protein-1 (MCP-1), macrophage inflammatory
protein-1 alpha (MIP-1 alpha) and MIP-1 beta) in
patients with systemic sclerosis: MCP-1 and MIP-1
alpha may be involved in the development of
pulmonary fibrosis. Clin Exp Immunol 1999; 117:
159-165.

10. Atamas SP. Complex cytokine regulation of tissue
fibrosis. Life Sci 2002; 72: 631-643.

11. Jimenez SA and Christner PJ. Murine animal models
of systemic sclerosis. Curr Opin Rheumatol 2002;

14: 671-680.

G. WFzEsEz«
1. ECFER
%L
2. FRIE
W ORRE], fRBE K. BB R, R I
B #Z  BE MM G 0R B BT
% TCR V61 + NKT Ml DT, 45 57 BHAY

S~

i

2) Segawa S, Goto D, Horikoshi M, Matsumoto I,
Sumida T. The regulatory role of TCR V51* NKT
cells in systemic sclerosis patients with interstitial
pneumonia. 15" International Congress of
Immunology, 2013

3) Segawa S, Goto D, Horikoshi M, Kondo Y, Umeda
N, Hagiwara S, Yokosawa M, Hirota T, Miki H,
Tsuboi H, Ogishima H, Suzuki T, Matsumoto I,
Sumida T. Involvement of TCR V deltal + NKT
cells in systemic sclerosis: association with
interstitial pneumonia. ACR 77" Annual Scientific
Meeting, 2013

4) Segawa S, Goto D, Horikoshi M, Matsumoto I,
Sumida T. Involvement of TCR V deltal + NKT
cells in systemic sclerosis patients with interstitial

pneumonia. Annual Meeting of The Japanese Society

for Immunology, 2013

H. R0 EMHE D B - BEIRD

TR TFESRER - FMERR, 2013 4F sl
CD161+Voi+ CD161+Vdi+ CD161+Voi+
cell line cell line cell line
(HC) (iP- SSc) (IP+ SSc)

m: 22 967 A m: 299 922 A 104,5,89 - . 916 A

’ o e | %
> > p
o 0 a
O O C
b= [t -

CD161

CD161

CD161

12 HC. 1P JEEDE SSc B 1P &F SSc BFE IR CD161 M VSl BVE yoT Mgkk O R
PBMCs & D37 L7z cD161 Btk Vo1 Batk »oT fifg % . L CD161 iR, HLfK TCR Vol Julkz v CHRIT L 720
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[ JHC IP-SSc B 1P+ SSc

p<0.05
=~ 14000 p<0.05 fen o %y o~ 20
& 12000 g £ ¥ &
&t 15
E, 10000 te7) B & B
& 8000 & & &; & 10
= 6000 ? v ; ~
- 4000 o e v 5 o a o
™ 2000 = _— - | . -4 = z
=] = , =

ol T~ 4500
E 4000
E 3500
3000

o, o,
= = o0
3 S o
o O
o 500

04

21 HC. 1P JEABF SSc B, 1P A BF SSc fBE 3k D161 B Y Vo1 W 1 »oT Ml #k 2 © @ 1FN-y, TNF-a. IL-4y IL-17.

CCL2. CCL3, CCL4, CCL5 FEAERDImAT
CD161 Bl Vo1 Btk yoT MIBER % H1 TCR Vol ik % W C 72 BRI, R EEThOY A v h 4 v, FEh A VEER

AT L 70

A B
* ®) p<0.05
035 7 |
-
N -~ 0.30
: 29 oz
CCR1 IS 8%
CCR5 558 o
= 220 ..
§, g_ 0.10 7

0.05
o
IFN-y (ng/ml) = = = = = = o« o o - =
CCL3 (ng/ml) - 01 1 10 1001000 0.1 1 10 1001000

B I

3: (A) WI-38 Jifi it #ft 3E M0 Mo #k 12 3317 B CCR1. CCR5, IFN-)R mRNA ZE LN (B) IFN-y B X ' CCL3 IR T T

WI-38 Jili S 3 R M B Bl e o0 ST
WI-38 Fli#AE S M % IFN-y, CCL3 T 24 IFHINLE. BrdU WIE kit 2 v TR AERE 2 e L 72,

p<0.05
]
08 - l p<0.05 |
» —ps00s
@ g 071 p<0.05
S 1
_g -_g 084
b as 0O os
g = (Y
o 0 0.3
g s 0.2 4
- 0.1

0
IFN-y (ng/ml) = 1000 1000 1000 1000 1000 "1000
CCL3 (ng/ml) = - 1 10 100 1000 3000

__.—-—4

4 D IFN-y, CCL3 2LBE2ETF T WI-38 MLk 35 10 N bk B4 5l A D AT
WI-38 il ML % IFN-y. CCL3 T 24 BRI, BrdU JI%E kit % F v CHINRIEmgE & e L 720
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e o o
& oo

lung fibroblast
o ¢
N

proliferation
(0.D)
(=]
w

o
-

(=

IFN-y = 4 = 4+ 4+ + + + + + + + +

CCL3 =~ = 4+ 4+ = = = + + + + + +
a~IFN-y ~ = o= - 10 100 1000 = = - 10 100 1000
a-CCL3 -~ = = - - - - 10 100 1000 10 100 1000

B _ el o] (NG/M)

5 IFN-p. CCL3. ¥ IFN-y Hiff, PL CCL3 JifRILRIET To WI-38 Nl 3 Ia vk B s fk o 14T
WI-38 BiiFRHESEAMIIL 2 IFN-y. CCL3. ¥L IFN-y #ifR, $L CCL3 PR T 24 BE Ml LA, BrdU MI%E kit &
FeCHIa AR = W L 7o

[[] culture supernatant from HC
culture supernatant from IP- SSc
& culture supernatant from IP+ SSc

p<0.05
0.25 p<0.05

6 : HC. 1P FEEBF SSc . 1P & BF SSc B % CD161 Btk Vot Bath: »oT Hi
N pkRs 2 ki % 72 WI-38 Jili s 3E M i s s ik o0 St

WI-38 Ml HRHE SIS 2 Sk 28 135 T 24 G RIS, BrdU J05E kit % F v Tl
N dasife = W L7z,

lung fibroblast
proliferation
(0.D)

(A) (B)

(HE staining)

71 (A) TP &F SSc BE kI MR Z F v/ HE Bet5 (B) 1P & SSc B & H Sk lifi ik 2 Fi v 72 CD161 Btk Vo1 Bk yoT
iR o getr
IP & 0F SSc B H kMR % F VT, HE Jefa s X OHOBMIEYE 2175 720 RN RGN ERT.
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EEPEMBZAE (SSc) DFHHEDHIME
Pl RuvBL1/2 Pk D EE R E

