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BEESBHFEMERBEE (FEREN AT
FEHRBEE

HLRNA R Y X 5—¥ 1 /I Hifk ELISA OF FE0RH

SERRE REER BESPRAEERZNCHES AR

whE
A #E

MARE

HHET BERSBAFEFRERENEHENFER
ME # BEGITREREARER

Bl RNA RU A5 —¥ (RNAP) I/l HAORMIZTREEOBECHUMEAATH S, RAN
RNAPIII @5 721w b RPC155 LICHMKREREMHEPOH RNAP /I Il D BRI NS EE
RIEb—72EEL. ABfZOUIES D FEBERAWBRAZNERE (ELISA) 2HRLE,
FEREIIH RNAPI/II Hifk ELISA ORFREZBRNT 5720, 5 RNAPI/II HikiRE 103 288
WEAE 269 HiENHE LT ELISA IZX D5 RNAPI/II HifkZ2BE L. TORE, ELISA OfR
i3 99% L EhR THA- /M, BER 89%icL EE-k. TOFRELT, —Hom#icknE
ASNBILE+—TRT7S5XAFy 77— b EREREINZU T FREICERBE N W]
BEMEMFZ S/, bi RNAPI/I fifk ELISA BERAT—REERELL THAEANLEERS

hiedt, REEZRBTHDOURNEEN:,

A. BFREM
BWMEEBELEFICIIERIVAS-EI®
AT REERREYEREZROBKED
KR 2aChAe BEEICRIEND V. &
NOBCHARBEREICRANZIEMS,
DLHITEATHS. £, HbRA1VA5—
1 iR E % Pk 5 diffuse B, ik >
O X7 HAERNBRENDZ limited B &
BMEL. Zhs>aci&koRHIIBRESLECT
BOFHIZHHENENT NS 12,

B4 i3 1993 FIZEHKOD RNA R AF5—V
(RNAP) Z2RIRHCERT 2 8 CHENRERE
BEOFPICHENCREBEhA I 528EL
7= ?, RNAP i1 RNA OGF 2T 5B %E T,
RNAPI iZ rRNA. RNAPII i¥ mRNA. RNAP III

i3 tRNA 72 E DS F RNA 2 FhETNEET
%, WEEBEMFTICIE RNAP | & RNAP III
ERRICEBRT BH4 (B RNAP /11 Hik)
PREEN., £EDO55—Mik RNAP II RBRT
5. Hi RNAP I/III HidkidoR i o s RiEnE
b THS, 2EICEWELIETT 5 diffuse
RicEggicmbang, icRAEBERAR
RPERERBICHRET S ., BEERIEY
REBEREBEMICHBINZNERES. BitH
mEEHEL TPERNEN. BEAMEERE
BT 55 RNAP I/1IT HitkOBIESREIL %R
ELdizni, REOAABREERE TOHE
F# 20% & B 0. LAt T, Hi RNAP 1/111
RAEREREOCZE. HESR. BEA#oR
BXBRLTEZOD THARHCH&ETH S, L



L. KBO7AY =T EEHMRERND
HB R RENE—ORIHMETH o 200,
—RREZETOH RNAP I/l Fi&ORHIXE
HBTHo.

Z T, B4IH RNAPI/II ik OAED
OMERBRELEREE (ELISA) OBRED
XL, BEMHETOH RNAP I/1I Hifkick D
HEEICRBBI NS IV N —-TOREERIE.
Hi RNAPI/III HiERERENEEANET 74
=54 —ik&D RNAP FfiF 2L, £hEH
BELEHBIOy bick D RPCI55. RPC62
@ 2 D@ RNAPII 4712 hHtH RNAPI/II
REICEDVEBEECBERIND L2 RHLE
8, IS, ATFEMENFELANWTERELHY
POEHHAOE < RPCI55 OF I/ BRE
891-1020 BHZRBRMTH L EHEMIT L,
IOIE MR EEDVIETF > MER
RPC155C-g %#HiFE & L THIWE ELISA idb%
AOBMIZBNT, HKE, HEELBIZ 100%
ERIFRERERLE P, £IT, FHETIA
B BEEKEREATIEROREEREEN
# & U TH RNAPL/II Bifk ELISA M—REEREK
BESLTHEAMN S HhERHMLE,

