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pitting scar 25 %, BRI SR GES TIIFEEERITE . Pty a2 THRERGE. 51 RNApolymerase

PR E. HEMENRED S 5 EF TRIEFRIB NI EPHLNE R o7,
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TR, FIEFWIC X BIEFN, MEF RIS
DT HEHAS TV,
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MBS BRI D W THET L 72,
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1984 2> 5 2010 SF I EIRKRFREER 2 ZZ L.
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G LIS 7- S mB e B 329 Bl a5 & L7z,
FEROLBIZIE, 58O B L O Bonferroni #RE
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topo-1 FLARBG R 90.9% (vs 26.1%) AEEIZE <.
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70.6%. digital ulcer 29.4% (vs 8.4%) b HEIZL D>
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RREAERIC LD 4 BEICDUT, FNRENIEERT &
DR, MEFREBICOWTHE L S2EHT
H5b

EHVEMREIE ClEE CHED & 4 7 ERIRIERIC
MCBIET AT EDBHBLNT WA, FlZIE. P topo
I PUR TR O E AN B g REAL e f B PRl U AR
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1. FEAETER O MR Lo R

NB AR RERE F AR RETE TP S A R ST B S B
(n=11) (n=34) (n=249) (n=35)
FEREAEES () 9.4+50 26.9+5.8 49.7+8.0 69.3%3.6
R 5Bk 6 5%% 1:33 39:210 7:28
TR (47) 3.5+3.2 8.7+10.6 5.7%6.7 1.71.5%*
deSSc : IeSSc 8:3 2014 99: 150 20:15
MRSS (£ 14.9+10.2 124+93 10.0£9.9 12.2+9.2
Overlap (%) 0 17.7%* 2.8 0
Digital ulcer (%) 18.2 29.4% 8.4 11.4
Pitting scar (%) 90.9%* 70.6%% 26.5 229
calcification (%) 9.1 177 8.0 2.9
HHEHRE (%) 36.7 70.6 65.5 71.4
LRE (%) 0 5.9 14.1 17.1
B AR (%) 9.1% 52.9 43.8 57.1
M & MUERE (%) 9.1 2.9 3.6 2.9
RE (%) 0 0 1.6 0
HHZ (%) 0 14.7 10.8 5.7
B ERE IR (%) 27.3 382 24.1 20.0
* p<<0.05, **p<<0.01.
F 2. FEREAREREE B O LI S IO
‘ ANVEHA S RERE SR ISR B FEIERE [ et
(n=11) A (n=34) (n=249) (n=35)
Pt topo I FLfk (%) 90.9%* 58.8%% 26.1 25.7
Pk v b a2 7HEK (%) 0% 17.6% 42.6 37.1
$T RNA polymerases HifE (%) 0 2.9 8.0 25.7%%
Hi U1 RNP Bk (%) 9.1 26.5% 9.6 0
$t U3 RNP Btk (%) 9.1% 8.8% 1.2 5.7
Pt Th/To LM (%) 0 0 2.8 0
RVsysP (mmHg) 29.4+3.8 302+7.5 31.2+8.9 30.8+8.3
% VC 92.7+20.8 96.3%21.5 100.3+24.1 99.820.0
%DLco 66.4+24.1 623+16.7 64.5+18.7 542+16.6

RVsysP: right ventricular systolic pressure. * p<<0.05, **p<0.01.

3. BEEUGSHTIC L O MM LSRRI EES 5B

2 (8 MR pfE

63.48 2.83 <0.0001
Bty o X THk +4.03 0.89 <0.0001
Ht topo I PLik -3.26 0.90 0.0004

HT RNApolymerases $LK +2.37 1.20 0.049
MR MR R +3.70 0.87 <0.0001
Pitting scar —-2.84 0.76 0.0002
R (%) —0.72 0.10 <0.0001

B =635+ ¥ b X THAER (“+7 = +4.03, ‘" — —4.03) + P topo [ FLIE (“+" = —3.26, “—" — +3.26) +HL RNA
polymerases PLiA (“+7 = +2.37, “=" — —2.37) + W EMEHEA (“+" — +3.70, “=" — —3.70) +pitting scar (“+" — —2.84, “~" —
+2.84) + —0.72x MM (4F). R>=0.43, RMSE=10.70, p<<0.0001.
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(VK JINEEE  ROFmEER SR