WioesiiE R4k BRI FEN LRSI v < F R HEEdR
WHoes4EE AR FERFEFEICREZER Bi%

AR AR = GIRKFEELTEFRE /AT R B 52 8

W% Noreen Fertig Yy woN— k) & PR

I ¥AES Thomas A. Medsger Y v /35— 27 K&1) < FHE

Ak A1 1 B ) BIRFANRFEFHY 7~ F R

W RIER BEIG 3R SR ) v < T R

Ak EOfEA SRR R SEORET FE Il R 2 R B2 W Lo %
e E BRI TR A7 B S B IR R A B I 2 G R B T b 3
YAk Mary Lucas Yy N — 7R v T NE

Ak Andrew Schnure Yy W=7 RFE) T F R

Wrgefds ek ih— RERFRE AT ER R E R #d%

W& PrEANE GRS T 5 R B R #0%
=1

PU RuvBL1/2 HUARD IR R E 3% 2 SSc1051 i & 3 B 290 12 F WV THES L 720 30D SSc a4k — Mk
B FHERESRIE 1~2% 7257225, SSc lZIFRINTH o720 BB EDOEBEL 60% & 5. UEAEE
WALTLDS 70% % S o720 M BB R & B3 % 50 Ku PUiR, $L PM-Scl Pufk & 5 &\ $T RuvBL1/2 ik
FEHEFIEERSE TR ML (. T ARMELIAEETH - 72,

A. WIZEH®Y
2B AE (systemic sclerosis © SSe) (B E
O—DDFEHRTHKIE B L OFERORHEL & A
CEWREPRBRETH 5o SSc DFRIEIL F 721X
S & LTWRWwS, HOREISRAHEEIIIR
CEboTwBEEZLNTWS, BERZHIZE
WTHBIERDOMEIZFE R 2 Y —VTh b Z LIZHE
HOHEETHbo EHMEBMEAEIZ BV TH 95% LU
FICHETERDS T ETH 5 25, FISPUROREE, D
T O BRRIEICOVTIZR0% ICE EEoTWna Y,
FERPURRNIC & D ERREER. BPHEZR E2 T &
BT TR FHRIKEF OHEN R 15 g % %

25 ETHIFEICHEHTH ., FHEIEORIIZR
BThrbo

2009 4E1C BAFFEHET SSc \HF RIS L 2 %
PL RuvBL1/2 FLARIZ DWW THE L 72o A 4R K,
BISKRF, ¥ v YN—=FRFED 3 fliax i B THRIK
HIREAT 2 B 2 72 o 720

B. WrZEJik

2009 42 L 7290 RuvBL1/2 HLARD FREIR AT
%479 7289, SSc B & ENENAIRKTF 316 i,
BRI KE 272 B, ¥ w Y N— K& 463 I CREIT %
fTolze WHEEHEL LTERKFLVEHMTY 7
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< b—F"A, LAF SLE. 60 B, FZfgfGs%%. L5t
45, LLT DM/PM. 100 B, 4% 581 R B 1R A 2%
LUFIPF, 80 . BI&E Y <. LUT RA. 30 #l.
HOMEMEM &, LT ATH 20 B IE# A 50 Bl %
vz, MiEdS L CHRRERICEH L CEF L)
WX BRERHE.

C. WrFEkiR

1) SRR TORM

& BPEREIE IS B\ T O B CHUE S &
o 7IER 2 WA THRIERREL 72 & 25 50 kDa
RN < G F B BIAEBIRRD STz, T Ok (T
p52/48 Pitk) BT RT220DNY FEHLTEHED,
FHOARGEATREDONTFTATLE (K1),
HOCHUARE B Tl BT p52/48 HUARRE M ML 1%
3 X T speckled pattern # 2L TB Y. Z DIl
160 5 ~1280 5 LWEA D O £ L7zo HetidopZini ]
WZHE Y, ToRPHOREEMARTY) 7ToH L L5
BAH Y T Lo RIEELREECHR—D/N > FIZHHRE
L. iR BETHY) ., FERLFE—THSZ
EbH. TholEF—DHCHATH L EER, #
DOPUR & B3 5 X PR EEBRE 1T 5 720
2) PUEHE TR

BRI SRE LR & F U < B M 1000 ul
& ¥ —X1000 mg #{#MA L. DMP TlgG & ¥ — X
HEESE, REDOKSQ EEMLE nsEF L
720 K562 B5 M & ¥ — A 1gG & UL S 72
. VB L. protein assay & 1T\ TR L 7o,
elution buffer THIEHML 21TV, 7 4 V& —THIE
ERziRiES 72 (H2). &AM 100 ul FHHTE,
Ih#uPuJiE L TSDS-PAGE TERKE L. 7 <
VTN B LR T R o7, 7RV —
TN —Gets, G TH 50 kDa iz 2 oDy
Pl ahiz/co, EToNYy Feznszngn

HL. fkzua< b5 71— BESMEZTV

FL7 (M2,

3) KR

FoONY I I NG o/ TONYFT
RuvBL1 2B s h E L7z. BoN27 3 0 BES]
DD ) By 8% A RuvBLlI % T — F L TW7z,
RuvBL1 {3 49 kDa @ # 1 C ATPase associated activi-
ties with various cellular activities : AAA+ L FbNb
A=R=T77 IV —IBTHEHATHHHF T v
OYD—D2Thb, RuvB IZDWTIIBEHNICHEIE L.,
DNA OEEIZH#E S 5 & E 2 5 TWwb, RuvBLI
1% 6 BIRCTHET HHE T RuvBL2 L HAKREZIED
REBHRIZEDZENGHoTWEY, 7 Ru-
vBL1 & RuvBL2 i% Walker A 33 X O" B #H38, Senser
IBICN 7ThWFo v @ T 282D
2O DEHDHFEMIE 4% H b 5FEIERu-
vBL1 2%49 kDa T RuvBL2 2848 kDa T 1), #f{x
ML LT RuvBL1 (& 3 FH ARSI T RuvBL2 &
19 FREERBICHFEET 5, RIBLREICBNT
BT BNV F23248%H % Z &% RuvBLI & Ru-
vBL2 D4 Fi, BEHOHFER £ OME L L EE
$ % & RuvBL2 O HEHUE D FIET 5D TIE AW A
EERT AT T Oy T 4 v TETHBERE
1L 720
4) IP-western blotting 1%

PL p52/48 LAk FEYE SSe3 A @ ik % F vy K562 @
lysate & 6% Pk B &2 ATV, PUE &2 ik L. 5T Ru-
vBL1 &/ 7 0 —F VPR, HLRuvBL2 £/ 7 10—
FPiREHWRETO Yy bEToE A
p52/48 LRI IZ RuvBL1 & RuvBL2 ICRUB L E L
720 $E- T Z O HOHARIEIPT RuvBL1/2 Huik & HI B
L7z (K3)