B. BtRGE

IO ¢
TAUAUDIFERITLH50ATHESD

BRI THREEBRE 260 Hieat&E Lk,

Medical University of South Carolina @

Richard M. Silver DRI I —Th S+ 5%

¥7= 196 #1258 1 B, University of Pittsburgh

@ Thomas A. Medsger, Irin 5852277273

FiEBoWE L, B1EIZ1996EMS 3E
MicsA kBB L BEERS (diffuse B 85 1,
timited ¢ 106 #. E#E 5 ) TEA 134 #i,

BASSH, AN VRSB, TPTHR2
#iThof. —H. B2 RIITTICRBLREE
2 & D B RNAPL/IIT SRR R & ik
fEBHE (diffuse B 67 4, limited B 6 f)) T,
FA648]., BAORTH o/, BEMMBMOME
RiZDWTREBRTORBERESTRBES
i, XBELCXSRBE/LETERRL .
2) REEN#EECHADRRE

BEMEFOHCHEDOREE D%, HEp2
MREERE L MBEER&RE. Hela HilR
OFEEMEmEmERRELEEAB LY
RNA e iREL2Tox 2. BROGEITLERE
IZ& D RNAPI O®4FH 712w b (190-kDa
EA & 126-kDa BH) & RNAP Il OBHTY
Jazy b (155-kDa &HR& 138-kDa &H) .
OFTRTELELZMHEZH RNAP I/11 Hidk
BfELLAEY,
3) Hi RNAPI/III Hitk ELISA

ELISA {2 & 341 RNAPI/IIL itk O i35
WMOFEIWE- = O, HFIREL T RPC155 OF
I /BEBRE 891-1020 BOILE MR LY
NV h—AKE5EA (MBP) QU2 EF MR
AEAZAWVE, 0.05%D 2-ANH T Iy
—Jl (2ME) 28BmLE) CBRE&EBETERL
7288 RPC155C-g % 96 VxRV EZ—Jl
Fl—b (AZ02 H 7v—b; ER—7F
1 b, 50 ICEEELE, TL— T 3%V
mE7INTITTavF T, 250 HBicHk
RUBIC MBP ORREHAL L KBER S
EREIRTRBERS. MBP LIGT 554
ERELAEEFAWBEEVIINIIMA . &5
2 NILFF Y —EEETFRE b G Hik
EREEE. MREBICLDRBIRE. &Y
VD 405 nm TORKERZTL—R)—5—
(Bio—Rad Laboratories, Hercules, CA) Zd&



DREELR. 2TOBREE 2 Y VTHEL.
TOXHERD ], i RNAP I/1I1 Hidk &Sl
BHOEORRRF o EBMBEHERL.
4,000 EHRMFEHOH RNAPI/II Hi4kR%E
lunit &L TEREOEXEE unit IZREL.
4.15 unit 4y bAT7 &Lk, Hi RNAPI/II
Fitk ELISA O, %EE. B0, &t
HHPEIIRETRBEICLDEREOMEIZELD
Rbrz.
4) RETOy ML

RPC155C-g 8L U RPC62 iZx ¥ 3 Kttt %
®RETO Y FERWTRIELE 9 RPCI55C-g
B RPC62 OV IEF A FREERER
BLAEXKBETEER?E 10%RVT7 22 0NT
2 R-SDS YN EBREkBTHEL. — ol
OD—ARICESWICEE L2, i 250 B2
FRL. MBP ORBZ2FE L KBERS &K
WEHT, HorCHKBERTE MBP &K
T LKk ERELL, ZhoED—AHEIZ
g, FINVAV I+ 2777 —ERETFHE
I 1gG & EEXRIGE 8. NBT/BCIP =4
HELERERIZEVF&ERB L.

C. MERE
1) ELISA I & 2 51 RNAPI/II Hifk Dkt
ETHE LT 196 FOMKEMRFICSITEH
BEMBEECH#ERAE L. ROEENED
SOOI bOATHET,. 56 # (29%)
AR TH o, KWT. HibBAV AT
1 5ifkAt 35 4 (18%). Hi RNAPL/II Hidkht 30
B (15%) IR E N/, FOMIz, H UIRNP
fitk 23 4 (12%). ¥ USRNP Hitk 12 ] (6%).
Hi Th/To Hitk 8 # (4%). Hi PM-Scl Hitk (2%).
HKufitk3® (2%). 173/ 7 LIV tRNA
BRI H (2% MREni. 234

(12%) TR EMEE CHdfkilRl
anghofc, TNHEPIICHVWTELISAK K
DHLRNAPI/I itk ZBEL . TORKRERE
TERREL I & 551 RNAPI/II Hidk ARt 30 &
i 166 MiCEMNEL THELE (M1, fi
RNAPI/II 5tk 30 D 5 5 28 iz ELISA
THETHH W, 2HIBETH- . —F.
Hi RNAPI/II ik &M D 166 > > & ELISA
THBiEE B Z0ORbTHh L HTH . 20D
FEAIHE > O X7 FAEBMED limited BT,
®ET7 0y BTRPCISECg ERELAANIE
HORBEFICEA L KBERIICNT 56
ik ottt EI ok, LEN-T, B
1 Bz BT D ELISA DEREEIL 93%. 45 R B 99%,
RRHERE P A 97%. BAYEEEEIY 99% TH o k.

