PpAEEE AR 2021 4E 1 H 5 HES 101 4255 18] Natl Med J China, January 5, 2021, Vol. 101, No. 1

AN PUINER

o il sl ik s B2 -5 3R 4 R (2021 /i)

PRAEFAIRAFSAMEEEMLERFE FTEEFRHBSFREFS A
MAE B G M gk TR R4 ABEMAEL TR EWEL 2EFHKSE
AREAR AR A F R

BREAEE . BERE, PAAFERTRPOCFRLS tEREEFFABRTRELAE R
& K E AT P s, 46 7 100029, Email : zhaizhenguo2011@126.com; £ & , ¥ B E %
A F AT A EFE, L F 100730, Email : cyh-birm@263.net

[#Z] MizhlikE HE (pulmonary hypertension, PH) 238 B 2 Fh I8 P00 O R AN [R] & i AL
) TS5 A 45 A s T R B, 5 | o 65 B R 3 ok s g I PR RS B A AL, AR T
JRAT Lo R LT ARk PH U2 KT SR T7 SR AN W8T , [ N AMEAN R 4 & % T PHAR
KAGH AL Z Iy TEAF A 5 [ BRI A I PR S, A 1 2 2 W Wi 2 73 2 Ml 2 5 il 1 A8
2P v ] B OB 2 R B U 3 2 e 2 55l L 459 T AR 2% D3 2 B T Y T DA TE B 2 il L 13T T
b i 3l ok e A2 W SR T R 1 (2021 /) ) o 4R R RGEIFHT T N AP AR A 3R 1) PH 45U 52 41
F6 P AV SCOGIE B 2 WS TESE , 35 17 3 T [ APEIE 2 0P s , B ek D E IR [E PH (112

W 5677 o
(Kgim) d5/;  MshlksE

E4£WH:BFESIEITH (2016YFC0905600, 2016YFC0901104) ;5 [E % [ 48 Bl 2% 3L 4
(81570049, 81970058 ) ; H ¥ P& 2- Bk 2% B 5 2 5 {dt HE R 10 T2 51 H (2018-12M-1-003 ) 5 Jb 5 1l

H Sk Bl2A 542 (7152062)

—. Al 5

Jiii 3 ik 25 1 (pulmonary hypertension, PH)J&$§
H1 22 S P 0 O ER)) AN [ S A AL ol BT 5 ik
LA A5 AL S RE RS , 5 | i i /5 BEL g R i f fok e
T35t e I R A B AR FREE G, AR AR A O
W BT, LAk PH OIS TR 2 R,
W SR TT R M AN SR o [ N AL AR A ] @
KT PHAIAR AL AL

N S R BRI PRS2 B, TR AR R e 2

I R =2 it e 5 55 i 1 A o~ 281 o I PR
S P W B 32 il e 28 55 M 1 A9 T A 2 D1 25 2k
T AOIE UE B 2 RS | 20 2 R 5 A A B
DA AR 7 AR R R 2 RIIE
PR A S AU 22 2 B 5 T T (o A 30 ik v
JE2 W 507 18 B (2021 1) ) o ASTE B R GEIEAr
T A AR K 32 00 PH AT 2251 46 R RIAE G
PEUEBE 2P FEUESs 340 1 25T [ APEUERE “# A 5E
ks, B et — PRI E PH 2B 59677

T IRM RS Tk

TIESE A T DL A8 A 7 06 R IHERE 3 S

DOI: 10.3760/cma.j.cn112137-20201008-02778
KFEEHE 2020-10-08 AXmEE AEAE BHME

S| FAZR L : P AR e 2 o T 2% 43 23 T A 2 5 17 I 5o 2 201, o 560 I T b2 I W 12 0 7325 i A4 2 5 il i
B TAEZ 014, 4 AR 285 I i e B 1A DME AL, 25 . v I ol ik i 2 W7 5 3397 357 (2021 JRD[T].
kR L2k 2021, 101(1): 11-51. DOI: 10.3760/cma.j.cn112137-20201008-02778.




<12 - FRAR PR 2021 4E 1 H 5 HAS 101 855 1] Natl Med J China, January 5, 2021, Vol. 101, No. 1

PEAY L i 2 5 PF M (Grading of Recommendations
Assessment, Development and Evaluation, GRADE)
SrRFR G (R 1.2, 22N KRG IR B 2 vt/
GRADE [ iR 5 k2 30 8

T8 R BT 5 1T 28 SRR AR 2015 4E (S T4
HAFERHITTFH, DL 2016 A AE R 24 2 &
A5 B CRITTAE T <l RA2 YT 48 B > 1Y B AR 7 ik K
)

R1 GRADEHEFRIE A E L

bR ] W
R k S i
WU TEROGMIRAAT MR |
WM TEEBETREAATH R 2

SRR Tl GEB T AIE Al 2
H R AW

SRAERE OO T IUEE I AR TR AR 1
E: GRADE : HEFE 5 A TAl 52 5174

K2 GRADEIEH:FR /5 L
Bt 5 S
FOA) AR S A

H(B) LS fEAT P AR R A O« B AT AT B T WLEE
{8, [ERAEAE P & A (5] il e

fie(C) X WSRO 5 P 8 AT B - UL T B 5 WL AN )
WAR(D)  XPEEILT-BEA 170 - ELIAAR AT e 5 LA A W)
TE : GRADE TS AITAR (52 ST

AT /N I PR A B AT SE S T AN R e T
(The Appraisal of Guidelines for Research and
Evaluation Il , AGREE Il )" X AH &4 b 4% =5 19 78
R HEATIEM . S L, e A A R 357, Horp
YRR 28 7, TP OCHE e TR . 4 A4 BIFSE N DL
AGREE [T X 44 A48 A Sz b AT VA, TSE 0 25
PR 425N GOV 45 B BB AR — B
ZoRE VPN B RS B A ST AR 2015 DL, %) 4 R 46 P
SR HERE B S5 R B, 135 (37.1%) 45 7 w4
L 15 5 (42.9%) BeafE B 1T ) 66, 7 3
(209%) AHEFE T (K 3) .

