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ARSI K B 25, Bl CT C/NEERIREE DARIE, /NEFRLEDT O T A5, MRV > _HERKEZED 5
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BARCEED Z L ERET D,
HEAREE : 2C
R

Overbeek 5%, 8 4 DOIRJE R &AL 4 5 PSR EE (1eSSZ & 0f3 5 PAH BFIZOW T, g7
E DB LB 2 T L. 8 &4 4 4 (50%)12 PVOD T Hbivd K 5 722l 5 - g 4 78
O EaEHRELTWS 25, —F Gunther & XRTEMENE PH 2595 SSc 35 26 4 @ HRCT Hj{%
AT LT & 2 A, Mif0RE Y v NEIIER, ANEHLIED T T R /N ERIFREED LR & vy o
72, PVOD Tl D HEHEI AT Rz @B ICA L, 16 4(61.5%)DRETINS OFTREZEERD-Z &
EWAE LTINS 20, IBIZ, TNHOBHICEWCIEKRE S PVOD IZHEELL TH Y, 8 £4(50%)43
i A PRI L 5 L 0 i KIEA A U TR Y 34FAEFED 30%LL F &, PVOD IZRH#H 7 CT Frhl %
1 DLUF LA LRino T B DR 80% & tb~ A TR b ARIZE ) -7, ZDZ b, SSc-PAH (2
XL EOEIG T PVOD #RIRA A2 G0F L TW D AMREMD 5, 7272 L. Overbeek & O I i
RS TIEBIRCHE EHIN MR TH D728, BHIEFIIRB T HEMHRLEEMT HIRE TH D, BIEHIFE TE
H1-4TD SSc-PAH DERFIZEIT 5 PVOD HRAEDEIFRITEREICIT L » LN EB X HRD M,
FHIZLTH SSc-PAH (ZiX—EHE T PVOD BRRAZ A0 T2 Z LIFFETH D, ed. FFRARIC
B9 DAl D EFE T 5 PVOD ORI HETIL, [HVEPERE B2 S1BIERiR B-CRRIFUR R B &5
HTEDL] ZERFMEER->TEY, SSc-PAH OEHIZAEHT201EHL< ETH IPVOD #HZ] Th
0. IFEMED PVOD &38R D Z LICHEENLETH D,

PVOD BE DA DML, ARk X 212t CT C/NERMREEEDIRE, /INEPLMEDOT O 77 2, it
bR Y o SHIER 23R 535G E D 1E, ILD OAPERZ2WN I SREDYE Th - T, ZEFRFOBIIR
i % 38 43 £ DK T 23 & & (T0ommHg LA F) 722 5 & O M B e i & 12 TR se 0 F I 2 IKF
(%DLCO<55%) DI AIZSEE 9 .

CQ6 EHVEREAEICTE D PAH OFHZ2HET HIK 152
HELESC : i K OVLMRELAY SSe-PAH O TR IER T Th H72d, T D DR TE2BET 5 2 L Ay
Do PERICEME), V7 %4 7(REEEELT), WHOFC, i B s Tk 2 HET 2 aTaetEnd 5 7=
W, TNOORFHEBET DI &2 RET D,
HESREE : A, OMRE(CD=1C MR, 7 ¥4 7, WHOFC, A& HHt(PVR)=2C
i

7T UADVY AN =0T — & Tk, HAEEMAT CIIFE L OVMRED SSe-PAH O P HLEKR 1T
Ho ., HERIEMW., 724 FRFEFEER), WHOFC, MifE s % 2 HET 2 iR H 5
EDOFERTH T, ZEBMNT TIIMER(BMEOHLNEGE R THARBROBER T ThH-7- 27, Humbert
SlE, RSB L THB2Mr S 47z SSe-PAH Tl 90%iE < 28 WHOFCIIE 72 ) LIVEE 72 DIz L,
DT a—CKHBEMAR A7 V== T 2T EFEDR T ELRONLTLETZH T2 R TE, 20T
BOLBURZEaRELTEY 29, WHOFC NP 2BET AR ThHLEEZExDNLD, 2L,
Hachulla %1% SSc-PAH @ EF 1XZ2Wiis WHOFCIH E CTh > THZ D% LIX LIREEL L TTP%AET
bHZLaWELTEY 29 FCOEILTLLTPERIFTHLZLEZBHRLARNWI LITEENPLETDH
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%, MATENREIZ DWW CiX, Campo 5 b —[EHAHERE(SVD(CT % 04113 TEl- 72 6 D) & O PVR 3 SSc-
PAH O T%BEKR 7 L7025 Z 285 LTV, SVI 30mL, PVR 7.22 wood N1 % 7~ hA7fEE L
T35 30,