WoEERE i — RRZFEEFEM R R SR #o%

WMERE

L H MR (SSo) WERAHOBETHRERETH D, BB R ME RO B T 5 M8 N ik E <
FIERE DTG, I ONTHIBBA 2 OB R 72 BRI L B MAML S ERECTH 5o EFEOWETIX. SSc BHIC
BOWTIMENEMEERNRTF FTHEL Yy P ¥ (ET1) 2SBEICEE S, 20 ET1 PMENKEER
M F R O, MM, ROCMEIREOEREZ A LT, SSc DIMEBENO—HE2THNLEEZDL
NTWwah, L Kb VZREEN#E (BRA, KLV ¥ P ROET 7)Y % ) &, FOKROMIETD 5l
BRI R IMERE (PAH) ©OAZ% 5T, SSc il L 2 KMEREE, T4abblL A ) —BRREMEE R & O%E
WEABCHHIT 2% EOFAEIRE SN TS, FRIC PAH OEEETH L FRARITAT I — -5
E3 (PDE-5i, YNVTFF T A NVRTTF5 7 4)V) 1I220WT MK cGMP OB % 4 L 7= A& B 25 L.
SSc BEDLA J —BREHBNT 5 LPHREEN T 5,

ez, MM EEE (ERA. PDE-SI, TOR% 7T Y K] BSEMERO NS 2 5 28 % 5HE
T5720, SNLOMMERREOREGR B LU 3 ABROMBENEISNEEE (Endo-PAT) DMl ER R
5, BFIMEPEERIRIC X 2 MBI RRE DO UERN RIS W THRAEZ 1T - 72 (SSc 8] 4 B, JE SSc B 5 ) o & DiER.
9 Bl & CILIT M IR ER 52 S H B MENEEEEOLE R 57z (p<0.01), SSc Bl 4 BIZIRZ L HE
TR D500 (p=0.08). FEFEDOEMEN % D7
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A. WFIEHK

S HVERBAE (SSc) ERNAHO B EfuERs
Th Y. BERME R OISR B 0T 5 8N
B ELRIEREOEMAL, OIS 0BE %
ERIC L o THREEILZ kT, EEDIETIE, SSc
BEIIBVWCTENEMBERRTF FThHLL Y
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Reyy Y ROT Y TVEy V) 1. FORKRD
WG T D 2 MEIRMAEN & MEIE (PAH) D&% 5T,
SSc IZ X B KAHTEIRMEE, T 4bbl A/ —HER
BB 7 & OIERE A BTGS2 % LoF
G SN T WA, FFRIC PAH OEHRETH 50k
ARV ILAT T —¥-5HEHE (PDE-5Si. Y VT T
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FMD M3 % W 7252 O DFET 5% —T5,
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2575y T VEA) OBREHB I3 O,
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i L LRI SRS BAG S M EB] (BEAE O
BEOFEL X OCARIZM DR W) 120w, Hlill
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S EOWFFET, i ML L3R FE (3 Endo-PAT M2
Lo Tl N5 EMMEONEKIEE FRICKE
THEZLEDVHLNE R o720 —T7 SScHEBNICES &\
B R TIERARS 4P e LWl e dbHoTHE
EERTICEES T, 5B 05 &k X EpI % B
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F 72 SSc BliEIE SSc BN LT, M fnRsE
% 5.5 @ Endo-PAT A A HF B I (p<0.01),
##H3r ARORISES AR TH o720 SScHiEHT
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ERARIRIEAWIT L CTLE D & LR, KA IE
EVRBECL o TERT 2 (S THEST L) &
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E. & W

i ML AR I X 2 M BB RE DU RD 14,
FMD # 2 [F £, Endo-PAT BEEIZ X > THHLH T
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«dc-SSc : Ambrisentan 5.0 mg
ILD&EBH(+)

FREHUK S 708 IKGE
mTSS17:

~==c-SSc : Beraprost 180 ug
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FEIE:MRNARY A5 —E THUKEE
mTSS 17582

-==[c-SSC : Ambrisentan 2.5 mg
ILD&FF(—)
BERAAK LY FAATIABE. Sids-DNATLABIE
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- lC-SSC + SjS : Ambrisentan 5.0 mg

ILD&EH(—)
SFEFKHSA-7T05UKIGE . HTU1-RNPHUARS £
mTSS 185

1 il S A FE S 3 R 38 O 4% 5§ £ T Endo-PAT M4 % JAT
L7z, SSciEfl 4 HlOMR

- 52
W A AR DR S i T

Endo-PATHREFEITLI-2EHD.
RHUE D #EF5 (£941)
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O BRIE 4l
Ambrisentan 34§
Beraprost 14l