5) i RuvBL1/2 Hifk D510

SIRKFEDOFT— % R~ A% HF\, $t RuvBL1/2 T
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RO B & <5 & SSc 12 1.9% Ftkic 2 ) .
fliioo B LS E R B (PM/DM, SLE, RA) 455
M, B OB, —REE A TR
%59, SSc lHFRMICHMETH o720 Kk (&
R, BIBK, ¥y wN—2K) O RuvBL1/2 i
HOBHERIT1.9% (6/316).
(4/463) & & BIEFETH - 720
6) i RuvBL1/2 HilkBitk SSe DERIRIFEL (£ 1)
HL RuvBL1/2 LR DR R 2 <5729, H
RV Yy I N—=FRELTHEMRELE Lz, HE
1B\ TUEPL RuvBL1/2 FURBFEGI DI 72 72 D 4
RRKEBEREERENZLE L, HRIZBWT
BIRFSE THMEICL WERT LY v Y N—=FK
TEZOBAED ) TRATLZ. PURBERICE

1.5% (4/272). 1.1%

WT22oDaxk— b &b SScoverlap #) 60% % 59,

TR E LTI T AR L% < diffuse
RO+ —N=F » FHRIIEMICL EIICE D F
L7z

JBEFRZ I B\ T, FURB BTl B iiRA
WHAE, ¥vun—27%8 5108 60% & EI2EH
U720 RMMERFEITE v Y N— 7 KTIEA 7R W E
M CTHh o722 HARTIEZOMIE R . F 200
ZIXHRICBOTIIERICEPEL 7225
TRTIIHEEET P72

¥y v N—

6) ISP B O Pk (Bl PM-Sc | Hifk,

i Ku bifk) ol (K2)

L RuvBL12 PLfiEfh 2 @A T2 & h
D 5 S A BT |2 B 5 5 0 PM-Sel L&, $T Ku
Pk & B 21T o 720 2D 3 DD HEHUED
BRIRIOEHIG 2 2 720 1C&IRR, BIS R, By yn
— I REBRELLTF—7 TR ziTwE L L
RuvBL1/2 FUAR M 1% F B0 R F80E © kLS
ZWEIICED £ Lz, BB TIIEAK
JERALRAMER CTH Y. O F AFEELI T — N

— Sy TIHRERTHN T L

D. % %

A ZESERBERZ DR T 1256 2% DT
etk & 7 23 L\ HEHUE TdH 4 HT RuvBL1/2 Fifk
% R 72 L7ze BURuvBL1/2 PR IE 4 B PER B E
AR E N, TOMOBEN,. B ORERE T
B E N nwz &5, MEERETAEDO—DTH
5 LEZ BNTze YL RuvBL1/2 LRI 14 B PR
FED GRS & L Cld 0 AR LRI A < |

R BRICAPE Lo AMEZIE S BAR, ok
EHICH LI TH D Zil. $T RuvBL1/2 Btk
(ZHT PM-Scl Bk, PLKu Bk & [ U < HEREBED
& PR BT DR BEGETUR D — DIl O 5 RET
Hbo EHIICING I DOHCOPURTILET S &,
HLRuvBL12 FLRIZBHEICL . BWMBRETH D,
VFARBERTHSE L V) HHEE LT

E. & &

G B VSRR LB LB E OBUR T B T
RuvBL12 ifk % H\ 72 L 7z ¥ RuvBL1/2 Pufk i
O F AR AL TR 4% & B3 5 SSc-overlap ®
FREER~Y—H—D—DTh b,

F. 3¢ Wk

1)Steen VD.: Semin Arthritis Rheum. 2005 Aug; 35(1):
35-42.

2)Hamaguchi Y, Hasegawa M, Fujimoto M, Matsushita
T, Komura K, Kaji K, Kondo M, Nishijima C, Haya-
kawa I, Ogawa F, Kuwana M, Takehara K, Sato S.:
Br J Dermatol. 2008 Mar; 158(3): 487-95. Epub
2008 Jan 17.

3)RVBI1/RVB2: running rings around molecular biology.:
Jha S, Dutta A.: Mol Cell. 2009 Jun 12; 34(5): 521-
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33. Review. G. ﬁf%ﬁu%ﬁ

4)Dodecameric structure and ATPase activity of the 1. FwCFEk
human TIP48/TIP49 complex.: Puri T, Wendler P, Arthritis Care Res (Hoboken)o 2013 Sep
Sigala B, Saibil H, Tsaneva IR.: J Mol Biol. 2007 10. [Epub ahead of print]
Feb 9; 366(1): 179-92. Epub 2006 Nov 11 2. FRHEE

5)Human TIP49 b/RUVBL2 gene: genomic structure, 013FET AU B ) T FEE

expression pattern, physical link to the human CGB/

LHB gene cluster on chromosome 19 q13.3.: Parfait H. AW EEO BB - BRI
B, Giovangrandi Y, Asheuer M, Laurendeau I, Olivi 1. FREP LS

M, Vodovar N, Vidaud D, Vidaud M, Biéche 1.: Ann ‘ L
Genet. 2000 Apr-Jun; 43(2): 69-74. 2. EHFEF
L
3. F0fl
o 5 =
g 5 =
R = o
E £ . o - Z
z p52/48 LIRS M S 8E L
(kDa)_ = T e =
220
97 4o
69w

46

30
20

1t 2 3 4 5 6 7 8 9 10 111213 14 1516 17 18 19 20

1 SRR

K562 a8l % B\ 7= BT L, PS Ao = v TR L 7- K562 BE RSl I A HUE & L TR
HMBEO GREETETA Y ALT7 70— KT & UGS, BRIKE L. SDS-PAGE THHEZIZ
F—=1IFVF TS5 T4 —THM L7z Lane3~15 13 52 kDa & 48 kDa lZikREL. o HEHLERIZED
KNy — 22 L7,
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1

B2 : HEp-2 Mfa % Fl v 7o BOGHUAE MERE (BUBBLK)
BT p52/48 HLARB VLIS 12 37X T speckled pattern {244 X 41, Z DML 160 f5~1280 5 TdH - 726
B IS REINCET Y, 2ok, SRPHOREARTY 7O 2R L.

