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Abstract Pulmonary hypertension (PH) is a clinical and pathophysiologic syndrome of elevated pulmonary vascular
resistance and pulmonary arterial pressure due to structural or functional changes in the pulmonary vasculature caused by a
variety of heterogenic diseases (etiology) and different pathogenic mechanisms, followed by the development of right heart
failure or even death. PH is a major global health problem, and it can occur in people of all ages. In clinical practice, the
treatment and management of PH is characterized by complexity, heterogeneity, and specialization, and requires an all-en-
compassing, holistic, and multidisciplinary strategy of shared decision-making between doctors and patients. This article
summarizes the advances in the treatment of PH in the light of the latest national and international guidelines and high-quality
clinical studies and real-world data.
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Bkt il 3 Bk & 5 ( pulmonary arterial hyperten-
sion, PAH ) 55 PR 52 2% H & AL L 2R B 97 3% BiUs
(5 BT PE Ko PAH rp D Sfs R MO JUE 95 AH OC PAH
(PAH associated with congenital heart disease, CHD-
PAH) A& it 36 ik & < (heritable PAH, HPAH) |
2l 55 2 AH I il 36 ik 5 . ( drugs-associated PAH,
DPAH) | %54 4 2399 FH G fili 91 ik 155 1 ( connective tis-
sue disease-associated PAH, CTD-PAH) £ .,

() — A il 0 TR AT 0 9 3 97 SR s < 35 il
PAH JBE R4 2 S AEAR UE 25 IR 97 IT A T A
PRSI FEL 48 5 F it sh e Ik, 2l
FhPk IR i <60 mmHg (SN LA AE <92% )
(9 PAH R# AT 2T . JHEAE PAH SR TR v
DILIRREE P A B K T e RURT R W . S T
PAH FR L 250 BESCHF , A48 78005 MR F I 1
BB HE S SRR,

PAH 555 10 i B0 70 A 70 2 AU O T i
FEMHRE T 1500 m DL FHLIX . #2I0 PAH B35 5
IR . XTI R XU AR R i i sh g
TEH BT R B2 SR R, AT A A
AL E PSR . A IR R B2 8k PAH, AT L
B PEAT S PR R AW R R 5 AU (phos-
phodiesterase type 5,PDES) il 377 , /S 5 B AR fili
BN ik s ( pulmonary artery pressure , PAP) & ifi (i 45 BH.
77 ( pulmonary vascular resistance, PVR) , X F ¥ 55
FEIAER 8, Tt 30 s A XUR: B A 0 D e
e, R4 22 FA H 2 0k AR k. il B ik s T
( pulmonary hypertension, PH) & & B4R F R 54
ORI AN T ARIZE T KB TR A G, TR
Hi PH BEA4: 2 500 2R BB, JF B & T35
E BB PR (PH R EE AR A e G S 5 R R R F
fli BB XS B3R 2 o PR IEZ PRI TR, HERE
Bl RS M JRR T

(=) 25%naTr

L. JERINAYY : PAH B 20 NPLERARYT Pk 65
AU, AERE PAH S 25 T 8 LBLBEIR YT, I
e MAAIT S . A AV O i AR 7
TRAERY PAH B85 HER I IRFANAYT o X AFTE BRER 1
MR PAH B A SR80 . H AT = A 1y
TR R IO U8 259 (M s = A8 58 9k R L (L
TR B SZARBE AR R EE2E A ) 16T PAH B9
RPN 22 4

2. B T BE R« 2 i A B RS X PAH
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TRYT RS AL B E AN (H, X 4 & PR i 3 ok e
J (idiopathic PAH, IPAH) .DPAH Fil HPAH £5 # Jif
HEAT 2V A SO e o S I Sy ke B A
S T e ) A %) 5 38 18 BH T R (calcium chan-
nel blocker,CCB) 77, FH 24 4 6] )i %5 DI BE U7 LA
DRV R JFTEIRYT 3 ~6 D Ja R4y
A5 DK (right heart catheterization, RHC)
AR I A8 S PR A I 14 4 T VP A, LUK 5 55
L EE CCB SR i, 7 880 1 J8 38 0 3K 5 HE At
PAH &7, QN a 2454945 .

