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B9 PAH 5 % K A% 0 JJE % (congenital heart disease,
CHD)FHIC o JTAER , BN P8 MO g AF G i
B Bk & & (PAH associated with adult congenital
heart disease , PAH-ACHD ) @3 5 1 Bl B i), 12
W IR ST M AN T SE BT . A S A b e 5 TR I R
BRI I2YT Sk, rP AR BE 2 20 LB 27 70 23 45 4
PEC M 7 4 B PR 5 402 2, op [ BRI P 25
O I A8 PR 2 0 73 2o O 16 6875 9 27 2 S rh AL O
B R 51 Sy UM DG 5, Wi 1l A b i
i PRAJE S8 R e HA2 ok A PN A I TIE B8 27 T 4
Hil T AT B, B fEdE— 2D G T [ PAH-ACHD 1Y
Il RIZ AT o

AR HE P X HE T SO0 FIEHE A5 9 1Y) 2 38 v I
Prid BRI, i DT R A T A T AR S e m il 3T
AR SCHLIN R0 [ i ST AE LT RAZT T 48 S 10 46
JEU (2022 %)), 36 I T 3 [ L 35 PAH-ACHD 2
SF SRR E L N B, ST X BE Al AR T 1 3
fift T BEAFAE A 2 , IR BE 24 M 32 38 1y 7E BRI
SIS

ASFE HRHEE A E SLANE .

[ 28 RS () 22 AT 45 A FHHFIA R
07 SRR A BGE

I3 TR 7 B A A AN (0 A 3y e
FE P G SAFAER . Horb, 1 a K98 GRS A
(CEO) WL s g 1) A P EOA 20, 2% B8 Ad 5 TTh 2k

AT SRR AT () WL AN BE TS 70 e WA T AT

R, AT IR

2% : ©UESEAN (50 2 A TE I BTERL, I X —
By 5] AT BEAT T RIRYT BCERAE AR

A B X AR A AT

A AR T 22 TBEAIL ARl RS0 B 25
oM

B 2% B AR YT B AT X BRI PR 0 2
TR BEAILXS BRAFSY

C 9 AR L R ILARRN (50 Fedle ke I8 T/ A i
PRI | [ BB 5 B I IE T

PAH-ACHD HIE X 5lif K572

— PAH-ACHD B ifiL it 3 127 52 3L

il ve i s 2 52 W N S SR P O E R (adult
congenital heart disease, ACHD) % il J5 1) 55 22
AR G ERET 20 0 SR A
5 89 i 3 Bk °F # & (mean pulmonary artery

pressure, mPAP) >20 mmHg (1 mmHg=0.133 kPa)
PAH-ACHD J& it i 1 FR I PR 43 26 15— K2, il
-l 43 i M CHD, 4n J57 (6] B G 381 (atrial septal
defect, ASD) . % [8] B B4 (ventricular septal defect,
VSD) . 3l ik 5 & & M (patent ductus arteriosus,
PDA) 55 51 5& , 3 By fili 5l Bk 1 g 45 il i A8 BH )
(pulmonary vascular resistance , PVR) FF 5%, HfiL
i B 712712 bR e R A0 S A G A I A5 mPAP>
20 mmHg . fii 2 ik #2 & (pulmonary artery wedge
pressure, PAWP) <15 mmHg H. PVR>2 Wood . {3/
(WU ), EP 6 20 1004 0 f g o e (5 1)

T ACHD [EFFFER A LI 8 7 2R 2

1 ARG N e i s - 55> ACHD S84 1) mPAP>
20 mmHg, fH PVR<2 WU H PAWP<15 mmHg, X 4
IR F Il 5 L2 Wb (AT G B 40 i 4 T el
200 1A e AL AR, S ) A S il L 3
FEIM-FH mPAP FHE , Pk SR R 26 R 432
it I 20 EANRME AN B A AR I L
LA A5, I 28 FR 2 il 2 Jik s R B2 A R K
V- ARG AT 2 S PAH, BRI BUR
RIAEEBE DT -

2. Fontan i ¥ AH Sl il %5 : Fontan T AR 244
b TR B R S K, RN T LG
SEARME R BRI L il Sl JUk AT . — S A B A
R E M PRI IE A5 5 2% CHD, Fontan 1
R J& Fontan /R Ji (1) — FhURE A9 100 38 30 7 2 R 38
H1 T Fontan AR J5 BB ER R 25 1 A0 % $2 it
BT Sl P I3 DK ML A B S A . AR
B0 AE 5 R 3R [0 2 FE 2 e e (50 b5 %
B VEE# il M A8 AS B g 28 5 L2 PVR T i, B S 2L
Fontan 1§ ¥ P =JE 35 20 4 i 5 W10 52 BHL . 47 22 19
PVR T 2 S B0 O kO ) T s FL i e o
b, FE % G B Fontan G PR IE, R BN LUATE
W2 RGITIAE AL I IREE G AE , A5G O AR
WA ZE H O BRI BB SCRE R
Ji K KT ) RE R A A5 AR IR 1 580 Fontan R
FREETE PVR Th i 5 20 m 18 M 4 B Pk e T, %
A AR AR RIS RE AT , A7 O R R AR
/A mPAP<20 mmHg . PAWP<15 mmHg H. PVR>2
WU, #% A Fontan I ¥ AH 5C Jifi 1L 955 ' . PAH
FLIE 25 R YT REE S B A I RAE IR, (H Iz 1Y)
PR e — DR

3.4k 2 T | e ik v s A 28 ) s s
I3 S KA e 0 s 78 T RE 23 5 B0 O 5 AH O il
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fe IR (A0 5 48 G 28 I 42 1) mPAP>20 mmHg HL
PAWP>15 mmHg) . 3 % 4 & UL AP 1 oL .
(1) i 8 oK B3 2 0 5 9 728« 35K S 740 15 122 B il
ik s 20 B ML, 5 50 e Ok T o T
FAG A , L4 il bk B 2 220 g = B (BHLZE 1 52
SRS 5 1 e R e A L (2) 22
O F BN KRB 32 B Ko 2+ X S A 3 o 4
R e A I T B2 X et N A S ba o I D
Se R A E BRI AE 5 OGN 4 e F D LU
AR ZEOF R E RS B ol LBk 323
ki 78 55 o G B U D 5T Ik v e B 25 7 I
b PR 28 A 455 AE A B 5 Jo A R Rl A g | {1
SRR R QLR AR A iR 0 A R SR 2=
CHD %,

A L R g T JR e ) it R s ™ AR
JE , M 2 7 7 200 5 P i v ot sV A
B YIS A Bl i . PR, X F ACHD i3,
R BRI AR 7 X SOV TR I A2 o 2 O HLEE LA
B Lk il v I 2 e

4,717 B Il 5 i < A 52 24t CHD g b, il
Bl 1 T 2 T RSy R il ol A8 PR R 2 4, 3R
B Ry 7 B il g i, — e A A R (B
I A A ) 25 K S L G, B A A TR] 1 il ot 37 48 17
VR, 2 XEUR B A BRI Eo S™ AR AR,
S BN I AR R BT RE S IR LT VSD
B I il 3 Jok P15 A0 A il 0] < 06 A, HoAth &2 4% CHD
T B BT B i s L

ACHD A 5t 55 1 H 45 07 78 ) o2 L% 1

= VACHD AH G =3 1L FR I PR 432

it 25 000 43 X6k ACHD [ AR 72 7= A 171 Tl 52
M, PAH-ACHD J& - fili 5 il F I R 238 28 565 1K
25, I R AT AR 268 25 B R AR 23 A G
PAH \PAH & Jf /Nt LA S k453 4% &2 5 PAH DU Fp

FHI(Fe2) >0 ST PAH-ACHD 1697 )5
22 I PR B N IR A I PR IR, 5 3R B R S A A
ACHD A 404 5 Jili 75 1M1, 40 CHD & 3420
Iy Al W5 A5 RS A8 w2 0o B B MR AR (56 2 K
J8) M a0 A B ZE kA AE (55 4 K 28) o & 4% ACHD
SR i I (B S R I LR 2,

5 PAH-ACHD IIffi R4 240 Eb, 256 00 1l A8 65k
07 B 024 TR ) i ) £ B0 2 2R 40 T RE B 47 Ml
DU AR &5 Jsy ™ s (1) =4 MERT 4338, W ASD & 4>
Uil ik S 513 5 (2) =R JE 40 U, W VSD
PDA; (3) & 241k CHD, 40 s = (] fa Bledit B s &2
A A CHD &5 o 558 v 10 4 % R It JUL T 3 B8 IR 1Y
il — S AR R HRC it RT3 — D FH ) PR A AR U A
B TC =R S5 i & PG 22

RITRFMERER

CHD Y B 2R N T%0~9%o , LR £ . A 0T
FEHRIE CHD #H 3¢ PAH Y & 9% 2R F1EE 0 343 51 0
22417100 75 AFN15.6 451/100 J7 N2 3 4E, i T
JLEE CHD 297 AR W25 , PAH-ACHD B 347
2R T AR, 3%~T% W) ACHD 35 i 20 &
S PAH fAj A7 ACHD & J o PAH 5 % % W
A BRI JE PAH BB 220 R 3%; TR Z M
ZePE CHD F (88 et P 5 i ) 58 38 e AR I & AR
PAH™', 3 PAH-ACHD & 19808 2 i i im'>
W[ () — T ST S , CHD A 56 PAH #2355 PAH
B BB 30.2%, B2 T R &M Sl ik s T
(idiopathic pulmonary arterial hypertension, [IPAH) ;
T RIS W SR T, AR SR LR IE R &
A R P AR, /B CHD AR5 PAH B9 L] — H 7F |
T BT HEARIT R A B IR
e i, K2 B 75 A e 40~50 2 FRIE ) £

R JRONSERA o JE A S i i3 0L 2% 3 252 17 5 S

D&} M B 155 X HIE CHD %444
il e L mPAP>20 mmHg e
=B 20 5 A 55 10 mPAP>20 mmHg, PAWP<15 mmHg HLPVR>2 WU &E B )5 43 i A8 (CBLE U 2 A% 45 A AE ) VB 4% CHD