RN

 Hip5248 RIS
|

| RREA Ksoamdtan

HiRuvBL1#K

HiRuvBL2HIK

B3 s Ty ME

BL p52/48 BUIRBE MRS, % NI & v, K562 3538 & 28 & Lz seisib e 2. PiE 2
it Ly PLRuvBLI €/ 7 B —F VPR, $L RuvBL2 &/ 7 0 —F VPifka v, 78y F&1{T- 7
Pt p52/48 BARBEEE (3 H1) 1£9 X THL RuvbL1 Fufk. #T RuvBL2 LI FUS L. B ML X RO
L7 o 720 TICHE p52/48 FLARDFLEIEL RuvBL1 & RuvBL2 & [fE L7z,
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# 1. ¥ RuvBL1/2 B B A4

H AR (5 IR0K + BB k) SERVIAC PN
Pt RuvBL1/2 Hifk Rtk R P Rttt W P
(n=578) (n=10) (n=458) (n=27)

B IEAE e (4F) 449%14.1 58.1%12.1 0.008 44.0=15.5 46.0%+15.1 0.5
TR B 91(16) 5(50) 0.01 104(23) 10(37) 0.1
deSSc 173(31) 2(20) 215(47) 8(30)

1eSSc 348(60) 2(20) <0.00001 207(45) 3(11) <0.00001
SSc in overlap 57(10) 6(60) 36(8) 16(59)

R

O F ARZHTEALEL 195(34) 7(70) 0.04 226(49) 18(67) 0.08
Diffuse within overlap 17(57) 5/6(83) 0.01 11/36(31) 10/16(63) 0.04
Maximum mRSS, mean = SD

O FE AR REALE 20074 20.7+7.5 0.8 26.5%12.0 20.0=8.4 0.02
RRLJ% Bz i AL 2 44%33 6.0%3.9 0.2 45%38 7.6%8.7 0.03
FAHTEEIRE 534(92) 10(100) 0.8 449(98) 22(81) <0.00001
B 66(11) 6(60) 0.00003 64(14) 16(59) <0.00001
FEBHEALE 315(54) 6(60) 0.7 239/310(77) 17/18(94) 0.08
T R 25 284(49) 7(70) 0.3 157/374(42) 11/22(50) 0.3
i v I A 42(7) 1(10) 0.8 56/285(20) 2113(22) 0.8
L 57(10) 5(50) 0.0003 70/353(20) 5/23(22) 0.8
T fi# (renal crisis) 17(3) 0 0.7 50(11) 1(4) 0.4
F% 2. PLRuvBL1/2 HLR, $UPM-Scl ifk. ¥ Ku Pk & o st
#t RuvBL1/2 Hitk Pi PM-Scl FL1E Pt Ku Fifk
(n=37) (n=76) (n=44) Overall P

FEFEAR D (4F) 593*14.4 37.6%17.7 38.4%15.5 0.0001
PR B 15(41) 8(16) 8(18) 0.002
R B4

dcSSc 13(35) 12(16) 15(34)

1eSSc 5(14) 28(37) 10(23) ' 0.01
SSc in overlap 19(51) 36(47) 19(43)

G PR g 2

O F A ERE LT 25(68) 22(29) 20(45) 0.0004
Diffuse within overlap 12/19(63) 10/36(28) 5/19(26) 0.02
A R0 R 4(11) 24(32) 6(14) 0.01

N Ze R 2 (%)

AT BRR 32(86) 68(91) 40(91) 0.8
B 21(57) 39(s51) 22(50) 0.7
R 23/28(82) 24/46(52) 29/40(73) 0.04
Lol 10/33(30) 6/54(11) 8/40(20) 0.08
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DL RNA R 2 5 — B MiikETEe B M e B E 2B 5
SREZIEES 7 Y — ¥ OB R F DB

WA 2
EARIEYN
SR
1 A
Fr IR AN
A —

ﬁﬂi?‘l‘:/'\* d‘/é‘
2]
WHoEm %
%k
%
WEHRE

PERFRFERR R Bz
EIRNRFEEBEREAFTER R
AR ROREBER Y 7~ F 2 v ¥ —/REF HBE
AT RORBEBER ) v~ F v ¥ — /B ER R
BRI R FERERT FE IR R
WERCR R A R Be S #d%

RBERE HERIR

R R Bz

W E

PLRNA R Y 27— PR (BT RNAP ML) Btk e S IR RERE 37 #lloow T, MEEE 7 ) —¥ (B
7)) =) LBETLEFICOVTHE Lize 37HH o] 24%) IZB 27V —H¥aE Ul B2V —¥2AL
PLRNAP M Hifk D ELISA index {7255
Cox BN — FEF L E V2L ERMH TIE. §LRNAP DRGNS (F v XM 14.0, 95% B8
X[ 2.2-279.7) & Pi RNAP MHLAD ELISA index 5174 LA b (& v X 8.8, 95% BHEKX M 1.1-197.5) » 2 HH
D) —CEREE BET M LR F o7, BLEXD,

TRECIZAE U o BRI
p=0.0013),

LR EARZERETHL EEA LN,

fE725 572 (2504712 vs 141.6+:84.2,

ING2O00RFIIEZ Y —EORREL TS

A. TFZEHT

4 B YEM I E (systemic sclerosis: SSc) (X7 B
L O ORI E & 729 PR
BICHMI SN D 2 &b HERIERBICHEST S
N5's SSc TILHE OB B RN B CH AR M
ENBD IO HTHARIZEENY 2 RS & B
HELTWA7D, SScHRMECHAZRIT A Z
LiE, BBESLTROBEWICELZTH L, AERNR
SSc BEMBECIEE LT, MPRA VUV AT—F1
Pifk, #ik > P A THIE BLRNA R A5 —+¥
IHufE (B RNAP MIHUE) 2 EDPHMON TV 5,

SSc TA LN BIEAREIHED ) b, EdrFREZH
ETHEEREMEICHREEE 7 ) —¥ (B2 —
¥) Bdhb, Br)—CEHEETLETIIEED
A5, PURNAP IHufidm b M2 HF & L THl

LNTWwW5B% L2L. $LRNAP MHuAR 1 SSc &
FHDOHEL, BV —EREET H DI 20~40% T
HY, FEUEOEFTIEFZ ) —EEREL RV,
L72%%5 T, Hi RNAP MFUREETE SSc B#FITB VT,
B ) =R AT LR LA LW TIRERRE
R B WFIMIFRIEFZR SIS IAHED B B Z &3
WENDEH, ThFEFTOEIAZDOL) RETFIEIH
LTIV,

Z 2 TH bbb L, $TRNAP MHUERE SSc
BEIZBWT, B2 ) —BLE#ETIRFIIONT
WEr L7z,

B. Wit h ik
1) AREH
X BEE L 1995 0 D 2012 £ F TIZEIRKFEK

-122 -



JERE LA S RBTR RR R R 2 23 L7z SSc &
H 583 Bl L L,
2) Pi RNAP MyLAEO#H

% 9P RNAP IHLAD A% ELISA % (MBL £t
) 2k YAy ) —=> 7 L7, ELISA % TH
RNAP M PRSI 7Z o 7= REBNE 2B, STk ik
IZCTH T 7 5 R &I L7z, ELISA ¥ & L
EOWH 72 - 725 Bl % L RNAP T HE 1%
& L7
3) B U —E LMY 5T O

