HEERERFE, 7R T 1% (64/70 ) . 20mg FT 91% (63/69 ) . 40mg
#ET 88% (59/67 1) | 80mg BT 90% (64/715) TH V|, &ERGHTRTH o7z, T 72,
HELMAEBROFEBRIE, FEh 16% (11/7706]) | 16% (11/69 1) . 13% (9/67 ) .
13% (71 B1) T o7z RIGERIAB P, 46 (77 2R 16 SUNELESE 7 ) — 8,
20mg & 1 B D BIGEYES 3 v 7, 80mg BF 2 ) [ BRMEME S 3 v 7| LEHEEZE) 2SET L7
B WTNDIREEREE L ORRBRIE LV EHR SN, EBRPIEBIE 6 BITH Y, 09 b
561 (b 8omg #E) DOHIEIIEEFEELR (IR, OHEE, LS 1 Fl. Ry,
TR R ORI 1B, AL, 12TY  BAUEROTHAEARRM 1B 12X B0 TH Y,
D) BIEHRELOREEBEBRETELRVLDO1BITH 572, D 1 4 (20mg &) Drf
IHEERRAEERE (VLT Fy 2 UT I AET) KEB50ThHho7, HEELKHR
BPEVTNLOHT SO EOFERITZ, TEOELEBY ThHo7z, HiFERVT, AEEMC
PEY B S DR RBRO FRIIBEO LN o7z, $7-, IREBRE GEH. @i, IBE. IE,
HMIBRSEEE, N> 7 ) —HERE) ZER L7, R LEOMBEEED SN h o7z,

R ELHFEHER (WThPORET, BEEHFSBLUL)

7R A F 20mg A FE 40mg A 80mg

Ve S5 70 69 67 71

HERZFEHG] 64 (91) 63 (91) 59 (88) 64 (90)
SEIH 27 (38.6) 32 (46.4) 28 (41.8) 35 (49.3)
KA R 16 (22.9) 10 (14.5) 12 (17.9) 14 (19.7)
pLifan 3 (4.3) 7 (10.1) 6 (9.0) 11 (15.5)
it 3 (4.3) 5 (1.2) 4 (6.0 10 (14.1)
HILRR 5 (7.1) 9 (13.0) 5 (7.5) 9 (12.7)
SEMED W 13 (18.6) 13 (18.8) 5 (7.5) 8 (11.3)
NN 12 (17.1) 6 (8.7) 5 (7.5) 8 (11.3)
T 4 (5.7) 6 (8.7 8 (11.9) 7 (9.9)
FRE IR 6 (8.6) 3 4.3) 7 (10.4) 7 (9.9)
M - 6 (8.6) 5 (7.2) 3 4.5) 7 9.9)
Bt 2 29 4 (5.8) 2 (3.0 7 (9.9)
PURE s 4 (5.7 5 (7.2) 10 (14.9) 6 (8.5)
B 8 (11.4) 9 (13.0) 9 (13.4) 6 (8.5)
ik 8 (11.4) 7 (10.1) 7 (104) 6 (8.5)
1 bk 4 (5.7) 5 (7.2) 3 (4.5) 6 (8.5)
L RGE RS 9 (12.9) 3 (4.3) 4 (6.0) 5 (1.0
HEEE 0 0 3 (4.5) 5 (7.0)
HR 4 (5.7) 3 4.3) 2 (3.0) 4 (5.6)
%= 0 0 0 4 (5.6)
BIHTE S 7 (10.0) 4 (5.8) 8 (11.9) 3 (4.2)
B 1 (1.4 6 (8.7) 5 (7.5) 3 4.2
RS 1 (1.4 5 (1.2) 4 (6.0) 3 (4.2)
A 2 (2.9) 4 (5.8) 4 (6.0) 3 (4.2)
iERE 5 (1.1 5 (7.2 3 (4.5) 3 (4.2)
ENOE] 7 (10.0) 5 (12) 4 (6.0 2 (2.8)
BiE 3 (4.3) 4 (5.8) 3 (4.5) 2 (2.8)
I E 4 (5.7 3 4.3) 2 (3.0 2 (2.8)
55 6 (8.6) 1 (1.4 2 (3.0) 2 (2.8)
£ 9 FEIE 3 4.3) 2 (2.9) 6 (9.0) 1 (1.4
Lot 3 (4.3) 4 (5.8) 2 (3.0) 1 (1.4
HERE 4 (5.7) 0 2 (3.0) 1 (1.4
I PR e 434 T 2 (2.9) 5 (7.2) 1 (1.5 1 (1.4
ALBE 0 4 (5.8) 1 (1.5 1 (1.4
Ear 4 (5.7 1 (1.9 1 (1.5) 1 (1.4
MEDE A 5 (1.hH 1 (1.4) 1 (1.5 1 (1.4
TR 1 (1.4 5 (7.2) 0 1 (1.4)
g2yl 1 (1.4 4 (5.8) 1 (1.5 0
e P e 5 (1.1 7 (10.1) 2 (3.0) 0
21 1 (1.4) 4 (5.8) 1 (1.5 0