AT W 4R MRS 225 TLAR (R 52 A T
Y 4% 45 2% H (reporting items for practice guidelines
in healthcare, RIGHT)"",

ASHE B R FOR 2R LI 1

LA S R B R4S A B C 7R [ Br
S B FE ra FEMEE 7 (hitp 2 //www. guidelines-registry.
en) FEATHME CAAE5 - IPGRP-2019CN050) , 3244 1]
PR AR TE M KR AR AR R TS

2 R 5 B AR A A p At [ R

W

(WP 5 A T B2 2R O AR R S 2 B4 ) |
SPRHAMEE LOAMREE) LB 2R 2R
BB R A S PHAZYT RIS BIAR G =R £l A B
T 48w e B WA H AR AR [ PH
B

3R TR S ML T 2B L R AR
A, AUHEIPI 5 G FAE P AR O AR X g
FEOLRE B SR DO AR SRR R BE 2 R UE
PRoras . TARH B 54 Gl L i g
LR ALV R ST

4. F 45 h oA ] AR B AR N R IS T
Fl g5 mh R PSR, AR AR M IR N A B
PR E AR

5. 1 PR 7] el %5 6 RO 52 < 38 i R GE AR PH 40
e S kRNIEMMABGEAN, B 1RIET
408 /i~ e PR IR AL, o He kAT R E A IR A, B I IR
B ik HEE— DB RN IE 55 2 B 1 139 i
PRIAIRE . il P 7]l 4 HC o B 3 o 1~7 430 £+
HEE e WP ° 2 i 2 -5 il 1T A8 =2
] [ N P 2 P K7 I U 73 2 it e S 15 i 1 7 g T A=
7 23 (46 4 58) Fil 4 [ it s 28 5 i 145 By 3
PMEL (556 RIEEBEf 2 954 44 B ) 7 9 647 1)
G A TR H AT R BT AL, 9
N IR LA T 5 DR ) 641 1 R R

6. IEFE KT 2R < B X B AR A I DR [R] R 55 45 )
FEbR , #% BERE 100 6 B AN R 7 0 LR AT A
), I M 8 A 44 R [R) R - (1) 42 & Medline . Embase
Cochrane Library , Epistemonikos .CBM , J J5 Fil CNKI
GRAEE , WA RGBT Meta 34T L R Meta 43
BT, A6 ZR T I 7R 2 202045 6 H 30 H 5 (2) K %
Uptodate , DynaMed , CBM , J7 J7 Fll CNKI 55§t 4f% /%2
AN R SE (LG BEALGT Bl SRS 5T ik 171]
XFRRAIFSE 1 R B AT U A A ) L AR (R
Ay HEPE 22 2020 4F- 6 30 H 5 (3) K % SR W - A4 iy
S0 7 2 ) e S 17 AL S AL IO PO A 2R SRS

T ARG RIS P55 2 G/ N TP &
g P 1y M & T H (assessment of multiple
systematic reviews, AMSTAR)“"' Xf 44 A B9 & 4t iF
Hir  Meta 73 47 . PR Meta 73 #7247 07 15 2 oz 5 Y
i, 8] Cochrane i fay KUBS D14 T2 (B X BfEAIL X
PR30 ) 18 W A o M BIF T 1Y B OF AN R
(quality assessment of diagnostic accuracy studies-2,
QUADAS-2)" 2] = 17 /R -1 K A8 SCHR T i 1A it
7 (Newcastle-Ottawa scale, NOS )" X A 1 28 71 ()



PpAEEE AR 2021 4E 1 H 5 HES 101 4255 18] Natl Med J China, January 5, 2021, Vol. 101, No. 1 - 13 -

el x|
R R ER S

¢
| ?E%#@ﬁjﬁa‘éﬂ’ﬁéﬂ =
| S

e @W%%@%ﬁ%ﬁﬁﬁj%%%%%
Wtk G PREE A FEsE R PRI I

o] RIS 64 I R |

v S AEIR o 2 VPR 45 2 B 26 5 I L 74
I R I T B FRF | > 4 2 5 0, 505 B 1 416 P 3251
i IFRUE IS

R 24 % % — 7 |
A
HE 5 09 42| [ Cochrane (i i RUT R i 2 6 A || T
LIS T e g T [
st — TR

ol
o

|BES 7 it ) GRADE 424 |——»{ 44085 1 1K (R4 454

HEFE I AR

i LG

FarE AL R A

TR

Rsgm |
i SUEFT AT

JERGIE
E/ELS

FIFH GRADE Yeffi 58 23 S MUK I % |

o et RS N 4

A BEA TS phy AR R 2 P IR A 00 5 B A ‘

it ) B AR UG 4

| R S P [ 8 T BB A 5 SO AR 7 |

8 5 o] U1 3 45 A I X St T 004 |

s AMSTAR : RETIFHY LA T 7 1 2 O PR T QUADAS 2 Wil HERIT 5 14 I
BEVE T sNOS AL KTV AHE SCRRIFCREIFA 9 GRADE : JE 98 4M RO VR 152 55
e

1 AR AR EOR B LR

JELAR BT 5T BEA T 5 ¥ 27 BUREE A 5 (] GRADE J5 7%
XUESE AR EA TP A7 R LA T 70 2

F& i A SR R AR ik 5 [
PR S B 0 45 6 K o (2) 42 1 77
A r ] BE UG R S i 1 PH A2 WK e
IRYTRE . (3) FH A PH K 1Y B 15
&P AR AR B 1B 0 B
RSN 5 B R 9T IS B I DR 48 Fr R
W A FPEAL TS, DA ey
PRI T & o () ST Bl
) PH ot | 58 3% PH R 5% 12
il

ENE eI i WSS
(1) 45 B ol g 2512 2 W 5 51
B, DA R S B
(2) #4722 WL J5 ¥ # #7iC GRADE
OTHATT , I X O 4 WL
] 555, O B
TR, M i — D Ui
15 (3) ¥ BB 8 s B R AR A 7
UL HETE UL B A G IE A
RS = W R R VA ORI
DA R 2 SR HEAE R L 1 B 5 TR
S0 H RS R R SRR AR
A DL B BRI 5ok TR

9. 45 F HBT 5 AR AL T
FE 3 4 22 47 I 8] X A 48 g 2E 47
B o BT 7 Ik BEE B4R R R R
TREHEAT

10. 1545 5 500 - ¥8 /e & A )i
fem TAE4s 2 At LUF g5k
X FE AT R ST (D FEAM
KA AR T A 2 5 [a) A 4 5 45 T H
AT AR B 1 40 i 152 F- 0k 5 (2) i R4
B AFRE N A = AR AR P ORI 2
Ji L FE AR DG 2 AR 2 B AT i
(3) 7E [ P ASTA] X 38 AS [A] 22 Rk 4]
AU L Y, B ORI PR BRI 72

O T REIFIEB R A 5 (4) T Bl f | R4 A

MR EATHE)

8. HEXF R I - & /N TR 55 0
FNAARBER PH A2 077 22 A PR v 14 )
PAMIBUE B 2 IR , 280k 3 $E 4R FE VL F 2 56 1T %)
T e 58 /N 2, WA A 0 L 3k AR I
54 IPHERA T IL

AFE RS N A 2R R (1) B UOR BRSE

FERS MR AFEXRIERS S

— Wi sl ik s He AR L IRE 8l T 2 X
PH RS F- 1 RS T, &4 0 5 E KA
(right heart catheterization, RHC) Il X %) i 8l ik “F-