PRI B AN T il s oL

IRAETANAE TS EE  mPAP>20 mmHg H PAWP>15 mmHg, PVR>2 WU

A M 1
Fontan {5 FRAH il 1455

mPAP>20 mmHg H PAWP>15 mmHg, PVR<2 WU

mPAP>20 mmHg, PAWP<15 mmHg H. PVR<2 WU
mPAP<20 mmHg, PAWP<15 mmHg H PVR>2 WU

(A& T Bk e 1)

RAGERO 2 D RERR A RIR IR 53 a5 B T BEAS 4 i
JIKBELZE = J5 L

(]I 7 = 2 P v I 5 BT 1 =6 A0 A5 Ml s
JEA I A8 /5 2% CHD

BT e

Fontan R J7

1 : mPAP NIl JkF- 241 1, PAWP S Iifi sl ik, PVR D i If 7 BH. ), CHD S S5 R AR IR , WU 2 Wood B4/ 5 1 mmHg=0.133 kPa
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2 ACHD FHZC Ml & M A R 432

i R 432 R AL B0 1 28 Wi bR
RS
PAH-ACHD PAH 5.0 I SR T L A -l 43 AH 56
mPAP>20 mmHg, PAWP &, LAP<15 mmHg, PVR>2 WU
YRS AREEAE AR 43 24 R kg L[] 4 i B 43 2

Qp/Qs<1,Rp/Rs=1,PVR>10 WU

RAEAL I CHD W 77 AE 2 o) 47 500

A& 19 CHD : Qp/Qs>1.5,PVR<3 WU, Rp/Rs<1/3

ATRERE A () CHD : LR S8 101 25 7697 J5 Qp/Qs>1.5,PVR 3~5 WU, Rp/Rs<2/3
AHEE R CHD - #1725 917697 5 Qp/Qs<1.5,PVR>5 WU, Rp/Rs>2/3

PAH 491 CHD
ZL T TPAH
CHD AR 57k 42 & 7 PAH
ZLF TPAH

ok
SER A 220 R GE P AH Sl =5 1

PAH 55545 I/ INAS B LG A7) 7 161 A 0 3 AN RE A B PAH i Jg

TC W] S AR B~ e AR 23

il e M 20 s 7 K B PAWP T 45 2%

P PE 7 200 101045 S5 I 25 10 F : mPAP>20 mmHg, LAP 5, PAWP>15 mmHg, PVR<2 WU, 3¢
FHIEYE : DPG<7 mmHg

TR A R 20 1045 7T I 25 1L - mPAP>20 mmHg, LAP 3 PAWP>15 mmHg, PVR>2 WU,
YAFUESE : DPG>7 mmHg

4Rk
I 5 I SEL 4 X i i 1L

SeRNER B Bk e

mPAP>20 mmHg, PAWP<15 mmHg, F1(2%)JC PVR>2 WU

CIRPNS

B0 A SR S W) A ARSI R MASHS mPAP>20 mmHg, PVR>2 WU, TPG>6 mmHg

B

N 7] DX g™ B AN — 78 18 S 5 i o L

B mPAP>20 mmHg, 15 BEPE PVR T

- PAH RIS Ik i, ACHD A A S KA U IESG , CHD A 28 KA O JIESG , mPAP A fili 5 ik SF- ¥ 1K, PAWP S ifi h kB2, LAP Ry 6.0
FE 7, PVR Rl B 7, WU 5 Wood B3, Qp/Qs A Al ¥4 15 PR DG 2 1 37 2 LUAEL, Rp/R's A il 1 5 -5 VAR B 1 A7 BH 7 L AH s TPATH A 4 2 kAl
Bk e, DPG 5 il 3 k&7 3K H 22 , TPG R 5 i 3 ik . 22 (TPG=mPAP-PAWP) ; | mmHg=0.133 kPa

HUO TSR SS R4 JLEE PAH B % v CHD #H 56 PAH
i1 2R 61.5% , Hoh 3CRR S A% ZR B A ARl 43It
AHE PAH /NBER S IF PAH FIUR S PAH F 45143 5]
53.9% . 17.1%.7.2% 1 21.7%"" . T i N\ PAH
PAH-ACHD /5 H 2 Ky 45.2%, Horp , U RS 45 5
fIE AR S5 PAH FA-fili 433746 5¢ PAH 4351 4 56.9% .
12.9% 1 30.2% ; TEAR-Iifi 73 i AH G PAH 835t , 24
12.9% J& THa 1 5 LI/

PAH & 9% BT CHD B S K/ A7 B 53
T g Ao 2 R M SRR AT I I O PAT e A5 ) AT 1%
K AN 5 ACHD JBE R A TG
BN T2 B PAH, 17 H B 18 52 I 1 il 22 5%
HRD, T30 ACHD AR J5 PAH & A4 & J& (1) Fitii] [
RN, CO) i B BB < s ) B ol i | 7 ik 5% 74
ASD. JE FR il ¥ 43 Uik 5 (ASD>20 mm, VSD>
10 mm, PDA>6 mm) , DL S A Bl ACHD figt %) Fil 4= #
SRR G Y T sk T2 A ) 4540 S5 5 (2) T 1A
Hﬁﬁ)ﬁ%'@&kﬂﬁ%lﬂl(ﬁi H_"{E(pulmonary to systemic
flow ratio, Qp/Qs) =3 1 ( 5% ) Jiti 3 bk Uk 44 & >

40 mmHg; (3) 77 1E M R LR S AL, W1 R R Z3 A1k
(4) TARBHAFRYE; (5) 2k 838 5 (6) At BN G
AR ELAT BEUH T PAH BOEIR G2 3hBE T T
PR MR ML) 5 (7) e PRAS A2 285 25 - 42 By s ik il
SEUVRL M RE AR, AR I g, G b e A B a3k,
SRR XS 0 (P) JUHE, 7 A B =R i 3
FROE S, 0 A R 1 Sl e, 0 LA
P S YN AR o N R | Q< P N | LSk 7 SR
25 DI RERFLAT A ()7, P O i o A0 A 3l fok s
Thi o

L5 XU i

— PAH-ACHD myIifi R 2 31

PAH-ACHD S AR TC AR S, JLAEIR 9
5 PAH (M F A . 55 711 I W IR R S it
OB R UL E R . AR A O 2
F1 e # A  PAH PV H AT H AT O AR R, AN
ST R XE BT AR i IR K K Bk 2E O



FrAB O M A 4R 2026 4F 1 %5 54 345 1 ] Chin J Cardiol, January 2026, Vol. 54, No. 1 < 13 -

O XSS S S BRTE CHD AR5 PAH (B AT R A, 1%
MAE SRR AR LA MR Rl W & ik i sh
Jhk P 30 2 0 e 3 ft 28 T 5 | P L A0 AT
AR ) T i S EOEAR S K TE 9D K A i
Bl kA AR BN kR AT 5 L e P P

7E PAH L], A CHD P IARAEI AT 2, 22
R IEA D EA & M P o . FEE PAH JEJE,
O R BRI O AR L) = AT 5
KOG A2 A Pt EE R I G R E . H
AR EL 4 i 55 4028 8%, B K FE i ek . 38
RS LE BB F A PO AR RE () ,
PDA BH A ZF ISR, JVH PAH & 2 I BLA L
LR AR QAR K T IAL A R AR SR A i 451

- ilIf v

1 SEI EA I/ e W bn 5 - DFOE s 2 Fh AR
YRS ACHD ARER YA R 1F25 UM G 42
AR 0N S (R OIS 3 ) ik
SRR EW G C NI EE ) o TEMEHER T, R IR
£ K [ B A1) S0 K (B-type natriuretic peptide, BNP)
1N K ¥ B 7Y ) 44 JIK i (N-terminal pro-B-type
natriuretic peptide, NT-proBNP) |7 ACHD & # i #iff
FEIRCR IRy AR A S TR &R 0% D) L 3
HIHE LS A [ B R 3 B 0 g oy
2 252 M 00 ) R A PO E A 6 AN R AU 5 T
RIFEZEAEN . TR, ERYH I CHD ],
I PR UK nT B PR ol S5 5 1T 0 A 1S o =

2.0 HL BT 20 L BT S5 8 X CHD A DG PAH Y2
Wr B AT $ 78 7 S, (0 R, 1E 0 L DTS RE
HEBR PAH o 53 11400 v, P AT SR BHA i 1 P 3 i il
A i A2 g LT A RS A B Qe [ Y 4
A RO LR 22 LT Y I
FEL b A i A A0 R LU AT B T 002 PAH-ACHD
SR IS IR A BN QTe ) I 4E
KT BE S WA 0 3 D RE RS FLO U AR AL AR, JF:
HARFET A7 O PR R SR e AT L |
1 SINCE R N = O Y2 1 v DTN 723 1) IR T
A UL PR B O R 2R S o e
SHEURFIRTE B

3. M X 28 F : PAH-ACHD 8 % 38 5 R B0 il
S kB AT 5 PRl o3 A O PAH R
%) i ot A S0 R, AT DL ] B AR DA R O
Br A EIE R (ANASD) |, 2o 0 By oD 3 G R (N
PDA) B 7 AL E R R (A1 VSD) o SRR = 4 25
A HE %5 B ) PAH-ACHD S8 3% B9 35 X 48 - 6 B

Sk o it I KA 5 1 D B A it A S0 BRI 9
A TRISE LA 0 B FUA O S 3G, 00 R AL 38 Jn
(>0.5).