CQ7 SSc-PAH (25} L CHEFIEITMNEED ?
AR : AL AREITET B RRAEF S, PaO: 60mmHg Z#EFFd % 1= 0 OREFEIRIELATH 2 L 1R R
T 5,
HEAREE : 2C
R

PAH |2 DA E LY 5E1E, R v AB X OUKEIROfEE & & b ICHIRIEOME DS B RIER
DWEE T2 HT 2 SIIRBRIICAE A7Z0, FIRAIOE AL PAH O T#IZ5 2 5 8% R L7238k
XEHE S AL TRV, KERR A M OUGHEEN TH 5 2 & D HEEEIRIENIL ATHhILTWAH R, £D
hR AR T D 72D D HEGBRIL I S LTV RV, 35 | PH ARy AT, BIRIMEES 7
J£ 60mmHg VL EZMERFT 2 X9 ICEEMFERIELEATH 2 LR STV D 3V, ZOMOSTRHE
HEE LT, X ) ABB O GA — KIS EEZ ST 2 s s 2 o
ORI G- NEW R 2 R TR R, UX X Y AMANT E=EEROA = he— L&
HiNE LTHERTAZ L b d 5, LA CALDAR2EIEE AT 2ERS E=MEHIRCHER 2 ZET 5,
F 72, PAH OJFREZRIZHUNIARTER OB 50N E S ND 720, i b U T 7 U A2 X D HrkeE
BTN T& T, ZhvE T IPAH/HPAH % xi4: & L7z & B 1 . % A& MATAS 6 sk
X TS 33, Fuster 5% IPAH BF# 115 Hlo 5 H2W 5 12 » AUNIZU LT 7 U &2 BSG LT
78 BlE ENLISND 3T NEZRMERETLIZE 2 A, 3 FEFREWET H LU LT 7 U v BHBREH O
FINEEIZE D> T2 (36% vs T%) 3¢, IPAH Zxt5: L Li- K&E AV >0 AMEFER O F 2 5t L 7= Rich
%@ﬁﬁ@ﬁ?%ﬁf\ﬁwyﬁA%ﬁ%_ﬁTéﬁéﬁm@ﬁﬁ_>#b6¢7w7ij_;éﬁ
BEERIE 2 OFH U7-RENIEORHBE LV 3 AFAEFERNE - 72 (62% vs 31%) 359, —J5, Frank 52
% IPAH Z %P5 & L7ofit Cid, PUBERIEO A BIZ L 2 EFRICEIT eh o723, ZD X H I m
BR CHURE BRI O A AR STV D3, ﬁﬁfﬁﬁéhfhéoS&PMH%%_ﬂTéﬁ%E%
et L7235 Y 245508, 2o 0fEHE 1 controversial T 5, Johnson 512 LKiuiX. SSc-PAH XK
N TPAH @ cohort Zfi#tT L7= & Z A, SSc-PAH A Tit 28%. IPAH BE TIL 59% 0BTV 7 7 1 D
BHEZIT TR, WIS U LT 7 ) BRI D TRUEGEDIRITBDO b2 otz D Z L TH
57230, —J5 T, CTD-PAH B3 117 4 (SSc-PAH fBH# 104 4 % 5 10) D T Z fifhr L 7= &5 Tid, PAH
%ﬁ%@ﬁ%%&&wvw7yvV@&ﬁﬁ%&%&%é&é%%ﬁ%ot&Lfmé%k:n%wﬁ
BROMERIL, FUEFREOHEHANEEL IR b Tnienwl & Thod, AEeEr 2 idvLrry
Y V@JﬂlE{JY)i%E%ﬁTéﬁ\ INT7y VxR Ta AT ) — ) EORITHIMDO Y 27 % FiF 5, FF
2, TARTaRT )= ETNT 7 U EPFH L 31 B 9 fil (29%) CHREHM 238D 7= 2 & 23
HIhTns 39, —J7 ESC, ERS, ISHLT O&H A K7 A Tl FResfiEmils NIk L 5 EiE
$1C PT-INR1.5-2.5 72\ L 2.0-3.0 UL T 7 U UEHZHER L TW5 29, 20, BURTII=ET
VALV OE PAH TREEOEHAEL L, BRIEVURSCH Y VIBESURGYEZ: SFrRkiAez D U 2 7
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AT DIERRCIM A IR~ — U — B A O BT ) 2 7 D& < WG a3 BB E R IE 2 T
HITENEFELLY,