- 14 - rhAR PR g R

2021 4E 1 H 5 HES 101 55 18] Natl Med J China, January 5, 2021, Vol. 101, No. 1

Fz3 A 3STFER A AGREE 1L PEAr

W % E T Rk S J
sHTK T SRS e anee o GO R e
(%) (%) (%) (%) (%)
PVRI,2019'8] 52.8 37.5 23.4 61.1 17.7 39.6 50.0 et FH (BT )
ERS,2019%! 61.1 33.3 48.4 31.9 21.9 438 50.0 HAENH (BT )5)
EPPVDN,2019!"%) 68.0 34.7 51.6 80.6 28.1 58.3 66.7 HetEn H
WSPH, 2019 58.3 38.9 24.5 70.8 22.9 31.2 62.5 A7 0
Cologne, 2018 59.7 30.6 27.1 63.9 22.9 52.1 54.1 HeAE
BSE, 2018 52.8 40.3 22.4 472 20.8 66.7 45.8 et FH (BT )
ACCP,2018"% 62.5 43.1 60.9 84.7 30.2 62.5 75.0 HetERH
TSCO,201814 43.0 27.8 20.3 59.7 24.0 458 45.8 e H(EIT)E)
JCS,2017') 54.2 52.8 333 54.2 28.1 33.3 58.3 EiiZcAmag|
Spain,2017"1¢! 45.8 194 214 750 19.8 292 417 R (BT
ACR,2017""7 43.1 37.5 24.0 66.7 18.8 27.1 41.7 et H (BT )
PVRI,2016'% 55.6 34.7 13.5 45.8 14.6 458 28.2 AHERER
ILTS,2016"" 583 33.3 32.8 73.6 19.8 31.3 58.3 HerEn H
EPPDVN, 2016 69.4 38.9 59.9 83.3 27.1 77.1 70.8 i ag|
NICE, 20162 50.0 20.8 9.9 66.7 24.0 10.4 333 AN H (1811 )5)
PVRI, 20152 62.5 31.9 32.8 72.2 24.0 35.4 50.0 et H (BT )
AHA 20152 70.8 31.9 50.0 81.9 25.0 45.8 66.7 HetER H
ESC,2015 62.5 33.3 443 87.5 427 68.8 70.8 HerEn H
KSA,2014/24) 65.3 45.8 29.2 75.0 27.1 417 54.2 HerE
ATS, 2014/ 48.6 23.6 24.0 37.5 115 37.5 33.3 AR H (BT )5)
ATS, 201402 61.1 458 29.2 75.0 27.1 41.7 54.2 i magi|
PVRI, 2014127 62.5 27.8 20.3 68.0 18.8 52.1 50.0 AN (BT )5)
Arthritis Rheum, 201328 56.9 33.3 41.1 70.8 26.0 458 54.2 A7 H
ISHLT, 2012/ 43.1 23.6 19.8 30.6 19.8 75.0 25.0 AR
PVRI, 201113 48.6 222 9.4 27.8 15.6 56.2 25.0 AHERERT
Portugal ,2010"" 52.8 153 15.6 68.0 19.8 0 333 HEFRT (BT R)
CCS/CTS, 2010132 73.6 47.2 65.6 81.9 31.3 70.1 79.2 HetEn
ACCF, 20091 43.1 20.8 19.3 54.2 32.3 43.8 50.0 AN FH (BT )
FRAR R 2 S0 A 225 2%, 201813 51.4 18.1 19.3 65.3 17.7 16.7 50.0 HEAERH (BT )5)
FpAE R LR 42,2017 41.7 16.7 10.4 36.1 18.8 0 25.0 AHEFEI
o] P Ui 2 450 M4SN RHES D 4343, 201505 38.9 222 10.4 29.2 16.7 0 25.0 ANHERE IV ]
rhAE B2y LR A4y 25, 201500 48.6 222 10.4 29.2 16.7 0 20.8 AHERER H
b R GPELT BRI AT DMEAL, 201457 54.2 13.9 1,15 33.3 16.7 0 25.0 AR
o [ BE A 2500 1A N RFBE D434, 2011038 38.9 9.7 15.1 36.1 18.8 0 333 WAERH (BT /5)
rpAE B2 2N LAMERE 4323, 201113 36.1 9.7 17.2 63.9 17.8 0 333 e H(EIT)E)

T :AGREE 1 : Ifi IREFEWHSE S5 0PAL R S8 11 s PVRI: BBl i &6 0T BE s ERS : KM IE 225 s EPPDVN < KIGH /N LT 1787995 199 2% ; WSPH :
S R R 2% s BSE : B 0 B 24 25 s TSCO : P [ B 8 O MEG 22 23 5 JCS : H ARG IR 2 2% s ACR: 2[R 25 5 ILTS: BRI M 2 255
AHA : EELDEER 2 ISHLT: [EPRO IS AE 22 5 ACCP: S MR 2423 s CCS MR HI s CTS I KR Hh 25 s ACCF : 2 FLO IEN
SRR A 2 NICE : 96 [ [ SHHE S5 1 R AL ST BT s KSA « Y4BT 1 [ 5 ESC : BRI IEG 2423 5 ATS : 52 [ fi 2

¥J J£ (mean pulmonary artery pressure, mPAP) >
25 mmHg(1 mmHg=0.133 kPa)'*'. IE# B4FE A E
RSN mPAP 2y (14.0+3.3) mmHg, H: FFR A i
20 mmHg"" . mPAP7£ 21~24 mmHg B #% & X Ml
FUE PH ™ 7E 2018 4555 75 J H UM 2l ik 2 i 2
(World Symposium on Pulmonary Hypertension,
WSPH) b, A & 0K PH LI 3h ) 512 Wb e
&N mPAP>20 mmHg ', {H i TAA7E) 2 i,

FI i P 4 o4 5 = 41X mPAP £E 21~24 mmHg f& %
HIFHICAIETE , PR A $5 1 AT SR 93X — 2 Wb
{HAEF X} mPAP 7E 21~24 mmHg ) AR, 58 501 JE A7 7E
4t 2 2H 2095 (connective tissue disease, CTD) | Ifi &
e ZE Pk RO L ORE & Pk I 3l Bk & (idiopathic
pulmonary arterial hypertension, IPAH) 5 % 5 %5 1
BRI EE , B S A 00 8 0L A By 5 48 2,
SRR E I N PR TP 2 O s R BF T



1 H5HE 101 %55 11 Natl Med J China, January 5, 2021, Vol. 101, No. 1

15 -

PH I3 8h T3 552 SR o2
sl ks T Al R 2
I R _EH5 PH A3 5 KRR (3R 5) - (1) Bk P PH
(pulmonary arterial hypertension, PAH) ; (2) 220004
JITELPH ; (3) il dfs s A () AR ST 2 PHG; (4) 181
1ML #2 A4 2E #% PH (chronic thromboembolic pulmonary
hypertension, CTEPH ) 1 (Z ) H A ifi 3 K BH 2t 72
JIECPH ; (5) ABAFN(E0) Z N R g PH.