SSc B 583 FlITDWT, P RNAP MR D A
WE2E 27— EYOREEMET L RIT, T
RNAP MHAEBGHEEE TGS 2/8) . BV —Ee
B 5/ F 2oV THE L7z,
4) RREHPERIRET

2 B T O ¥ 12 1 Fisher D IEFEME H 5 0 1
Mann-Whitney's U test & F 37z, FEIEF#ERC A F
AaA7T., BERHRELEZ ) —EoMEIcowTae Y
AT 4 v 7 BERGHZITV, BROEBIZOWT
Cox JLBINY— FEF N & /- S E BN % 1T
720 WBEHIIBREIIET L Th S L7

C. WHgEmiR
1) $iL RNAP M HLAEDHHE LB 7 ) — IR
SSc B 583 FIIT D THL RNAP MDA %

ELISAHRICE DAY ) —= T L7 T A, 374
(6.9%) TS - 720 ELISA % THi RNAP MR
DEMEE 5 7237 BlZ D W THAEDY 727 5 2 %
PV MEECHEF L7 2 & A, HiRNAP T Hph R
A3 161, PURNAP I/MBARFG DS 19 B, HT RNAP
I/I/MBEYEAS 17 6172 - 720 $TRNAP T HTREG 14
BEEERFTE ) —EDOREFRT B L-E 25,
PURNAP M PLAFHIEREL 9 B (24%) THEZ Y —X
EIE L7z L, BEEZ8H] (1%) THA

Fo)—X¥reRiELL (v X216, 95% FHEKX
] 7.8-60.3. p<0.00001)o L72255T. TNETOH
s & Bk PURNAP MBMHIEE 7 ) — ¥ L HE
LTwiz,
2) 2V —COREIZX 5L

RIZ. PURNAP MHUEGHERE 37 HIZD W T,
o) —EOFEICEBREERITTo (FD. &
7 ) — ¥ OB L BFRAEFR, R, B
M. WS, AF 237, BKAT04 FHIR
BEEAONE o7, LAL, BV —F
A URETIIE L R h o 72 BEICHA, PLRNAP
M HL/A D ELISA @ index A BIZEME/Z 72 (p
=0.0013),
3) 7V —ERECHSGTARFIIOVTOEE
BT

B —ERIEICHES T HEFITOWT Cox It
BINY— FEF NV E AL ERMITICE VRET L
7oo BEEMNTIZ LD B EEN AL NP RNAP
I ik O FEFE, HLRNAP I HL1K O ELISA index {E
174 L EO 2 HBICMAZ, ShETIXE ) —¥L
OMHEPIMEINTWIEIAF 237 (AF 22
7 12ME) ERAKATF A FRE5E G0mg/HELE)
D2EEEMZ7Z4HBIZODWTHRE L (%2)
PLRNAP [ HLRBHEE A v X 14.0 (9% BHEX
2.2-279.7. p=0.0004). ¥LRNAP II #T 1A ® ELISA
index f 174 LL Eid 4 v 21 8.8 (95% EHEX M 1.1
-197.5. p=0.045) TH Y, 7V —EHEITHT
HPLI-HERT 257, —H, A¥XrAaT7e
KRKATOA MG L GHBERR LN R -7,
4) PiRNAP I HEDOAMIZ X % ELISA index fHD
W

PURNAP IHROFEIC L 2B 27 ) — Y OKE
& ELISA index TEDOBIfR % 1 IZ/R$ o HLRNAP I/
I1/10 $i A4 B P 8 T 1d ELISA index fE7% 174 DL L

212
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FEB 8 B v 76 THE 2 ) — ¥ & & U 720 ELISA
index 7% 174 LT OFEFICTE 2 ) — ¥ EAE L0
EHLRNAP I/ L/ M HFAREG M D 1 BT, £ O index
il 157 725720 PLRNAP I / IFLATE 2 ) —¥
% H U720 13 ELISA index 1HA% 285 O 1 BIDH7Z o
726

D. % %

HL RNAP HLAE O KIS HLE 12 1E RNAP T,
D3IDDYT L=y MWD Do HLRNAP HLIKR I
SSc BEHEDRLZHUE, 1/IMd 5\ T/I/IMIZx 3
PR EH L TWbe SSc BFITHB WV THL RNAP I
PURDSHER TR S5 2 L3R TR . #HE X
PLTopo I Pk & 535, HH WV iE. JLRNAP I
PR BB L & S ICSLEEREZE TADL N %, T
RNAP [ /II/M Hufk & % & HT RNAP 1/11 P& 1
SSc IZHFEITH 57

INFETICHE Y — ¥ LM 5O E T2
HENTWDY FIzIE, 4 FLToORFHH, S
2 R EREALOMAT, 7o ORE O ML HLRNAP
MHEDFAE & TdH 5o Steen H1&. HUMAE P Bk,
DA LB FMPRT A ) —EoREE %5
EWHEHELTWwa, #fnWER L L T, HLA-
DRB1#0407 & *1304 OB G258 s Tw 2 K
WF%ECTld. PLRNAP I/ HLMRICH RNAP 1 Hifk 28
HETHZEDPEZ Y-V EHBELTWDZ LR
EMN7ze Harvey 51, MAtFWEBEERZ Zd o 72
b DD, HLRNAP 1 /I HURFG PR S BRI L,
By —CEBEREICRELZEME LTV T2,
ABFFE T IIPL RNAP MHUAD ELISA index fE 174 LA
EES) B EMHE L TWAZEITRENT, L
72785 T, HURNAP I HLADFFFE TN 2. ELISA
index b EH 7V —YOFREX FHT 25 ETHERAL
Y= —ThhEEZIDLNI,

O, II

A5 04 FPRATE 2 ) —BFRIE L T 5 & v
IMENDH L, AFI4 FE 1 H 15mg BLENRL
TVWAHETIENRL TR WHIZERE ) €D
RIEVPHEBICE o 72 LT 2HE 1 H 30 mg L
L OWIRBETIEIER MEE 7 ) — €2 BB s
N7zE$THHE Bd b RFFETIE, ATa4F
Wk EE 2 ) — ¥ OFHE A B MBI A S e
272, TOHMBE LT, R THR L %o 7281
RNAP AR EDIZL A LEDE 2 ) —EORK
AL OTATEAL FENRL TWZ &35
Fohd, Lol A704 FRIRPEENZE
) —ERIEORESY LA STV A IREMEIE G E T
Ev, b EDERBTEECKIZHRES ) —ED
FIEHEIID N P MESIN TS, A7
RGP 7 ) — BRI RUTTREII OV TS
OB VLETH B,

