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Abstract

Pulmonary hypertension (PAH) is a progressive, lethal disease characterized by impaired pulmo-
nary hemodynamics and vascular growth regulation. These changes increase pulmonary vascular
resistance, which in turn causes pulmonary artery pressure, leading to right ventricular failure,
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with the end resulting in death. Studies have confirmed that elevated endothelin-1 is closely re-
lated to the development of PAH, and targeted drugs targeting the endothelin pathway can not
only improve symptoms in patients with PAH, but also delay or even reverse disease progression
and improve long-term prognosis for patients. This paper reviews the literature in this field to re-
view the mechanism of action, clinical application and future prospects of the endothelin anta-
gonist PAH.
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1. 51§

it 20y Jk v H A2 EH 22 b 0 0 B A R R K] 51 762 ) it 3 ik S o v ) — o B AR DIRES , E0AE it/N sh kg
i JIHG5R . N B D RERRAG . P R 20 B AN ST JUL A 6 1 B R RT3 5 DA S SR A AR (1], I 30 Mk v s AL D
PRIEIR 5 BRG] RIR G AR A AT 5 shife 2 PR AG . BEE R IR, A O = IR BRI O = 47 4
R I, AR TR IIRE 2RI oM e PRI PR o 7K T A0 2 R A 2= e AT o D BRI EA T 1% R %
SEAOIEERHF). 5 sh ik s T 2 (WSPH) R it sl ik = (PH) 7 2K, ARZEA £ EEUITHF 5T
55— RN IRV B Ik = (PAH) o H RSN 1 A2 Wbty A1 §EDIRAS T, a0 580
& T4l 5 ik (mean pulmonary artery pressure, mPAP) > 25 mmHg, filizh ik # & (PAWP) < 15 mmHg Al
Jifi L BH I (PVR) > 3 4~ Wood HAZ[2]. FIHREIR AT REIEAN LAY, B 28 BRIMA LN #iZ, B340
FERMRERT . WATH IR ER[3], PAH B 5 LSRN 59%. L SHHRA UM IT 7%
T EE, A REIT ITES N E G AR MR YT, A RR T R AR PR A . FIIRZS . Hb
e S AL AL I 259 DA RGBSR S, AR VAT AR AN RE G IR, S REA A% BH s A2 )t e 2 30
TRELCE, IR FaE A R A DS SZ AR R AT, AT R L B R B R = AN OSBRSS
—HME(NO). W -1 (ET-1) ETHIR K (PGLy) [4]. H AT PAH IS A 25 % e X = ANl i 32 2@ it 24
M SN K S w0 4 < F0 s A 3h ik T8 ULZE e (pulmonary artery smooth muscle cells, PASMCs) 3 5 4554 5]
BITER . SRR 29 Re 0 W B OE PAH BB IEIR, IREAAER, MR EE, & PAP
PEHIE IR E VG N, AHCUEHE R W N S RS P2 AR X 07 TR R B R i A 35 . B ATEIm PR B T Iz
Jik e B F BT, IR RS R R M I Re . 0 s OIUIEESE O R, B
A AR L T 5

2. AR %E-1 7 PAH B 9{ER &I
21 NEENER. 2% AER

W7 251 (ET-1) 42 B 1 O A1 5 S0 a8 551 . et i 5K 0 B2 R AERI[5] [6]. B H 21
ANREEFR AR, FEENN R AR H AR 3R G RAE YR SR e, s R = s 5T )
REJy AR SRR SRR, QA ek E 1 [7]. ET-1 tHA R 40 B R A BRI, CERTA
AU AR VF 2 SoAh dr e iR 2, o R iR, BN, AR 4EAnRR. O L4nREE[8]. ET-1 5
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A WA F G A AR ZRRD ET-2, ET-3, HZEHIFE TN E LR (5L, X T0 i 8 2 E I 52 ET-1.
W B PR DAY G B AEECZAN S HAEM, BN &R A ET-A)MN KR B (ET-B), XMFZAk
Iz A, JEHGRAE ML o ARSI, ET-A FZAE M-I W40 EAS IR, 857 M Wi 1t
i ET-B B2 AR/ T M T ILCE A 5 U e ) R0 A8 P9 0 b, 7 IV P R s i, 8 SRR P B AT
AR IR, g T ML R IR 0 — S A ZEU(NO) [9] R 2 Bl A e 31 -1 B i AR AE N B 3R -1/ N % 35 -B
2L EYINALE IZRIBATL0], PRIES UM RS2 A o0 sl 71 Ao . 454 UL BRI, OfF
FARWFTEUESE, A B ER-1 2 A L 2 3 s ik s Is R 82Tt i, BEXT AN, ET-1 HifkEk
ET-1 PELE 730 0 mT 5 9 A sl Jk v 1