4. 8875 02N B B BRAHSCHE B AL T e o e
(AR 7 O sl NS W bs v AR R, 8 Pl T A 2 K
A E LR RN, HIFAE2EHT
PAH-ACHD (835", 0 2l A I fili 3 Jok He
T35 0 A0 5 1 Bl Sl O A DG R A (R R
PEAR D 8 0 3 B PAH-ACHD i 25 12 Wi
R AR R A MR AR A TR {H il
15 IR A B 2 K SO R R A . S O Bh BT
Tl AL 2O WE R S5 R T AL 2238 i 75 0 2l (5]
L BN 727 VAl LG E D BEVEAS , 2 TR 244 R ik
XA KNS DIRE O U 2 B A0 3 S Il 8 ik
PRI A L 1) R 47 I 6, D0 L2 G 1) g AR R AR R
R 7 0 Bl RS20 T B R DA A0 T R 1 Bl B A
AT HMS FHR BN, B ORISR A L
YU PAH-ACHD F™ S F2 5 FARIAIFIHAL, S 1
T RS HATA T SRS A 0 PR T B L0
JIE A 4% (cardiac magnetic resonance, CMR) ], i 75
O3 MR 2 PAH-ACHD % 4.0 454 L S REVE
Al FTBA 1 4 B B AR R A MR A T B

5.0 L8 CT: CT HAT 55 25 1] 43 HE 258 R P R
AL AR A5 R SRS FH 0 JE L A ot A6 AR S 3 ik 1)
BAG , DA R it 52 S5 2 9 ) DA, AT Sk A B JE R I i
PRI X T8 5 {1/ 12 il v I ) £ B (I E B2 T
B DL CT 22 Wi 45 FiC BRI (A PN 20
PDA ) Il IfiL 457 W T (L s 20y ok g D2 0 it e ok [l 3
S ) B SRR A A B b n ] S kB -
L il I 65 25 B B A I CHLD 235 149 il 30 ik 6, %
T2 CHD #1256 PAH A —E MU /R 8 X HH
il S J5 9 A8 PR REAE B, I 14 58 B C'T nT LS Bl iy
It 8 0 P SR 0N v B 3 3 5 (A AT B A
PAH FE R B /NI [ o 348 JEE A0 0 Rl bk £ 485 e
KA 7 AT RE A7 A Jil i ok A 256 14 95 5 /i 6 44 1 A
Ao CT il 2l ks 5% =5 G 00 e S 1) 4
o ARG, Q7o 2 it (B335 20 B 1l 7 BE 1 1)
I ) il 28Iy Jik A A D AR 38 2%t R 5 44 i 30 ik [l
AR BB v A SR Sk

6. CMR : CMR /R 3Z 1A R o 7 i (1) FR il , o] S8
=Y fr A, HLE A R0 A R) RS R] 43 R
H T CMR B T4 S iR 3, vl Tt 2K
Al . CMR B J5 i A0 8 SRR, X T 0
HERFF AR & 8 PR 1 BB T AT 2 Wi Mk CMR.
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CMR 2.0 DI REE 1 1Y bR, 24 8 5.0 30 [T K]
A58t R AR ECH 0 PN B RS B I, CMIR
P L S G E= S AW v T i DA B B e ARG A T %
TR BRI ARAT AT 0 280 0 2 0 WL AS 1Y 5 AR
B A, CMR a] 00 H i sh bk | 3 3l kA
KA i A, AT AR O N R A AT
ML o X F A1 1 4557 3 5 0 il 3 T R T AR
o JEE T fE AL 11 5 R At o PR 45 O LET AR 1Y
HAVEVFHr 2 CMR A Y DI BE | 1E 38 33 A 1A% A
L LEH SR Sk e 5 19 T1 mapping B4, R R
T (1912 W T A B B 22 3 197 ) T ACHD .
H1 T CMR ok B A U fiti 3l ik s 77, SOH e
T PAH [ 31 1R 1218, {5 CMR £ RS i v 1 e
(R0 AE 42 f iz W CHD J7 T 2 A 548 1 R
BES S Ry T AR B IR R SR £ Ak i KUBS: X6 T
B /NER UE 3 #E <30 mlemin™' - 1.73 m™ 19 £, 7 ikE
ol AL il o PRt , AR AT 1S 59 CMR i 3T
Tl R B IR .

7. Uiz 815 (cardiopulmonary exercise test,
CPET) : 32 2h X 7E ACHD ABf it & i ZEAE ]
Hovh A 16 B ME B RE ) AR T T U S
Y KBEFEAR . CPET s —FhBEAS 2 WLIT- o JIE AN
i e 28 £ RE Az S g B AR R A PRGN 5 V% , £
52 Wz shAE 7 (I fE AR ) i USRS —
AR RER) O R AR SN, PA LGS g5 &
HORYE S S I 1 = R V- (A O g ol =
ACHD F 38 1 R R RIBE T35 R AF A et
PR, ELE A CPET nl A/ K BB 7 8 89 —&R 71,
EAE T BRI S5 s B O T A AR
2 Bl i) s A A Iz s Ak T (R Tl g 14 0 1 3l
5 ) AT T, 6 min AT IR B2 ) —Fh A]
Bz sh e AL, B 5 PAH RIS A G

8. AR AT « 0o A A Rl 7 1SR A2 B A
S A hRAE . X T PAH-ACHD (0 S K A
WA I i 70 A FRGEAS 2 e T AL A
AR PAWP , ST & I 264 Y £ 8 R Friek 1
D20 R A TR Qp/Qs (PVR il 1 A5 5 {4716 34
1M1, ﬁE@ FH jj 4 {ﬁ (pulmonary to systemic vascular
resistance ratio, Rp/Rs) %4845 o T A F& J7i0 & (4
15 PAWP) 75 WP SOR #EAT , $M B 1L AL 3E T T
CHD AR J5 JE AR 43 (9 PAH H & o Qp/Qs .PVR Al
Rp/Rs JE A & PAH-ACHD FARFEAE A T ZHG 5, H
T 1] Fick YR DAl O 4 5 AT SE PR T B R
T B SR A 4 O A R

FIHC ARG A 28 SR

SV i A8 S N R+ 1A S N R AR Y H
PN IE A #2252 1 70 12 45 3 8 BEL i 750 7 7 18 A0k i
RV P R . A —E AL R S A RS
FROMETEH T a5 sni s . i T RIE
Z AN HELERR KR SR AT . PR AR I SR
mPAP [>10 mmHg, 48 X1 {H<40 mmHg,, Ui i1 &
BN AN 2 ARSI B, SR
I A5 07 3K 36 K FH M B o A e A e TR
PAH-ACHD H 3% J2 75 ] DL R FH 45 38 38 BH i 570
ARl 23 A DG PAH R E HEAT I A8 S5 1 1 6 (1) 4 2
H B HIWT A JCF RIGIE AL FAR TS . HAT,
FE] P A1 43 R 558 0 B PR s v Sy i 56 I 1L 3
Bl 32 M S A IR B 2+ (1) il o A8 BH 48 80T
[ >20%, H. 48 %7 {H <6 WU-m?; (2) Rp/Rs T [ >
20%, H Rp/Rs<0.3; (3).0r 4 HY 1 38 i sl R AR
KPR PEARE R AT AT FARIGYT , kg 2 1 TR
TorEE . AR R E R RE U KT 1 m?, R
it i 48 BH 77 48 AN 38 FHF PAH-ACHD 3% 199 1
PEAG S 2w i 48 = R 50 % F CHD AH ¢ PAH
PER PP A — 2 OB, AR AETE R PR, AN fig
ALFE I I 56 4 W PAH o Fn - AR5 AE , JE X
WS MM EZACT L, Qa5 0 R B4R
A 045 245 10 RN I3 3 ) 2 S 40 ST DA IR R 2
UEE Ay JE Al %) BE A o, DT 4 i HAZ2 Wi (i, ib
T B — LR .

IR IR H T ASD FIPDA S, R
JH 3K 38 B A 15 455 227 I5F O AT S5l 4, RIS AW 000 A 5 A
AR A A A R i 38 30 7 27 28 Ak, BT 40 0 i
R PAH ML P ARFEAE K TS o A5 fili
BNk T3 T T R m A L R O R A I
JE T BSR4k, UL Il A A8 7 8, TS 25 R
AR ; 22, U W i 30 kR T i AT R A
T AT A, WS RAF, AT DA G A bt . 3k
BHF IR R S WA S5 B 20 0 il 148 5 Rz, RO
A FE T A Ay, EU I S BE AN 2 R R, H R
TCA TN PHPERRAE i HAFAE — & fa ik, A
75 Bl e IR FE S T RE

O IS 15 52 - Y AR AR AR RS A AN e BH B 12
B, o0 M35 1 5% T BH 00 00055 R T it sl Bk & B I
o il Bh ik 52 2B T S il i A A I O
FEVETE O, i /NSl ks 5 ] 1 L5 il 3 Ik 1
R EE DL K e v il O 55 e AR TR A . T ORHG, X
40 % DL BB A28 5 Lot A R B kg e e
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ARG B PR 20 B, I R AT etk 3l ko A% (s ol
B CT GRSk )

9.t fL 2 A - H AL 2 0 A IR A T E
Z5 W08 WY 52 I Pk PAH  TPAH il 8 JIk PA 28 P 952
/it = 240 01598 B A A o AN 24 4 OC PAH AR
H o TE CHD MG PAH B35 iR AH G5 300, 0B
A& 1 32K 2 (bone morphogenetic protein 2,
BMPR2) Fll SOX17 % [H %€ 48 A] fig /& CHD & J& N
PAH MR 3 PR 227, oAl 5 PAH A S Y JE R 9848
WAl RES 5 T CHD AHE PAH B &4 .

25 b TR, % PAH-ACHD 5 3% (1 PF Al 2 38
W23,

= Wi RS R PR

1.2 W i F2 : PAH-ACHD 1412 Wr 4045 CHD #1
PAH W > % 5 19 12 Wr , CHD #l PAH 48 7J fig /&
PAH-ACHD H & 1% — st i2 RN,
PR I #1806 #R A CHD A PAH B A%
AR fiAs ™, A2 WiR
B %P T PAH-ACHD # %, Kt iy
OAMRFFAR A ATBIT I 1IE 0 4
W IE AT LA BGE I R B F S . 4

— VAl . XFF PAH HBE T 5 50 A AT
CHD. JAb, o ZBTE 2 n] BE-S BN 5 I A P Bt
ORI PESN . S TS W AR Y 0 & A, I
PAH-ACHD % #12 8 2246 £ 5 19 ACHD b .
B2 WA 1.