CQ8 AHVEMMBIEIZtE S PH ICSZ PRI A H D> 2
HELRSL © SSc-PAH (0% L CHREMHIFERIEIII TRV Z L 2 RET D,
HEAREE : 2C
R

Sanchez ©HIZ X#UiE, SSc-PAH 8 £ % &te 28 4 CTD-PAH EHFICx LTy 7/ua 74 A 773 R
(CYC) 600mg/m2 @ 1 7>H BOBIKAEE L FEELL EO AT 1A FOFFHQ@2 Fl)E721% CYC HAM(6
BN L DIREE T o128 2 A, 2FMT Y 7~ F—7 2 b L KREVERS AN Tk 20 #iH 8 #iT
FEWICIE > T PAH ORI S 7z DIzxt L, SSc-PAH Tl L AR U Z—IE 1l W\ Rdro 7z 40,
Z OREFR %521 T SSe-PAH 1Zxf L CHIEMHIFRIEIIIN TH D LS TR0, Z0%TOH AtEE
Ratd 2 BRIE L A E1Thbu TR, Miyamichi-Yamamoto 5723 13 4 CTD-PAH @ B (2%
L CREM ) S e iR IE O B A& Bt L7285 o Fhiz 141 SSc-PAH 288 £ T3, £ OFERIZ0I
DU LVARVE—Tho7o 4, LLEXY SSc-PAH (25 L TR AISoE IHRIE I HEDE S,

CQ9 MBHRIE 3BT R E(21-24mmHg), & 5\ % WHO FEEESMHE T OSEB 3 L CERAIN AT S
NEN?
HELRST ¢ FHENIRE 2555 FUi(21-24mmHg), & %\ % WHO BEBESHE T FE DREBIIC %9~ % FHIM A DA H
PEITFE S v Tuviguy,
HELBRE - 2 L
R

EWNS D PAH A R5A v & bICHEIRE DB UL S E(21-24mmHg). & 5% WHO HRESJE |
FEDFEFNZ R D FAN ANZHONWTE, BURTIZT — 2 B3 oofiln b Tunzan, 72720, 2k s
O DIEBNZXT T DIREN A DD ERG Lo s 3R ThnwZ ik bsboThY , 5% 7
TET VAR T AUTHERRE 3L o T 2 HEMENRH L, FEEE, BAETITOh T 7 1 X Mi
RO & A — 7 B TIE 44 BT 6 HIS FC1EDEFITH Y . 7 7 ZBIOH 7N ITENE S
TWRWAS, SSe ZE TeBIERERICix 12 %O 6 SHATIERENAEICSE L1z 9, ZHEIC
X PH 2807 < ThH, EERHZ DA PH 23880 5 L 5 72 SSc DBFILZ D% 19% T PH 2 8ME L, %
JE L7ZIERID 9 B E 5 FELINIZHETE LTV D L o5 &5 8), Kovacs Hid, mPAP M IEH LR
F£(15.5+3.2mmHg) Tdh - 7= SSc B 10 AlZo X, 12 1A MEEE TRIBEIZ L, 0%k 6 AR
U B EE IOl 2 A 12 A I213 18.0£3.2mmHg & A E 72 mPAP O EF 2B R, Atk
VHUEHIZEY 15553 1mmHg LR T ERDI-ZEEME LTS 9, ZdD X 92, SSc-PAH Tt
ITHEDIRREL B2 OND 2 b, L0 REITIBFEN AZITH 2 LI MATHES PH# 2 YE TE 2 AlhE
PERH Y, A%OTET V AOER-PE-ND,
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CQ10 WHO HHe#(FC) 11 £ 0 SSc-PAH DIGHE I IV % A 1% 2
HERSC : o MR U A EREIRERA (R 2 7T Uk 2y, v T RY), RARY T
A7 77— (PDE)5 ERKC AT T 40, ZXTT V), AT T =Ry 7 7 —8 (sGC)HIILEE
(VA 77 R)Z WHOFC D SSc-PAH (Zxf LTS5 2 L 24335, 72, XTI 7m 2 FEQ
Z ORI Z WHOFCILE @ SSc-PAH 126 L T4 5 Z & 212%E 15,
HEIREE - ERA, PDE5 [LES, sGC #lI3E=1B XTI 7m X M#HI=2C T o 2 MlFEiE=
2D
R