22. AR EEMAMLE M EENR

PR R KN R AE 2 R, 7 G T IR P RE . N R B T B A I R G N ) B 4
AR g I BRI I B 2 R) PR BRI, R T AR I R A I A A R A A I RSN, P R HR A T 2l
FEPERERE,  DAVR S I AL A B B ) FAR T, R TR 5 R . AR, e IAETE 2 A
—MNMAT I RASKEE . NI A BB TS YR, SRR R NO MU SE A & R-1
(ET-1). [k, PN R 400 2 o A AN 3 5k o i e s 5 IR 7 [11]. EAEFRSME T, WE NO & (eNOS)
M NO EEAFE . CRAPUE. b iERMGsh R FEEER . M NO @iy BEA
TH LA AR(SMC) - 51 e & 47 3k [12]. ET-1 (it 877 4L 5 & %m i PAH R R ALEIA 5<[13], 7£ PAH
it e T L R MOCER AP AR E A P R AR B, AN B LRI B KB L4240 200 um UL R K. #04
ET-1 J&¥A77 P00 2 B2 i, IR A0 I I8~ LA B (VSMIC) s — ZHRr e IR AR 2R 1, B R
YRR, SIS [14]. TEAEKIH 7RI EO A B 1E OB, VSMC R LLd 2504k, B BE AT
B BB R R R A R A A . VSMC (13 B3 A 2> (e gk sh kR Ak P A= 3k 1T 5 B0 3 ik o e
(R FE[14] [15]0 E2, 76525 WA R, I 9 R 238, 27 AR 22 I M A2 R S0 S vy
B E s, 5 HAEFRAERT NO o448/, SEUNE IR LAIFT sk HLEI R8T . T N =S
ALIEE ] ET-1 SRl % i 8 A S5 2 M A 2R Iish ik = IR H Y. ETAR £ VSMC Hi s BER A,
AR H U 45 AN [16] [17]. RZIRSR, ET-15 ETBR HI45 &80 M 35k 700077 42 (i NO),  FF{2 it
ET-1 M HiERR[18] [19]. ET-1 SWIFR 4l & 4em[20], hah, ET-1 fEMfizhik s ke 3 24E
e ET-1 KV 500%™ B 2 (04 B Ak [21] [22], DK, ETAR 35307 IS0k e I T 4
—L 2.

3. IERERNARREAY

ET-1 SZAABHAA, HREAR N R RS2 AAE PR A PR AE FH O ik B TG RO BB M s 4 S
i 50 ok 6 s £ B e LIS [23] . P R BT R A RN 2 3K B 32 4GEVE . 76\ PAH A1 PAH S5
PRI, ET-1 (MR ML 2K T e ET-1 & — Rl R0 g 4 700, o] S 38ash k-8 LA (A 22
o3, WA Bh TRl A B, IRPR RIS, PR 2RSS PURI(ERAS) B A0 . 22 DUAER . 22 Jy R IR
PRI PAH 45— 2 Ak, B AT B8 I8 I S 04 I 4 FH R ML 384 1 7 51 A /s 3 ks 1B B 1o (H
DA EZ5 ot AN FIRR B EIVE T, 76— T meta 2047, JEIESEEME ERA R AEIH RZITE 11%~12%(1) 38
W 52 B 5 S W T e SR AT R, DR AR T P B I & BN AT, AR IR e DU AR E 22 LR A
K [24]0 BT ALK AR FH o 2B 30 1) iR 3 5 B WG B P Th e . SR A h I Th e S sl AR AiE U A5
ERAs. 74, WA EA JUMAHICI Z3AH AR R, Rpoil A 37 va M AR AR B (R BRA, IX m] BE S S Ik
A FH I e 2540 (I R 2 Ak T TE2A5 2 7890 R ¥ 25 3 g [25] [26].
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