2. RS PPl < 1l R 255 F i 2 1 % PAH-ACHD
A PR T R R R R W 1 7 A Y G B R
A T A H 2L RE 43 9% (World Health Organization
functional class, WHO-FC) (3£ 4) & X} PAH & & 4=
FEARTCTICIN B8 7 S5 5k 9 PR, U S ey s 722 Ak e
U R bR 2 —" 7 TR W R B TR, 75 BER
5 WHO-FC B O HEJC o I 0L 22 BK A A7 L
A O 3 v (AR S5 T A L o A AG 2 BN TPl O
B2 ST SN 11 DA T4 15 1 @ o i QW N
IRFING s B AT o G HR 3 AR R S AR AE i s, )

| §E{IPAH-ACHD |
{

KA, RN, KB,
L, MK L3 E

|

CHD

I s 7 0 2l 1] B 2 12 W CHD 19 =

PH375 [ 5 ™

(LS Es —

BFB, WA PAH A9 B BT [, 8% 84 ECHD 5 8 44 FECHD)

o BRAIZWE CHD 19285 | ik il 1F

v ' ! ! . .
[ P ][4 2PH || PAH-ACHD ][4 3B &PAH+ACHD][ PH+ACHD |[ F-PVD |

BRI E KN i, &
Jik 8 745 0 20 PR N RE W 12 T ok ]
BE, LT E L)
FERLOME CT 5% 494 . CHD 2 W7
WA 4 R, A PAH 12 K i 7

[eoCT/ B |

{ ! 1 1
[ ES |[#&-—isr viiAa PAn| [ k& JEPan | [R/GPAH |

1 PAH R il sh ik = i, ACHD SR BN S8 KA O IS, CHD Sk 26 KA U IR , PH A il = 1L
£, F-PVD A Fontan f§ ¥R AH SE Al MU , BS T X AR E M LEAHE

E1 5L PAH-ACHD M (i W e

R3 KT X PAH-ACHD B 3% AT VRN iY77 25

et

HEFZI LA

X} PAH-ACHD £ % 091297 AR BAT 45 B ACHD FIii & M R 486 (1 oo i AT | C
Xt F A BEALl PAH-ACHD J8 38 O I A5 5 R £ o3 I A T AR AR APETTAR - I C

Jok e SRS ) R AR 2 e 5 R 4
2 M4

P X 28

HLIE

OG- ER A R DL 2 M 03 ] R A Bl A

CT RGN (5 Wik R A4l
PAH-ACHD £ 3593 RN 2 B A T LA R A Ay
Fli T G, f 46 25 e AR E
il A A8 €T, B3 i S o R il A 2
R Al 2L 0 6 8 A S AG 7 SR I 2 35 PAHL A LAl A

TERETE WAL B SR I A8 S N0 1) O A R A M AT CHD AHSG PAH A8 B2

B bt 2 S8R YO AT R A

6 min AR O HZ SR Y6 S5 0T 4E ) PAH-ACHD & DI REITAS 7 ik

Ia C

TE - PAH il 3l ik i s , ACHD S e KA O BN , CHD A 51 KA O 97 5 il — S AR ik Y B RE 7
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71— A5 K A DA A2 I A AR A S A

PAH-ACHD £ 35 1% 19 f& Bk i 55 1l s A 11
IRAT 1, W25 PAH YT % 04 H B A R0 AR
PRI DA K 224 BHA BA B A5 7E , PAH-ACHD 34
TS A3 B s 7 AR/ N A IE PAH R
i J5 5 IPAH #H 8L, ACHD R J5 PAH 3% Ti )5 ¥
F=00700 BRI O JE AR 2% 2 (European Society of
Cardiology, ESC)/Ex ¥ ¢ Wt “# 2% (European
Respiratory Society , ESR) & ffi B il e 1 R 2 W 596
J7 48 T AR LAY PAH XUBS 23 2 T 1D Bodl = 2ok
H IPAH A1 H A IE CHD A1) (£ 35 2> %k CHD R J5
PAH) ., #Z AT, 5% CHD A 56 PAH B FU [H %
MBI K 2805 RS LA IEA ¢, XTI
CHD #H3¢ PAH £ 2 KU AL A IE s 45 b . — 2830
SEMEDFSEITAG T BB A I IR L SC 00 2 R AR A
X SRR B LE A RS TS B (. 5 T4
6370 S N1 =0 1D =8 TN E | P s
5 AN PR 2R ST A BE T AU 43 2 AR RS AT R
WS AR LERAERE T Dl B
i) WHO-FC % 75 1Y) BNP I NT-ProBNP 7K - | 5% %8
19 6 min 25 171 55 15 25 (6-minute walking distance,
6MWD) 5 3 £ & 4% 25 & 1F 8 5 19 A B T AH
S Hodr e Jy i AR B & ACHD I PAH R 3%
FET- A I R

i F PAH-ACHD £ & 19 Il R 28 2 s 2 A= 3
2R H SRR A I 25 5, PR L T DR 2 A
EAREIE T A B3 . AR/ & JF PAH A
AR5 PAH (1495 3L A= B 22 A7 0 %38 W% 5 TPAH
AR, B 7E PAH-ACHD £ 3 iz Jl o HAh 2%
A PAH FF & FIGGE 4 AU AR B, 7 T

Sz % T PAH-ACHD i 5% JH 55T KUK EAS
S5 UL B bR S 1 B A 9T SR W (AR Ik B R
(80 K IR R RS IR S . XTI R AL
RERELRAAE /NG IF PAH IR S PAH B3,
FESEAT GRS 73 )2 U R AT REZ 1 2 ]
SR (R 5, KL WHO-FC,6MWD
BNP/NT-ProBNP L8/ 127 280 . BV, EEY

it FH DU JZ AT (3R 6) VF R FE AR KU 43 )2 T HL H
HR A 75 2225 R At AR o, U H® A O AR I3 3
J12EPPAR G SR . LEARA B Bt L 3B 0 5 SRR 3R
AR PR 1) B 1 28 Y A O A D) RE A
Pl 43 A O PAH FR & 12 WS, 10 B A5 O 7 At
HYZERUFI RN 2 A O A5 H 1) 22 4 \WHO-FC
BNP/NT-ProBNP Fl IfiL i 3 71 2% 2 %% ( 40 PVR,
Qp/Qs .Rp/Rs JRA F bk M E RS ) . ACHD M
ARG LG 2 0 M LR, 5S04 st
Ti] R 2 1 L T8 A PVR VAE % | B35 Y 285 750 A1
KN B IHE A D RARGG A 1R, BT R 4R
ALHG G PRAER O L P R P 0 3l (B A5 1 S v S0
WAELRH AT AT O PR

li=pigi-yid

Xf PAH-ACHD 8 2k 1 25 G IR J7 R m& , Jf 5
PSR W O R 2 P R R s X
TPEF TR RRIEE A LR RO i g AR B
PR PR 2t AL 22 G L 2 BT NS 1R . BRI H PAH
TBIT 255N, — A Tt AVER R I DL T IR YT SR
FARIGIT I G 0 EE B NS 4y, U2 X PAH A
A B

— A

— FBE A A A £ R0 B S R o v R R
it 55 B I PRI U7 I i A T 58 X3
R GIE NG I PAH AR 5 PAH 855
FLRFE L 71 K-l 43 A 56 PAH B A A
A RN, FE AR I 42 52 40 WA 56 XU FAS B
PEG I, A5 A HEWUAT IR LA S B 612 5 2R 1A B
1237 222 FRH 1A BN (10 R0 I 17 R e 0 9 V) 7 A5 11 7
H W, LR S ISR B AR LR AR NG T
PAH AR JG PAH B 3E — B il FRR R 17 0 1 b 21
A

= AR

1L PLBEIAYT - PUBHRYT RE S 2 PAH B E TS
54 4™ . 7 PAH-ACHD B3, & 3F 0

x4 Ml IR B A WHO-FC 43 Zbn ifE

s Iy bR

WHO-FC T JI e ML 48 R B0 0 0 332 B o R P i S AN x5 R el B N PRI 92 2 B ke 7

WHO-FC T it AL 1R S B I SRz R . R BN ERE RIS o G AT 1 Sy i) RS A R R X ) T B Bk
WHO-FC T il A 1T B T S R 2 MR R BN E I o R  i ly B AT A e PR DRI R 2 R A
WHO-FC IV TCEATAEAR TG B o I e UAE o R JEL IS T Rt SR DRI R (B30 98 = A ART R 358 0y 1) 2 0 oA i J

TE: WHO-FC ottt 5 A 212U g 34
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RSk B LR A KU ITAG AR R (= 2 A58 )

17 -

SIS fiefe g [
I R RER ZE 5N 2% A
AU B RAE & & A
I PRI i Je & 15 P
IR & 1By R B iR 2RI
WHO-FC =1 I \%
6MWD(m) >440 165~440 <165
CPET
FOR&E e >15 ml-min~' kg™ 11~15 ml-min~" - kg <11 ml-min~'-kg!
(>65% TiiTE ) (35%~65% WiilH) (<35% i)
VE/VCO, /5 <36 36~44 >44
bR &Y
BNP(ng/L) >50 50~800 >800
NT-proBNP (ng/L) <300 300~1 100 >1 100
LB
A0 PR (em®) <18 18~26 >26
TAPSE/sPAP(mm/mmHg) >0.32 0.19~0.32 <0.19
DB ¥ s LR PN
SO AR
RVEF >54% 37%~54% <37%
SVI(ml/m*) >40 26~40 <26
RVESVI(ml/m®) <42 42~54 >54
[(NFTRSIPIEE=E 24
RAP(mmHg) <8 8~14 >14
CI(L+min™"+m™) 2.5 2.0~2.4 <2.0
SVI(ml/m*) >38 31~38 <31
Sv0, >65% 60%~65% <60%

T WHO-FC A T 5 TUAE AU BE 434, 6MWD 49 6 min A FIXSGIE B , CPET S0 itz 21158, VE/VCO, Ry A 24 il < i 5 — A ARk
1 HUAE, BNP 4 B B4R K, NT-proBNP iy N K Uit B U4 IR 5L, TAPSE R = IR I 45 3010 8% , sPAP R il sl K WAL 455 s , RVEF A A5 08 %8 5 1l 43
B, SVI AR H RSB0 RVESVIN A7 0 S W 4 A 28 B B0, RAP 470 i 47, CTR o WEFE B85 SvO, M IRAr K I 42 M A1 5 1 mmHg=
0.133 kPa;  Fifli VARFET- 152 M R 2 IS B E 19 1A SBT3 <5% , & 5%~20% , 15 f6:>20%