Rz ToTVRE S TR UIVT T T 4 BETT v, VAT TT MEnT
At WHOFC I E D B# % & RCT THAMIVREN TG 4949, 7272 L, WHOFC I £ D B 2R
iE L7z RCT MThNi=DidR & > OHTH L (EARLY i), Z OBRIZEB 5 FEEEE 1T 6
r A% ORI ERTIE Y 6 S THEEOZLTH Y . 6 DS TIEEHC SOV TIE T 7 B AREHC LAE
ETAHAICE EFE57208+11.2m vs -7.9m, p=0.07). Al EEIIIIR B ¥ VB CHBE/RKEE R
72(-16.8% vs +7.5%, p<0.0001), = DA D FANZ W TIiL FCU ELA O BEIEE D BE L& T8,
W OIEF S FEFMEEICBWN T 7R L L THBERUELZRO TN D, R ¥ RO~
T B L UNORBRICE T 5 EEFHMIE B X 6 S THEEOZLTHY . WThb T T BAREEE
LT 12 720 L 16 %D 6 AT A A RICER SED 2 LAVRINTND 9, 4049, o+
T A AZOW I EEFMEE B SRR AEE CORMTHY . T T ERBEL L THRICE
R RA T TOMMZLER T2 2 EVRENTNS 40, 7272 L, Wb SSc-PAH O HBAICRE L
7o BR ClE7e < SSc BEFIZIRE L=V 7HRHT HATHOIL TRV T LT 7 4 MOV T X SSe-PAH
D iEE % 45% 5Ty CTD-PAH MBHFIZE T 2 7R MThoi, 77 B AREEL LT 12 %O 6 /rfFd
1THEEEA 5hm LR X¥, MATENEEL AEICKE LR 0, —F, Ry Xo, vE Iy Z (= Rk
U USRI A KO B Ofi#F ZHET 5 ERA, FFREEOZOBEFBEERTIEINTWD) RO ILTF
7 4 VOTEBNHABE~ DA A Z RET L7z A 2 fifir i, K53 2% SSe-PAH #7572 5 CTD-PAH (2
BWTIIAEREDNAROUGEITRD e otz 50, LLEDZ &£v6 PDES [HERGC VT 7 4
V)% WHOFC I £ K OVILEE O SSc-PAH FBFIZHIT D5 —BIKE LTV DR D & 5203 59, K IEA| O
BRI A 1T o 7o BRIIAFIE L2V e | EEOFRARIUTRENESCL M E AR AR L TT
IREXTH D, XT7T7BAMIOWTHEIKIN, KEDOZNZENTITHILZ 2 5D RCTIZBWT, £OF

TV 3~6 22AME WS B OEIBHAROLGEICE EE0 . 2R EREIOA AL R
T EMATHRROUGE RO R o722 LM OHETEE TR 59,59, LA L., ZOBREHIHMEH wHe
LR Z OWIEAIOA FAVEE B L2 ENRBR TR, BSBRLAET & LTS 12 BRI A B 2 E B
REEN NIATHRED K ELA RO T 99, KRERIIA—T7 0 T~V D 7O BT A LU g5 A,
44 517 28 $1(63.6%)23 FCUEDHBEETHY | X7 7 A MERKANL FCUEDBEEIZLAMTH D ]
REMEN B D, F7-. SSc-PAH IZIRIE L7z ¥ 7 EHTIZAT I T72una3, SSe-PAH 6 il 4 & ¢ CTD-PAH
19 B2 T 2 T I W TH, &5 12 BRICHEZR 6 MATIEREDIER 25807,
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CQ11 WHO K¥RE/YHEIEE O SSc-PAH OIEHE I AV B FEAIZ 2