O fhstiRtEMSmERE 161
Ambrisentan 145

O ZEXMLEE (L TASD) 24
Bosentan 24

O 'FIR 254 £ (COPD) 145l
Sildenafil 14

= SSC

| O FIRMEMERE 15
// 4{5] Ambrisentan 145

post

2 B MRS B R SR D% 5.8 T Endo-PAT MiZE % Ji4T L 72 &ERI D HER
1l % DIEFNZFT B Endo-PAT MIEMEDHER % 75 7 TR L7,
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-142-



35 O IIR BN TG & MR~ RIS B 5 % %

WroesdiE WLER  REECRFEERIER G RGENE B
WHoesrdEs  RYEPEE  RRUREEZE M RWE S R i

YAk B F REKEEAIMERBEERG R Rtk
YA} EH H£ HERIRFEFIMEREER G REbid
sk MR L BURERAERIR W EE SR R Rebed
YAk SREE  REEREEFEITMEREIER G Kbt
(kS FREEREE  BOURKREFSAMR R MR R Kb
YAk BEKRHES  RERFEFHWEREERGEAR Rebid
[VAES) NEES  BRUREREE - EERHEEARSE i

W& FNBA—RR  HRUR A R AR R R e B DA R R B SE sl I A5 FRE SR
YAk} B RERFEEREREEE RSN Bi%
W& FME  REUKEEZETHRWREER AR Bh#

VaE B~ REORERFEIE R F R Bi#

WHoeERE M — HGUREEFIMEmEER E R Bz

WMEEE

HBUA AR ER B RN B T MUEFE O 5F- 4l H IS O 7 — 7 V7 5 IR AR % T L 728
PR RE B E (SSc) 85 Bl & MIIE DA O EIRIC X 2 B IRV & e iE (PAH) BE 28258 L L. WK
WA BAR, IPRARRERAE 2 & ICIATEIREIRE 2 EOBRNE RH T8 L OBERAMN I L 5 MATEEEREO K
ISHEZEALIZ D W THERTAYICHET L 720 SSc 85 SEBIH 27 FIASFEAMBINRE (mPAP) =21 mmHg O FRRE PH BT
Y. 58 BlH mPAP=20 mmHg DI PH B TH - 720 SSc BE T BIIRIMELFZAAME (Sa0,) DMKV, EiE
BT BBRAMNIC X 2 FYIMEIRE 2 > &K (PVR) OETED KREWEITICH - 72 BRRA
SSc-PH FE\Z HFEEEELL Lo IR IR B OGNS (., IPRASREMRA LI RIS E L I E L D BIECTH o
720 SSc LIV OB BHBIC L 5 PAH & BB L T SSc-PH Tt PH O EERE. BEE D mPAP. PVR SUSMEET
L BEIFED Sa0, & O ENCHBBERR 5 2282 0o PAH ESI TIE—ZOBEREERD SN 2d o7z SSc
T PH DR ICHEEMEEORT L EBRMEOBASVEELERTH ) BRI L 5 MBI Ok
7S PH OERZ IEICE R TH 2 WHEHEATRIE S N7z,

A. WFEHRY

S H MR TAE (Systemic sclerosis @ SSc) 1%,
AR~ OIS & IEEEE T 5003 5. MBIK
PR & MR SE (Pulmonary arterial hypertension : PAH)
R EMEMHFZIRSSc I LIFLIZEB L. #1775
% LAREERMAE % 4 UG OAE, IR L E L

CENOLFRBRARKEFL LTHEITLNS, KEEIL
JE BN IR & R Ly BB P B A
MFAHZE T, PAHRZESEZ EE 2 bN 5,
fEK, BRFHIEIL PAH % & O 72 MiE MLEE (Pulmo-
nary hypertension : PH) (28} A iE#EHEIEL L
TERL, RFOTA KT 2 THIEYBELATIC
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THINEXRREL LTHRSNTWBE" PHIC
B 5 EREBRERS CIMATHRICS 2 5 HEICH
LT/ CE D 4% MBIIRE, B Mtz
WA EEMATHREEZUET L20RIH S L|ESN
TwWa7, L L%adSs PHICHT 2 BERS O
IRB 2 B RV % GEH 5 RBUR 22 it id 20 <0 180
PAZEMERE B (Chronic obstructive pulmonary disease:
COPD) IZBWTIHEHENTWAEHERM 6 2Ho T
PH2RIZEHL T2 O HIRTH 5, BERES
DA TR I 4 245 (hypoxia induced

vasoconstriction: HPV) 2YREICE S5 T ARBEN K .

