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‘WHO 71587 @A O Mo siZsles A5 2d G (WHO Group 1) A+
g M7 bRk kAR uapA E Ttol =gkl A s Ao A
g Aeol7b vk B of@x Fefd]&o] tiA AR A H

E}Ho|BR Folo B4l U8,

Ll ™Il e
O A8 E4 A%
- AHEFL “WHO 7I5EF 10, II @A sigdstes Hesd 238 (WHO Group 1)
St A 55 H AT FHIIS kA E| bosentan 5 WA 7tsd kA7 SA
Hol 9lomg g A BtuA HQ3 kAl dEstA ge.
O 444 #84
- Sildenafil® PDE-5 <A #)|(phosphodiesterase-5 inhibitors)® 3% H A4 X9

CGMPE 27147 Agde AU,

- WHO 7|52%F 0O, M 2A dFsts dAey 8L Xz HFAE FAI
PDE-5 A A sildenafil®} ERA(endothelin receptor antagonists) A€ bosentan,
ambrisentan®] first-line2 2 HiRH3, HF+E& AVt FFEHA @FS HS-

iloprost(inhaled) 5 #Z onsetS Hol:x 2FA|E A LE23),

- 12%9 Slobdlz, olFWA, Fag WA 94 ARes AEW 1Y I(E oy
S =2 sildenafil(20, 40, 80mg tid)e] &4t S H7Fe =F(SUPER-DA A
12 W7 W 68 ma Az Wz A 7bx £2F 2R ek gu] foy)
3 ge BAe

- SUPER-1 study9] subgroup(PAH-CTD)3ol thdt A} 582160 A3} 68 H3Y AL &
AL 20mg Tl A 55m(95%CI 24785), 40mg wollAl 49m(19780), 80mg = °llA
28m(-14"71) L7,

d938td H7F A3 sildenafil 20mg ol A% mPAP, PVRo A fFojn|st 45
HY2(20mg ¥ mPAP -46(95%CI -8.77-0.6; p<0.01), PVR -243(-2787-10;
p<0.05)).
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- WHO functional class ¢! #Hl= 238t 3o )3 sildenafil L& ZFG0mg? 19
33])37} bosentan®] Bl U AFAIFHANA(SERAPH Study)?, ITTE®4A RV(right
ventricular) mass ¥ 3}, 4737 % (cardiac index 5), =5 5HGERP A ), ato 2
MAdEad7t F 3 F98 Zol7t glAS.

- dsY 8L AE5A E9dH HE(mPAP, mRAP, CDIOE o] &3t AES 4
o2 <ok FU|AQ] TIHE YolE7] Y HEIZAIA 1d AEES sildenafil
75.2%, bosentan 77.8%, beraprost 74.1%°¢]3 ©] FX = F7/] A @A B @ A
E&@8797%) Bt} w3k

- A8 d5Y 18 X & A (sildenafil, bosentan, sitaxentan)”’} CTD related PAH!2)
gate] 55 H(exercise capacity)oll PIX= FEE o7 3 wENZAI A
CTD subset #=Fe] 7 effect sizeldo] o] JTAA FHS Heolx] Rz
(sildenafil 0.53(95%CI -0.0270.89), bosentan 0.31(-0.2270.83)), PAH A A} H -
= 794 S EA S (sildenail 0.58(95%CI 0.3870.79), bosentan 0.61(0.3870.84)).

- AQd T AT E F 8 ERA(ambrisentan, bosentan), 73718 PDE5S inhibitor(
sildenafil, tadalafil, vardenafil) Z#] 3 iv epoprostenol, inhaled %+= iv/sc treprostinil,
inhaled iloprostE& ©@d S¥oz2 AL&3t & 3Axte] AHE AFH sl HEa¥HE 2
ZH3 mdTel A$olE iv epoprostenol, inhaled ¥ iv/sc treprostinil, inhaled
iloprostE @ Q¥Ho=z x&3t T IAxte] HEHE Hrisle HELWH EE atrial

[e]

septostomy 5-& Ho]A& w3t 3] oo AA|HEID,

O H

op
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- 7478 ERA, prostanoid analogue, PDE-5 inhibitor’7} WHO 7|5 &% O/l ©A ¢
|s9 ndEe A9 12 ABEAR FHHE As 12 A AHFLS bosentan,
iloprost, beraprost, ambrisentan ¥ t#|7}s & Ao = FHE,
ANHELS WHO 7|52F 0O/Me 371592 bosentane II/M/IV, iloprost® I/
IV, ambrisentan< 0O /I, beraprost= WHO 7]5& % thdt dFgle] A%
WP FHIIEHAS. F97]F wWEW bosentane WHO 7|s&F M/IV,
iloprosti= II/IV, ambrisentan< MM ©Ae] F< 1A E. beraprost= 378 WZE
ARE Al FQ1A E.
wrebA S 7RAME 2 g 7]E(h)E 18 Al WHO 7|s&®/ MY s s
getel 7-9¥E bosentan, beraprost, iloprost, ambrisentan® 2% A 7}5 3
WHO 7|52 #fF MY olxad#HsHadete]l 7% bosentan, iloprost, ambrisentan
I A 7heetH, WHO 7527 09 e s a8l 4%+ beraproste}
WA 7S Aoz dTE,

thet beraprost®= WHA16) F AAPA F XX DA & ZAFEFOR ANET ¢,
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- AHFL WAGAT a7 ot v B7] oEa AHEFY] 19 FoFH| &S
BN oz gAFA 715 19 Fof0 & ()1 2o A&

» ThgH, WHO 7| 587 M9 A5 AHEY 19 Fou|&2 gixefAl giv] A #Hs}
U, WHO 7I5#F 09 424858 nd@yde] A9-v AHEFY 149 °‘”ﬂ]£°]
o) A 2kA 21 beraprost®] FoFu] &0 u]s] 17}
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A= o Y] =1, bosentan, beraprost, iloprost, ambrisentan A= 213k A
% I, 333 E of [l A" AoE o Abgase,
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