AR ERAGRE L%, 7o 7 Uk 2y, w3y F %), PDES ERCAFF 7 40, ZXF
T4, VF I T R, 2RTORT ) —L#HE, hL7 AT o=V TR, A aFax Nk AR
WHOFCIIE & SSc-PAH (Z%f L T 5 2 & 2HELE5 5,

RZ T AN M7 aRT ¢ = EEEZ WHOFCIIE @ SSc-PAH (2xf L THAT 2 2 L 2845 5,
Fro. b OFEAOYIGIRREZITH Z L bIRET D,

HELREE : ERA, PDESFHESR, VAT /7T b, TR T 0 AT/ —)VEfE, ML 7o RXT 0 =V TFHE, A
n7uaAX MMEA=1B XT7TBRAN, M7 BRAT = EE=2B IHIDFH#EE=2A

R

WHOFCI > SSc-PAH DOIEHEIZH AW H AN DWW TIE CQL0 2B, RE % iz-HonTik
EARLY LV Hailc WHOFCILE X ONVE DB 2 %14t & L= RCT 1o, 16 lkIC7 7R
FECHE LA EIC 6 DA THEEZ IER S8 5 2 EAVREIN TN D 59, SSc-PAH BFIZIRET 5 & AHEE
RO DN TeD TR OO BEBEP DI TH Y (IR 33 4, 77 BARRE 14 4). Z DR
WIXEERVECTH D, =R T aRT /) —/uE WHOFCII 2\ LIVE D PAH 3 12xF LT 3 20 RCT
THMRAMIANRENTEY 3059 55— CTD-PAH OBE LR E LIZHLDOTH D 5, Ziuik SSc-
PAH #4 78 4, WHOFCII¥ 87 4 % &tr CTD-PAH H3# 111 4 2x L CREBIBEIC= R T e 27/
—NVHEZBINT S Z EOFAMERF LA —7 27D RCT THY ., =R 70 AT ) — /LR
INFIEREIBIR O A ORI U 12 % OEBNMARE R CMATENREZ A EICWET 5 2 LAV RS TN 5,
N7 7B A MIONWTIE CQL0 DfFFiEZZROZ L, ML 7r AT ¢ =)V FEIC DWW TIE CTD-PAH
90 4(19%). WHOFCIIEE 396 4 (84%). IVEE 34 4 (7%) % & e 469 4 735N L7z RCT MMT1oiv, 77
AL L 12 8% D 6 pRATHBIZ ARIIER SED ZEPRENTWND 9, £z, ZOBHFE
ITHEERGFEICRELS R Z b MESINTND, M7 B AT 4 =)VEHFEIZ DWW T B [AEBRIZ RCT 237
biv, 12#% O 6 /rMBTHEEZ 77 R E I LARICIER SE2, HEE2EDERRAEFEFSEN
L RE LT TORBUIEFIE L /e o7z 60, ZD7=®, b7 B AT ¢ S AFHEIIE NI oIcE
BLUTYI ZEZBETDH, A 17 A MEAICOWTIE, WHOFCII 72 LIVEED PAH J OV ifn 42
FERRVER B L ESE OB 2 x5 & L7z RCT 2M7hoi, 12 %O WHO HEES B OUEK O 6 S [FIBAT
FEEED 10%LL EOIERAZ LV EHR L7 FEFHMEHBICB W T, A/ n 7B X MIZT7BREICH L THE
TREN R A TR T 6D,