Big (%)
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2) THRSURT ) — VL OBRESRE (Ausn4 REr, wiHee 53512 <20 ||

Al lr Gaumsrezeeng) >)

AERPERE T L TRl L L2 HE (20, 40 i3 80mg, 1 H 3 [A#k5) TTHR A 2
) BE] (RTO AT —v) FRFRS & B L 2 E ORI R O R R ST 5
HET, 18BE CRETIE 16 5L E) DFEA PAH B (HEERESIE © &8 1541, &t
230 Bl) Axigic, EBRZHZRILRE 7T £ R RS EERIEATER LB ER SR E
L ET S 10 # [F 41 skl TEBSI NI,

FRMANGEREIL, OPPH, QA HBKE Y &80T % PAH, QU ETRKIEE, LEh
B RARSE . BYIRE B AERE . REVIRMBIIR RO PR % 5 FL ERB L2 PAH BEEOWTH
PGS L, 3 2 AU EIRTORT ) = VOBIRAES 2%, DoEleaEH 6 4 8
BBV HELAZERHEBEOI RSO RAT / — VHIRAHRES SN TWE EET, &
5, BAEBEMTIRET 21 BUADL LI T — T VEEICBW T, Z##F 0O mPAP 25mmHg
PLEROMBIREAE 15mmHg LUF T R~ 25 1 VB 6 45 F47BEBEAT 100m L L 450m
DTOBBREETH 72, B, HRE L, X=X T4 VEEOLHITHE (325m K, 325m
P b) ROYKHE (PPH., #5&MMEE L 0T % PAH LIS BB ER I2EH: L7 PAH) %
W1 e L-BiERSC X SBICETIT SR,

I - Haid, REFICB VT, KRHE 20mgTID T 4 BEES- L2, 40mgTID [ZHE
LT4EMKRG L, S51280mgTID IZHE L C8HEMKRGTAILESIN, BB, I9¢
REICBVW TR I H3IA Y7 X257 e 8N, 4BHE 8BEBICT S b RDOME
Firbhic, BMELLZCHEIIEAETE 2WIEE., [GRIEPIOEREOME® 1 BFFT SR
7z (72721, HENMERICERELZD R LS 1 ERA LHEBREICRS) o R0 48R
TABETELVERPRBLIZGE RO 2 B OBESLEIC L o 72354, BEERE 13
L ENTe, BEERERSIEID LD 6 FHORERBZECILE SN, 612, &To
BRI L OB, 2EHEO IR OAT ) — VHEIRNERES SN, K70
AT/ = VOHBEFEIX, BREREMLTEDLGEDOATREE Lz, OB STY R
B ORI L, #RhialBR A1481153 (G | BIEMRERTP O 720, REERERER) ~0
SZMOVBIZOVWTHFTEI L L SN TRTORATF ) - VO—BWNZHELERLE
B L CTEHEHAREDOLI0%UNTH > T, 14 HURICEOABIIET I L 2HiiRIC4 A F T
R L S N7z,

265 Bl (AZERE 134 B, 77 RE 131 Bl) HEBESKRS S, &F8 et BN
L3NNI, BEMMITHERD ) B 6 FRSITHEBEOXKIMICL Y 156 (REHIF, I+
REE 12 B) DIBRAL & 7z 250 B CRFERE 131 B, 777 R 119 ) 5B 5 (Intent-to
treat: ITT fAMTEER]) & S, 16 B OFEM D KHE X last observation carried forward (LOCF)
B THITE SN 7o BRI 56 265 BIOMNERIZ, B 53 B, i 21260TH 1|, FIEw
1348 KT 72, PAH Wi ORI NI IR 4~5 £ Th o 7z, EFERBIZDOWT, PPH
IEAIERE 107134 6] (79.9%) . 77 2 KREE 1047131 B (793%) | KSR LS PAH
AR 27/134 51 (20.1%) . 7T 2 RBE27/131 Bl (206%) THh o7z, T72, BEREON
— AT A YEEOEEESBT, AERD 12113241 (91.7%) . 7T L REED 119/125 B (95.2%)
A Class I XM TH o720 TRTOAT ) — VOG5 HMOFHIH 3 E T, BEFAZTO
P GBI 0.6 4F, SFXEHEDH 32~33ng/kg/min, X G-HIR O P RE IR L b 16 JEHR

D0 MIERARE IR AR IB ML 72,
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THholzo AERETIE, 107134 1 (79.9%) 75 80mg £ T, 18/134 ¥l (13.4%) 7% 40mg ¥
THE I, 91346 (6.7%) 7 20mg 25 S Niz, 91346 (67%) EHEL., ZDH 5
7 FHIRRBREZBETE 2 VEEFRR (BUERUWIAL, RILE, % 9 B & 0TI & s
I, THRROEE. THL. REREE, BAKRUKRSBEME 1 6) . 2 flidfbosh Gt
AR 12X 2RETH -7,