3. IR YT MR YT BN T IPAH,
HPAH \DPAH {4 IfiL 4 S W P4 J8 35 Al CTD-PAH A&
Ho HATHY PAH L m) 258 £ 20251 % PAH () =K
Fowits (N RER . AR BREMETF R
BAR) BT RG] : N R Z AR 45507 (endothelin
receptor antagonist, ERA) Ul i 4E 30 22~ A0 | T
30, PDES 4100 70 2 4 MR AR | ik Hr AR IR
Ak, S H TR LB S 0 I A BV NR, Fi 51 26 2R 2
YIRS R 3R 2 B Eh A AR R 1 B IS HTS 3R
METSJE /R R R MRS . I PAH EIGEEFIRTT,
JRRIRBR o WA RARER e B IR0 A SO [
I6YT, LN ERA K PDES $50] 5 f i 75
H 2785 ik B2 T VST RT 9 I R i w)

h=HRITE

UTAER A4 PAH HTHE sbE & T ARZ T B 254,
RETLITN 6 D Jrim: OB LA KA E 24 11 5
(bone morphogenetic protein receptor type 2, BMPR2 ) ifi
% Ath 73 5 ] | Sotatercept ; @) R AE 5 G 8 i B 0K
2 H) FEER BT Anakinra ) Z 5 BT @4 KK 7
ST QRN 738 e 32 58 NS R N | K= A D228 NS B
BB A AR PR ) < B R e | H Al i 2 VK it 41 o
7 s @RhoA/Rho il 38 # - 552 (4% | Fasudil; @4
KRN 0 3 - - ARABTT | Selonsertib  Bardox-
olone  BRLMAT 5 @ 14575 1 A o388 1 5% € e | 1f.
BRI Bk R . R Y HI7 RO %
MERFTEAL Tl R B B, ARG Wb AT T /NREA
Il RBIFSE

Sotatercept J2&— F i 1< 0 Wt BMPR2 {5 5 1@ %
WL A B A RS B 1 . STELLAR #F 5% /& —
AT XL IIRE T~ 11 44 PAH BBE 20 UE |
3 WA, S5 R R, $E52 sotatercept 1577 Y A 1
VBIT 24 FEBF 6 min 2 47 IE B (6 minute walking
distance, 6MWD) “F 332 5 34. 4 m, M ZZREF 4 M
1.0 m, Sotatercept 4 %5 % & 7 41 1) 8 /IR FE L5
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[ PVR,N K ¥m B #4 R Bk ( N-terminal pro-B-type
natriuretic peptide, NT-proBNP) 7K3F, WHO .0» Ij fig
SYAE ) MG o Anakinra S —Fh {14 F-1
ZARFEPLA, — TR FF bR 45 IB/11 A3 5 F 5%
1E 6 Z4EZRIETT FIRYT I PAH B PPl Anakin-
ra JP R, 45 R W R B0 ) AR R 3 R
SR, 732 B it 77 NT-proBNP 7K 0 JIE #7515
FrmEA AR PR e S — N T PAH I
PRAHR: 1) 1% 2202 IR 410 ) 7], TMPRES 42X 30 2% — 5
XA PR IETS SR TR PAH ARG T HIBEALAS
MR, 25 01 WoR B 5 % Je T LA 803G PAH JR %
6MWD FIFEAIL PVR, SRT, HLEEIRYT B 1 HA
R (RERET i b ) 2 A2 30, S 800 IR % e
fE— 2 B 45 R . D I R JE A W AT (AV-
101) H T EAEHFSE 1 (NCT05036135) , FE & e
(GB002 ) J&—Ff Z2 88 i i/ ARATT 2B 1Y AR P 732
T TR 1 24K, LT A 252, T A ik
PV B o S 104 R G, i PRAVT 5 IEAE AT oh o I
& B 5k E %% 0 i ( angiotensin converting enzyme,
ACE)2 jd i # A8 B 5k R 146N Ang-1 3] Ang-7
L Mas 5244 1, DA AR 32 Jif il 45 &7 7k . — 33T 1la
WYTF A 2 R R B Y B, B4 ACE2
(GSK2586881) A LARKAIL PAH g3 (N =5) ) PVR,
st A R 7RIS LR AT R Z b
SA /G AN 7 S S [ N [ o R 7
(NCT03177603 ) P4 T GSK2586881 Xif $2: 3% b fE 15
FORIT B ML 3h J) 2F R E 1 PAH J8 38 SR O il il
AN 1 BGEEH], 25 R WoR #2097 ) B E TR
i 3 Bk 3% ¥ < ( mean pulmonary artery pressure,
mPAP) \PVR FLOMESEBO A 3k

