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WHoEr s FAER  ARERRFPERFBREZIIER T LAX—BERNR KRG
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MRES

HPEREE (SSe) 1281 HRMBE LT o — A (TTE) (2 K 2 IR 2 B AR i £ E  (PAH) R 27
J—= U P OBEFEOBIEHBE L=, 2007-2019 FEI25%32 L7- SSc BEFD 5 b, s FRERE (PH) A2
DO YRR AR 5-C 1-2 MR TTE 290G L7 452 Bl xt%e & L=, AOLhT—7 vfdE (RHC) %
M FEEIL, TTE THEE UM HITENIRE (esPAP) 50mmHg LA_E| 37-50mmHg 72> PH % 5 JEREFHIELH Y . £
7213 PH LIS CREBH D D93 20 IR 7 & U7z, 452 it LEF 1481 [8] (CEy 3.3 [B) @ TTE 3 3EE S iz, #)
Al 23 B1C RHC &9k, 11 B (2.4%) A% PAH E2Mraiiz, 2 [aIH X 319 Bl 12 51 RHC % Fhi, 3 4l
(0.9%) T PAH & #2Mr. 3-20 [E B IZ1XEF 587 [Elo> TTE, 13 [mlod> RHC 23 FHi, 2 i (0.3%) T PAH ZNZWrEh
7‘_0 TEWIR) TTE IS D X A > 7T 32 PAH L2l Sz, £7-. FIBIAZ U —=27"T PH FEZWr 319
BT DHZEDH%D PHE Lﬁ@%{HUI%& LT, FElAZ V—=" F D esPAP fEA RS-, DL EDS, SSe
WCBWTCEMMAZ V—= 712X % PAH B HBEEE 1N T 2 [B B PARIZE T LTz, 2 [ B LI

I% esPAP L5172 £ PH %éf“ URAZIWG U2 A7 U —= 0 THEOKRB N LETH 5,

A. BB N, et al. Eur Heart J. 2016;37(1):67-119], 2018
4 By PERR FZIE (systemic sclerosis:SSe) IZBW T, A O L ESE S R T AD = AR RS

i MUEE (pulmonary hypertension : PH) (g b © SSe HDWVNE SSe A~y h T LKA, 5> DLCO<
PR E D— Tl D, PHOBEERSED 5. i S0bDOHEM & 2~ V== xR E L FELRIORZY
g Ak M B & M J£ SE  ( pulmonary arterial —=r 7R LTS [Frost A, Eur Respir J
hypertension : PAH) (Zxf L“C%TRE’JHM[L&}JLB'E%@S‘% 2019;53:180190410],

ASH. BEREE. MATEHE. SESARE. £hTe LAl FEBEIC SSe adk— M T—EHMNIZES
N&E LT, Lol %ﬁiﬁz@@maﬁﬂmﬁraﬁ%sﬁ HICHEEEIO DT 2 —IZ 8D PH AT ) == 7 L
FA &M= BUKE S SSe-PAH 12D 7 2 v—F @ Pl b WBIOA LT T — T MARE T ORMERZ Wi &% T, PH O
Wit L CAMTPRARRTHS - LRCcko L RIEEZI~S ERICOVWTHRA LIem e 7 R

YA b U —HFJE (REVEAL registry, ASPIRE registry)  ME®TZ LY Morrisroe 5%, A=A 7V 7 13 i
MM BMCENTOD, 20T, REICBE L BB SSel363 BIITH L, &3 4326 [loO.Lx =
S N e —xﬁ V== 7% 30 L, HAARIIZ 160 B> PAH Z