BREIZOWT FEFEEE &L SN/ R—ZX 54 U558 16 8T TD 6 SHSITHEED
FADT T RBEL DOILEE, ERMEE & D ICTEIRT, 6 16 BEED 6 5T HEED
FEEALEIIHRG AT, 7R (ZRTO A7 ) — VEMK5H) T 89m T
HolzDxF LT, RERH (ZRTT AT/ — V& OHERKSE) Tld 37.1m OISR

bhrz,
£ 6 FHBITERE (m)
£ ME 0 N2 5 N—ZX T4 ‘/75‘%@1:?%2:5%0)705%7}5%&@
AT | IR N—no 4o ] FPl6E ajﬁé |7 ERRE | E09s% | pl (W
LB D" EExm | m
T7vK | 119 348.9+73.2 353.0+87.1 4.1+£58.3 119 — — —
P 131 349.8+69.2 379.9497.2 30.1+63.2 131 26.0+7.7 (10.8~41.2) | P=0.0009

DEHEEHERE, P X251 YOS THER KRR X0 RE L - E g
O IGEEE, N—A 5 A VEEOHRITHESE (325m ki, 325mPE) RUKE (BEMHESLERE, CTD #1£5 PAH 7713
PEHEEMICEHE L7z PAH) 2 BT & LB 2 £ L7 (FEKEE 005 (WA )

BIKEHIIEE & S 172 mPAP OEIEKE IRX—2F 4 58 16 BT IEE T ToE
ILOXRERE T REHLOREET TRIORT, % 16 HEEE D mPAP OB E{LEIX. 7
Z v RBECTIREAD % h o 7208, REFRKGHTiL 3.6mmHg DETA D S/,

¥ . mPAP_(mmHg)

- =X NR—=Z 74 ‘/VJ}%@%{\[:C;EODT?M?#&O)
WS | s 74 It
N=27F | Bl6BHXZH | 50 % TIEREE | ED5% | pfE (W
4 kR ZibE © DE "D 2 X [ )
77K | 102 | 504£12.3 50.6+12.6 0.2+5.9 | 100 — — -
A 117 | 52.5+10.6 48.9+10.6 -3.6+73 | 115 -3.9+0.9 (-5.7~-2.1) | p<0.0001

OPHEARERE, Y N AT A CEEOSITEBER UYREIC L) W L 2R A
IN—A T4 VD 6 SHFATHE (BUNRT) PRELERESFLE LD, Zh50 OB 215 BIAFFEMHN %
EENTe, HBEEH, XA 74 YEOSTHEERURE BT & L2oain 2 £t Lz (AEKEEL 005 (Fif) )

¥ 72, PVRI OFHELEIZ, 7T KRBT 1.0dyne-sec/em’/m> DIE T THh - 72D 12xt LT,
RIEPGHETIL, 293.3dyne - sec/em’/m” DR FASBD S i (THRBE)

% : PVRI (dyne-sec/cm’/m?)

SEHAE ~ - .
, — A »H
Tl —— 7163 A
paraln
75 R 73 1242.5+560.3 1250.4+531.8 7.94297.2
A 91 1463.6+542.4 1167.6+481.1 -296.0+454.9
A RS
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BEWIZOWT, WINPOFEICBWTRIEEN 5% U LTHoFEFRITEDE B
D Tholz, B, BELAEEROREIGI [ 7T KR 39131 F (29.8%) . REHE .
29/134% (21.6), LLFIENA] « FECBI%R [7/131 60 (53%) . 1713460 (0.7%) 1 RO ik-5l
¥ [14131 51 (107%) 713460 (52%) 113, 7T REBEE I L CTARERETO Lo 72,
HELGAEFERDHI L, 77RO 2 f] (IR - RERFEEEAL - PR REE, AL 1
Bl) EARERD 3F (KIME 2 6, KEEFRE 16) o TIREERTEETE TR
EEd3NTz, BB, TR, 7T REETTH GRERER S ILE O PAH BE, (MEIER D
PO A 1L 10, A5 04 2 ), PAH B, WIMAE R VK EOWEIL, 504G K O a MR ILE .,
HEEDPAH & 161) . AERT 16 QEBRERSPILEOETEHAOCAEOHE, IRAIE)
Tholzo TDILTTLREE 4B EARER 1 HIL, HEBRERSDIEZORTETHY, W
NS REERPEE SN, TS 8 FIDRTEHID D L, 2 Flidie 5 ik %o BE AL
D%, 2 BlIHERHER (A1481153) HABIF DT TH 570, 4 Bl A% ERIRFEE/LOf#
Wixdt e Lz, BERGHED 20RO ZOMIE L, INOSDOHIFICE - -H 3,
77w RRETIIEIR, PR R B R KERRE X OERAR (EBRFIEERM I X ) E5RIR
L RTORAT /= WIE B 0D LB S N) AREFETIIIEREEEE L LMTH - 72,
FRRRAER T IZ oW T, GREEESUEREKES 12 X Y BR FER 2 ZEMEORIE
B el Sz, BRMEERTEICL 2hIEGIZ o7,