5 1 BOBEN S DR S BRIEMHOE
FEARINZIENS, IEIZRZROH
RNAPL/II itk EG] (55 2 B) 1T BT 5|\
ZiTo/ (B 1). 51 RNAPL/II Gl 73 &
®>% ELISA TRt & 72> 2Dt 64 ] (88%)
IEEED, IPNBRIETH L. TOED
VL 88% THH iz,

NS 2RICBITDRBINREE L ELISAIC K
HPRNAPI/II His ORIEEREBH L 7= (B
2), EELAEDMEIZBNT ELISA & &5
I & 5 RNAPI/IIL Fik O BIE RS R —B L
et 1201 TR—BKER (BERME 11 41, (BR8
16 BBoh/k, Lid->T,. ELISA D%
BEVE 89%. FRAEIX 99%. MB{EAIHEEIT 99%.
BRI 94% TH - I=.

2) ARENFEANERETOY b

ELISA T#KB#HEZRLZ 11 MlicDNVT
RPC155C-¢ It T 2 REHERE T Oy bic
KOMBLIEEZ S, 98 (82%) AT RPC155C-g
EREL. E5I28@ RNAPII 371 =v bk



RPC62 KT 3RS EMmAIT 5 &, Hktk 11
FDSH 7 F (64%) MBS ULk, HiIC. B
70w T RPC155Cg ERELAh-o7 2 #
BuThs RPC62 2RI =,

D. #%

RPC155 LOEER I R—T2RETZ
aACEF NEBERAWEL RNAP I/ Hif
BHODHD ELISA OFAKLEZRLIERENR
ERATAHEROREEREFLEHNTRH L.
Z® ELISA ORBEIZ 89%. HRHEE 9% LB
¥ T, FAMZRRLEEICAD35 RNAP/II
HEOMEZRHESE L T—REBRREICHFA
BRIEVEBIN, FICHRE, BEMPE
EHIT 9% EEEDLDTH. ELISA Tttt
EHE I NNDFEMB W <H RNAPI/II Hi
ERETHDHIENTRENE, —K, 11 #

(11%) OEREMFENH D, REEEICIIK
BOFMMPKREI N/, TR RNAPII i3 13 BLE
OHTIZy MZEVBRINZM. FOFD
VDEDDHTAZY FOIE b =T OH %
ANk ENS, HBREOBREOR IIIEE
LTini, 2XL, FRERLTAREORED
£<HEHEESOy T RPCISSCg ERAL &
ZE&M5, RPCIS5Cg KWEENBIE -
i35 RNAPI/TI SidkBtE 103 B4 101 $1(98%)
IZEDBREND universal T —T7TH
LTEMHChERHT, MOBEFERES D
RGETHIHR PRI VAS—¥ | HikPH b
O X 7HE&SFERIZIZE 100%I2E W B
HLOBRINH I N—TRAEINTY