(=) TG

L. BREE B3 8] Bt F1 R A Potts 733« % T 16 30
HAE PAH BB &, B4 b5 (B8] BF & O R (balloon atrial
septostomy , BAS) i i3 & 5740 Ji5 N A5 1) 22 43 VAt , Potts
338 Ao A il sl K R S Bk, T AR A O
JE 77, B e 0 % wi G AL Ot i, BAS RIAEN
2305 NEHAST RURAMES RIS A I HRYT

2. BN IKFANEEAR 2 B i B Pk E AR
( percutaneous pulmonary artery denervation, PADN)
S L ST SRR 25 2R AR 1A V815 il 1t 45 5K 1 o H
WRITFAR . 2T R A58 Wk PAND AJ I 25 805
PAH 851 L0 3 1) 2 8 b5 (mPAP) 8 i & iz
shiiit J1 (6MWD) , B3 47,0 P g™ ' . PADN-CF-
DA 52— Z s (11 Z80y) AT AR IR
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BEAL X B3 56 ( randomized controlled trial, RCT) A}
58, g A 128 5] PAH G2 (b TPAH 71 4]
HPAH 2 5] .CTD-PAH 32 {51 .CHD-PAH 21 5] . [] ik
mEA I PAH 2 5] , H T A ¥ 452 PDES fil]
FIFESE L W67 25 . BT R4, PADN 41 &
BRI 6 A B 4.0 % DI RE S , 6 MWD ~F- 2458 fin
58.8 m, £7.0> S M %€ PVR F&AK 27% , NT-proBNP
ISR T i AR AR S A= 238 Bl DR S il 3 3 S 3
"7 . R REVEAL fERF 4044 4 5 AN FE |
el fe 3 A, 25 R PADN 4 H AR5
6 A~ B b TR AG 1Y B8 LB TR AT
(70% vs. 43% )" 1 4EREVISE 5B/, 55 PDES 4
il 525 ¥4 97 AH L, PADN 3K -5 PDES 4101 i 71 46 7%
ARIF 6 DNHZ 1 AE MWD KA. EREH# — D4
5 I R U i — ek 2% . H AT PADN 477 PH
(BT B2 RS 1.2 4 4L PH

3. RS A AL IR 5 R TR AR AL IR 5
FEAA IR AE S DLAL 2590697 TCA PAH JE 35 (1Y 3
IRITIERE, PAH REAE ARG 5 FAAFHE N 45% ~
50% , A= 1% i Y i 4 e o

AR i U B0 Jok v

AT 22 U959 A SR il 5 1L ( pulmonary hyper-
tension due to left heart disease, LHD-PH) [ 25
I DI A T A R RV T, A4 2 1o I 9 6
K2R, 25903a 7 an R 3 L Il A8 55 5K 3R 7 1k it 410 1)
NI LN R B | AR 7/ R P IF IS C R TR N
SKHFRET IR YT O = R 2P AR T A0 il B
B D IERS AR SR, LR 78 4 BE ZE A il s | e HIE
WRHSELE A R FESEAIHIE, BARS 5 PAH 5
LHD-PH &4 & Fe 1Y 53 ¥ HLI A7 7 38 43 T &, Ry i
] 254 1T LHD-PH B35 484t T e R4 . Bl
WA RFEA Y RCT B 53 0F 52 48 1] 245 49 7 LA A
LHD-PH ##3z5"",