# . ELEHEHER (WThPOBICIBWT, BEEN5%LE)

%58 7T 1K AR

SFAfir FF1E 131 134

HAEHERERIK %) 128 (97.7) 124 (92.5)
BEE 44 (33.6) 76 (56.7)
THI 24 (18.3) 34 (25.4)
B 23 (17.6) 34 (25.4)
FEMEO W 25 (19.1) 28 (20.9)
WFH 26 (19.8) 27 (20.1)
WAL 17 (13.0) 26 (19.4)
Ul 8 (6.1) 23 (17.2)
HILA R 3 (23) 21 (15.7)
MR- 13 (9.9) 20 (14.9)
s 13 (9.9) 19 (14.2)
KA ERE 9 (6.9) 19 (14.2)
HiE 8 (6.1) 17 (12.7)
M) PR e i 17 (13.0) 16 (11.9)
274 11 (8.4) 15 (11.2)
SE 11 (8.4) 14 (10.4)
T RE R 6 (4.6) 14 (10.4)
% Bk 12 (9.2) 12 9.0
Rt & 8 (6.1) 12 (9.0
B 7 (5.3) 12 (9.0)
5.5 3 (2.3) 12 (9.0)
EhiE 8 (6.1 10 (1.5
ESifigEs 3 (2.3) 9 (6.7)
-0 PRT 11 (8.4) 8 (6.0)
Bl B 5% 5 (3.8) 8 (6.0)
B R T P AR 1 (0.8) 8 (6.0)
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B ) L igE 9 (6.9 7 (5.2)
INR 30 4 (3.1) 7 (5.2)
i 3 (2.3) 7 (5.2)
SIE 1 (0.8) 7 (5.2)
B 0 7 (5.2)
&I 8 (6.1) 6 (4.5)
HE Ik 7 (5.3) 6 (4.5)
i 7 0L S 13 (9.9) 4 (3.0
SIHIER 9 (6.9 0
Bl (%)

3) Emmsiaer (ausna 2, wirarsisz <l -l e &
BHRBXZF44E250) *>)

AL E T HAER (A1481140 3BR) %52 T L72 PAH BE IR 2 BB OHRE L0
REWR RS LI T 5 HW T, ZikdtFRIMGERBEIKE T L Lo & § 5 22
7 [ 51 fak CHEM S iz,

M - HEid, A1481140 HERICBWT, 7K 1 H 3 A5, AR 20mgTID K A
40mgTID THE S N7ZEBFHITOWVTIE, K% 40meTID (6 AR5, 1 &% 80mg (214
&) A, A% 80mgTID TG E N/ BEIT OV TIL, AIE 80mgTID TG SNz, F DIk,
ZHEBIE L TEUBREOEMAE TR SN/ B, ARBRTIR, HBICHAA
NOoNTHERED 12 HERS S ETEMFCEBEI N,

ARHERITIL, A1481140 HER 2 52T L. RIIMHABRANOSINZFE L7z 259 flasflA AN
b, EFIPFAERIE R CEEWRRN SR & Sz, 259 FIOPFIZEME 64 41 K U4tk 195 451
ThY, FHERIWBTRTH o7z, MANFEOBWI AL, PPH 263% (164259 B1) | #&
EREEE L AT 5 kM PAH A% 31% (79/259 ) . SERBYOEER DY ERIBERT 2D
PAH 77 6% (16/259 ) T -7,

BRHEZDWT, 6 FRIBITHEEICB ARN=25 4 U5 DELEZ FTEIRT,

# 6 FHSATHERE (m)

. P : iﬁu%ﬂfé,ﬁ;ﬁ (A1481140 REED X — 2 T A ¥ 55 OEEH)
128 H 248 H 14EH 24EH 34EH 44H
B 249 239 220 185 166 96

ERESE | FHEAZERE | 3692587 | 467x729 | 515713 | 4884837 | 48.9+875 48.4+95 4

95%15 #R X 1] (29.6,44.3) | (37.5,56.0) | (42.0,61.0) | (36.6,60.9) | (355,62.3) | (29.1,67.8)
A Bk 61 56 49 38 37 19
‘11 77 ER | EHEARERE 1.7442.5 36.8£59.4 | 49.0£538 | 49.4+795 | 56.6x85.5 45.7+118.2
8 95%15 X (-9.2,12.6) | (20.9,52.7) | (33.6,64.4) | (233,75.6) | (28.1,85.1) | (-11.2,102.7)
1 20 mg IE 64 61 57 52 46 25
‘1‘ D FERHERE | 4364533 | 47724675 | 56.6+843 | 55.2+87.0 | 48.0:86.2 46.4+88.5
0 95% 5 FIX 4 (30.3,56.9) | (30.4,65.0) | (342,79.0) | (31.0,794) | (224,73.6) | (9.8,82.9)
A Bi% 61 59 55 46 41 26
L 42 T spyyEamie e | 4874562 52.4+80.4 | 40.8+69.4 | 40.1280.8 | 43.1x84.0 67.2495.9
£ b 95%fE X (344,63.1) | (314,73.3) | (22.0,59.5) | (16.1,64.1) | (16.6,69.6) | (28.5,105.9)
=i “0m iE%e 63 63 59 49 42 26
= © | Pmamieme | 5291668 | 4941817 | 5864724 | 4954877 | 48.6x962 33.7+85.0
gl TP 95%15 X 8 (36.1,69.7) | (28.8,70.0) | (39.8,77.5) | (24.3,74.7) | (18.7,78.6) | (-0.7,68.0)

