il L EE FiE O 5% 37 Vs R B s

R OSSR DL

P 1

TR R TEBRAN IR B

ES50MEMEET—IVFYYRI DAL, BLAOZ—XT20I13F282784&Y 3B8@1IbHNni.
2008 ENEZHDOSBEZ TOHFLOIETVREZRYUAAL, HILOHA RSAVOERIERSINI.
12DF—=~ICHADMNTERD BN, DPLITDFISMESRE (pulmonary hypertension ; PH) 52
MEHRLTOBZENRU SN, REBSWMRE, HMEBHASDLITDHNENERBNTETLS. &
FKMFENARIE AT S MESE (idiopathic pulmonary arterial hypertension ; IPAH) DFR &R 3 BLFR
BICBAL THREVEADBMIC K UYRBHIEATHY, IPAH BEDI 15%ICROBN, BETIYESE
DIREMDHY, FILHFLOLEBGFEBELROIC SN, EBVYHBICEXERERERL >, A
R4S MAESE (pulmonary arterial hypertension ; PAH) OZUr(CAiME S (pulmonary vascular

resistance ; PVR) H'3 Wood unit LA E& OWSREMEBINS .
BELMRRSN, BHRFOEIMBRBEH BB L TRERINI.
B[BEOEHFEHRH LR L, MEBOESHI/ENL TOT.
SEDRETT55E L T upfront combination therapy & WD ZEIDHRS5 % AIFICREIBT SIBEDBN &8
RSN TOB I EPmESNIC. Fio, BEEENHEEE 1A ICERLI.
% PH ICBAL TIEFEFL <SR SNB L DI 2 TH,

6% (ZB8 L TlJ breakthrough (E52 WOV,

1,

BOHT—FIVREDHEITED
HEOPHOLYRNUEHDE,
Cid==p=

EDEBSIOMERICEK
% T\.%ELJ: t/u\ L/ 5 n?:.

ESEIHRMBEMERET —IV K VR ) LOFEE

e 1 RIE / M
XC®IC ° 5 /B
3 T35/ HE
N L 4 FeEETE
Z—ABTLES MM EERET =V Y YR TS = B LI
LIF20134E2H 27 HE D SHR, WIOKEX DA 61 6 U/ Tk
FCIROMEE SHEHIAD=—ATIbI (1§ 7 aR—RERR
el X Vo T H LRI XS Tl H T A - T z). : jofioienat
CHOERBRIETYL, PHOTZ R 120 ¥y 27 2 (EH) 10 1B A A
IZOWVWTE6~10ANDAYN—POBDIIAT T F—R 11 EORBEISMMEARICE S PH
12 N b A

PEREN, AUAN—BEHIERNEIELET—<IZPLT
IEF Y A2 D TEARBEZITV, BEMIZIEZH LY

6 © CIRCULATION 2013/10 Vol.3 No.10

— BEHICHEREED
BEHEHEL
— IE%¥

R, TR, RE
BEFMELRE

fnEDORE

B

[EE EREFESnEERED X H= X L

HAFIA ViREZHIELC#Z LTV ¥ 272
T A —ADORKERHED2H 25, 26 HeAfrbh, JHER
54 FASER L. RETIE, EEFRETHMNL 27
fipHT, W - W SN NEEZRRS.

wIE/ YT

EE 2R T & 912, PAH Z# = IRZ AR VIR
DN, A, 74 VR, e, RBBFRIMLAEZ &EA5bH -
THRIET B, RIEDOBG B LTI VAR S iz,
MRS 72 o 72 62 B D Wi HLRE % 95 B 22 0 \FRAT L 72 D
DTPAHDREHEDOEEEZ AL LEZHWIIL TS
BT Z I 72 BEOLRHITIE, IR, tlﬂ!lﬁﬂlﬂmbxci
EAEHRLZENEH -2 &, MEREADIIENS
CoFEfITADNI-ZE, BETuRyFrI5 I V%

$H &2 o 72 BHAED R W IBE TEIRIHES D LN &

mENY,
BiE/ EixEik

KM PAH Tid 80%!Z bone morphogenetic protein
receptor (BMPR) I i#{s T B A%, 5% T activin-like

==z asipommskosn @)

3%
p<0.0001 =#
T 1
100 - | p<0.0001 |
n.s. n.s.
1
80 °
_ f .
® 6ol | ;
&
i 00
R | 1 = |
20} g
. !
0
n=188 n=79 n=81 n=34
BIEFRELL BIEFREDY

BMPRIBZFRENHEL REFHOMFE (X#HK? LWEIA
®E)

receptor kinase-1 (ALK-1), SMAD, caveolin (CAV)
1 DBEETORENRRCEERTVS., B D 15% Tk
BIETREVRHROP>TVRY, 7TV ANE0 11541
EXG L L722E T, BETREND L1399 BEET
FeE L CIMATBY R AL 7228, MISIEBE . - i id e
ol (ER) 2. M5O IPAH THFEYT 5 L 15%
T BMPRILEEZTFICREZRED TS, #iZ BMPR 1T
BETREEZAETLE, KETIE2%THREL, Bk
3 14%CTRAET S. BRI :3THEH-0E8K0%
FERIZ 27% & %5 Y. HFLWEETREE & LTKCNKS
HBIETF (KF v A VOBIET) OREFSESH, XY
THETIRIE LB LEN R v, 8 18 ok fifz TR
BERLTWVS. T2, BIEL TRV REDBIE T
H2T2H72oT, BIEFAY Y)Y TE2HOLNML
DT> T HMARITH 2 LRI NI,

3. BE/DHE

PH ®EHR IR FEHMENRE (mean pulmonary
arterial pressure ;: mPAP) 25 mmHg (& ¥ 8 9 % 25,

HME  2013/10 Vol.3 No.10