I AL BARR AEURH O it 3 ik v

%53 28 PH K UL 718 14 BH € 1 i 5 ( chronic
obstructive pulmonary disease , COPD) | [&] J5i P4 fili < i
(interstitial lung disease,ILD) £l 44k & 3 Fii = i
( combined pulmonary fibrosis and emphysema,
CPFE) Gl LR A MRS B, A5 3 B (R ik
Hu X)) AL R R (i 7 B ) AHOG . T8 PR il
BE T PH (4 5 R AR S AL A
TREINA G, 5 PAH AN[H,3 4 PH Y & A= LI
AL T/ INLAE 14 38 2R S B0 A8 5, 0
AR A A S, PH O iR
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AR SN ST TN i Va8 1 il N < S 1
BE T PH 2 2 R EAIG R R M, KL, 2022
AERR YN AT Sl bk =5 Fe 48 w3 41 PH (1) 24 B DA fili 558
P59 L/ SR A | RS 1 I B0 ik v . B e Ry 5 it
Yo A/ BRI AEAH DG Y PH” o H I, Al 3892 95 1/ 8
fRAAAH ) PH F 225 X6 IR R iR T, A 4G K R 4
J7 TCRIE AL Bl < R R Ber 4k Ak e
P2 )00 45

B 2590 7R 56 3 4l PH BB & b 0 R4 A
PR Z R m 25975 PH-ILD f835 (4 R 5% v Y
RIA NKE  AL4E ERA 227 AU R AL i1 5 1 R
I BER SR A B PR AE . STEP-IPF 58, PDES
P55 PG BB IR R 7 iR 3 TFP 3% (n = 180) , 302
R A AT DASE = JE A (R Bl g, ek 2D I I R , 5
P AR NG B, SR TR YT A OJF R GA B AN
(6MWD ¥ 3% 20% K L b)) WLH 434 17 2
STEP-IPF ) 180 44 523074 i 119 44 B3 B 75 .0
S AT T PEAG A 0 2 46 D e 4 (right ventric-
ular systolic dysfunction, RVSD) £ .0» Z= I J& ( right
ventricular hypertrophy, RVH) , H %k A= 3 43 5| &
18.6% F112.8% , {£ RVSD W21, P4 b IR AR 45 %7
AT A S 3 ol BB Bl 7 (6MWD) A 1 it
i, £ RVH WA v, pU b IR 20 £ 38 e e et 2 AR 3
A el S IS i 22 %, RVSD /i3
HIX AP AR i — e BB L AT A PR %0 4 A 1as 3
it F7 (b F R . INSTAGE BSR4 A T B 2 3%
32 JEIR e AR IR T 1) B B R AV M 21 4 4k (idiopathic
pulmonary fibrosis, IPF) 83, 74 IR E 55 %5 B 2H 7
B Il DR G R 3 25 S, HLAE R SO sh R4 OR
AU T RE R AT A 53 AR TR o TR, PG A
X PH-IPF [ 35 0997 %04 T i — 2D Hi B KA AR
S BIAA . X LR ] 25 )% PH-ILD 57 RO £ Y Ji
DAL 1 A 1) B, EL AT B8 55 Bl AR/ T R A G
SR HAE M IE LT o

W AHE I 5K 258, Anag 51 348 2 25 A
T JE 2K AT LA el st AR AR e R/ v R A, SR
PH-ILD 35 1932 8hifit /1. INCREASE 5% R, %t
TEMIMAEH PH 0y ILD 835, W A #T5 e /K6
J7 16 JEYF R 3, I8 8 T 6MWD ARk i) = 224 5
(HHATHJE /R B2 R A 38 n 31 m) o 5 &5
HAH L, T ETS e /R IR L SR G 2R 2 7
LGS i ARE A 26 a5 (O Sy B it s A2 e
OMWD #AIK > 15% A An] J5i PR A8 T 5l fili B 4 ) 1) 9k
U KA i b . T8 e R AR YT R T