D0 PIREEARI IR MR B L 72,
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A1481140 ABRICB VT T 7 v REICETIT N7 HERE O 5 6 ARRBRICHAA RS L7z
BERE 13 A1481140 RO N — 2 T 1 V5 24 H (FHKERHGES S 128H ) 1213, A1481140
HBDOR—Z 54 o8 12 BORFER L FAROWHE LR L7z, 72, A1481140 ABRICH
WCAREREICEI T & MBS Tk AR 12 ARG LB ORI RS F OBRORE DR
Hizx .1, 2. 3 RU 4 % S RIBICHERE S T/, BORG MHEREER o 712D\ T,
Al481140 HERDN—ZA T4 Y O DEL AF 6 » A T THERBERHIEHIAL 72 & 2 A 54T
HEPLERELTH, BUNOEMITEO O NG ol & 51T, ARERICBIT 5 Kaplan-Meier
FAZ X B 1, 2 ROV 3 EHROEAFER E PPH B3 O NIH prognostic index % Fl\V 7z £ FE %
TRIITHE L 72.A1481140 ;ABRT 7" 7 L R BEICEIT 1T & /- PPH BB OHEEAFERIL L,
2RO ZERTEL69%., 58% KT 48% T o 72023t L. MEEDOARER 54 D ELFERIT 1.
2R 3EHRTENETN 94%, 91% KT 77%TH ). A1481140 RERIC BV TARIERE I ZEIfT
T ONTHWERE BV TOFEEETH o 72, A1481140 FRERIT BT, A 20mgTID, 40mgTID
KU 80mgTID A4 5 S M- ERE O 3 FHROMEEFEIL, TNFN 52%., 51% K 50%
THolzDizxt L, 3EBRDEFRIZEFNEFN 0%, 84% KU 80% TH 72,

TEMIZDOWT, REMMITTER 259 Bl ) © 255 Bl (98.5%) ICHEBEHIFEDO SN,
D) B 15361 (59.1%) ICEELFEBRPFRD LN EFERRIT, KWMERIE 64/259
Bl (24.7%) . THI 61259 61 (23.6%) . MiEMIFEREE, B4 60/259 1 (23.2%) . BEF.
M. SIETER R BEAS 56/259 B (21.6%) . WELHE 51259 61 (19.7%) . FEED F
V2 49/259 B (18.9%) . LAGEERY:, MHRKEEE 46/259 B (17.8%) . I R #ERE T 45/259
Bl (17.4%) . HAFRR, B0% 43259 Bl (16.6%) . BYIE 41/259 6] (158%) Th -7,
S8 BIHSFEL L7-25, WWBREEEMICL D, WIN b EBREL oREMBREES Rz, TR
558610 B 44 BUIFETTIC X D EERATHIE S N, 14 BN OBEIIZ X ) BB P IE S e
e BB L7e 72 AEFRICI Y 30 BIPEKRBRL PILLTEY ., 5B 21 BlLEEREE
DODRPEERIGE SN, 9 FUIEEREL ORREEREEECETEMER L HE s N,
BRI E o RWERNZ, INERRCUR, FEEAEE. 9. T, HErgkde. WRm g, 8
. THL. Bl B, B0 T, BOEOENRTT LVF—-RIETH > 7%, BERK
EHEBE L BBE PN % CEBRBREMICERR ERE L 2 2 RIZED Sl b 72,
7o, BREHRE GRS, #EF. R CIREORE) PEMBS NI, R EREE 2 287
RIREO o h o7z,

(4) BARA PAH BE BT H2FERUZORBYORWENRE | PHEE (A1481252, FAEH
53321 <20 BB ~wsn>)

AR 20 mgTID IS LB oA MR 0% att, 3 SRR O F DB O &5 1k
BICBITA2EYHREZ T H5HIT, 16 U EOHAA PAH BE ExRIT, Shtiskitn
FEE MBS 9 FEk I CEM S ., B DR Td %,

ARERIT, BT (BEEM 206 A7) —= v ZHROEREE (IRFEER 12 88) |
FEOH (BRI S0 Bl  BEIRSE CGEIMERT L. YVTF 7 4 VO SHkE & e
THEE, VTHIEHERMET -5 L LTOF—7RMBICFHABTL, YIVFF 71V EHEL
THRALTWS PAHBEDOWTNAPICELTLEE LR ET D) 22640 E1HHOT L
MANIHEIT, PAH LM SN, A7 — =V VIR —ZA T4 VO LA T — T VIR
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FIZBWT, ZHFO mPAP 25mmHg P E K OBFEIIRBEAE 15mmHg LT T, "= 5 1
KD 6 53 FAATEEBEDS 100m DL L 450m DT TH LT & 2R 7 ) —= v FHEG L iR —
AT A YREDR LA T — T VIREFER 2 » BRI RE Y5 3 LR Ta x5 ) —
NO¥EZZT T RWh, RO OREEREFELIRH L TW AR F T, SERFRELT
WAPEREFETH o7,