SSe Cit. BEVEEBIO®Ic PH 2%+ 5 - Loy 2 B L 72 DMorrisroe K, Arthritis Res Ther.
B BBHICAY U —= SRS b e, Rig R 2017;19(1) 142], Kida HIXHARREN 4 His 2RV T3
WABECdH D, BIE. PHOR Y U—= 7 75y BILLEDOR 7 U —= 7 2 R L7z SSc236 FillCxf L,
EMAA DR R LT o — e UV F, b a—) R 1097 O 7 == 72 i 14 7 H ORIE
WIES VBTG, LT a—| kAR e 2y CEMIICER L, FArIC 31 FloRTBME M PH &
U=y 2Z F 0. PAH FERIA S 2. oA 2BTL TS [Kida T, RMD Open 2022 8(2) :e002673],
T5 2 L CAEMTROUENEE STV S [Humbert € = Cv ABFTEL SSe BHIHIT 2 EHIHL PH 22
M, et al. Arthritis Rheum. 2011;63:3522-30], 2015 Y —=>Z7IH1J 2 PH - PAH ORRIBAE 2 & M2
E@mll Dl - ERERSERIC LS PH AA KT4 T DTEEAMELI

I, MESEGNE) ThH-oTH SSc BETIE, F 1EOL
:1::!~L:<1:517 U—= U IR STV 5 [Galie

181



B.H%ﬁ%

. K5

%Fﬁﬁk%r& 2007 4E 1 A6 2014 4E 7 A,
HARER KA BIRFRIC 2014 4E 8 H2vD 2021 4 12
HIZZ 2RO & 5, 2013 40 ACR/EULAR FEUEAi 729
SSc E D 9 B [van den Hoogen F, et al. Arthritis
Rheum. 2013;65(11) :2737-47], 1 LA R MgEE T
—WZEDPHAY ) == T hZF CEBY HRRIC
PH OREERZW & 52 1T TV VWER 2 %f 5 & LTz,

i PR 1

AWFIED E i % Tl SSc 7 —F _— R A HEE L |
IR SR AT R, IEERR A TR, R
EHIRZRENDRIAZITEE L TWND, 20T —F_—
AG | AR AIVEIE 2 7o TIEGI ORI o,
BRI, B OPUR, FEMEMEE - A ORED
ﬁﬁ BEREEEZME LT, 205 LREMEMZERIT
AT — V43 T limited disease & extensive
5313 7= [Goh NS, et al. Am J Respir Crit
Care Med. 2008; 177:1248-54],

2.

disease |

3. PHRAZ Y —=27

LTI —|ZHEDWEPH ARV —= 0 T % I ~24FT
L ORIBCEMMCEM LTz, RT T Lhxz=a—Tol
TE UN HE 3 0 ) Ik £ (esPAP : estimated systolic

pulmonary arterial pressure) DOEHE[T 2017 D H
AP BREG PO PH IR AT A BT A SZHER L T2,
i) esPAP50mmHg VL F. ii) esPAP37~50mmHg 7>->. PH %
St o AL (HOFRDIEKR, FhEOEE - A7 REE
g, AERKR, ERASEHEA -9, 111) PH
PSRN TR DO W E DN E BT 551X
PHEEWE LC, A0 T —T Ut % i L7z, A0
J T =T VRIS &S L <AL T —T v
BEICEY PH Z2EESNIHETEHNHAT V—=
NS/ 4 5 T AN

4. PHfEZWT

F 0 H T — T VRS TR ERIRPE BRI (mPAP)
=25mmHg % PH & 43%E L 7= [Galie N, et al. Eur Heart
J. 2016;37(1) :67-119] . PHREEZEHID 5> b, i)/
O (IFEIARMAAJE (PAWP) >15mmHg) . i1) i BE D]
PR (WFVC < 70%) . 111) 18 d A ZERE (2
RIFES > F 7T 7 4 —CTORIRKIBATR) ZFRINL
7-%A. PAH 3% 7= [Galie N, et al.
J. 2016;37(1):67-119] .