FKhF4,

F=ES RITHRFREBIE

— AT RS &

S ERYE I A D& PH A T 24 A 6 SCk R T 1R
o TEPL[E, PH IR R A 97/E 7, Horp o/ 1k
FoBoh 1.8: 1, AN[RIZER PH Fii AT s 27 RIS ]2
AU iR s R/ BTG ST B0 PH R I IR T4
W LB (AR SE N T GE 24 R LI IR

/b

SRV € | S RO AE V) 15 SO i) e TR )
A BT XS 2R ) T

(—) Bl i sh bk oes T

2 1 [ PR S C IS T OC T PAH BYIRAT A
2ERE R BN PAH ARG R 2 2.4/ J7
AR JBORARLY 158 T o TERRU, PAH RE A 5
1RG50 59 S 518 T NAFE~10/8 T3 NAF 1571
Ji~60/E J1 o PAH " DL KA E‘E}fﬁ (congenital
heart diseace, CHD) #H 3% PAH. it /£ £ PAH
(heritable pulmonary arterial hypertension, HPAH) |
25 ) 1 7 W) AH & PAH (drug-induced pulmonary
hypertension, DPAH) & W, , #H R £ PAH F | X
CTD A H UL

IPAH H Firis AN, FE 8 IC 09T 18 TPAH
B AR 5.9/A 5 o DA 1981 4F 2 [ NIH £¢
%Eﬂéﬁ IPAH [V ¥ & 4 I 36 %7, LAt

AT B TEN TS 0, 12 W PAH Y B AR

&4 lshikeE R (PH) ML S) )27 5326

LRI DA S Gy AR i R 5326
EHMASTHTITSINKE S mPAP>25 mmHg H PAWP<15 mmHg Sl I ik v s 5 1l 5 0/ A1 ST 38 B0 ok e 5 12
ﬁn‘nﬁ%"% Vi 20 K 5 /5 A 2 3 riﬂﬂizjjﬂm
fei He s AR W/l 22 TR 3R BT 80N 31 ks 1
B0 S5 I Bk Fe PRI T B K i He 5 AR TR/ 22 DR 3R I it sl ik s He
g mPAP>25 mmHg H PAWP>15 mmHg . PVR<3 WU
RAH mPAP> 25 mmHg H. PAWP>15 mmHg H PVR>3 WU

T :mPAP: il g kP-4 e s PAWP : fli S BB s PVR il 2B 7. 1 mmHg =0.133 kPa

K5 MishliE E(PH) IR /2

%

1. gl bk At 3 ik v FE (PAH)

2. AR BT SN B ik v R

3. il B /B A T B sl b

jjfét](mﬁ?*éfﬁfiHﬂTEJJHIKmJ—fFﬂ/jZfU‘@HﬂTKJJHﬂ(KJED‘Efifﬁ SAEYi
ke

5. ARWIA/ 2 K 2 B it sl bk s i

3%
e
ok
e
W
S8
$
pulug
W

1.5 X%
1.6

%l
1.7 %

2.1 4
2.2 4t
2.3 il
24%

3.1 FH
3288
o
E
i

AR WLWL
= L,
J

E* %%‘Fﬂii?

3
4
5
1
2

A4
’E%fiﬁ'ﬁ

UI-PD)I\J

A BLAL ALKAT RO K A
LTS A2 3 CH B DA 67 017

L
EEJLPFQ“‘ P fiti 3l ik =5 ' (PPHN)

MQ&RWMUﬁﬁ@
53 B RAR A 0 T ) 3 0
%ﬁu%ﬁ ] N
BB J5 B0k = 1 5 e KA AR A O 1A

FEPEMBN

GRE e

Al BELZE VR BR 1) ﬁﬁﬁﬂﬁﬁﬂiﬁfpﬁ
s p 20 IR

K E BASTESR

S Il S it 8 ik s R (CTEPH )
A 30 K LS « 30 K A 90 0 5 A0 S S P A .
SRS kA AR A B (L)

T ZR G CHIVRE P I P 2 0, B M B 1 1)
PEA R ST S5 17 U EC G R R )
T O IS

ML AePEYNRE %)

>H~

LAt (

—\




- 16 - FRAR PR 2021 4E 1 H 5 HAS 101 855 1] Natl Med J China, January 5, 2021, Vol. 101, No. 1

B 2B X IR o E N R R SR A A O e
P95 BT 2 PH Al g

— B 6 DR 25 ] RE T PAH W9 & 2R K R R 5
R E AL IEAE T . ARG S PAH & Az (A G L B
S TE O O [l Sl P = S I S B £ [ S Tl
A

TE ik =2 80 1) 25 W) AR S8 6 97 AR IPAH A 2R
UG 2%, P A AE I 2.8 4, 1.3 I 5 AR AR
TR 68% . 48% F1 34%° ., Bifi %5 HI ) 245 W) 36 U7 0
J'& , IPAH Tl J5 B i k3% . 6 1B REVEAL {3 HF 5%
o, AR m 25z n TR R LS (H 2001 45
11 AZJ)5),PAH & 1.3 .5 F1 741 Kaplan-Meier
AR50 M 85% . 68% . 57% F149% ., H A< 1 i
E R 2t L 253697, TPAH SR E K WA 3
LS AR AR R K 96%, 10 4F L AF Kk 78%.
2011 AEFRE T2, IPAH 4 1.3 4E2E 72843 1)
$}92.1%.75.1%, 5 KB E ZiRE AT

CHD-PAH J2& 48 i /4-Jiili 39 84 CHD JIr 51 2 1)
ili 3 Bk 1 TH g, TR E PAH S H WA RN i £
CHD &35 R PAHT 2 & FRPLZ: . CHD-PAH
TATI 2GR D 1 JE S CHD BB PAH & 0%
HAHE , B — T E W IE T $2 R, L4 CHD
BT PAH B FER 5%~10%

PAH J& CTD (Y% LI & 5E , 55 [Fl REVEAL
W AF 28 8 CTD A 56 PAH & fif A PAH i & 1
25.3%. & E &R 4 Pk 4 B R HE (systemic lupus
erythematosus, SLE) . T & Z& & 1E (Sjogren
syndrome, SS) . 1R & M %45 4 20 21 5 (mixed
connective tissue disease , MCTD) UL & 2 55 M40 hE
(systemic sclerosis, SSc¢) J& fx # 5| ¥ PAH Ky
CTD™ . [ 2 5o 20 BEAR 5 DA 21 13 W F 5 &5
J 8 SLE-PAH U %8 3.8% . TR EIX SLE it
30 4EBY LR 43 B & B, SLE-PAH 2 5 2 SLE 3%
BETT M HE 3 07 R . Sk i R 3§ SSe
CTD-PAH 3 BB 67.7%~76%"" ", 1 F¢ [
P4 SLE 19 =5 & A BE, il L SLE-PAH B85 UL, 5
20 499% .