M- HER AEE 20meTID T 12 BEHS S 17z EHIRFEIC BT A A ] 0F UK-103,320
O MAEFIREE K OB EIRE /ST A — %ty Conax & OF AUC, 2D W TEHMIli X 720 6 BIOHE
BREICBWTC, EYEHESFE S N, HEREIIVTNALETH Y, EIHROETH,

LEMUIBEBERIZFNENABIR 2B TH 572, FROFHME () 134975 (35~
63 i) « KRERVEHEEOFYE (§EF) 1Z2hZh 5037kg (38.1~59.8 kg) K& UF 152.95cm

(143.7~162.0cm) TdH o7z,

TREEICOWT, EYBREFFMO 70 OKIE T TOBMBICBIT A EEFELOFI 41T -
2ETH1BICBWTHERERDSROON, Mo 5 FITIIAEFRIIFTDSNL 172,
AEFERDPROONHHREIE TP O RBBRICHAAN S L, AERERBORE (2

HE) CBED [BOERE] RO LN, KEFIIAET S Z &2 {HE5 4 BEIHEEL
726
(5) EMBEHKIET—F D25 - TFU R (A1481249, Tt 53541 <20

A~Br @rEEsies»A) > [BEEH)

EIA CHi @ IMLESRE (Pulmonary Hypertension © LT, PH) 13 LAE DR G5EDOH 5 BE
12 fl%Exg e LT, BICHO N TWE 7F—7 2310, S5 FEROIEBBROEDME. Raetkic

BT HIEMINEN 2 SN, T3z, B, XEOHRSIX, FEMiftk (6 k) 2BwT,

(B EBRMZETEE | &5 WIEZFICHY T 2TV fFh NI,

XHFECLZFAEYIUT L, AEE2IE L/ER 112 FloPFRIE, kA (16 mLil) 884l

(PAH : 76 B, WHELBRMEMG S MELDSLD PH : 12 61) . /NE (16 ki) 24 61 (&6155 PAH)
THo77,

RO GG F TORARU/NRICBIT A LHOE S, #hen 855% (6576 fi)
K 583% (1424 1) TH D, EHITFY 422 8% (EH : 16~76 %) ROTEW 105 % (86
B 2~15m%)  BRERIE T 413 4 (S © 0.0~42.04F) KUFY 3.01 4 (%P : 0.1~
120 %) THholzo T, KEOBGFIER S TOFREIZ DV TIX, PPH BE DY 56.6% (43/76
Bl) RO 83.3% (2024 ) . BERIZHED PAH BEDS30.3% (23776 ) & U° 0% (0724 1) .
FeRMEREIZ D PAH EED92% (7/76 1) KU 83% (2/24 ) . FIBRETHEREIHED
PAH BEH 1.3% (1176 ) KU 83% (224 %1) . DM PAH 2°2.6% (2/76 1) KT 0%

(024 1) TH o7z, PH DEREE %77 T WHO HEFEDBICEI L CTIE, Class I DEEFIAT 1.3%

(1776 B1) KT 0% (0724 %)) | ClassTI A% 21.1% (16/76 1) KU 33.3% (8/24 1) . ClassIl
A 67.1% (51776 ) K U¥50% (12/24 B) . ClassIVA® 10.5% (8/76 1) K TF16.7% (4/24 1))
THolz, AREGHRE DUEEEE, BE. PIRE. MERERE) X, 855% (65/76 #) RO
100% (24/24 f8)) THFRA SN THB Y | FEEpHRTE - B % 1 5-BAGI S TR L TV 725ERNE,
HFHELE o7,

D0 BFEATERATME B 2o,
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K AEREICBIT LR

16 L 1 16 AT
PAH PAH List PAH
REHE BT X 76 12 24
3K 50mg > 28(36.8%) 5(41.7%) 16(66.7%)
it 1 BEGE 50mg—75mg 46(60.5%) 7(583%) | 7(29.2%)
75mg< 2(2.6%) 0(0.0%) 1(4.2%)
IPH DB EE R 3 HM 9(11.8%) 2(16.7%) 1(4.2%)
LERTOATF ) — )b 11(14.5%) 1(8.3%) 11(45.8%)
NTFTAM P YA 15(19.7%) 3(25.0%) 7(29.2%)
N A 5(6.6%) 0(0.0%) 0(0.0%)
LR 7 URT WA kS 6(7.9%) 1(8.3%) 0(0.0%)
RTTUAMF PO ALE XYY 7(9.2%) 0(0.0%) 1(4.2%)
70 URF/-MNT TR NF b9 2(2.6%) 0(0.0%)
0(0.0%)
7 OAF-WNG TR M R Y AR e hy 1(1.3%) 0(0.0%) 0(0.0%)
RIS L 20(26.3%) 5(41.7%) 4(16.7%)

% (%)