EVEIEHVEHEN NS D, ISR CEERIC
ST B FUSHEDS 7 7V — TSR B v )
7% AHTH B SSc BI# PH (SSc-PH) @
RO OMMEL % £ & T 2 B R e Pz 12
AT FEPEMEEIC X 2R T L b
HPV OB G R L) REVEREEINLZ LD,
MREPMATENR IS G X 2 WER L ) REWT L]
fF&Nb,

A1l R 4 (X 5R B2 AE A (2 BT B AT By RE ARG 2
B G0 MATEIRIC 5 2 2 B REREL. B
F OB & R AT BB IPR A EE & O OB
fREB ST L. S BICSSc-PH & SSc LAt JR A
\2& % PAH & O TEREND G 2 B L 720

B. Wtk
1) WHHEF

1-1) SSc &B#

2006 4 4 7205 2012 4E 9 A £ TIZIRR BRI AL
O ERIRIYIC PH Z 8 NG LH T— T MVRAEIC &
% MATBYRERAM % AT L 72 RE R G 0 9 b R E D
HAETE7-8SEMICH LT, RFREOH LT T —
T VAT HE N TEE SR BT ABR & JEAT L 720 85 E
CEERFBTEIRIE (Mean pulmonary arterial pres-

sure: mPAP) 2SI LI E (21 mmHg Bl E) &I
L 7=9E 6 27 Bl % BRIK 19 SSc-PH AE & &K L. K HE
K mPAP %% 20 mmHg PLF T - 72 58 # % JF PH fE
REEEFR L7

1-2) SSc USto PAH B #H

2006 £ 4 Hr 5 20124 9 HETICHLA T — T
W2 X ) mPAPZ21 mmHg, *F¥MiBIIREZA L (Mean
pulmonary capillary wedged pressure: mPCWP) =15
mmHg % {7z U, SREE A FK TR Lo
PAH L WS h/-BBEO) BREZIUR L, BE
BT AABR & JEAT L 72 28 Bl % 2 O IR PAH H
&L, BEATAO IS D THRIRE) SSc-PH
BEE B L 720
2) BFRARABROBE

il 5 ML AE VR S 2 A L C v 2 5 1A Y
HOREIXAKIEE L, b5 70RETHREICEAL,
BE LA 7 — 7 VIRAE I T Swan-Ganz 7 7
—7 V& FRIEIR. MNEEIRD 5 VIZRBREIR X
A LMEZ G, 10 0HORHINKRODHIZE
UL LR O MAT B R E & i 1T, FHEEE
(Mean right atrial pressure: mRAP). 45 2 IUAE B &
(Right ventricular systolic pressure: RVSP), mPAP %
L CTmPCWP, 7% b NCEARIEIC L 5.0 HE/
LB %L (Cardiac output/Index: CO/CI) #l5%E % JE1T L 720
Fili il & HEPT (Pulmonary vascular resistance: PVR) 72 5
AR I % HEHT (Systemic vascular resistance: SVR)
ERTR DS T A= POLFHETRD Tz, Hrtv T
Swan-Ganz ## 7 — 7 V& B L ZIRETRE~ A 7
TIRRKIOLFAFISLOEEZ 10 57HBRA S
Ho0b, BERGHOMATERE ST X —5 OWE
%47\ mPAP. CL. PVR, SVR R ZDMHDIEREIZD
ERFEH SRR CTHEEIT> 72
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C. WhgEmiR
1) BEFR