E. & G

PLRNAP MHLAEAE 2 ) —EEHBLTWwE Z
EFICHIEN TS DS, KU TIEENLIDORK
F & LT, HiRNAP I HARDFFAE & HL RNAP M HT
K ELISA index i 174 LL L2 2 1) — ¥ 5E &
MMy L-RFThDH I EAIRENT, Lo
>T, INLORFIIEZ Y —YOREETFWT 2
FCHREERZERLZALEZ DN, LA L,
PURNAP [ HUAR DM 2 TR % BT 5 0k
LREEDME—DFE TdH %o ELISA 7 EH0 RNAP
I Huf & M 9 % 720 O R AT O B S AL &
oo
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2K 1. P RNAPIT HUARES V4 5 1 5 BEIE SR D BRPR B R

Hru—-¥aHh By —¥iL
(n=9) (n=28) P
FEREAEHS (4F) 54%16 55%13 0.86
R () 1.8=1.1 20%1.8 0.76
B () 44*28 7.8%62 0.12
T4 (deSSc/leSSc) 9/0 22/6 0.30
AF AT 2111 1711 0.28
RATEA FHIRE (mg/day) 26+ 15 19+11 0.16
$T RNAPIII HifE ELISA index {8 250.4%71.2 141.6+84.2 0.0013
FRCEEE O R VER Y | BT = B RE TER. HoHH
F2. B ) —ERREIIHTT B Cox [PINT— FETF N EHVLE BT
Iy XM (95% 1R HEX ) P
AF¥vAa7Thi e 1.5 (0.09-2.4) 0.73
AT a4 FRAKFESEA 30mg/ HLLL 1.9 (0.4-11.1) 0.40
PLRNAP 11 Pkt 14.0 (2.2-279.7) 0.0004
Pt RNAP 111 $tfR D ELISA index fE7% 174 PL I 8.8 (1.1-197.5) 0.045

O BU)—EhHY
@ F/U—trlL
350 o -
300- &© °:0 Ve
(]
» 250
< - L]
5 200 o
m] o
150 oo
-] (]
o 157 ®
100+ o ° °
(-1 ®
®e
50- °
(-4
0 *

HRNAP N/MFL A

HIRNAP 4k

174

K 1:H.RNAP I / I/ MPufk&PiRNAP I / IHEKRIZBIT
A7) — ¥ EIE & H RNAP 1 Hi4A D ELISA index fE D%

&

- 126



SREERE 09 % 5B B £ O T T — & MATENRE DT

WHEoHE BEHRE  WRRFEZERHRREREIREAR B
BroeriHE  REFEE  ERREEFAEMIERREL B i

YAk RRZERER AR ZFESF AR MR SR R REEbeE
W% BoomE HEORERERIE R PG B ER R FHERRIR R
VAR ML RACREEZERER R ER G NR Kbk
VAR BH # HERREREER R R IR R KR
YAk SRBE  REOREE IR BEIE BR AR AL RaEkek
[¥AEY NRES  HRREREEE v 5 — G

W RENBA—BE  BURTR A PR S 80 W I s Bt e U A VA AR B ZE sl e AT 00
VAR MBS RRREE RN IR G R B%
(VAR EHE— HERRERAEWEREEE R Bh#

W% HFHMZ  EEOEEERE R R SR B

VAE:S TRE LR MR FEEIRR R SR Bk

W& ERRET REOREREAIMR R B R R KBk
VAR EINER  RARCOREE AR RN R Rk
VAR WREEE HORRER AR R R e B E A Rk
W% AOEE  EERFEEERRIEHRE ER Kbk
WRERE Rl — ORI R BB B %

MERE

SBEZIE (SSc) EMiEMUERE (PH) 2 &0 L3 FERARTH S, PH REHIER OO IEH AR LI —
BMEMTbILTBY., EBEMICIIMBNE 2T 2 EMNIESFHEMEMEE (EIPH: exercise-induced
pulmonary hypertension) & L THIGNTWBED, ED LX) REFATHEED RIS % 5. EIPH O4F#IL
AL o Ty, SHEHOMETIE, EHEMICLVEREEP LA TLIHIIED LS 2D 5% It
BUET L7zo 2010 4705 2013 I HT T MEESRE 148 EFNCEB AR LI —REEZTo 720 TOHT,
DT 3 —TEEFEORZBIEHE (RVSPO>40 mmHg DIEFNIIERA L7z ZOHT, SG KT D 12 Bl% BRI L,
FHHF RVSP=40 mmHg T 5 MEAE 113 EF & B3R & Uiz EERMIC X Y &K RVSP>50 mmHg & 7%
o728 (43 B : EIPH #) & H& K RVSP=50 mmHg TdH - 725 (70 Bl : non-EIPH #) @ 2 BHEEIZB W T,
Mead L7zo EIPH BHid, /AMAZ s . FPRBEREREE 2 380 (ILD &4F). RS (BNP &fl). &&%
BoGH EBHHRET. ~EY—7—&E), ik EBRORLESE @Rka > 7947 Y AFR)
BEEBDTBY., MBRHBELUANORHRETH RVSP A EH LD 52 LAVRBEN, T/ MATEREOMBAT
T EIPH BB W TEELBEISR U TEBMER 2 RO Tz, /0 FYMBEIRE (mPAP) [SEHT 5 L
EIPH # (3 mPAP 15-20 mmHg D2 £ <M L TH ), MATHREFESHI LA T bR, BERE PH
* BT DA OB Y BRI L TR REEATRIE XNz, PHABED ) A 7 2B\ SScIEFIIC B VTt &
LT O — 1CMA CESEM LTI —%2BINT 52 & T, PH OBRAZ MR SSc DWME 0 LRI = & 1 1
FTHRIIBWTHRATHS LB bz,
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A. WIZEHK

i M AEE  (PH: Pulmonary hypertension) (¥
REBEBETH S Z EDPHMEN T D, MFEIE (SSe:
Systemic sclerosis) (2 1% 8-10% & B \WE]A T PH 2%
EHTHLEHESNTBY, PHEMAMOL L4
WP HEAERTF L EbN T3 [1][2][3]c PH DR
W onEE ISR S TB Y, BEIAM.LT 2
—RAEMMTONTE Y, EBEMIC L Y MiELTEE
59 % i B3 5 B 5% 58 PR & LESE  (BIPH: exer-
cise-induced pulmonary hypertension) & L CTH1 5
TWBD, ZOFMAE AT =X LIHS ko T
W,

L E, REIE OO T 2 — KA TG = U T
(RVSP: right ventricular systolic pressure) AMEAED 5
BOAEREBNC X U CHEB) B RA 2 47>, EIPH 0¥
B BT L7z,