A DOWT, HARU/NETD 6 GRBTHBEOER<R-XF 1 V2 5#5% (12
WR K 52581%%) £ TOREDPIEAEERSIL, 1285 CTENEN 77.82158.5m (JEH
Bapl, XN—=ZF 4 2573+72.68%5-1% © 335.0¢90.5. LLTEAE) RO 33.0£32.8m (5 .
436.0£64.8—469.0+74.3) , 52 AHTENZF 18.0¢133.2m (7 B, 446.0+186.4—464.0£99.8)
KT 53.0¢48.9m (10 f5l, 370.2+104.0—423.2+1142) TH Y, LHBITOHKERTIEIH L DD
BATHEEOIER DR bz, T20 BARUV/PMETO mPAP I220WTIE, 12 BHTHFRZ
N-54 +6.7mmHg (18 B, 55.6£15.5—50.2+14.4) K U*-7.0mmHg (1 fl, 61.0—54.0) . 52 87%
T-5.5£10.3 mmHg (40 #l. 53.9+12.3—48.4+11.1) K& U*-1.1+13.3mmHg (15 . 64.5+13.2—
63.4x18.7) TH O , IR A D PAH BE Tl 12 8%, 52 3% T mPAP DI T A58 & L7z,
B & EPT (PVR) 1B VT D REERIC, 12 5B T-259.32330.7dyne - secfem® (13 fil .
1247.1+654.6—987.8+811.9) K UF-544.7dyne - sec/em’® (1 . 1230.8—686.1) . 52 B T
-256.4+348.8dyne-sec/em’ (30 ffl, 1073.3+469.4—817.0£370.9) J& UF-63.2+288.6dyne - sec/cm’® (14
. 1088.4+377.3—1025.24¢478.6) TdH V. IFITHAD PAH BE TIX 12 A, 52 BL THiMm
FHEYL (PVR) OETRO LN,

BEMIZOWT, HFEHFRIBABZIIBVTT75.0% (66/88 ) THRILL. 5.0% (5 FEH))
DLEoRBETEO O N-FERGIT, R 148% (13/88 BI) . MSMERE 12.5% (11/88
Bl . BEAE11.4% (1088 B1) . LAL9.1% (8/88 1) . THi 6.8% (6/88 4l) . AIRIE
5.7% (5/88 #51) R U 5.7% (5/88 Bl) TH - 72 NRBRFZIZB W TIX, HEELIL 292%

(724 1) THEBL., FOWRILTER 25.0% (6/24 B1) . 13TY 83% (224 51) . BESF 4.2%

(124 B1) ROBERK42% (124 6)) THh o770

RNEE 88 B 66 (6.8%) IZFBILEAFED SN2, W b ARE L DR FEGIZIEE X
N7z, FEEDFERIT. HEARE 46, DAE 16, HOERFED16ITH 72, RABZIC
BUAEELAERERIL, 25.0% (2288 ) SRR b N/-0s, HEMEBREGETELVWES
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RS (1) OATHo7:, B, MREEBICBVWTEEELAESRIIASON Do
PAS

LB, - BEEREERERE B AAEEZRUERSRCHET 2 EHRI O
BEHAFERZIC OV TR LR, IR TNEAFEHR, ZHEMEVREO L
holze T, EME (PGEBILE RRME) ROREEIE, X=X 51 v &
5-5aG 12 Bk, #5546 52 B, REETIRES TEOFHER P IRIEICK S BERIIAS
NG olze MABZ BT HHRREBEREELBORBFIL, X=X 51 v Chizk D ILHEE
WTH o 7HEFIC BV TIZ 46.4% (39/84 ) TH ), R—AF 4 ¥ Tk DHHEMENTH -
ToREBNIC BV TIL 46.8% (37/79 1) TH o7z,

<FHEOBEE>
(1) EFOERHMBEFHTFIZONT

BRI, PAH 12H9 2 KHIOBERIAE NI DOWT, BRI L v R OEER
Bz RTORT )=, FEryY) bED, BEBICRMBE RO,
HEEEE, LT XS icmE L7,

@ PAH |ZA 4 A AKI DKM ERITICOWT

BAEHFRBITAT DTV 5 PAH TS 5 IHHIT AR B DRAE L EITICES L Tnwh & #
AONBE3OORBEERENELLTEY, 7RI H A7) V8H, =¥ Pk UZHEK
FEPISE R OF PDES FHESE D 3 DICHHE S A FEHDHFFET S (New Engl J Med. 351: 1425-1436,
2004) o L LD 5, KEITBIT 5 PAHIEEEIZ, YRR IS4 42 YEEO RSO A
T —VEREHEE R RO G HEIONT 7O R M+ M) T A, T2 ¥R VERKRRE
EOXRYEY 5 02 553 FHNRONT WS, KHNL, cGMP 53 #EE#E TH % PDES DiF
Tz BE LEEH R EH 2R T & v ) BEFO PAH ISR & IZ R4 2 (EHET TS &
PRSI EL I L6, PAH IGRICBITHH LWIERE L 2 ), #7210 PAH BB EITO 54
WX BIREE L TR PRI ENLDDEEZOND, T2, FHICR: ARKICER
THERE RIS ICHT 52 LX) F-mBRE R L3720 Tk <, @R
BEBEIRT L LTHRTH S EFEZ LN, BAFOEEERILFIANOBILH 72 i A A b
2 & B BRSO Z RIS T 5,