X4 & 7 o 72 SSc B & ERIR 1Y SSc-PH #f (N=
27, FHEE 638105 %) LIEPHEE (N=58, F
W 5955142 %) D2ELEAIIOVWT, 6T
22 DMOERRN PAH B (N=28, “FI4H 48.9+
16.1 %) IZ2WTERREFZRT. WK SSc-PH
HLIEPHBHLDOR—ATA Y DI/8T A —F DI
Cld SSc-PH % T extensive ILD D& A% £ . Sa0,
X2 % MiifE & (%VC: Vital capacity as percent of predict-
ed). %1% & (%FEV1.0: Forced expiratory volume in
1.0 second as percent of predicted) % Fiifi#%AE (%DLCO:
Diffusing capacity of the lung for carbon monoxide as
percent of predicted) 72 & DIFHFEFEFRIEAMEE T dH
-7z (P<0.01)o IM4THREFHE T3 HR. mRAP,
mPCWP. mPAP, PVR HSERIRHY SSc-PH BETHEIC
B CLIZMBER T2 % 2o 7275 1 BLOA AR
# (Stroke volume index: StVI) 1 i /R A9 SSc-PH &f
THEBEIE2» 572 (P<0.02, % 1)o

¥ MR SSc-PHBE & Z 0> PAHBE & O I
BClE, BRIRM SSc-PHIET L D Bl TH . BNP
LEMBETH o7z (P<0.05), MATE)AEIRIE Tl
mPAP (& ifi R 1 SSc-PH #fF TIRIE T dH - 724 (P<
0.01), FPIEARREMAEIRIZD 5 B %VC,
HEIEETH - 72 (P<0.05) (E2).

Extensive ILD ® % F&1% Goh b DFEHEIZHE W [ 2
V¥ a—% kB (Computed tomography: CT)
WA THE O 20% ML LICHEREXRD S b0,
F 7213 CT LER DOIRD D 1% 20% Fi & DB 74
TEHMTEE (forced vital capacity: FVC) <70% % {ii§
7=ybol &L,
2) BeEREMHEBROKS

FHI10L WL, 15 L OBERARIC X 0 BRRY
SSc-PH #f. E PH B O W BE 12 B> T HR. mPAP,

%DLCO &

CIl, PVR BFERET 2Dz (P<0.01), F7z,
Ik PH B TO AT (mean blood pressure: mBP)
EAERBIET L, SVRIZEREICEFA L7 (P<0.05),
MR CHREAMIC L 2 EBILOBRER T 5 &
MATERE /N T A — & DEALTIE, BRI SSc-PH &
T mPAP ®° PVR DI TR AEICKTH o7z (F£3),
SSc B TEEFENO BB & B IR L8R 3% SR (Sat-
uration oxygen : Sa0,) & DBItRIZ mPAP. PVR & i
BOMBE %R L (vs mPAP: R=-0.676 P<0.001, vs
PVR: R=-0.584 P<0.001). — 77 T AmPAP. APVR
EOMICITA B IEMHME %Rz (vs AmPAP: R=
0.556 P<<0.001. vs APVR: R=0.317 P=0.004) (X 1),
— 5 THERIRAY SSc-PH B & Z DAt PAH B & Tl
FEANORUNEICE L TRz L7/ R, PVR DK
TERDEEIRI SSc-PH A TR & WEIANC & - 72 4%,
WHEEICE B2 FUNEOE RO b h o7z (&
4)o APVR IZ B & b I baseline @ PVR & €& D
B2 R 5725 (R=-0.742, P<0.001: SSc-PH,
Z DB PAH).

R=-—0.585. P=0.001: PR SSe-

PH % C baseline ® Sa0, & PH @ E JE & (mPAP,

PVR) 2SE OB %R L (vs mPAP: R=—0.632, P<
0.001. vs PVR: R=—=0.461. P=0.016). AmPAP & ®
BICIEDAMHBE % B 720 L (vs AmPAP:
R=0.547, P=0.003). ZOft®> PAH # Tid Sa0, &
mPAP. PVR & % W ZREO SUSIE & O B IZAHE

BfRizR o N ah ol (B2-3)

D. & #

SSc DIEZREEIZ & H TR, DHRERMIRE
bLIELIEEDT 5. MiZEIL SSc & D 80% &
BEEEDSE <. PAH & B IR &
disease: ILD) HFETH 5o SSc IZHPT 5 PHIZE
ELTPAH IS N B DS, LHREILLAEE
PLERA G M E PRI B BT S . T oRiEI