AF{

Hxoa—|Z

Eur Heart

5.
KDBAR7 ) —= 2 FEGER I LI 1) D
T a—@ esPAP (mmHg) fl. ii).Lox 22— EhaH 5.
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iii) HDH T —T VR AE G,
¥, v) PAH B TEZ WAl 8 & ok L 7=,
ATV == T DHE A I T USNTIHEREGER %

iv)PH fife € 2 W5l

RIEL, Lo a—, Ebﬁ?%?wﬁﬁ%ﬁTH%MH
EHEEZW S N85S (BRBER) 1%, BEajo.ox

3*®%ﬁm@§&if@%ﬂﬁ%ﬂ%b‘f:o

6. WA FHIRRNT

AR TP AR A TRR Lz, FIEIAZ Y
— = REOKRIER 224 L Lz PH 2o THlA
F DFFHTIZIL Cox i — RETF VA2 Wz, flil
SNTZEFD PH OO DOEFE Y » M A 7 EOH
Hi1X Reciever Operating Characteristic (ROC) fi#AT
Z Wz,

(fREE ~DELE)

AR NRRBER CEREH Th 5D, BER
IZxF L CHFENA 2B L. SO K B IR A o
V5,

C. WrEfkER

1. WIEIAZ V—=2 7RO RN

KIGHER] 452 BlOFEIA 7 V) — = T RO FR T
&, 2tk 396 B (88%) . 4Pt 63144 5k, OVE ABL Sl
{EAIZN 140 1] (31%) . FE LA 7 —IEdRD> & O FEdp H
I8 FETh o/, HEHUEADHMMITIiE Y br AT
Pk 205 6l (45%) . HL RARA ¥ AT —F 1 Hilk 116 4
(26%) . HT RNA RU X 5 —PIUIHUYL 37 Fl (8%). Ht
UIRNP Hiifs 27 5] (6%) . HT Th/To Hifk 9 fil (2%). Ht
U3RNP HLiA 8 f5i] (2%) Th -7,

MVE MR BIE 200 fi] (44%) THR.OHAL, £D O H
extensive disease 1% 76 5] (17%) (2R 57,

2. EWIHIRA 7 ) —= 72 k- Tl & 7= PH, PAH
DHEJE

452 BT kF LEF 1481 18] (84 3.3 [1]) D r 2—73
EiIinic, A7V —=v7OFEEX 165 » A
THolz, PIENE 23 I THEOLD T —T VIR % Fhii,
115 (2.4%) 73 PH L @ZWr Zdv, 26 PAH Tho7 (R
Do 2EHIX 319 BIF 12 Fl CTHLH T —T Vit & 5
fE, 3% (0.9%) TPHEZWr, 2] PAH Th-olz, 3-
20 [\ B 2ixE 587 ML a—, 13 B0 LD TF—
TIOVIRAE N FENE S, 4mfmuim)& S, 2 il
(0.3%) 7% PAH, 2 FIDSFEVEVERREEIZ XL D PH Th o
720
uﬁiwgéﬁﬁ¢_wﬁéhtwﬁMwmoo%
1161 (61%) MNFIEIAZ V—=27"T, 14 5] (78%) 7
2[mHE Tl Bran Tz, ik\éﬁﬁﬁ\mm
100 A +4E&H7- 1 0.009, PAH 1% 100 A < 4Ed 720 0.008

de 5.



DRIESETH - 1=,

3. BHIM A )V —=2 T DX A 2 7 CTRFEHITH
Jit L 7= PH, PAH O#EJE

TEHRILIAN D A 22 7T 3 75 PH L2 ST,
HAE TOLTZa—R7 ) —=v70REET,. T
Au1El, 3|, 6BITH-oT, 728, 2fFIPAH ThH -7z,

4. FIEIA T U —=2 7 RatEFlZ351F 2 PH FESE T HIIA 1
HEIA 7 U —=2 27 PH/PAH PN E S 4v, 2 LI E
D a—% 3 Lz 72 319 Bl 5. PH 3ETHIA
T DIENT 24T o T2, TOFEFRHEIA 7 Y —=2 T D
LTI — 2B D esPAP O FANHEFICHE RN
FLLTRBENZ (P=0.001) (F£2), KRIZ, esPAP

ENFRNC 2B ODFEE A v b T 7 EEZFHRD =9,

ROC fiHT 24T > 7=, Area Under the Curve /% 0.86 & B
I Cohot-e B1y A 7{H esPAP 27mmHg TREEE 100%.
B BT 60. 6% T o7,