B. Wik

<5 >

2010 4E2 5 2013 42 AT THRECKEEE IR
FRBEIC ARE L 72 SSc 148 FEBNZ K L CEBY & A0 T
IR AT 0 720 AWITE TIELHR RVSP 13K
7225 EBY BT IS X ) RVSP A% 53 % fE il % e
T5HIEVHW RO, ZEREO RVSP>40 mmHg
DIEBNEBEI L72e €DHR T, b 7 — T VA
(RHC: right heart catheterization) AFE1T D 12 # % K
HhL. 2B RVSP=40 mmHg T 5 SSc 113 fEH]
AT S & UTe B EATIC X D K RVSP>50
mmHg & 7 - 72 % (43 B0 : EIPH #) & & K RVSP
<50 mmHg T& o 7z# (70 ##] : non-EIPH #) @2
TIZHE Lz, (K1) KZo70—Fv— b&E
U720 ABERFICIZ IR AR, REREE.L o o — iR Ar
(TTE: transthoracic echocardiography) . Uk EEfEMZ,
Lo il 8 B B A 3B (CPX: cardiopulmonary exercise

testing) & fifT L. ThEhOMET— ¥ % 2 FEH
THERIT 24T o 720 HEREHE (N=113) DFH
& IR L,

ORI FRFRDOANN YV FHEERLHEBREARIC
WYL CTHIMT L 720 T O EREFITIE informed con-
sent & 13 CHE L 1T - 720
Lo B £ A R >

ACC/IAHA DA K54 % BEIZLTCPX D
Mot 225, M AR JuE L7z[4]. CPX IS HRE
INITRA—=% (LTI —HFI)TA—F —750EC ;
O— N, 45 ¥ %) 2 iz, 5 5B OEHOHRIT,
20 watts (W) 4 45 [l @ warm-up % Jii 7o & O £ 1
ramp BT 1OW/53 & 4T\ 1 IS B 2 i &
TIEMER A % KM (peak) fEE L7z (K2), I
LA AGHIELT BE=F AE-300S (3 F MEREE
FRl&tt, K. HA) % F\V> T breath by breath ¥
TWE L 7ze B M0 12 MUE R 5E &2 ATV
BRI B DI D R IR L2 FRER L 72 (ML-
5000, 7 7 BT WE. HA), MEYEM I, Bk
CMEREIR, Zetl, Btk ST 254k, FHE 2 REEIR A
WL L 7EBNERRD 22 2 o 72 IR ERE (VO, (ml/
kg/min) ). ZHERALRFEHLE (VCO, (L/min)), #t
%% (VE (L/min)) 2 BMEE P, dHEGICE
WL 72, RABEEBINE (peak-VO, (ml/kg/min))
VAE B BR SR B D S KAE O 30 B2 X D SR 7z,
% B fiE (AT: anaerobic threshold) (% V-slope ¥ %
FCCHE L, BEABIMEACHTRZIEIE (AT-VO,
(ml/kg/min)) % 3K & 7= BB AT 1S EBERY 120
LR EIT o 720 KRR, AT . peak REIZ D
HARIIIZ ZR AU O L (TR presure gradient:
TR-PG) Z#FHI L. Z DMl 5% RVSPE (=
(TR-PG)*+10(mmHg)) {2 & ) FH L TRD 7=
<HLAT—T N>

LA 7 — T IOV ENIZ T 5 40Dl RO R Tl
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TEEIRE LI EEERL, 77V FHAX
® Swan-Ganz # 7 — 7 )V (HANLE, B, HAE)
% BEERIR > WEERRIR & VI A L7z BEIE (RAP:
right atrial pressure). 745 2 £ (RVP: right ventricular
pressure) . AHEIIRIEAE (PCWP). IWENIRIE (PAP)
DNEETIMAFBRENE %47 5 720 7 — ¥ 1& mmHg
THEIR L 720 Fick i T oL & (CO: cardiac
output) UAHAREL (CI: cardiac index) % EME T 5
72D IZIHEIIR & RERBYIR A © MR 7 R 2 $RELL 720
SHEOIEBNE -, H-EY v ¥ M EEREY
Y ¥ MREE G LESNIIRD 2o 7o ME
(BP: blood pressure) & FEBIM AT & L 720 Fick
BI2L % CO (L/min) = HZHEE (ml/min)/ (ByIR
MiEFREE - BEHIRNERZESE) (m/L). Cl=
COMAZIEIRE (BSA: body surface area), — HI#H 4%
¥ (StVL: stroke volume index) (ml/beats/m”) = CI/-(s
1% (HR: heart rate) CTREIE L 720 MM HKIL (PVR:
pulmonary vascular resistance) (dyne-sec™ *cm°) =80
X (mPAP —mPCWP)/CO TR®., & M (sys-
temic vascular resistance: SVR) ((dyne*sec™+ecm ™) &
80 x (mBP - mRAP)/ CO (X CRME L7z F 7=, Hili#)
fka >~ 754 7 A (PAC: pulmonary artery com-
pliance) (ml/mmHg) | — Bl H & (StV: stroke vol-
ume)/ (FHENIR PUERIE (sPAP: systolic PAP) — Ml @ik
LA W FE (dPAP: diastolic PAP)) 12 CTEFE L 720
PAC (T A & SR o B THiEh IR = % 1 mmHg
ERESELOICLER—RHBREERALTED.,
THBIRNDOMBEDTN LT S eRmTIHEL 2 b &
7z foZ 1 EEEAREL (LVSWI: left ventricular stroke
work index) (g'm/m?) 1%, StVIX (mBP —mPCWP) X
0.0136 (¥l 45-75 (g'm/m?)). HE 1 B4R
% (RVSP: right ventricular stroke work index) (g-m/
m?) &, StVIX (mPAP—mRAP) X 0.0136 (7 % fii
10-15 (g'm/m2)) & LTEHE L7z

<HERHEHT >

7 — 713 £ ¥R (mean+SD) THRILL 7=,
2 BEM O B RHIE O 7\ student O ¢ BUE & BV 72,
#alY 7 M Dr.SPSS I for Windows 11.0.1 J (Statis-
tical Software Package, Chicago, USA) #ffifl L7zo P
fE<0.05 ZMEMFIICEEED D S HB L 72,

C. Wrzesik
<2 BHoMmRKRAE, BEhifk, PIREDHE>

Non-EIPH #f & EIPH #£® RVSP A OEFIE (¥
3) TRl 7ze (£2) W RLA@Y, EIPHATIE
FREEL R TERSE . BREREARIVNE H o7,
ILD DEPFHELFEICH ., KL-6 bEETH Y,
BNP b HEEEZF - TEMIE 7. EFDRIER
6% RT CRPICHBEICEES 572, BOHMEIEN
FRIBIIIHEEEZ RO LD 72,
<2 BREOLZa— PREEERE O K>