(interstitial lung

—-145-



BHMETH D, SHBEREAE AT SSc-PH & 2Lt
DPAH THRRKRFZLET S L, SSc-PHEH T
Goh FEMETER SN L HFELL Lo MEEMERED
EOF05% (L IREERE S G R, MR EEI & B
SSc-PH T A o 720 T 41 SSc-PH O B 12 &
HHHRED LY RELBEEL TR0 EEILN
720 F 72 SSc-PH T mPAP %A BITEWIZHBD
SFBNPHEAEMETH o722 Lid, BIEFLYE
#CTh s IS ALERBEOEHAEE LT
b7z LEZ b7z, SSc ® 9 B PH A HERE Tl Ik
AOFRE IR L CETEILD 2 BRICAH L.
WHERE /X5 X — & R EF Sa0, b X W IRMETH D .
PH OEJERE & Sa0, HHBBRIZH 572, ThbD
ILD OEAFIZ & D ERRFEMIEAH#EITL, PH D L7
HATT B &2 b, SSc B TIRIMIMEROREE
I EREOHETHARE LS LTWE Z LAR
S M7z, BERFAM K LT SSc-PH D AT E)RE <
F A — %X mPAP ®° PVR 2K F L7275, HR & &
BIZCIDFELEKT 2RO, Tho0BlIEZD
s> PAH T FH T o720 mPAP % PVR DK
POMBERIMATHREZLET L EE 2 LN Cl
DETICE LTI —RIFE LWRIETIR RV E I 12
Z2oN5H, RBFEIMAEISH LT HR Z¥Ns &
5L TCIaRER L, MMA~OBEME % R
B HEARORE RS A PH R MR BBETIIAELTSH
D\ BFEOYEI L) ARESHHH S Tn 2
EEZ LN, BREMRICLS CIOBPIEL LA
B2 BRI eI L weEZbNb, ZOBEIC
X% HR, CI DX TIEIEPHEEICB VT FIFRICER
Do, MEEHTHREDED RONLd o7z, EHE
N LT b B 3R EM#E %2 - L C HR 2KF
E, REROIHEEZRT S S L mETH DS
SSc-PHIEBIIZDWTdH CLIZILEAGIR 72 11w B FEH]
BENZ EHSIEHNEFAKOREFELN/ZH D

L EE I NIz SScEHF T L EFI SpO, & PH ®
HEAERE & ORICE OMHBBRSR S, BRI
% mPAP, PVR @ JUGTEZAL & HREL R MIE A EAT L
TeBRBEEZEREWMERSR LN, T D ORI
SSciZB1F % PH O#EEIZIE HPV OB S EE %
HWFThHD, THEMRFELOWEC LD Ttk
BT HRMPH D EERLT WA, FEEEIC
& % fili i BT L FT X B 18 A9 72 share stress (X
i R AR AR & e Wl IR 2 R S 2, &5
ISR ERT 2 L v ) BEREFI SR,
BRFELE MRS A2 & THPY OFBHAHIFTE S
SSc Tld, MiEE AP L. ZEFIFIC D IRBERINIE
2T HREFIICERRRES L VA THH EE
A BN bo SSc-PH LAt d PAH IZ B L T, Sa0,
& PH DEJEED 5 \VIZBRENOGTEE DRIC—
EOBRETRCEET, TR AEEREZTRY
b DD, SSc-PH T PVR DEFEM IZ L K TS
REWHANICH o 7z 0iid. BEAOEHOZ W
SSc-PH THEEDHFIMEN X D B REMEZ _IE2 L
TWb EEZ LMD, REIMRKEKS OBIGHLEIZH
THIEF Y AFFIZCOPD BETORETH 5
B [ 25 Pa0,=55 mmHg & 5\ & Sa0,=88% O
MR R IMIE (23 LT3 24 BRI 54 5 e 58
EETINE] L3N TWAB SSc-PH TOFEM %
WIHHEHESCTHBENO BEREICOWTIE, BB
HNPLETH BB LD COPDICHE L TM
FHGIEITIRETH A9 L. PHAEPHEG LIS
PHEBI L O B LBEMARENT L5 X D IREVE
PSRRI G2 ZETRELEZ BN D,

E. & G

SSc-PH I3 FIEMMEEDEREIFEL LK TH
D, KEERMESEET 55 PH b BERE(LT 5, B
FH 513 SSc-PH D IMATEI R I — DR R &R
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. FEERRY SSc-PH B, JEPH BEIC BT A EERTF O