S 52, Ry RIRREER (A1481142 BER) ORR LD KFEE PAH BEICEMERS L
ToBFIZ, KEOMRDPHRIND ZEDIREINT WD, 200, FERAIZ, PAH IZHT 5B
EROFRMEN L FETHAM /OB COMBZIEE S, PAH BEOTHRLZUFET S
EEZLND,

@ BEAFIGHERE & OfF\VariT ROBERIZ DWW T

ARH) & BEAFO PAH IGHEIE L O VGIFIZOWT, TR TO AT /) — )b (o MEEE T
TRREEMRPBEONLZVESICENZERETHZ L) RUKLY S~ (WHO e
ClassII R UIVICER A) X, #O@EIS BB D PAH RSN TWwB, 72, X570
AMF P LAREEEOHVEZTFIIBVTHEIME O VEEDTH L L S, Bk
B O BRI L TR GPHE SN TS (Heart View 10: 916-919, 2006) o —7F. Wiyl
MAHEER (A1481140 HBR) IZBWTIX, 5 WA EEE (WHO #HEESHH Class I ~IV) o
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PAH BEMFMAANS N, KEDOHEGIZL VBERAEOBIETH 2 6 7 M7, WHO
WREE R UM IIATEES S E L TB ) (BEO PAH EZ ICBW T AMM 2 RLTWA 2
LG, B 6D PAH DEHFEZTREIC L, BEDOBKIER T UET 5 2 & TREDEIT
HT 5 2 EPEIFRFE N B AR 5 IERULHI R ARFIL 512 & B IEBSIRPA T TH
L6, IREBOEEERLBEEORELZER L T, ZRENOEROEREIIIL U 7- BRI~ DY)

DEEZ, b LRFFABRGEIREFEINLbDEEZ NS, —F., KEIX, BFEOGREREL
BLHEHARFE € HT 52 L5 0  BEAFREE IO 5 IERILH Tk, REDOR G Ok 2 |
b L IIPEREEIC X AERUESETE B,

WL E AR (A1481141 BBR) ICBWT, ZR7TUXF /= V%5 L TwW5 PAH &
BN L TRENSZ T 7R HPHTTLILIICE), RSO F ) — VHEMES Lo
WMREHBELIZL A R—ATA U HE16HFE TO 65 MBATIHEE D2 E DO FHHEIX,
AEGHEET30.0m, = RKTTRAT )/ = VEMESHET41m Th ), KEBIESH T
RTVRT ) — VEHHRSHICURTEBICEDP 972, T2, R—A5 4 V68 16 AET
D mPAP OEALEDFHMHEIT, KREGHAEE-3.6mmHg, TR TR T/ — VHEMESE 0.2
mmHg Th 1), KEFHBECTHEERIET L, WHO BRESHIZBWTH ., 1 B oo
R L7203, REGERIRE 35.6% (471132 6) . TR T A7 /7 — )V EMIR 5.5 14.4% (18/125
B . —H TR EE/UENIZ. AR 6.8% (91324 . RSO F /) —
VHEBESRE 12.0% (15125 %) TH D), AEFHABTIIT R T TR T/ — VEHHRSEEIC
HRGHEOHE . BABIED 2V E VI ERPBON, /2. BRRESENTLET
DY, =RTORXF ) — VERESHICHRTAREFHBECAEEICE ( (p=0.0074, X
— AT A VEOFTHEEROKBREZRTE LB YT v 2 RE) « KRESEERREDE
LETCOMMEREREL TWAZ EPRER SN, DD, RSO RF ) — Vi #HE 1T
W5 PAH BEICEHRFEOR L H2ARELHHES T4 LI ), PAH BE OEBTZGE
FOBKERSE HICEEL, BRIREDEL T COMBAERET S Z LATRENT,

BB IRTURT ) —VICEEL 16 BB LROREEIGETELVWEESES
DHEBEIL68.7% (92134 6l) THYH, TRITAT ) — VEHIRE5EE 46.6% (61/131 )
LD DB EREPFROLNT, GBS RLL7-OBELREBRIITELWVY, oo
FEHRIT 12 ARG D A1481140 FER T OARIE 80meTID FEORBHE 66.2% (47/7161) . 7
7 REEOFHEES1.4% 36/706]) L FBRBETH -7,

—Fi. EBRACBOLTERS N, CYP3A4 B U CYP2CY DFERTHL KLy ¥ &
REDOEYHMEAH %G L7 h 8 TER (A1481149 3ER) 1BV T, AED Copoe B
AUC I, ZNEN 5B R 3UIET L, K2 ¥ D Crpy LT AUC 1Z. FNFN 2% K
L50%IMLAEVIRERIELN, Lz oT, KELRL ¥ COfAIZ, BEWD
BRI E Y RITTRND DD &, T2, WHIOEBEN 2AHINER I & ) MEET
ERPHEETA2BENDH LI L0, FRICEEILETHL EEZ LN, BRI
BWT, PAH BEZXHRICAE L R >y v L OFHRER (A1481243 RER) N EMHTH
D, ZORBIELHELN TR,

R, T X HIZEZ 5, I TIE. ACCP (American College of Chest Physicians) (2
£ % PAHGHET A4 F 5 4 >~ (CHEST. 131: 1917-1928, 2007) (X8 T, KIEDERMALE N
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