[T Ik e i AH DG it 311 ik 55 He (portopulmonary
hypertension, PoPH )& ] ik & Fs A5 I 1fi 8 152 384 fin
g i 11 A% R T 5 B G PHL, W] AR BN P P56
PoPH 7 4%l J5 K BT 80K PAH P Y 5%~10%', 7
I Tk e e BB R R R R 19%0~5% . PoPH 8
RAAEILWT K T 4~T 4R )5, 1710k 5 s AT AL
() 7™ TR B 5 PoPH 1Y & AR JE M), (B & R 3L

FiUfE

HIV &G PAH BYFER  3R 2 —  HIV B
# PAH B R AE 0.5% Je A, .3 v T3 3 A B
PAH SB35 Brath i S 2 7 VR T LUK
HIV-PAH ) %5 R JF oW R = WFse M,
HIV-PAH £ & 4 75 25~44 B 4RI B, Lo PE R AR R
il

() ZE U9 P B30T 8 ok s

Fr U i PH Y S5 WL I BT, 28O0 0 T 2
PH 1 34796 7 B AT AN TE A8 A [7) 18 SOk PR A it
SNk 3 ARSI 5 22 AN 6] PH Y E AN TR J2 RHC
IR AR GE— , I ATESS 70 B0 0R B B0 ) 3
Uy (heart failure with preserved injection fraction,
HFpEF) 5 5 1 73 £ B AR (1 20> 7 52 45 (heart failure
with reduced injection fraction, HFrEF) #7175 Hi f*) &
TR ATz 22540 Jorb PH-HFpEF 24 36%-~
83% , PH-HFTEF }y 40%~75% """,

(=) Iy A0 /S AR S BT Ui 3l Jik v T

1% Pk FH %€ Pk Jili %€ %5 (chronic obstructive
pulmonary disease, COPD) J& 1% 2 PH ¢ & UL 19 95
P, F 9 & B COPD 56 PH 14 f R 22 IR, N
20%~91% A ST il £F 4k 4k G I il b
(combined pulmonary fibrosis and emphysema,
CPFE) JF 4 PH 1 [ R B, ol LAk £ 30%~
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ILD)AH G PH HYURAT A A 50 R ZHOR A TR &
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Gt , 8%~15% I IPF & & 18 9] UK A5 i /I & B
mPAP>25 mmHg, [fij 7 % 9 B FI 28R 3 PH ) FR
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FIJT , BB 8 24/ 71 7 ~40/ 11 7, 1M 3£ [ JL 7 PH 4
KRS T ~8EH T, B R 26/H T ~33/H
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R LA A T RS AL

(— )R L

PAH [y BE kAR =22 B Mam v fifi /N ik, LAy
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TG o AT AR AT 5 S5O I 3 e 34 o A s i o 4 B
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I BRI/ 8 A o R B 9 15 | 1 i 8 Jok e 7
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AL 1M A5 EE 9, e A R A D D R
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SR AR 585 PAH FRE B AHOC , HPAH 1
Ry B PR G o R S s . H AT eV 9 A BUR
3 [A . BMPR2, BMP9, ALK1, Endoglin, SMAD9
BMPRI1B ., TBX4, CAV1 il KCNK3, 1] fi# B 50%~
80% 1Y) HPAH Fl1 20%~50% [ % B TPAH 5 34 1)
I PR R R 2 T & B TPAH URE PTGIS 3
P28 (6.1%) , A5 I 1% FE K 248 B XK AT S A 2
TRYT RN B AU

BMPR2 j& PAH £z & UL (%) 8o 3k B, ] fig
75% W F % HPAH % 25% ) IPAH B 551 . Hp [
N M BMPR2 2878 L1 4| 75 HPAH 1 IPAH 4351 4y
53% 1 15%"°" . BMPR2 % i B JE i 55 14 2 A %
A TE TS B A R B BT . SRR 5
75 ) AR L, 57 BMPR2 272 1Y IPAH/HPAH i
HOR ORI R R R M, W B 2R
ALK1 Al Endoglin J2& 15t f% 14 H 1P = 20 i 45 5
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PAH f¢ 32 B A9 80w 3% R L 8 il 8 ik P 2
(pulmonary veno-occlusive disease, PVOD)/fili & il
1ML % J8 %% (pulmonary capillary haemangiomatosis,
PCH) FK G, & B Je iR fa s % SR 28 A8, 4
FERIZH Iy 5k |, 7E BT A %M PYVOD/PCH, DA K
25% L 4124 112 1 L & PVOD/PCH ¥ 41 H 77 7
EIF2AK4 28745 . X} FIlfi REEAL PVOD/PCH &,
Wk EIF2AK4S XUAE A7 B R & 48 A B T 112
PVOD/PCH™,

SEMUERST  1DHT

— IR

PH [l FRAE AR Bk = 5 S 1, 2 23R B o b 47
A D IIBEA YR SCAEIR , 57 RIR R &, &
BUOARESF W DR 6 Fed | B R K, 03 R
b ] R T s A K L K I AR
H RS AR A A . B A O DI REA 4
0 e T BLBR S B R AR Bk
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P | BRI PE L B R A 10 0 B I P il 8 0
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AR O 2 ) BRI, BUR U AN R0
IPAH B A o3 s (ELEARR , 150 B i 32 e <
JE TS BRSO AR o R TS T B A
R
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75 0 2 AT F T PHAZ B A s R 1) #
OIREVHAN

R 1 R R AT R A 0 B0 JR U i 1) = 2R
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HoAb A5 Br 7T LAPEASG PH Y AT RETE (R 6) , IR . |
o BT RE RS o AR I PR 2 B AR P 0 Bl 1 DA
1) PH Al REME AW 575 17 RHC. BR TRV Ak, HiAtl
PR PHIFE R S 0L 3R 7. XA AR B, 7T
WA R 0 B ] PH I AT REVE AR — 2D PEAR

R 3l AT BT 4850 PH B A, 4 CHD
AR A . B IE R X T R4S CHD 2l
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JE L Bl DG 10 E DT RE DY BAT B4
8, o] AR 5 = 22 3 2R 0 45 1 1 B (tricuspid
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R 2L (Tei index, Tei 850 22O Z A O T8 5L A7
O B ARSE AL B A5 O D BE , I Al B U .
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2N FS 2 AT 02 Y - H =~
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R FIWr PH HE 2 5 A7 LRI 3l kOB A% i P FE 1
8 (A5 e FEPE PG A5 ) 1Y B SR A T-B . WURAF
TE 52 B3 A B HE T B B 5 08 <R AR DR, )
T 2L 7% S B Ko 7 /PA FEPE S AR Y T RETE . PAH
P V/Q AR AT REIE K, o AT BE A7 A6 I E il Be P v 1
B
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F7  HA SIS K R (PH) B 7S O3l ARG
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N 3

DFEE>1.1)
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25 W Ay 25 3 G 0 R <105 ms, A/EE RSk EAE>21 mm

FEIAT 35 56 CER WL B35 5 38 <50 % BT T WL e
B <20%)
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TE 2P A B LC =SEBAR T AT, J5 i) BERIAF 78 S8 PH A SO 3l I E S

(computer tomography pulmonary angiography,
CTPA) Bk ™, TR SR W] BE V/Q AR AT 5k
A HE B CTEPH (US4 90%~100% i 53 P 94%~
100%) . V/Q A5 5y i BB B , JCHAT A /™ HL
PRI I, 5 T2 G HAWAS A AT 4001