D. E£

SSc I PH OE Y A7 EFMTHY . EMHLA7 Y —
=27\ X% PH O RHIR R, - BHENEE A A6 T4
RKEOLZDICEELEZONTND, A7V —=7
TIELAWLRTWS FEF LT a—Th Y, KT
EWDICIR B LA T — T /U O £ % fh i
TEXDLDPNHRA > NEpD, AUFFETIX, 2BIEETO
A7 Y —= 7T 3 8] H LA O PH R AR L 134K
< A7 U —=2 7 CTIIHfe T & VMR AIFIE b A~
HALTz, R T O PH HEIE 100 A-FH72 1 0.009
RS, 2T REMMOBEFEOR S ) —= T %
1T9 Z EITZhENENZ EPREB ST,

FIT, AV V== T OGRETREEY A7
HEHZTRETDIZENEET LV &G, FIEAZ Y
— =27 CPHR L &Il SISV T, R
\CPHRZWHZ D72 D U A7 N1 Z e Uiz, £ OfE R,
#ED esPAP A S 4L, BiEH v b A 7 A 27mmHg LA
TP 100%Tdh o7z, esPAP 2MEWVE T d AU IE g
28  esPAP BN ER L TCWABITIIEET LR S L
AllEERD THEHEIGRIBZIB Y EWolz, UARZIC
JGCTAZ V== THEOT VI X LEHRET
T ENEBMELEZ BT,

BRI 2 DHIFIN S 5, £, 261 THL
BT =T WREZE T L CTORWZ0OI2, IBIERY72 PH
Z R L TV D ATREMEIISERICIIBRE TE 2, £,
2 gk & EER TIEH D b DO JEFIE A D H
Bid/hs<, 9 LTHIREFEIRICI NS T ANREL S
AREMEN B D, IS, AT U —=2 7 OFEEREIE 1
[l~4 [\23% < TRLBEIXEEAE S TLEWV, ¥
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FEATIEEOE 3.3 [ Ch D, FEBLEHIM A ER]
2L GENTEY, TOH, PHHEENMEL 2> T
DETREMED B D, A1, KEUE e Ll SL[FAFZE T, A
M X EMICATRE 2R Y Z W EIE DA 7 Y —=2 7
EEEL, TOBEREIDLIZHMIEL TW LERDH D,

E. #&#h

SSc IZBWTEMI A7 V—=2 7128 % PAH M H
BEPE 1IN B CRRIFIICAR T L7z, 2 [B1H BARR T
esPAP EHBI72 EPHRIEY A7 IG LA 7 U —=
v TBREDRFNMLETH D,

F. ERAERRER
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G. WrRHREK
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ML BB, FERPER. 54 EM, 2YMERATET
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#1 A7 Y —=27[Z & @ PH/PAH ZiEE

EEEPSE S RHC PH | PAH
1 452 23 11
2 319 12 3
3 247 2 0
4 177 3 2
5 108 2 1
6 64 3 0
7 34 0 0
8 27 1 1
9 20 0 0
10 13 1 0
11 7 0 0
12 5 0 0
13 1 1 0
14 1 0 0
15 1 0 0
16 1 0 0
17 1 0 0
18 1 0 0
19 1 0 0
20 1 0 0

RHC : H.0% 7 —7 Vg, PH : s f e, PAH - BRI M & e

2 WHEIAZ U —27TPHIERZEBIZB T D PH ZEAED TRIKF

Hazard ratio 95%CI P value
ik 0.27 0.49-1.47 0.13
HIEIA 2 Y — =2 F el (%) 1.03 0.97-1.09 0.42
v A —IERIED & ORI () 0.99 0.90-1.08 0.73
OVE AR AL 0.34 0.041-2.85 0.32
SERR7IREN
i hRA v 2T —8 THiK 0.39 0.047-3.26 0.39
ity bu AT HUE 3.08 0.60-15.88 0.18
FLRNA R Y # 7 —F III Hifk 0.045 0.000-114155 0.68
AT = —esPAP (mmHg) 1.10 1.04-1.17 0.001

esPAP; HETUNMEEARGEIARIE, CT @ {54 X R
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