(%3) IORL72@D. EIPHBETIXARICEA K
RAECTH Y. WIREEEEZRE L Tl 7272, ¢
R EeHEEEEEZRD > o7, EIPHETLERE
BRABICIERL T, HREERE T,
%VC, %TLC, %DLCO I3 HFBIZEALL Tz,
<2 #Ho cpx, EFRLTa—>

(F24) IR L7V, EIPH B TIXZHHRE, AT R,
peak D RVSP EIX & 72 5 720 BK Watt I3 H
BIE L, peak- VO A BICEMETH o722 L b
Hie, EHMTHEOERT ZREL Tz, 7z,
BHFEORME D FEICEMBTH ). peak B b [
BT o7z0 7272, DIAEPBEMAEICE L Tk
BEERRORDS 72,
<2 BWEDFLA T — T VIRE >

(F25) ICRL72@Y . EIPH B CIXIEE 2 MATH)
BEXT X — S IEFBICEAL T, BARMIZIE,
ORI T, AEIGEBE (RVSP), HE

Bat
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PEaRBIE (RVEDP). FHENIRIE (PAP). MHBIAREZA
JE (mPCWP). & #HIRIMOEEREAEE (SvO2,

Fick 3 COLIAHE (CO). —ELLEHEREL (StvD) .
A 3EET (PVR) . AILEIEHT (SVR). MHEBAR 2
T4 T A (PAC) (MBIIROFE S « MiBHIRE
% 1 mmHg LR T2 0ICBLELR—EiHE), £,
REAFERE (SWD) 2 EPFEICE/L Twic,

D. # %

ZEHEF RVSP<40 mmHg OFEIERE 113 FEFIC
TEEYE M & 4TV, K RVSP A% 50 mmHg L E 2 B
A3 AR (EIPH#) OFF8E MG L7z EIPH #T
W RS T RS RERE S (ILD A 0F). 3
IREEFEE (BNP EifH), &R B o0& GEB)EH
BRI T KRE~ —h — B MH) . R LB O
MERE Bk > 7547 Y ARR) OFEFTIE
BEROAEER LA LS TWI EPHL2E o
7oo F7z. MATERECTId BIPH HEICB W TIEIZET
DING A= TEAZEDTBY, SSc BT A5
MoMATHRREEZRIHE, EHRAFCHRIBLC
WATREEDSH W E BbNiz, wohlle L, EH)
BRI X D EEEN LA T 5D, SR O
BEIZL DRI B TR L, Eih, ARILRE.
IFUEBERE (ILD O &b &), RILEZR EORT B
BELTED, SScHEFRETHLILEEERD
& SScPH DFHPARTHALZ LD, TDLIHI %
EHRBIREA B L T AR RIE S N,

(B04) \TRL#EY, ERENOLHLH T—T
VA (RHC) 12 & % PH (mPA=25 mmHg) < border-
line-PH (21=mPA<25 mmHg) OZW 2R L7z &
## I RVSP 2% 40 mmHg DL & 2 #1345 B O AT 2
LB LT A DS, ZOBOFT 16 Bl RHC i
AR5 &, PHIZ 26 (13%). borderline-
PH X 4 6] (3%) DBW TH o7z LK RVSP=

40 mmHg 72 - 72 2%, #& K RVSP=50 mmHg & 7 -
72 EIPH BEA BT $ 5 &, PHIZ 041 (0%). border-
line-PH (X2 B (5%) OB TH o7z Ty 15
mPA<21 mmHg @ # % pre-PH #. mPA<15 mmHg
O % NP B (normal pressure : IEH EH) &35 &,
pre-PH #f 13 20 B (47%). NP #f X 21 # (49%) T
& - 720 Non-EIPH #1d PH 12 0 ) (0%). borderline-
PH & 161 (1%). pre-PH # i 17 61 (24%). NP #
142 B (60%) T Y. EIPH B & pre-PH #E & I
~ %, borderline-PH DHIEFEDWiEEL £ { K r >
LTwWaDTiE 2w rE bz, #RMICIE SSc
2BV % PH HEOMERT DS 7 v O T IR 7 7T X
TERVA, EEIEMIZ X Y EIPH # & L T border-
line-PH % 2 fi] (5%) MM TE T/, 7272, Non-
EIPH # D112 borderline-PH 13 1 B (1%) &N T
BY. ZOEFITEE R TIIRET 5 2 &3
TELRDoTZEDREE L TR 720 SRITIER]
EEAT, 0L BEASEBHEGTTHRHUTE
BOOPEBRF LT BERD S,

g—ny 0% xS (EUSTAR) T, 4
D L FEEIZ SSe @ EIPH % Miad L Tw 5 [5],
72 i I RVSP %% 40 mmHg LLF @ SScl164 % & i T
T B B it K RVSP 28 50 mmHg BL B E5-9 5 SSc
69 Bl (42%) FAEL. ZD X9 % BHETPVR A
240 dyne*sec/cm’ (3WU) L EIZ7% BERIE 11% &
A7, i, ILD OFFfE, A2 LB DYk
EVHEICEL L SHOWMELEMNT S X9 2k
Tdh o7

BEMIZHED PAHO A ¥ A0 ak— Mgk
(UK. CTD-PAH Registry 2001-2006, N=484) 2 X
% & [6].EIPH iz 2 BIFAEL. 2D 9 B 561 (12%)
A% follow up FIZIELE LT b, 4BlZPH & L< I
HUORERTH o720 T/ 841 (19%) 257 4 1
—7 v 7o (P 837+477 HE) IS PH & HIE L
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TV 720 PH BEFERF O IMATEIREIX mPAP : 35.2+10.2
mmHg, CI :2.58%0.49 L/min/m’, PVR @ 478 213
dyne-sec/cm’ T& V. EIPH # IZIEFEE V7 + 0O —
Ty THREETHLHIEEREL TV,

% 72, Kovacs 5D Tl borderline-PH % SSc
BEOZL E 1 EDINIC R K ONE B o FiEh IR
JEA EH T 2729, 10 AD borderline-PH B 12 12
A OBEMEO%, 6 2> F [ Bosentan 245 L 72
WEMND 5 [7]o Bosentan 512 L ) EE)ET TD
JE R 5% IH] L 28R PVR O T 2 528 T iz,
Bosentan 72 & @ PH (G EEIIHIREST 2 52 D
WHIRNTH LRI H L L dEZ D L. 40
D &) BB RRAC X 2 PH ATE B O TREEFR Al
BIEEICEETH L L BDbND, 5B OERZHEA
BRAGVPLERRL 740 —T v 7TE2To T T
EWEETHL BN,

E. & &

SR E CEBIEMIC X A EEEN LA BRI,
IR ARRE. FEEILRAERE S, B R L
THEY., MATHEOEZ BHICHRE L TWA TR
WD %o

F. 3¢ Wk
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