SSc-PH SSc without PH P value
N 27 58
Age (y.0.) 63.8+10.5 59.5--14.2 0.12
Sex (Female %) 93 91 NS*
Extensive ILD (%) 63 19 < 0.001%
Hb (g/dl) 11.4+1.8 11.7+1.5 NS
BNP (pg/ml) 288.82404.6 56.4+59.7 0.006
SPO2 (%) 92.4%73 96.9+1.7 0.004
%DLCO (%) 48.7+15.9 79.2+19.6 < 0.001
%VC (%) 76.1+23.0 95.0+20.9 < 0.001
%FEV (%) 75.9%22.6 93.7+19.2 < 0.001
HR (bpm) 76.7+11.0 66.6+10.3 < 0.001
mRAP (mmHg) 47+29 32+1.4 0.016
mPCWP (mmHg) 7.7%3.0 73%2.2 < 0.001
mPAP (mmHg) 31.3%10.8 14.2+2.8 < 0.001
CI (Vmin/m®) 2.74+0.62 2.88+0.56 NS
StVI (ml/m®) 36.1+7.7 438+8.8 < 0.001
PVR (WU) 6.5+43 1.7+0.8 < 0.001
SVR (WU) 21.5*7.0 19.5*5.5 0.17
3% teste £ ALV Student t test
2. BRI SSc-PH &, JF PH BEIZ BT HMFE A M I T 5 MATEIRE D FUSHE 0 g
SSc-PH SSc without PH
(N=27) (N=58) P fili
baseline ~> post baseline — post

HR 76.7+11.0 = 71.7+9.3" 66.6+10.3 = 61.7x9.7" <0.001°
A (bpm) —5.0x5.8(—6.07.1%) —5.024.6(—7.2%26.8%) NS (NS)?
mPAP 31.3+10.8 = 27.7%9.3" 142+2.8 =~ 132+2.8" <0.001°
A (mmHg) —43%3.0(—11.1+6.9%) —0.9+1.4(=6.5£9.1 %) <0.001(0.023)"
CI 2.7320.62 = 2.50+0.48"- 2.88+0.57 = 2.6120.45" <NS§?
A (L/min/m?) 22+0.35(=7.2212.8%) —0.27+0.28(—8.7=8.4 %) NS (NS)”
PVR 6.5543 = 5.6+3.6" 1.70.7 = 1.4+0.7" <0.001”
A(WU) —1.0x1.1(—14.6+16.7%) —0.270.5(—9.3%343 %) 0.002 (NS)”
Stv1 36.1%7.7 — 35.3%7.2 43.9%8.9 — 43.0+7.7 <0.001%
A(ml/m®) —0.8+5.2(=0.7%15.0%) -0.9+5.1(~1.1£10.8 %) NS (NS)?
mBP 86.1:15.5 — 84.0+15.5 86.2+13.2 — 83.4x12.0" NS
A (mmHg) =2.1%6.1(=2.2+7.5%) —2.8+10.3(—2.5211.2 %) NS (NS)”
SVR 21.5%7.0 = 22.4%6.2 19.6+5.4 —20.5%5.4" NS?
A(WU) 0.9%3.7(7.1£18.1%) 0.9%+2.8(6.014.5 %) NS (NS)”
SpO, 92.4+7.3 = 99.6%0.9" 96.8+1.7—99.9x0.4" 0.004Y
A (%) 72+72 3.0x1.6 0.006"
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a) SSc-PH vs SSc without PH at baseline. b) BRRAMIC L 22L& (baseline 7> 5 DEALH) DL
"P<0.05. "P<0.01 statistically significant in paired t-test