()M CT

CT Rl s A0 B AT 0 5 4K L Al sl ik ™
5K, I AT 3 3 P T A Sl k- T S Sk AR H R
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HRCT) it Bl F PH 5 A i 5, fiti 38 < i e £ PH
B E HRCT W] A H il =M it R i 21 46 Ak 55 it
F7E , PVOD/PCH H# HRCT 1] % SR8 v/
HRC P B BB A5 /N ) 1 R A b L 4% e
REFNMER o

CTPA 212 Wi il fi 455 F) o 204 A B, X il
JE CTEPH YR YT T S8 AR 82, m] Ay fili 3y Jik ifi
2 PN BE S R AR (pulmonary thromboendarterectomy,
PEA) R4 A KHE . CTEPH L% CTPA fiE 4
A4 < Jili 3l ok 56 4= BELZE , fili 3l bk 4 2% 52 L PIR SE A1
A, DR it 20 ik A BE S R0 3 JEE A i T
CTH AR K J& , CTPA 12 Wi i 1455 1) U AR
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(L) it sl ik it 52

il Sl K 52 32T 1 Ak I o R 2R I U
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O\ i A R SR
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RHC /22 Wi FPTA PH ({9 bR iy 2% | i i RHC
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% % 1 (maximal oxygen uptake, VO,max) <10.4 ml-
min"' kg W FURFET-H 0 5 5>

(DB RAY

MO BRI A AT B T A 0T, &
R 7O B0 PR A A B A% B i PAH o 7 ™ H A JE2 R i
Je By FE bR 3 EALSE A7 PR A . TAPSE A7 % T A1
AR I3 E Tei TR EL OB SR, R HIBE SR
3R P Bl PRI B AT DB w8 A 0 T RE ARG I 1) VA
PR, W 5E 2 I BB 038 B P 3l BRI AR I 2 1
A 2 AR N AR 35 PAH BB (132 Bhifit e ALAE

G3ERSEOY A0 B AR B s AN [F] 2 PR S TPAH
R AR — A ST N PR =
7L Bl BRI B ) A S Ui B RE N AR B A R E
S} 14800 B B0 PAH S5 1 fa R 4y 2,
FOL S EIEAG AT O D RE M HERRPE S | ShZS WA AH
KARBRIAE ARG R SR

CMR PFHy PAH ™ 55 F2 B K W00 () 46 br L 47
ARG A= A EERRINAR A
FEPIOR AR 0 % T B A6 A il sl ok v R AR
A 3 1] B Al A% R T2 - X M 3 ok i, g 3 B A% 4B R
SRALSEO CMR X A7 0 2 A IS 25 ) BE A PEAk
Fb R 75 0 B0 FE M, 3 BT DATEAR O i H e R
i, AENS S PAH AR K FUS 9 CMR #8562
O EREEWIN AL OEFE R A0 E S
GBS A

(=) sh J12#

I3 3 1 2% 55008 PAH B2 W7 %1% F LS
WAL L BE T h S B BEME . A0 G
JIEF8& FFN SvO, J2 iz Bt A o0 Ty BE RN T 1) = 2L 4R
P I PAH SR AETRYT BT RHC A 2 DA
Wi 1™ SRR EE A B TR e 9T O R AR U
o A RHC B ETPAR 1R T RO Mg T~ —2
WBIF TS RtV R A2 A RHC [ a] 18] B 36 BA
BRE , — I PAHIAYT IS 6~120 H i AL Ek
e ZRIRYT T R 2 A RHC,

QDK L7/f 7

R R ZFAYREY S PH UG A5G, H
T ATY SR B AT B W PAH B8 A7 0 32 8 1) 5 S PR A A
¥ . HHIBNP . NT-proBNP f: N H, FiH E 4
Z W TR A 0 BhBE L PAH A5 6 43 J2 T 5
Jg el BNP/NT-proBNP 7K - F& AR $2 7% PAH Ji5 15
U B, T KT T v ) Bz s o . BF AR SR W)
BNP 5 PAH Ifil i 8l J 2% 46 45 ¢ R K %, i
NT-proBNP ¥ 4f- 3 Fl T PAH H& B -4 5
BNP A [t , NT-proBNP 7K °F- 52 4F i | ' ) fig 5%
L2/ N

= Jak )=

PAH BT BUHEAT AL RS 3 E VAR 1 ™ SRR,

*£10 WHOIRE/M

e I

1% BEMTITENAZIR, B RIS A 2 B R ME 2 T e i T 5 ik

%% BE TG BRI IR ORI TEAN TS , (5 % S 2 th U R M L 2 T M s 0T 2 ik
I3 BHE T E S L AZ IR RSN TS (AR T H R Sl 2 SR IR L2 7 W sl 2 ik

\E3 BEAREIATIEMMAT G . AP D ERAE S, P SN AT R BT RO (5 2 g, A AT A3 3 sl 24 ) o SR
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A BTl MARR IR 7 % B T T R
YR B ARV 1B YT SUR FR BRI T R . EE X
PAH & 8 43 2 A 95 O£l 28 47 1 — 26 40 56 0F
e 1 el A BB RIE 5 6 B 1 TG AN 48 bR BB 1
A DR S5 B I VA TS RN 7 MR B b, T 2
LEA 2 RAE AR T IEA, AR X LR bRt T
FE R 43 B AR A Bl PP o) e o (3K S AR A o P43
TR ZE A TN BB AR AR TR
A 2 5 AN AR A A FE bR (Can O il iz Bl
95, BRI ANE F I R B2 W R 45 E S0 . 7F 2018 4F
WSPH K4s | &4 1 LA 2015 4E ESC/ERS PH 451
B 1 [ 43 J2 B 3% LR B0 5 Ak RS B 0 2 R
(F11)mmel,

AT AL IR A B 0 2 o SR AR i PAHL £E 5 147 i 1
TR B o MR SE T E s e IR R
LAEFUIBE T 5 <5% , 115K 5%~10%, & f6:>10%
fa b5 )2 EZAK Y WHO TR 532 .6MWD | AE W br
B EAT 5 U IEAE B Svo, S R bR, B 2=/
3IMSE TR br A BA S a8 8 SO IRAEIRAS
A % D2 W0 fE 46 br (L b A 45 .0 J0E 4 ek
SvO,) & SN B FERAS , SRS AR AL N & 15 % #)E
FrfeaRA . TR fE 5 432 38 2 X
FEEAT AR A 8 S, flfE 6 432 B8 B A A8 1l
PRIV

[(HEEFEL]

LIEFELEAE LS TIEATHPAH B H FIH T~ £
EHATIH, BFERBFME . ZHWE EWFE
M B AR LR R & (1),

2. HE A E W PAH B# 4 3~6 /N A M
A 1k(1C),

[(HEFEEIRA]