6 il ks e AR IXUBS YA 4 ] A RS 28 ( PO SR AR )

HEHEE" 14 24> 35 44y
WHO-FC I& e - I \%

6MWD(m) >440  320~440 165~319 <165
BNP(ng/L) <50 50~199  200~800  >800

NT-proBNP(ng/L) <300 300~649  650~1100 >1100

s WHO-FC S tH A T A 4H 2T B 43 4%, 6MWD g 6 min 2547
IRIEHEES , BNP R B BUFIHAIK , NT-proBNP Jy N-A it B T 44 Ik J5 5
* DRURS PEAR RN G0, 158 4 350 75 5 PR 3R 4 SF 24 43 01 U 8 AR
B0,1.2.3 .4 5053 S5 Rz IRV | v AT RS | v - g AU i g AU I
KU B 1 AF SBT3 <3% , Th-MIR KBS 29%~7% , 1= KU 9%~
19% , 155 KUK >20% ;"1 AFBE T (0 0 [ 25 5 °WHO-FC T Fn 1 A& 1
RV ELFAS O RAT WOk 8 1 5 - FOR AR A

AR AU N Tt 48 AR 25 91 i 3l ik
e e i A B A A A A A S P L Y i XU AR
G, A B EHTERIAY T W ITTIMATBER

W, FT 4 2R R KA HUR, R4 R Ko 0
JIRAc Bk 24 )3 T PAH-ACHD A Ilfi FRTIE 38 A7 BR™ .
VR BB IR E B PTEER T = A8
SRR , 5 BOE 00 i RS 38 0, O AR
T5E 245 W R /N Al 245 400 %) 48 P o7 AR A EL AR 19 T AT
YA AR Bl ast fE M H i 2R AR 3T e o 55 )
TG SRR T o M s e T O, 2 T
571 R

2. FIRIBTT « BB B A o0 3 8 K B AR AE
LSRR i R AR AT FH AR PR . s R R BR 5 AT
R SN W 4 N = e U N
et FH 1) BR 5510 A5 A5 1 0 A 00 ) R R i Y P i
DA R 3kt A 3 B ) S B0 L 7 AN e P i R 2R
Blo X R AR 2 M LT A BT, A EY
Il R PR A
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RT RTXICRGAREEEE NS IF PAHFIARS PAH 3 (19— Rt AN RS AT DAL B A S 2 Lo+

fiizea=a/} HEFEZ UEH S5 2%
ERAE=N
LSRR GRS A S R %A LA A B I C
JR 3R A K B 2t i e A (A s R ) I C
G e R 1) I 202 3 R AR RS Bh I C
YRS LEAAE B AR DA LRI 208 i IS B it 8 LI R IR, A 0 i 4L | C
DAVTAl I 75 1 B A B2 A5 A 1 S SR A e il i
M3 TG S A B A I 25
NEFEFE ST ZIWIR ST I 1 AR L BRI 5 R TAE B 32 SR I, AT ARG SRR S B RO il I A
g
RIS SRR
SR AT R S AR AR AR SO B ), B TR A AL L O BRI S SR B 45 T 0 B P AR | C
BELIl (OB 105 SR, B v R 2 I
T Jek
IR T R e R B L SRR 2 S TR T G2 Bl DA TR e IR I C
L E
X TG A 4 R AR R T I8 AR, DR IR G I 5L Y i A I C
JilATEEI
X WHO-FC TSIV | Sk il %053 <60 mmHg i PAH £, 7T 23 B A Ao #4208 42 I
S G AE 1 500~2 000 m LA L s v i X, I HAS B0 iR 3 7 o T A i X 75 D) 25 | e S A 2 — I
S RRAR, SRR SR O Il 25545 10E 1Y) R 9
I
X B WL e R AN ERE UL IR I A B 0 1 gk 2 I
IR A2 HAT N SE RN O D6 PAHIRTT 2850 04 B2 3 B3R Ak i T A B8UAS Jo JS  28 1k  O I
FARYE AT Se MO MEFG AR OC PAT W LM AT — 2 1 F AR AU, (H28 e AT IR , 45 TRl BB AR 1 I
HEAL IO FR e A3 i A 0 5 TR 22 56 08 R AL Co I SRR I i i 448 7 T AR 11 XU 3k 2
TE IR U I A 228 11 G R P XU 55, T RUAE AR 252 G R RN 28 1B AR U0 1) 7 25 5 XU b C
P TN B RS2 AR PR R ) B e I A S50 v e | Nl USUHE A W 49 1 Al m B
BT AR
PR AE ELAT il 5 1 P ) B LA EA TR O IEAMBE AR T A R A, N 222 RS2 AT T AR K I C

W6, IS I 0T R B 50/ ) J PSRRI I IS SRR I3 O el Y T R E— 20 B A At 3l Jo s 7 4

25 RIRR AR AR

1 : PAH R fiti gk i i, WHO-FC Rt 5 BA 2B 534 5 1 mmHg=0.133 kPa

3T - BT = BEALXT A ST IESE PAH R
Hol MK IS Rk 25 o 2 s ki 000 e iR 4 <
60 mmHg 55 1 Jhk IfiL 2040 F1EE <929% Bif, FE I 4L 1%
AN AR AT FEAIC PAH R 1Y PVR 0
iz Bl i, H W JCUE S 2R I I 80T R X i
PR RS R 25 . PAH-ACHD £ 5 BV 43 57 v vk i
ST ATERAFAE AR SR AE |, 7 ) 48007 I F AR B e
e BOH BUREIR 2 SRR MBS 1 LT BB S S 3
B, BARAE AR ST R IR T 0 kAR R
K LR AR R TS (X R 4 il o A i
451 PAH-ACHD 835, 55 35 45 22 W 40T 1L 4016
JEE B S B8 I FE R 1 AR 2 AR LR A R, 0
e EREE 0 &z RN

4. M T2 : PAH-ACHD 5235 Fr b JH i 24

Yy EA T TR IO , PEAG X IR 25 Ay
Lo NI B B 3 B8 D g 5

T ML SIS 5RO 3R AT ARSI W 4 77, 2
By i1 1, H AR PAH B E TP A9 T 2500 AN
YI*', PAH-ACHD 3 9.0 % i 2 <4 L/min 550
EFE %0 <2.5 Lemin™ -m™, £7.0 2 W @475k JEALC
F>100 VR /min A PEEEYE O Py B 80 55 2 0 7 b o
Fom.oH MR (B ERETHFEL LY
;ﬁh%m. 10, XSJO

H I T8 OC TR Y7 5 LT 5 22U 5 08 114 25 4
TE PAH SB35 v 0 FH A8 A7 501 4 4 P 9 I IR 3K
LS H A IN=Y N PN (N8 &
A BE 700 L I 5 5K 3R A2 AR O T o R
- 2 B IR R e s R T 2 B R L B 32 AR BHL VY 71
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A B AN E B FIRYT PAHL IR &9 4
PR (g I a0 45 ) T 2 DL B2 3,
TOMEL ML ORI E AW A AR . 20k
MZ OB T MR IRYT A O m M A O
Y BRI 259, 22 L TR 2 b e o
MRS O o U £ B I3 B T AR bR A A
YA RE R PAH BRE BTG , nT AR B ELAAR
BLBERE P 1 I A

5.8k EZ 5 EARRYT B = R A8 T AR
F1<100 wg/L S MLIE 25 8 11 100~299 /L DL S G2k
AR <20% ", 5 ULF PAH R4 407 CHD i
=, ] SBus i L. 2k = 7E PAH-ACHD
RE AR DL R SR B BT L AR R Dk Rk
T4 HA R, vl B 0 A2 B A AR N
BT BX T PAH BB AR R B
FRYIG AR FE . Rk, B X PAH-ACHD & it
T4 Z (R0, 6 T8k 2 35 25 738 S AR
BIT

= miBE

S AMEHE R 28 B2 A A BB OGP i R
T8 TRl 43 37 A 06 PAH, N 7E 2% JE 1L i 3h )1 2%
SR L A 2 S BRE R R HL, A
PAH-ACHD B #HRET I F AR/ AR T H S K W)
Kas, WA E R AT EMFRUESS . T AR
LD NS I PAH K E R SR LS
TESEF AR NIGIT R RAE . 20t 5075 i 1)
4YIIRIT I 4TI SRS A R -l 43 7 AR 5% PAH
R R A2 ) A 43 i B S 38 i o] SRAS F AR AdR
TPl 2 . 12 W R IR UT SR B A B T R S
PAH-ACHD (1) A 8 P17 (H 1 A8 f B 156 ik 3
35330 DA K i 138 A6 % T AR B RIL %) DA 4 FH ke = i
EMERTFE I R

D BRI 2R YT

A1) 25 43R 7 38 H FH T PVR 34 55 1) ACHD i
HLIRIT I E AR R I Bl ) 2 R R A AR T
i, UL RIS AR AR YT B AR : (DFEK
PVR DM & 48 2 g 5 (2) Baiiis 2R 5 (1 44
ZL3R9T s (3) BB AR SAR LR AR R W AR I T
(4) JE— 2 R ABR T 3k 2 2 11 A 95996 2 Fontan 1
PR HE I B DK T A PV R, Lk 8 B 3 i iy 1) 1t
Mo FFTRIATRE 00 I 2= AT RETEAS .