% 89, LkM>T, Zhope&&eg3AD

C BR2ECHLTERINTWELIEIEZTS
W, TOAT. ThoREENEACHEDOE
ERHECT AN AR EOARFE R EIZNT

LREBINEELDRERETHLAIEELTET
xR,

8 RPC155C¢ REDEETSAF v IS
b= MZERET 5 SHUEREREN . ELISA
T 0.05%D 2-ME #ETFCERLL A
RPC155C-g ZRn/ @, ABEMFICLDE
Agxhdr ¥ r—712 SDS, 2ME EETFTO
EHCEDRREINSH, ELISA TRLW-ER
D 2ME &I & SBTAHTREBHL 2N,
—7%. 130 @07 2 /BE&Y RPC155C¢ %
N BXU C kM5 EBIELTA LW IO
v FZESBEOBRICHTIRIEENEET S
ZEM5. Hi RNAPI/I Higkick D BRI 1B
IV F-7RZOEHOKHERET I /BIZLD
BREINBIENFEITNS 9, ZOAIR
RPC155C-g ODEMICL DI b — DKM
NBHZ3TELEFETHN, BEOLHEPOH
RNAPI/TII fikiz L D @B EN B RPC155C-¢
LOIEF-TOBRIIDHSBREOR KBS
NEEEEBAOND, LEM-T. YOS
>k RPC155C-g D& nEMENES D NITR
RolRRARICLBZVACEF L REEOR
R BIOFYTE2HBDEALLTOXKBETOR
HeNFa0UuAIAZAWCREHMRTOR
Bizk) KX HFE&E2A L TE5TREMENS
5., ¥k, ABRENREOE I RPC62 %M
L7eZ&EM5. ELISA 2HB & LT RPC155C-
gIZRPC62 QU O EFMNEREMASZ
LICk DRBREOR L BB TES,

i RNAPI/II Hidk ELISA 2% v Medhh
I, RBRORGBEMECAS Y-/ TE,
—REMIIBITIBREEOCRHICEHODTER
TH%. Hi RNAP I/11I ikl oM sEss
TH., BEEREZRPCRETA-DONEH
CRAEEZMES S LT, BEETOHRK
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Anti-RNAP I11I(+)  Anti-RNAP #1lI(-) Anti-RNAP I/llI{+)
(n = 30) (n = 166) {n=73)

B 1:ELISA IZX %5 RNAPI/II FiEOHIE, B 1 BTIIREILBFEEICLSH

RNAPL/II HiEOFRICKDAREERELZBIMEL . /&3Oy M7 (4.15

unit) =7,

40

Anti-RPC155-C-g antibody level (units)

o

Immunoprecipitation
Positive Negative Total

< | Positive 92 1 93
cﬁ Negative 11 165 176
M1 Total 103 166 269

Sensitivity 92/103 (89%)

Specificity  165/166 (99%)

PPV 92/93 (99%)

NPV 165/176 (94%)

2 : MEEBE 260 Pl e U Sfthik s ELISA o & 34 RNAPL/II #
EDRIEH RO H#E,



RAEFBHENRBREDE (BERBIEHTEE)
SHMRREE

SREERE BT DH bARA V27— 1 HilEH M oBRG S %

oEHRE A G
whE EHEE
wh=E BALR
BhE fRE R
MRES

HERNEEFH SR8
HRRFEFH AR E R R A
BREREEFHRREERERERE
BB K EEA B R RAm

HLERA Y A7 — 8 | BB EEROBREO~—H—-L LTHLRTWD A, 42 OHK
i & R LUNIREO BEEFICHENAGND Z - ARESN, 40, YHCR% L1E
FIEBWTH bR A VY A T —E 1 REOREKBOBKNER LRI 5 B8 T 1991 F>5 2001
FONERICHEELVZ L. | FUELBBR LG FRA Y A5 —PHABHBE 21 £
W, ELISA HEEROTRIE LBkl L EBRBERM L. TOER, KEELIZHEVTHE
FBICHERABARR OGN, 20 Lo O AR BRI ORIE & 42 5 WTHEME VR 2 7,

A. FIREH

EHMESRRIE (SSc) DR L LT, FHIM
BEESROBRMEMEELL LA TACRED
EEDZTOND, SSc BED 90%LL LizH
ERENAREENRD L, £, KBIIER
W FUENBRE GRS PRICEETA & P
5. SSc ORREL B SHKOMIZ{ 5208
ERHDIENRTEEIND, SSc DHHE
DERHFE L LT, DNA MBS Y 2 F—F
{topol}, B> b A7 RNAXY #F—+,
BAEEAMRBTONDA, 2 TH topo |
Coat 3 D B AR R A b o TR 72 A 0 Bt
HE, MO MEEECEEEM CTHBAKIC
WHH ", BERDSScDT—H—LEL
LRTWA, ZOLXHIZSSc DFHEETHIT
ELTHRRBEORENEETH LA, Hiki
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RENLYZE TORMARVERICH Y, £
D= OICHBRHEEN A S0 & R > fEFNE
W LI X AFREMNH D LB,
2) mRodnan TSS & # topo I ikl
HEEOEEN2EE TH D mRodnan
TSS & #itopo | itk A Bt L7, EMORE
BEBEFIZHH THZE L7~ mRodnan TSS &
mRodnan TSS 3H#IEF L 0 6 + B LIN TEHAIRE
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Kl BREBEEBEHEDOER