DUAE 4 2 I R = E AR T AL [ o B B A
R LM E R APAH B, F WX # &% o
ERGEAHMEAPHE A EE,

VU PAH [IGY7
(—)— et it

VARSI TG S A48 5 R  PAH B L
TELYNRTT SR fE T T T T SR
Y2 f 3 9 30 B AT T HEF 9 3% BH 4 J8 A 71K 1
i 1412 2l JE 52 7T LA B 6MWD | Peak VO, LA
ML SN 1 2E S8 . — 2SS 2 Hr gl A 16 TiE
5%, A 469 1], 53 Bk I3z sl RS 1T DL PAH
FEE OMWD Lo Jlili Dy R A AE 16 o i 243

2 UL R B2 R A 2 SR B IR YT B S 1) 24
VI T2 N IR PAH R SET- R A BF R %, B
5TE 5%~23% , HAEIRITKhE 2, R, 31 PAH A&
HmE I PRI 2 PAHL, i 7622
22 JE AT R AR s SRR R SR AT IR, WA ARG = Ll
) PH HLC B T A TP A VIR . 7T LA R4
TR AN A R LW BB R TR R S5 A
(phosphodiesterase type 5, PDES) i 57597 , ] &
REAR T 3l ik e S PVR 4,

3BT X PAH B R AT R TR
S BN ARE RS: , B2Z BE TR R R SRR I T
fE LU 4 BRI 52 1 4

4. W Gy : PAH f8 35 25 5y G O il s g, i
it 3 SR e R N R B S EOE T M E R
— o PRI, A A I RO BE B E ATh 4fE
PAH £ 35 11 B Pk 07 FH 9 J8% 2 1 RN T 4% i BR P
FER e

5L SRS BT R PAH X A TG 47
ARG, £ R AR 20%~40% , AR K& A %
21%~55% ,58% 1) PAH (8 & A AN Je a7
PRIt , 1 78 53 VP4 A8 28 RS A0 BIDIRZS B KB
BT O HLCRE W ERHE BRI T T BRI SR

6. AT : X F WHO T g 404 M~V 2% . sh fik
I 5 5 AR F 60 mmHg 9 PAH 35, 7E AT 25 ik AT
BF A B 4 . PAH AR 3 07 3kt O /AR VIR S T

Fz 11 Skl ke R (PAR) R4 2

e R 2 fikfe e e
A:WHO Ihfigsr4% 1.0 1 v
B:6MWD >440 m 165~440 m <165 m

C: Ifi. 3% NT-proBNP/BNP 7K *F- 1, RAP BNP<50 ng/L

NT-proBNP<300 ng/L ¢ RAP<

8 mmHg

D:CIE{ Sv0,

CI>2.5 L/min/m? 8§, Sv0,>65%

BNP 50~300 ng/L BNP>300 ng/L.
NT-proBNP 300~1 400 ng/L.5, RAP 8~  NT-proBNP>1 400 ng/L
14 mmHg ﬁRAP>l4mmHg

C12.0~2.4 L/min/m>5§, Sv0, 60%~65%  C1<2.0L/min/m? 5, Sv0,<
60%

PEHIBRUE : ABCD PUANARIELE G 08T o ARSGE : 2R =K AEAR M FOR AT = G hn e 5 3 8 A G WO 0 =3 FE b v, JHG P A 0 W 4
sTRA K A R s S AN R TG R & 358 T G . BNP: FIARRK ;s NT-proBNP « N A S R 40 K T4 s C1e D IEFE % RAP A7 0 &
J1;6MWD: 6 438251 THE B 5 SvO, TR A Fi K M S A EE . 1 mmHg =0.133 kPa
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1 500~2 000 m LA I 31X .

7. AL ) XTI AT S S AR Y R T
RN T AL A AR S T RENE | LA R FEE AR 51 ] R
AT AH I A 2 A2 BUCPAH R JRURS: 35 i, - 8 180 AH G
FE WL O3 AT 07 A S RIS W, R DRURS DU ast A
2 TS T 2 M T R E SR S A B

(HEEEL]

1L HPAHEF ALV E LN T, EAY
BT M A FIHATIE S AN H(1A),

QHEEF R ML HEPAHEF B Z(10),

3.PAH A H JEATH M F A B, P8 3/ 3K
B AR AN PR EE , R BB 2 5 IREE(2C),

4.3 % PAH B # 8 % 0 B OR F 20U KRR W
SHOATE R (10),

5% %4 F PAH BEH 20 E X F(10),

(=) FEAAYT

1L YLEERYT BN IPAH B3 R 17T P R K B0
DL B AFAE AR TE B, BUEEIR YT S TS Bl A
SIS I S 2R A A B S R AR MBI YT RE
IPAH B35 TS s H X Be i 98 K Z2 2 AE S0 1] Y )7
A %) [l B PR E 5T, S = B AL BEATF 58 £t . T
A PAH VR ESIC A TE A R G [l 6043 BT 7R e
BITELEA—FER R BLEEIR YT X SSc-PAH
BEANRE IR A5 £ 2 S RN T A

2. FIPRF : PAH B H BRI AR B A 0 e vy s
SECRARIE R O ERKE TR R 22 5 I
RO, R RG] e 1 aRAR B0, (5 B AT i 3% A
FHA PR A BEMLXT BB SE . A1 R S5 AL 455 ek 1)
PRI (R ZEA FEH7 ZE A ) IS 361 i 37 A 41 il 7] (22
REFIE ) o AR HEZK BRI R A N R 2 V2 324K
FEPOR (PR3t 22 X 2 B A v L AR
A BAE IR  75 5, (AR D)7 30 S e 4k i s it
— I IRWFFEUE S o W FH A PR IR 7 B 5 22 )
KT B D68 | e I A5 Il A AL AR B kG {1 I 2
FIEL A 3L

3.7 HAT M B BEALX BEAF 5T IIESE PAH AR
FHRIMEITI S . BT COPD B AUEE , 2 Eh
Jik 1ML 48 73 AR T 60 mmHg (&0 ] 1fit 48048 A1 <91% )
i) PAH B & 3F 17 &7, DLBE 3h ik i 5 e >
60 mmHg(#} & il E IR FE=91%) .