WARLSSEESEAGE 2024 4R £330 % ES M)

ZME RAT B R WA G5 e R 5 HRE AR AR
BENARSEN T R, HK AT TR T 4
WFFT, T 200 22 0 5000 I DAl R i 18 WA i /i 371 Je
IRARZE R ILD B A

#£ COPD sl fili < AR ¢ PH 835 v, R il oK
FEAS RCT WF5Y, HriEda A 2 UL 32 F:57E COPD g fiffi
AR R RN R 258, 2015 AR & RN —
TS A4 T PAS T HeZ S 10 G Y7 it 4 J& Y COPD
BE VAT 9 T RCT W5 (2 ok I 2R 3R YT,
7T WO VEHIABAEIRYTY ) ,365 £ 2 i . FES R
EFNT 7, IR T PAP R4 IS A0 e AE 56
AR, G5 R AT EGE T COPD 1Y
2 B 77 (E4492% :66.39 m,95% CI 59. 44 ~73.34) ,
A EJE PH(A D KA F-2) PAP > 35 mmHg 5%
HFL B RS ] PAP > 50 mmHg) (1) COPD H#iz
S 77 ok 3% 0K (34 2% 67. 24 m, 95% CI 60.26 ~
74.23), {0 # B B JC PH () COPD i & TG ok 3%
(=9.24m,95%CI -75.0 ~56.31), [RI},14F74 PAP
FRE( =9.02 mmHg,95% CI -10.71 ~ —7.34 mmHg),
AR A I A 5% oA A e L — IR KRR AR
() RCT A5 40 A T 120 i th & & COPD g3, 4532
PDES il F kARG Y7 12 J8, ik fir Ak 41 fn e
BRI HEBEER6 MWD 255K 0.5 2K (95% CI
“11.6~12.5;P =0.937) , VG R R L L5, Hif
JPIE AN B SRR 25 B RO S .
HEERE, BIETEAT A R85 JE /R 78 COPD AH
5 PH B i % AN &0t 1) PERFECT F 5%
(NCT03496623 ) IR Y 741/ H A R ZF 0 A AR
ERINTEE AT AL . SR BIAA L, WA il F5
JEIRATE BB ShE 1 B3k a5 A0 e A
HIJE K 7€ PH-ILD 1 PH-COPD 2 # v i K [5) 6 3
LR E PH KA HLE ) S ot R A2 2

FEAEA B PE T I 32 05 1) COPD g 35 v K JH
U7 (=15 h/d) £7 B T 1E mPAP gE17 5, &
F7 =18 h/d 7] LIEE mPAP TR 9K, 4 T
Bk d5 I Ja v R AR AR R R A AR 2 B COPD &
H KIAETT IR R e B 1Y A AR A B
RUOHH, KRS X ILD B isshbe f R
J AR AE AR R IR DR 4 5 R G BF T O E

N 23
w,

75 COPD AU Jif ol 85 B2 TLD 08 1 1K 4 L AE A8
B MR S I 157 e 5 (975 BHLJE PP 1 4 5 | v
AR e R 275 R R M A S0 AN K2 ) 7 5| e ™ B 1Y
TR (AR A LAEE , k2 A 6 200 LA AT A sl fok v s 9 4 g
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IE Al BE T ECA 0 A . BRI 4207 B b B}
FREE AT 1 30 2 T L8 AN 2 R AR LA 2
FHEANAIT FBLo X TAATE R 2 R B e I 5
Cheyne-Stokes PP ()84 47 0 302 385 7B 5 WL st
B R R