Fio, WERIT AT OISR E AR D 36 » H ZEIZHEAZBIML T BIROFARIEDHELE
SNTEIZR, HIONLEBOFEREZEKET 5, PIHOHIREOE AL ®RE SN TS, Galie b,
TrTVR BTG T A NEGMOGIEHT A L. ENENOBEAROIATEE T T VR H
HRIRE, 2457 0 VEFIREZ 2111 (B T) & TR GET:, PAH BALIC X 5 ARz, fRiko
AT, RIS T D RFDRVARCA, ICEDEET U FRA L P ELTERDY X7 % 50%K T S
22 L EHEL TS AMBITION #5062, X512, 2015 OB Y v~ F 4Tk, AMBITION
ARBRD CTD-PAH IZXE3 2 ¥ 7T DFE R FEFR STz 69, T LiuiX, SSc 118 4 4 & ¢e CTD-PAH
187 ZIZHBWTH, DFHHEILHAIRE & L TRRIRA RO VY 2 7 % 5T%KF =&, NT-Pro BNP 72 &' ®
BIRT Y RARA  MZOWTH, BAREL L THFIBEC RV SE L TWWe, 2oz, WHO #aE/ A
I D SSc-PAH (5 L IO IRIE AT 5 2 & bIRET D,
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CQ12 WHO BERESHEIVEE O SSc-PAH DRI AV 5 HHI1% 2
HELEC : WHOFCIVE D SSc-PAH (2% L Clik=R 7 v A7 /) — VEREE#E9 5, ERA(RE L # |
TNk EY T A Y) PDES BRESRGC AT F T4, EXTFT T 4N, VAT TT M, b
TRAT 4 = VE FEROEE, A n7r X MEA, 2o OFEFOPMOFRERIEEZIT ) 2 & bIRET
el
HERREE =R n X7 ) —AEE=1A  WII0FARE=2A  ERAGREV 2 7T Uk F U
<~ T HY), PDESLERC AT 7 40, ZET T 40, VAT T R, LT BAT 4 =)LET
ENOEE, A 27v X M A=2C
R

FIEAOTET RO TIE CQL0 KV 11 &M, WA DWW TIZE R AEZ R LT
RCT RN ed T BT VA LU RN, DB D0tk A & OfFFT > B 132 O AR RE X
%, Sitbon HiE, 194 FCIE 84, IVE 11 )KL TR T B AT ) —V#E, A&y v
T F T 4 M K BOEIOFREE ATV, 4 AR ESNEINRIESY 65.82213.7TmmHg 7° 5 45.7+
14.0mmHg £ TR F(p<0.0) L, ZDO%hHEix 32119 WARIO 7 o —7 v 7 HEE SN2 L &
WL TS 6, E-, KK 7 ru—7 v 7RI 2l WHOFCHELL T L /e->TE Y, 3EAFERIT
100% CToh o7z, £7=, Bergot %, % AME DT CTidd 573, French PH registry (2B STV 5
B R MENE GO I RN PAH B8 TR 7 0 2T ) — VHEZITHOIZ T8 IOV T L1z &
A, TARTURAT ) =V EETHMFRREZI TN RS THRB R 721 FAEFE 92%, 3
EAAFER 88%) Z & A A LT D 65, b OFHTIC SSc-PAH DEE I E ATV, WHOFC
I K NV EE D BBAE D3Mh CPHRAR THDH Z Enh . SSerPAH OFBHIZH VTS HIEFNIZ K L TIEA)
HOFREIEEBET H & ThH D,

CQ13 SSc-PAH DR HAZ L ?
HELRSC . WHOFC I W LI E, Lx=a— EASEEREOERl, H.007 —7 W ThHE/E<8mmHg
e VMR %>2.5-3.0 Limin/m2, 6 43 A TilHEfE>380-440m, BNP % L < iZ NT-proBNP IE# k% Hi%E L&
T EEHRET S,
HELZREE . 1C
i

%5 5 [EIES PH & 0 R 2w A CTIRGE L7z PAH OIRR HIEZ 81T 72 66, 7272L. Zi bl SSc-PAH (T
IREL7ZHDTIEARL, SSe X EHHEHRTH D Z E0vb WHOFC X° 6 /fE#4-4THiEE, BNP 72 LIl
IZPAH OFJEEZ XML THND DO TIIRNI EITHEBEALETH 5, FEEE, CQ6 Tilk<7- X 512 SSc-
PAH o B#F X2k WHOFCHE Th > THE0#H LITLITEEL L CTFE AR THD L 29, Mathai
SIZMmATENRE XL E D EIEE TH->Th, SSc-PAH OHEFE D7 IPAH 0fE LV LA EIC NT
proBNP N EWn T & 2 fiE L Cu5 6D, Mathai &35 O#AE T, BEKRIIZERD B 2 F/INRD 6 43 4%
ITHEBEOUGEE 2 383m L WA LT\ 2D 2 &b 68 SEHENMZARE OB O 1% 6 4 AT HEEE A 42 30m
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