3. ERIRIY SSc-PH #72 & WNZ#F OO IR PAH 2B 2R T 0 ik

SSc-PH Other-PAH P
(t-test)
N 27 28
4 (y.0.) 63.8+10.5 48.9%16.1 <0.001
Hb (g/d1) 11.4*1.38 12.5+2.3 0.065
BNP (pg/ml) 294+405 115149 0.038
Sp0, (%) 92.4%73 93.2+5.8 NS
mBP (mmHg) 86.1+15.5 84.9+12.9 NS
HR (bpm) 76.7+11.0 75.6+14.0 NS
mRAP (mmHg) 4.7+2.9 43+28 NS
mPCWP (mmHg) 7.7+3.0 6.6+2.9 0.17
mPAP (mmHg) 31.3+10.8 40.0+12.1 0.007
CI1{l/min/m®) 2.7+0.6 2.8+0.5 NS
StVI(ml/m®) 36.1%£7.7 38.2%8.6 NS
PVR(WU) 6.5+4.3 8.3+5.0 NS
SVR(WU) 21.5%7.0 19.2%5.1 NS
%VC (%) 76.1%23.0 91.3%+20.2 0.025
%FEV1.0(%) 75.9%22.6 81.5+17.7 NS
%DLCO (%) 48.7%15.9 74.1%14.7 <0.001
3 4. WGPRH SSc-PH BE. Z DAl PAH BEIC 31T AEFEEM T 2 MATERE O UG D
Total SSc-PH Zofiho> PAH P value
(N=55) (N=27) (N=28) (SSc-PH vs other PAH)
Baseline — Post Baseline — Post Baseline — Post t-test
HR 762+12.5 = 703+11.9" 76.7211.0 = 71.7+9.3" 75.6+14.0 = 68.9+13.9" NS
A(bpm) —5.9%4.8(-7.6+6.3%) —5.0£5.8(—6.0=7.1%) —6.7 = 3.5(=9.1 = 52%) NS (NS)
mPAP 35.7+123 = 31.8=11.1" 31.3+10.8 = 27.7+9.3" 40.0+12.1 —357+11.5" 0.007
A(mmHg) ~3.9+2.8(—11.0%6.5%) —4.3%+3.0(=11.1£6.9%) —4.3+3.0(—10.8%6.3%) NS (NS)
CI 2.78+0.56 = 2.55+0.49" 2.73%0.62 —250+048"- 2812051 —2.60=0.50"- NS
A(Umin/m®)  —0.23+0.31(=7.3+11%) -02%035(-72x12.8%)  —022+0.28(-7.4%9.1%) NS{(NS)
PVR 7.4+47 — 6.6+4.1" 6.5%43 —+56%36" 8.3%5.0—7.7+44" NS
A(wU) —0.8*1.2(-11.1£16.6%) —1.0=1.1(-14.6£16.7%) —0.7:1.3(-7.7%16.1%) NS(0.13)
stv I 37.2%82 —37.2+8.7 36.1+7.7 > 353%7.2 38.2:+8.6 = 39.079.7 NS
A(ml/m®) 0%4.8(0.8+13.0%) —0.8%5.2(—0.7+15.0%) 0.8+4.4(22+10.9%) NS (NS)
mBP 85.2x14.1 — 86.0=15.6 86.1%15.5 — 84.0+15.5 84.1+12.7 — 88.1x15.7" NS
A (mmHg) —0.8-8.4(1.210.5%) —2.1%6.1(-2.2£7.5%) 4.0%+9.5(4.8212.1%) 0.008(0.015)
SVR 204+63 —22.1+63" 21.5+7.0 =~ 22.4+6.2 192452 —21.7%6.5" 0.18
A(WU) 1.2+4.7(8.2:23.8%) 0.9+3.7(7.1+18.1%) 2.5+3.1(13.6+18.4%) 0.11(NS)

"p<0.05. "P<0.01 statistically significant in paired t-test
BFEAMIC XD SSc-PH, ZD o> PAH £ & 312 HR. mPAP, CI, PVR 3HEICIET # 372, BEIZwT 5 PVR DR THIZ,
SSc-PH BETREWVWEBMRON (FEER L) —H mBP. SVRIZZDMD PAHHETOABEEN THEICHINZ D72,
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1) Sa0,=x, mPAP=y

3) Sa0,=x, PVR =y

5) % DLCO=x, AmPAP=y

7) % VC=x, mPAP=y

mmHg WU mmHg mmHg
70 20 4 70
o] -
] 18 @) R=-0.335
2
60 o o 60 =15003
50 14 °s 0 50
é)\ o 0 150
40 12 -2 BEER0—0-0——% 40
o 10 3 Q e 4
30 & 8 30
20 - 6 -6 20
10 * TR=-0.5840 8 10
P<0.001 2o X 10 R=0.521
0 : : : 0 - . . 5 P<0.001 0 : .
60 70 80 90 100 1 10% 60 70 80 90 100 110 -12 0 50 100 150
%
2) Sa0,=x, AmPAP=y 4) Sa0,=x, APVR=y 6) %DLCO=x, APVR=y 8) %VC=x, AmPAP=y
mmHg WU mmHg
4 1 4
2 R= 0.556 0.5 5 _ o)
P< 0.001 0 X
} 150 0 +——r ~+—C00 @D~
05 " ;
-1 -2
-1.5 -4
2 o 6
-2.5 o O O
3 o -8
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(7) mPAP=x, AmPAP=y

wu  (8) PVR=x, APVR=y
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