& 5 g : BHE3GI. Ztk18fh E214
Fin

VIRSEF (E194SD ) :23.9~72.68 (49. 9+ 14.5)
SEEEF (FH¥+SD )  :21.3~68.28 (48. 0+ 14.1)

RIENSFEFETOHEM
:1.4~184.47 R (30. 0+ 41.8)
&R S :214eh 1645
FLr=vJor iR 372145
REAST B 172145
Jukzvnor +39074 377K 42148
Jukz=vary +74530 472141
JLE=vny +93JANTFEYDL 1721451
Juvr=vay +ARRLFe—k 1721481
JLF=vay +L90RADFER
+7L353 2210

+®2. BRER{S EHtopo 1 nfkin (k1

A topo I ffkin ikl (F£191SD )

FREHY (%) FRHY FrR7%L p

R&OE{L 8/21 (38) 898 + 31.0 65.0 £ 270 0.09

¥ 2 W 9/21 (43) 84.8 + 36.2 747 + 38.7 0.62

e iR 321 (14) 81.0 £ 35.0 79.1 + 337 0.93

BEEEETS 12721 (57 82.1 + 354 747 + 303 0.48

R 1521 (72) 73.6 + 344 101.0 £ 13.0 0.026

F%3. mRodnan TSS &fitopo I ik i1
fitopo I 260 Hitopo I <60 P
(n=11) (n=5)

s (§182) (F19+SD) 46.7+15.5 53.4113.8 0.43
Fi ( TSSHIER) (F8518SD) 489+ 15.6 55.8+12.9 0.40
RENSYBTSSHEETD

#m (A) (F¥+SD) 288+415 25.7+15.7 0.33
TSS 273+12.7 140+ 12.4 0.06

$itopo I MAXZ60  fitopo IMAX<60 P
(n=13) (n=7)

05 (¥52) (F48D) 475+ 145 525+115 0.45
£ ( TSSHIER) (F1H1SD) 51.1+15.0 562+ 9.2 0.71
REMSTSSREETD

AR (A) (EHLSD) 40.2 + 36.9 51.0+ 267 0.26
TSS max 311128 143+11.0 0.02
TSS Max>30 (%) 9 (69) 1(14) 0.006




4. mRodnan TSS &EHitopo [ ik iikili D ZE)

1 topo I itk WOE230% HDEL30% P
$L (il (n=6)  (n=15)
REANSHBETD
RAM (A) (3715+5D) 104+ 11.6 152+ 222 0.62
Hitopo I RE=m 59.6 + 25.7 478+ 257 0.37
fitopo | MEEE (E191SD) 711+ 381 772+ 373 0.72
Hitopo IMAX (SE#5+SD) 691+ 424 111.8+ 50.4 0.087
TSS Max ( U/ml) 214+ 13.9 29.1+ 13.7 0.18
%VC 5% L EDFRLHY (%) 333 57.1 0.31

Topo I level (U/ml)

Topo I level max (U/ml)
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A. BIRE®
FRAVAS—EREFPHEROBRICEE
&72%5 DNA ORIPEED A, DNA #H0Y
W& EHERICKYTBETSEET.
N5 DNA 808 | XBOATH DM, 2 ¥
THHEMZE->TENEN T L 11 BID MR
TUYAS—HIIREENE ', 2S5 REA
VA F—EINZIE2 DO EEMREEL . 170kD
@ isoform &. 180 kDB isoform IZHT 6N
Bo FIbRAVAS—V I btk bR I H
) NeEGHBEEE (SSo) THRREMIZEYD
SN3DICHL, LRIV AT—Y e

& (BT B I adfifl) 25 R IR E 2. §S¢.

A AN AMAKEEHRA Y SEEREEY O
RFEC ZHRTVFTA—FZ Y aEKL
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TIT, BRMEMRHEERE T 13 TH b

P affifEABRH I N2 SSc BEIZBLWTIE
ARIZED LN LHEINTWS, 22
THEASScIZBITISH MR lafikDFE.
BEERBLIORERREOMHEBARS NS
MEIMTDONTHRILE.

B. A A
1 MRBH

HHEEIT SSc 103 # (Zxtk 92 ¢, BHE 11
#) THY., FHIT S1E16E (1077 ) T
Hor., HEHI TIE limited cutaneous SSc
(1SSc) A% 65 B, diffuse cutaneous SSc (dSSc)
MIBEATH .
2) ELISA

PR alZH T 5 BCHiAI ELISA 2T
B L7, 96 o1 o0y 55— —
F%& 1 pg/ml OFBE M RER I a (TopoGen,