H:F PH-ILD \PH-CPFE 25 [Ifi %892 95 #H 5¢ PH &
H PR 22 RFEARE DO I B H 2R T ROR
AERY B AT I AL AR VTP AL . PH-CPFE 1 fili £% A#
ARG VR NER A ) D) R B A5 9 A A= 2Ty, (B BV
e S HZ AR B TPF 85 AR

Do it 20 fik BEL 44 i 30 ok s

PR L 5 FE 5 K 5 P ( chronic thrombo-
embolic PH, CTEPH ) J& —Ff 20 M il # ZE 1% I &,
HOR A 5 A R BORD R 5 A 25 L AR AE ML) (52 4%
Dy IR R IV AR M AR DG, LAE A0 L8 HiT
il ML 37 80 7127 A8 A R AR, P A 08 e A 1 il I 5
pIgE ) CTEPH By — MR RISERINA YT 0% PAH (Y
BYTIEI RG4S BUEE . TR 50 A BB MR TR
W AR YT R . XTI CTEPH (& 77
KBTI R A HTEEZY W), HEAE AT OB 25
BRI, 25 B HUBEAR £ 5 AR BV , DR 1 ] 4
AR K AP TPUERRYT

fiti s ik P9 B U] 55 R ( pulmonary endarterectomy ,
PEA) J& CTEPH 55 1 & 13097 I7 i, il DL &
& I ) 32 (PVR BEAIK 65% ) A Shi 7, #84y
BHE TR, PEA RJ5 KIS R 7e R A7 3 (3 4F
S AEAE ARy 90% ) RN A I BT i T AR AF . TR,
BT A T FAR P B 4L PEA, PEA TR
A, Bl T AR T IR 5 5 AR O I0L5E BRI AR Sh
RN AR SE 2 AR BN DA 1

25 Bz it 3 ik 3k 3¢ B AR (balloon pulmonary an-
gioplasty , BPA ) J2 3t 4F- 1L & Ji& (14 i 5l Bk /v A iR 97
R A A PEA B PEA R J5 5% 42 il 3l ik =i e
AR I H SRR, T Rl R L ) ) 2% (PVR [
1 49 ~66% ) A7 L INBEFIE B /17 . BPA &
IR Ay It 00 A 453 P it A e R 3 Jok ke
B gk AW B2 Ao, )R8 B RTEIR BPA Jf:
FRAE M K EAR D RN 10% ™ JF & BPA HiAR K
YR CHEE, @Y FE 1A BPA LI i BRI+ S
T e R 50 B BIARMEAARAESIN, A 7] DAl ST
JFJE BPA R,

I 7 FE ) 245 W) 1E T s TR 8RR S8/ R
CTEPH i, 00 RCT HF 58Uk 56 1) B Py Ok &t 2
SR PVR, MRl 81 8 IR Bt 8 38 1E S g,

389

Fh25 W) B 4t CTEPH & 57 FEPY . 8 s 40 ¢
CTEPH H (W45 R0 F 2 4 B A5 BIHIE 5L, X ASRE
TFARBY™H CTEPH 83, #E47R e m 2591697
J&i BPA L5545 B NG, R BT B CTEPH Aot iy &
FIATVEAPEAL . BPA 32 84 X 17 3 1 0 B il 5
O P ot A 2 A A A5 T 1) BEL 9 W0 2 e ke ol o
W7E o AR BPA JRYTTEREAR PVR BRSO AR AN
NT-proBNP 7K -7y T H e & 1| B PG WICIA 7 5 45 54,
(AR R A RO A AR R, e A g
WIIEYT B H BPA IR (19 8 5 B f BPA JRYT I A&
F PVR TR A, (H 2 s

gi LTIk PH JRY7 B 28 BARE 2 AT — i
FRFEARLA BRI FET- R K B R S B L AR S 1f)
PINARYT , 381 4 8 3 T A5 B B P 0 DI D 5 0 BT iE
A S RS R 2R R 2 SR 25 T B O, O
BETT VAR XU , 48 T IR IG 9T, 35 SRR IR T /)
BRI IE & A D E IS MIIRE, 380
it i 375 B 3 2% BT BB E A TR T
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