G R % N R R i — AR &R
B 0 28 3 42 U 1Tl B9 38006 K (activin) i& 18
B I 5] 25 4 RE fdF PAH-ACHD M 3% 3K 25 , {2 4F X

PAH-ACHD A H¥ i 88 ) 25 W36 97 w52 AR 5 A BR .
FEB A EIE B= 244 ok H PAH B3 0 9% 14 .41 43
Br, FE T CHD R J5 PAH B, T & KRB R
) PAH-ACHD AHE B 58 50 A A 552 40
AT IR EAR LRGN o 85 10 8 BEL ) T
A5 PAH H 2t il if 48 52 07 BRI R

(—) W B2 % Z K45 51 7 (endothelin receptor
antagonist, ERA)

PR 281 5 il 3 kT T LA AR 1 i N e R A2
T AR B &5 45 ] A2 B i A8 AR T T UL A B
FE . N R SZAR B BRI T P B 4, 3
IS TS IR A AR A DR N B 2 1
B A ol AT e Bl R M BH T P e 3R Az Ak
A BYCIE B 2 PR BT A2 4K A R B XF PAH 1997 ZUCAH
1 o [ ERA (9 B AR T, AN I 7E 4T R 3 )
i

1. P A . —Fh 0 IR AE ERA, /& PAH-ACHD
TR YT AH OGN R 5T b N FH B 2 1 1) 25 4101
FE % M5 2 45 Fontan 1§ ¥R 7E N 1Y PAH-ACHD 855
)iz s BE F1 . WHO-FC | IfiL i 31 7 2 FIE 22 11 IR
LA (N B SIS SN R (A A S W N £ )
AL H AR 125 mg, 2R/, 29 10% fY ]
R TR e MRS P T A A T v (i w5 24 S AT
W), PRI, 422 32 AR AT I R B A HEAT 1K
JFoireke ™ . R I EAE R, P AR R
ENASE6 &SP W N T S E S <30 NN ]
i TS A A ) i 24 v B AR

2. ST A —Fh IR ERA, R0 5c BELIKE 4 J2
R AL HEUMER AR B A 5 mg Al 10 mg,
LR/, W]k PAH R I ARREAR: 32 2l RE ) Al
Woh J12%F  SE GG ROEAR ™ il e Sp A R Ab
S K i A A 2R BET, AH A 3G 0 ) e = 1 R AR
& H T IS e X PAH-ACHD A ¥ 17 Rif B PE #F
T, A /NI AN F 58 25 5 ik 2 57 AR 3]
RIS AR LR AR E IE SR T s O Y RE
P BRI R E S TN T )7 Sy G
2D PP e S A IR R AR SR B AR R Th Y

3. E BB IH . —Fb 1 IR XCE ERA, AT 34 PAH
BE ISR ) G B O Y RE S AR T T, O
WD ROGAC R AR R U IR, 252 10 mg
L IR T Y AR OISR 21 4.3% 1) B I ER
P B AR <80 /L. P 5T R, S B I T
U SCRR S LR A IR B 1YL D RE AN I 8h ) 2%
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AR BE I 2 &2 sh e 111, FE IR YT Fontan R J5
BBE T T AR IRAS BHEZS SR L s R H 77
110 mg, 1R/, AN RN 2 R 3500 I R S 4 -

( =) 5-®% R — M5 B (phosphodiesterase-5,
PDES )il 5 . & B AL R sh 71

— AL RS AT S R PR AL T R A 4
LRSS AR 1 . — LR R TR
F14) Tl 2 P Tt % i R T 1% T ol £ 5 5t Il e, L
o PDES 76 il I8 rh K 23k . PR R il g 3k
4 B VEAR I, PDES 1 31 351 A1 5 R 341k i s
A SIS FH 55 i R SR 15 FH

1 PG HB TR AR . — b 0 IR 35 e $51 PDES 411
il 58], 7T k3% PAH-ACHD % 1938 3 BE 71 IR AN
I3 8l 71247 FF B 2l 3 Fontan A Ji f #1112
SRE T PUHB IR AR A AR AL 5 A 20 mg, 3 TR/,
ARV CGRIR 20 B ) 280N e 2 i
FEE MEE AL

2 Atk hir AR . —Fh PDES #5167 B PAH
B e R 40 mg, 1R/ I RAFST /R, il ik
PrAE AT i3 PAH B 1932 S R 7 L I AR E bR A1 i
TBh 12 SER G R AR fR) 2 R R R g
HAIRAEAR L. AR 2% 25 B AEIR YT A SC o 4
7 AR R AR T 2 R AR AR Y PVR GRS Bl g
FIFGIEE , A B A AN B O

3. B PG . — b 5 1 R Pk B 80 71,
L2000 e 1 i B A il R 3 i S — SR Ak VAR
P X AE AL, (2 2F PR IR 55 17 A6 A, M ek
A D RE A D = A, e — AR R BT
2> RE I W ok 3% PAH SR A9 IE ShTE & I
Bl 1% GO TR ARG RS L S5 1 R AR AR
[N 5 PDES il AL PATENT BT (1) R
Je AT s B R PEIIZE CHD R J5 PAH 35 Hha]
RAERE A W72 . REPLACE BIF 5% 45t 42
7, H PDES 1 i 551 58 462 o4y 1 B PE WIS , PAH AR
Y Iif PR 3R &5 95 W1 &, JC L JE CHD R J5 PAH f&
H L MEAE N = N 1mg, 3 K/, B2 FE 1 N
0.5 mg, % E £ 2.5 mg, 3/ AR Z HRKIE .
S HIARSE,

(Z)RTFIAZE AU HTFIA ZE Z R sh 7

B I8 2 ALY T B A R A2 AR B 8h 37 T 15
SRS AE K A /IR 2R A A ELA A R
PORBUIE A G T, 2 e H LA N RN 5 4
IR E TR I EANN i 3R
Jg e

1 AR F B - 2 5 B3R (3~5 min) |, 7 B 4L
rlkeh2g' s a] gk PAH B IR RS IR 3B 3hhE
TR TR BN F1 2 BEARBET R AL G H IR YT R
K PAH-ACHD 3 1ot

2 B IS E  —Fh AL T A 45 25 A i 51
HEMY), ATFEK PAH B3 59 PVR  BGE IR R AE
RALLIIRE s shae S, LR B EGES
TEA AT ZALLY 7 %5, I REHE v 2l ik it S A e
Il RAFEFE 77 A 10~20 pg/IK , 6~9 WK /do AN LR
FEA IR AT AR

3 ETHE IR AT 3E AT BT T Rk S
ANFO RS 2. WaT e /R B G nr el PAH
BEIIE SRR ) ML B 12 R R A
PR B WL R B RN, 5 B0 40 s 19145 1 3
e, A BRI A L L1 BE S
15 5T s i 51 JE R AT REAIK PAH-ACHD 5E
BB PVR, HGE DI BERIE BIRE 7, A 1) 22 43
T R SMRF IR R PAH-ACHD g,
e A el P RHHE R DA 1.25 ng-kg ™ »min” 2 4 , 32
i R B A7 7 8

4. DUFTA 2 - — il RS e 19 11 RS Tk i
SIAZ ALY o PR P AL BB 5 o, 25 )
PAH 85 1Yz shae 7 4 th 3 — e R R ny e (3
E VAR5 WA 35 & A R G EA ) B 7 1 (1
SN Z 7T PAH-ACHD [l RZACR B 1A 9 4
W, 97 RS TPAH 28I H A RO 20~
40 pg, B H 384 B LAY KN A 3K 0R L
AR

5. AR : —Fh IR GEEEME AT A R 2 1K
B 38 2 O RIS B 2 A2 AR 0 P R A K
SF- A TR A i B A O IR R D R il A T
AU R MAKS 25 35 5 ERA M1 () PDES 1) il
FUVER B AT BEAIC PAH R A9 PVR L 2350 D E A
B ety It WA RRARIG AL & AR AT
gl R T PAH-ACHD B 3% W & 25 Bl J7
BT TR IR ) A 200 g, 2 YR/, T E )
1600 g, 2 R/ Wy R . Bei DL B
SR EYS BT R

(V) WE 2 A5 5 1% S iR

R VH I (sotatercept) /& —Fh A Al A5 H H ,
A RIS R A2 R T A BS54 350 5 e s Bk 2R
G1 Fe BEal A, 3l s il K0 B ek I £ A
AR T 8 AR K AL 7 11 ZE B AR, B
Smad2/3 1% 5 if #% ¥ W%, A B {2 #F BMPR-11/
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Smad1/5/8 it & T REVK S, DA T 305 5% fii 1 457 165 5 e
FIH ZEPEER ' . STELLAR #F5% . ZENITH #IF5%
I HYPERION B 58 45 5% W 7, £ 8252 — Bk sl — Bk
B[ 25 4 VA 97 1 WHO-FC = TL/TM/IV 2% % PAH &
(% ACHD RJ5 PAH) , Jin 245755 AT LABH
FEAIE PVR, B350 DI e Mz shig 1, 2E I R % AL
B PR A 2R AP R 2 Ak = A2 P XU 7

(L) HAb 254

H I A — L g 3 fili 3 ok 254 Rk s A 0
fE B4 B 043 38 5 25 W0 7 PAH AT (6275 CHD R
J&i PAH) HEA TG R AR B RIS . an 4 A iy
YHCRI A B T R Y R 1 R A i R
(ARROW F5% ), {H 45 S A A8 3 3= 2 AR ZE0F 9T H
PRl GRER R R (— i R S R A A D) A I AR
PR3 (IMPRES BF5% ) , R A8 38 X6 A 9 e 00 152 14 55
Y A2 M 25 T S AR R R B IR A 5 B
GEIEIR I R W A S 2 ) % SR U AT 7 )
Seralutinib A9 #F 5% (TORREY #f 5% ) %45 B /R,
Seralutinib 7] 2k 3% 6MWD Hl WHO-FC, i 3 [ {i%
PVR, HAN R & AR 2RI T ™

FHABIG YT R it

1. 3 [ R 8 R < 3 A A 7 =2UHE o () ol il 3
e Fof Bk A PR I , SEBLL By KA T 224 e AN
[ rpcs 9 (412 75 2048 X PAHRRCE L IZIRYT
J5 35 AT DR i 22 0 B S, o A R A PAH 26K
WG PR B B Ak, — 26 [l M I PR 5 38
SR, P 1] B 1 2 RE A% U /D F8 35 X PAH B ) 254
AR B, I ] R A L A5 o i A% A i B K 15
R M (A B (B T 11177 /INKUASE ) B v TS 1 PR
WEoR it —25 BoR , B 2R & (0 R Bk 25, ]
1 35 FH AN [ ALAS 14 23 37 2 RS TR 0 AR 5 28 1 Y
B, B E IS B 5 i3 Bh ) 2R ek s UR
J5 ) [ 38 86 W] i T CHD R J5 PAH 2 %, {H H #if
W R = BT R M I R T 90 0k 2R B8 PPAG LT
o P, X F IR, 3% R IOEIXIRYT , #il
1 3 ol W il & 0T 1297 o0 2 AT 4 TH 4H
A .

