D EHE I,
DRTEEO—EDORT &R EF 0 R IE 23
Bl 12 BB WD Oz, TOEBOE
FRRBICERENICED LN L0, 40
ORETTIIBHELRBRE L HE Led o7, £
7z, MIBGC DA 3 BBV THEIIA Y —
EHE Lz, B UM IZMEERT 2.02+
0.22, XTEBEET 2.134+0.18 (n. s.). HE UM
XU IERE T 2.04£0.29, AEEEET 2.31%
0.16 THEZNH o7 (p=0.0037), FLV: i
USRI R SERET 18.2+7. 0%, xHEREE T 11.1
+4. 3 THEBEEVRD bl (p=0.0015),
(Table 1)

Gated SPECT 2 & 2.0/ 3T A =% b
AB & ERHSE & LRK A I MR R
ERIBEECHEEBEN Lo T, IIREKLIEE
2DV ThE, IR AR 2 & B KT 3 (peak
filling rate, PFR) (2% 585/ (TPF) % RR
B TRz L 72 (TPF/RR) 12 0.214+0. 056, x¥H8
BET0.179+0.029 Th b . MEEF CHEIC
EEMFR 6N (p=0.039),

TPR>200ms, TPF/RR>0.23, 7£#8 H/M<2.00,
T LES 0% EFEERLIHGEOERE
DHBRELZIEE, BLUMKEERE, EEMHF
BV TR L. Z0O#FE% Table 2 IZRL
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2o ENTA-FBIABILEREFTEHETH
272,

MLERfE S LU MIBC £EFOHBRAHFE %
Figure 1 127R L720 MIBGC D&MD BE 13 i
BHToBl (26%). XMEREET 16 (7%). ik
BED A D REILRERER T 46 (17%) . *FH
BT L1 (T%). MEOREIEEEFTT
%l (30%). EBET 16 (7%) CRDLR
720 o Ty WENDDOREIEBEIERT 17
Bl (74%) CERDLNT,

D. B

L HENBEEIEFOLHER REREY
52 5REBETHY), FORMORERELE
YICHETERIEEIEEINTEL ML FFIC
FHhREEAGTAEEREICE L TREHOD
W e FHRFEDVEEL &5, LAFMIT % BT
LBED ) bIRKTHOF— 72t hid, &
TILRMEECCMAREFEST S Z L2 H
BEINTETHE M, Laluedb, £E5
DREGTIL, AEOBRME R TEMIF#RE
TH S AEHOBRETO D Lhdholz, L LR
Ao, FREMLHL . UHEERIEEICEEN 2
WEETO, IREEIHEAL T AEHD
Boh, RAFETLIZIIFABOERE V)
ENTESL, FIT, MIBC 2 & 2 R
EX DO AR LTV LOBE, S,
BET 5 L. BEETHAEDBMBERE
BESHEBTAZENHELN IR o728 — K
2L D DM IS REAERE K O uptake 1 #8H%
X AWM AAEREL, HELIE/ VT
EA 79 roREaREIAE TS 203k
BIESHERBT2b0EEZ LN TV,
WARMEE & ZEAHEEE OMEOBIR TR

oL, EEMATEMEORENLXET S
SRS T, IRERE L RS I
LEMAHHEBEERE 2V EOHLPIIR o
7o TOERE LT, WLIRERE & AR
fElX. LIEEORLR o FEE XL,
SOHERFTHEIENERZLNS, 12721,
& 512 end-stage DEFIVHER 52 61X, W
FEOMIIZ—EOHEBEERPHERT 5 eeH
bdHh, TOMICHLTEESHILREZET
H5TH59,

E. &5
EEHMEEEDEE TIE, MIBC 12 & A3

B ORENRO ., Gated SPECT T
BERELDD LN, ThLOBEFHBH
B, BEEICBT A LERFEROER 2
FEERBZEMNRBENZ, TN, HIL
ODRFLEZ LN, FoMEEELF O
DEFLZELZTWVALIRRUENS L0, 5
BOZBBEZLEL TS,
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