2. Potts 3P A <38 2 SN A A 75 5 e 57 il
Bk Ga s R 2 i sk ) 5 Kkl i, B e K
BRI AT 1) A2 53 i . E PAH B, Potts
A3 T AR FHATE IR E TR RCR A O I RE AR 4
BER ™, Xt T Az L JLEE PAH, Potts 433 A
DL R Ml sk 1 R e T FEAIR R LBE T
R A HGE BN, 7R PAH B R S

Ao AN TT A A LB HEAT Pouts 430, W] WS B A
DEEW™ X F PAH-ACHD &, it 2 B AETE
ARl 433, I I i e = RIS | T 1 I PR AT 5
R GITAN Potts 73 AR & M FA R Fi,
{LHEFEXT CHD A J5 PAH H 4 52 Potts 20 i A, If:
AR AT 12 2 8 B il = 1 327 o i T 4
R B g R

3.0 B Bk & 4 R (pulmonary artery
denervation, PADN) : 3 T 32 B 4 2 5 PAH & 4E
BLHIAT AR 3R 7 B, 3 3 i 3 ik 2 o 1 22 Jak
P2 RE D RN PAH ZEE 1 6MW D, BRI PR
PR A ™ 2t BE ML X BRI R F 5% (5
TN A A2 B ) 25 IR T R R A A LU, A
CHD A 5 PAH 7E N 89 PAH % #:52 PADNIGYT S
61~ H ,PVR F&AIK 32 3 J1 38 i  NT-proBNP 7K
A, RUAE 2022 4F ESC/ERS % AR 4 ili 25 1% 12
ST 5 O %% PADN 31 2 PAH (94 A 3697 TBZ—,
{HEF %] L2 CHD AH 5 PAH A&-ifi 22 3 A ¢ PAH B
A Z RHUBE | 2  TRE MR I R 5T A
Jragt . I, %5 S PADN i PAH-ACHD &
VUL BA 2R 0l RS TP O T 4
T A EOTA

4. 72 DR T PAH-ACHD B %, &K Wk
ERF MRS HE O Bl R A B A IS 0] 25 fE s T 22 O =l
B B RSN A G o (0 R AR AR 2R
AerFol T W T Br . HETXT LR IA T H e  If
PR B BLRNIG RACR , A R85 2 Im R o S ik
P o B E T TS S P B W2 E A
U5 A il 1R A2 O A T 2D R TTA

5. RS HE RO I & B AR « Il RS A 2 PAH 28K
WIRIRIT Jr 2. 24 e I e 2B H B 24 ) T Ik 4%
il (A 17 Ak, B 0 T v IR, BN 2 2
ZHRARIAYTY o HEFELL T PAH SBE B2 iR MR
J7 : (1) 1 BRIl A 4B AR IR 7 0 ) 2 0l T B
(2)7E PAH 259 58513697 T . PAH BB fE [ 70 )24
i e ak 5 fE 5 REVEAL KU TE438>7 435 (3) 154
HE R PAH G AL A B 5 (4) 75 22 T sl bk
i FH TS S /RIBYT 5 (5) B ATk BB e A O,
QO A SOk A S 5 8 B M 0T AR L R e A AL
AR DRI L 3 ik 5 (6) 1 B PAH AH G Y AT
DIRe A A s A fe B A=A 0 I AORE , A 520 I

WA LT PAH B AR REHES]: (D BREFE
5T R L I A 4 T PEAS A4S 5 (2)7E PAH 259 72
SHBYT T, PAH A G 43 )2 8 i i B REVEAL
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JRUBSEPE43>10 435 (3) 2 J AR AL, 435 31 A2 M e ik ]
S 8l B A0 M R R 5 (4) H B PAH A G
PERFE T BEAR 2t AR B 2RI, 5l A5 K A A )
W 1ML

F T B Hr APl S AN PRESE , X T CHD
ARJG PAH B, AR AE 1 B LRS00 % &
PEATRRS AL %, S6T PAH fR 452 Il B A 110 .
RIEFE R I WL 8o XF T 3L AR B A% 25 B AE AL N
WA 10 A I 3 0 R 3T, e 2 () S Ay O U T 7 A
FE T IE AT OIS A .

NIRIT IR

1. A4 fiili 43 i A & PAH - fili 55 1L %5 ACHD £
H IR LI R B SRS 3596 R R, R
i FBF IR IRRAE , H AR Iy nlE =2 A8 A a]
BE R REMEE R, X T AR LER-fili 43 HLi%
A B PVR By B3 (v R ) SR G 4y
OB F AR BN AGIY) o PYRITR T &, L
PRl 3 0 2, B BB AN SR A R 3 (T gE T
BAERY) T Qp/Qs PVR FELL A1 (5 ¥ 1 25934
7S LA R B SR 0 fige S 6 8, P4 it 5GP Y
WML, =RIERT M LA ASD ], = I 43 LA
VSD Fl PDA 3 ], 5& TAR-Jifi 73 3 AH OG PAH fB 2 ik
5 5 A BIL A 4 A T DL DL 3 9178 10 T R &

SEARVEE B PVR WIS T, RO 78 45 9 58 1) 2540
BT AR 50 T AT 3/ (Qp/Qs<1.5) |, i 7 Hi itk
KT LA IERE IRIT T R
PAH-ACHD & 7% , ¥§ Jl /& PVR>5 WU, 1/3<
Rp/Rs<2/3 Fl (5F) Qp/Qs<1.5 £ lifq LR 25 85 K X
AT AR AT BE M B0 E B A 27 R A S,
R AfETE R O 22 FUVOO 9 A
PAH-ACHD A 305 PE 16 bR W35 10, il il 48738 52 12
Al B ik S TR A S i A I /N i A 2 R Bk
(412, ¥ 7R PAH W] 3 PR A/ B T5 ZEE— 2 0P .
T A P P R A0 A 2 A IR N )
SRR PAH ] 30 ME (9 (i th 75 2 0E— 25
BT R RUR F I PAH-ACHD 7] 3% 4 L
BRI A5 o il 1045 35 G s il 2l ik H 3 TR
A J35 P 5509 21 3 7% PAH A] 306 5 4 i i 45 o 30
Az PR B2 A8 Ak AR 996 28 I 4 7R PAH AN 7T 35
TFARA IO A0 B 1) Jg B | AN T2 I DA 5 0107 FH B
6K . PAH-ACHD (1 R] 308 VR P4k 1w 2% iR F A
JE 1 PAH A [ 25 W67 77 48 LRI IR 3~6 1 H
i P PEA 2 75 3k B AT AR A N TE (] 2)
SRIATE IR Ky - e TR 2590697, h A
WEL M3 8h 122284k, 27550 BT PVR .Qp/Qs, 45 &
il 2y Jik 3 5% . e i i A e 7 X | S 5 2 K B

R TN Ik e e £ AT R AL T L

fiizea=y) izl UEHE 59
Xt Tl AR B A 25 1 B8, FEANIE B B LTRGBS 0L T, 7% RO IE BB A AN 5 I A% A sl O I B il Ila C
R IEA 11 HIREE 1) 25 003697 SO ASEE | XU DA o s fE sl w5 £& , 5 REVEAL PE43>7 43 14 8 35 JEA T % I C
FEEA
HEFEZET 3 KUK B REVEAL PF-43> 10 43 (14 838 28 A GRS M HE I , RIS 46 20 122 1 645 BT sl ik | C
B R R TE PN 1 2 124 i 25 4707
RO TR A3 T AR Ml 20 ok o e 28 25 At 56 AT IS ML R A D s 10 o0 17
et HEFE A IR/
Qp/Qs>1.5I5, Pp/Ps<1/2 H. Rp/Rs<1/3, HEXE ] 4 ASD HI VSD I B
Qp/Qs>1.5I5 ,PVR<3 WU, #E#£ ] 4 ASD Fl VSD | C
Qp/Qs>1.5H}, Pp/Ps<1/2 H Rp/Rs<1/3, 8 PVR<3 WU, £ 4] 4 PDA I C
Qp/Qs>1.5H} ,PVR 3~5 WU, Jij % &[4 4 ASD . VSD Fll PDA Ta C
Qp/Qs>1.5H}, 1/2<Pp/Ps<2/3 Fl (1) 1/3<Rp/Rs<2/3, 1] % &4 & PDA b B
Qp/Qs>1.5 B}, 1/2<Pp/Ps<2/3 Fl (5 ) 1/3<Rp/Rs<2/3, 5 PVR>5 WU, Z& Ll () fili &5 afiL e o A - 40Pl s, 7l b C
FEH G VSD
Qp/Qs>1.50 ,PVR>5 WU , £ %l i il s 1t rh oA PPA J5 L T 25 IR P 45 PDA I'b C
PVR>5 WU, #2514 975 , Qp/Qs>1.5 H.PVR<5 WU, 1] % [ 4] & ASD b C
Pp/Ps>2/3 8% Rp/Rs>2/3; 3k PVR>S WU, £S5t AHE 7] 25403397 )5 PVR384>5 WU, T6ig Qp/Qs £/, Il
AHEFEA & ASD
Pp/Ps>2/3 B Rp/Rs>2/3 , AHEAEF 45 VSD F1 PDA m C

2 Qp/Qs Sy il A1 A5 (A B4 1ML 372 ek LU AL, Pp/Ps o il sl ik i 206 16 5 3 3l ki 4 16 1) LA, Rp/Rs R fili 145 5 PR 34 185 BHL T LR AR, ASD 4
J I BB, VSD Sy Z B Bt , PVR Sl A5 BE g , PDA A sh ik 48 A, WU Sk Wood FfLfiL
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F=10 CTF PAH-ACHD 1] 5 PR AL Ao HE7E 2 00,
WA bz Wik IR
AEWS I CHD 2B AL 3232 00 87 10 R B A I8 /N, PAH RT 336 A8 ] B I A 5 8 0 I o B 8 e ) PR e i e A v I C

S TR T el S O AT 53 PAH AR T L R AE IS BE , PAH AT 300 PR T K . TA LAVSD \TGA
6~12/H ; VSD .PDA : 1~2 %/ ; ASD : 30~40 %

G IHAE GBI REEAAE e RYERRAT/ S S &2 T A R Sh# kWY st 1% 7 B A0 AP kre | MTa C
RIRTIIRE TCHE 352 R P SC T 48 55 23 18 i CHD AH G PAH A 1] 336 (4 XU

THs KA TSI R AL AR S K i SR T B <90% AR AR AT D =Y R P UTHE OB AR S TH IR R I C
PAHANH] 3

RO e AT AR AT PAH I

70 FAE A PVR<4 WU;Qp/Qs=2 475 7] 3% P PAH I

PVR>8 WU #&/R AN A3 PAH
PVR 4~8 WU , 7 i & ifi & o it — 25 PPl
ALV BMPR2 il Sox 17 E[K 58745 5 53 CHD i # )& PAH Ia C
5 PAHAH G 1 A W 55 CHD AH G PAH 45 JC Y Ab 5L P 98 540 5 : BMPR 1B ,ACVRLI
TBX4 . EIF2AK4 . KCNK3.ALK5 .SMAD4 .SMAD9 ,AGTR1.CAV1.EDN1 .EDNRA .ENG .
KCNA5 .NOS2 NOTCH3 .SERPINE1.SIRT3 .THBS1.TOPBP1 .TRPC6
Jili Bh BRARAE B 46 AL 4 PAH Al 3. il g ik nl 47 3K 4>0.95% /mmHe fili 31 kR #£>0.08 mm*/mmHg MTa
M AEPIFREY 3278 PAH R W] 390 AR P9 R 4808 2 s A FR IR 202 | caveolin-1 filamin-1A ZH 21 MTa
MDA TH 5 5 B IR A B HIK S-55 R Mul 7K FA%
T : PAH W fili 8 ik e &, ACHD Sy B e KA G ISR , CHD Sy 58 MO IERS , TA Sy 2L[ml g k1, AVSD Jhy 55 %8 R R i dbt , TGA S oK 8l ik
o1, VSD g 25 8] i G451, PDA Sy 2 ik 545 R B, ASD Ay 53 8] B B4, PVR S il i 4 BEL S5, Qp/Qs 9 i 47 BF 45 4R 416 #F 1L 37 & 1L A8 5 1 mmHg=
0.133 kPa

PAH-ACHD

1
E=Eilliol 73 2R
(FT# HHE, Sa0,>95%, SEA 7 H
Ha ¥, Qp/Qs>2)

| REXHLSERE: VA | (%] [R]—{ pEpgLeE0E: F44 |
[ ]
, PVE?/-S Wu y Qp/Qs>1. 51t Qp/Qs>1. 5K,
1/3<Rp/Rs<<2/3 Pp/Ps>1/2f1 (&) Rp/Rs>1/3|| Pp/Ps<1/2HRp/Rs<<1/3 N
() Qp/Qs<1.5 HPVR 3~5 WU 5 PVR<3 WU A JG ATEHEPAH
PAH-ACHD

(T%~13%)

. SN/
MELIFE ShRHEE AN B

. . ATRHHEEPA |
gLy A L [RMH (80 AR SR ——
t

|
AOXARSR | magmar |—{ S3~6 AR MELIF |

Wi idk PEPAH-ACHD |,
HUfZBHEE

TE : PAH S fili 30 ik 55 K, ACHD Ry A S8 KA O IR , Sa0, SRy 3l ik i 200 1 EE | Qp/Qs Sy Bl P45 (A B4 1M 37 ek FLAEL, PVR iy i i %57 B
I3, Rp/Rs F il 145 S5 AG BRI 4 BH T FUAEL, Pp/Ps S il 3 kol 4 1 -5 3 30 KB4 HUAEL, WU S Wood BAA37
B2 PAH-ACHD B 1Y PAH A A i A

b E N SR A A G BPE RIS DL I PRAKRAE 55 FHIE PAH 5 1, Treat-to-Close ¥7° 2 1] fig H AT 1]
2SR B IRYT RIS o H T TGO T St i IR G (AT E A TREALT BT .
LA RN SR a3 B 1 0 il i 1 A TPA e 2 R 2. U R EALERAE LRSI ZE B IE AR AR
FARBIHLEHTRE T, L, 75 22255 53 ) il R PVR Iy, R EGR IR I 22 0 A o T i, 5k
EIGIT T, Bl Treat-to-Close J7 1% o 7E MR-l 73 i Sl kLA RN B R R G R R a2 3 A KM
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) i 0 A7 L R P TR/ DN LB A TR 28 R A5 2 6 L)
FAYBE I S0 R L5 A AE B 5% ), HL B A BRI 1
ANTERTERE . B 25 n] Bext 3 AR S LR AR R
B 5 AL B HERR HAt 5 30 1) A2 20 i e AL
00 A T R IR B e A 5 | A 1 T
PAH, 470 % it JE A RE, A0 5 ;1 S i DA
S ML IR NI, WERR IS W AR 2 M LR A
IEHERR F A W] 58 B4 ) 22 43 I 55 0 ik s 0
ETR R RO ER T B OGS e A

5 H A2 PAH-ACHD AHRL™, FHARL B 50 1)
HYNBIT RE T SR AR SR G AR R R A,
A Z KA AT L RF . #E WHO-FC g T4 1) 3¢
FRERELERIE R T, P A RS 4R = 6MWD L%
R PVR™ R I A= 30 0] DL AR 532 Sl 2R %
[t AEX IS A VR FH AR A5 250 . At 5
] 25 9, a0 o s AL ) Ok A A% LR B VE IICHE
PAH-ACHD i i AR B> 2560 5 B Al AR
FEE A L, PAH I ) 25 5% 5245 000 U et 11 3 7k
SRR LR AR B IRIT AR KA . WSR2
FELE I PR , EUSCR AT BRI LY B AR 519 1
TRYT RN, TR ERA (8 PDES #1461 51)) JF 46 I 1%
Wik A 2y . HIRIGYT JE A PR R s |
R AT S IR 2 I B T s bk 5 . B

JE R 0] 25 W36 7 0 RN B I AR AL Y 3 AR
BAKLE AR WUMIEIR VP S g, IR A 1A
T S i A5 S50 9 168 52 1800 i B A5 A AR T (e
(AT 1 G  AELIR Y7 38 U 1 A BR AL, B2 1) 48
WA B

3. PAH A3/ INBRASE - 48 PRALER I 800 42 a1 A
Gy TG RS T A s bk R 1 KB T . )
SRR R OB Ge— A, BRSE M e 1S R IA A
R A ) ASD<2 em, VSD<1 cm #B J& T /)N Bkt
5, T KK 38 ACHD 48 # TA i ASD<S mm, VSD<
3mm B AR LG B A O EE B 7Y
Jnesl 2 PAH-ACHD 19 955 B A B 22 R 1F 5
IPAH AHARL, AN E 185G A i 46, 36 97 J7 35 Fi IPAH
Kl

4.CHD RJ5 PAH : $5 S5 Kk 0 RS gs: O 45 21 A1
BFFERBE S NF I A B, AN BA R sh
R SR A ARSI 5% 4 PAH, PAH B[] 8 52
1A, B R J5 80 sBCAE 5 il 3 ik ) Bk T o
3Ry k45 A T IPAH,

PAHIGYT AEAR-Iili 43 A DG PAH & T AE H
WA SRR LA IR R AL, A TN
AR J5 PAH 3 P 288 8 35 10 422 52 80 1) 25 W0 VR T o
PAH-ACHD i2J7 #i L& 11,

F11 T PAH-ACHD 51297 R 25

HEt L gj ;ﬁi
RS PEA
IEREXT B G 5 RS A7 AR PAL (Y S8 1A 7 IRUS DEA
SRR LEAE R N TR AT KUK Al la ¢
BT
PEAEE IR HUATT A REIR 0 SRR 2 A L5 B IE R LUAR is sh g I B
TR EARLEANE HF I B (T FH 48T AR R0 3 I S A R Al IR Ia ¢
Bk 6 3 T2 SEAMK IR YT Ia C
PAH-ACHD 3 1 2% A ERA PDES #1057 R SLTGWR | 115 51 25 R 2RI R 91 20 2 32 R ) 3R P S5 0 1) 24 9) Ta C
PAH & IF/IMilh 2 ACHD A5 PAH R rf X6t (0 XURS A b 45 JRURS £ &, 187 % S8 F PAHLAE i 25 A T 8 1 IREEA9R97 ., TTa C

AT e IR £ 8 3 1o 2% Pt FH B 5 e ok / e T T S T ) 3R 3 U I W R e 53 7

PAH-ACHD B QR AR FNAYT HAR , 2% BT SR AR YT ITa C
S 2L TR AR R AR (9 PAH-ACHD (3% , 1] % €47 PADN Ib ¢
I 1) 25 IR TT ROR R AR ACHD AR S5 PAH (B, 7T 25 JEAT Pouts 70 R I c
LRI PAH-ACHD 535 55 15l B AP0 IR £ B ARG P 2% J 20 &l By RO A0 SR A M AR N A s s AR B B, b C

IR W2 A 2B RS UHI2Y T TG R T HE— 25 1 P4l

L [0 25 W JC R T PAH-ACHD S i AL B0 g sty HEATVE IR IR, ) 28 1B 20 U BB B R MR AE O IR G 7k Th €

FARWIF
ETE L R, 7 K 2 R0 S 2 A 0% A 1L RRE o7 I
AT AR R 21T PAH 22/ B CHD AR PAH S 1% R mc

1 PAH M fiti g bk s i, ACHD A B S8 KM ES , ERA A P B2 3 S2 AR 4505, PDES o 5-i 2 IR , PADN M fiti 2 ik 2 e R
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5. ACHD A& F-Lo il 9% : PAH-ACHD & & Ju H:
T AR R A IO I R S8 AR g B0 1M A
s e B DR 28, G A Pt e oM P L S BB IR S
SN A, 7E TR CHD AHIE PAH Y [RI R, 0 ey J3 4
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