4. M e 2 By FLAth Oy I 7 2459 < b = W LA fin
RN HR Ty, g o (L AE PAH A T
ST R AN 5 0] FH T BE AR PAH R R AR
G PO R O R RN IS Bk

E LR AR BN (K= O R X N o 119 N
A B i 710 L i R T 2 sl O A T S 2 IR T
PAH, 40 PR A I 220089 CRp LT el 0o 55 ) 75 22
NP 2593, T WA I 05655, 1 28 254 1)
FHEAEH

5. 3% LAY ¥R 9T« BF 98 8 n PAH A 55 IPAH
CHD-PAH L) CTD-PAH %5 i 341 1A 2k = |, IF:
H Bk = 55 PAH ™ 55 A% B RIS AHOC O — 0
FEHCPE AR BEHL T BRI PR 50 25 5 R Bk i
PAH [ & 2 JKAbRIGIT 2 > H )5 Bk AR 50 A
6MWD Bl k35 . oy —IiZ uls BEAL U &
FIRERR A2 Sl RIS 45 2R B, WK RIG I 1Y
IPAH 55 PVR W W B A, BF5E R IPAH 5 1
TE X A 18 W WS /D ik Y R A 4 A2 1 IR A
7 4 G U 44% B SE AR BT,

(#EFERL]

1. 2 7t IPAH. HPAH #n & 8% 37 #| #| 48 %
PAH & # #AT MEM I IE T (2C) 0

2AFEFAEL QA A K E 8 PAH
BHHATA R I7(1C),

3. K4k % PAH & 2 b | i & B 5K & 4% (L B 40
Fl A fE R E T ZEFETA B TR A A
BRELARFEAETELHD(RELHAECKR,
WE R g %) (1C),

4.3 % PAH BH FHATHRR BN (1C), x4kt
Z B9 PAH B JATHMA 6T (B #H# Bk HME) (20),

()R RAEIRTT

1.CCBs : 2V i A8 S i 0 PH M AR 3 s 45 7
SR CCBsIRYT , O 280 12 5 7% 1 FH A 2% b ~F-
RN N 7 2 (T T RS A B VS A = 900
T ARG S, 20 0 0 2 T TR A2 1 o v ) o AR
H°F- 120~240 mg/d , Hi /R B #240~720 mg/d , Z
- f e AT 3K 20 mg/d.o

AT 200 1 AE By 3 58 B B 1 R
DRI A BR A7 O 20 25 T RE Y ™ B RIVE A
AN CCBs 28254 . X T HAh 2R A Y PAH £
AR IS RN e TE L I CCBs YT AL
INAHEREAS ] CCBs.

2. W B2 & % 1K 45 Bt 7 (endothelin receptor
antagonist, ERA) : W 1 & 7E PAH & i b2 22 4F
FH o P9z ZE-1 ] 55 il ot 451 Y L2 B e 4 9
KRZRARMBES A, 5 R MW, (e 2257
2,2 5 PAH R4 K JE . ERA W] LI & 1l N
R ZIBRIRYT PAH,
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W AR IR L P A RS — A R ERA 25245,
R 2R A B RUCERSHUR . A AT DL
IPAH.CTD-PAH ,CHD-PAH HIV-PAH % iz 3l i}
D YIRE ST LT B 1 S A B R AR
Ji] 01 SIE JRATF 5Tt 7 U0 A 3R T A 3 AR AR R AT
TALGIRIT

BN A RN AR R R N R A 2K
FEHH o WF9E B8 %S0 A 3 5 mg A1 10 mg A5
I HE D B eMWD, 8B B F -5
N 5 R Xt PDES #4f F13A T S AN BEAR 1Y
PAH (B8 7 BB A4S AR IR YT 24 ) fE W 2 ok
B F B RN ) S50 5 R
SYAH L BRI & 22 ~7 2B 3H A kP AE Al B G R A
I RS F AR AR, XMEBIKE T RN T
WHO Jifig 5398 1 i) 835 i 3k a2 A T M9
AT R 2 ST A S AE R PAH
B 12 JHi2 g i OIIRESE T P SRS kb
636 97 fE o502 B &, B IG I IR Ak = 14 &
AR

L E s o s B — UM E ERA, B A
WU BV B M2 R ) . — TR X
WF9E B, 52 R0 A He T S 1H 10 mg 224 sl Bk
BIRYT YA RE 0 AR AT S A A BE T IR TR
PAH 3 30 L T2 R 5 BE %, 2035 /8 & 6MWD
WHO Yj 8 43 9% A1 I & | I3 80 ) 2% 2 50R
NT-proBNP. X 4% 52 15 S0 7 1 B A7 24
BT, S Y B AR T 5 R BN 414 R
HH (o AR R i AR A T KUK AR PAHL S50
TR . FEHT & PAH B PRI A
I I AU R R AR TR IT A 5, 45 R R 16 5
PVR F [% 47%. 6MWD, WHO I fig 7 ¢ A
NT-proBNP A K75 "™,

3.PDES #I il 1] : NO /& F EL A9 145 97 5K K7,
i 2o 4 R A ST UL N R B R A (eyelic
guanosine monophosphate, cGMP) ¥ & 2| 35 9 Il 45
BN o il LA A B KR Y PDES, B J& cGMP Y %
fi i . PDES #1170 ] LU i ek 2> cGMP (1) J& £t
Thm Hok S R M A &7 5 . LA, PDES #1518
PR E A

VY HLABIE : VG Hu AR R & —Fh e 5P PDES # il
F, —IHgh A 278 il PAH FB & B AL BB B 5T i
AR VG IR AR B ok R E 6MWD L WHO T fig
G VL R BN 72 5 X8 PU MR AR B 23697 (0 J
Bt/ 3 4%, 6MWD Al WHO I fE 70 9 11 ek 35 15 DA 4

FF B N BIFSE s P IR EIE RE e Hh B PAHL AR
s B i XS ) 2E N AR GIRIT AR L,
PG AR AR 7T Bk 3% PAH fRE 1 4F 2 4E A 3 4R 1 4R

s IE - AR AR = —FP K20 PDES 77l
., —I4NA 405 (5] PAH 3%, BEHLLS T 22 87 K
M3k FEAE 2.5.10.20 5% 40 mg 497 16 74, 45 5 R
40 mg ZHAEA k3% PAH (2% 6MWD \WHO JJHE4>
AN AOEAL H B B[] 3 Az H P BT A At
SR hr AR B 00 T I AR 20 6MWD s B b e . X4
Z A kP AR 20 5L 40 mg (9 PAH 58 & 47 52 JE Bifi
Py 2k L I 6MW D 15 ALK S 44

FHARTE - Fe AR AE = — Ff = e 5% PDES #1
il . —I7E [ PAH S UEAT A B HL AU 22
FGT R FE ", 66 191 £ 25 B AL 43 Ry AR IR AR 40 5
GRRI HRAL, EEA A oMWD, 25 5 /R AR
TR BE B 5 o 3% v [E PAH BB 32 it . AR IR
AERAS B 5 PE IR AR 2R

4. ] %5 M 5 4 B2 25 1k 1§ (soluable guanylate
cyclase, sGC) #5071 - 1 B PG WIUZ: — BB B (Y sGC
W B3, B P G U B sGC AL, AR A%
SERHAE TR N NO ZKSF-, ] B 51 5 NO P[] 42
15 I3 B cGMP 7K, 51 1L 45 47 5 RN i 3 4
. —IWFFTA0 A 443 6] PAH H & Hid 50%
BB 12 i T8 SR YT . AR N, 5 R A
L, 1) B8 PE WICAE Bt 2l 3% PAH 8 3532 S 4 | I3
B H12% O IIRE G, BE AR NT-proBNP 7K, FE A IIfG
REACF AR R AR X = Ak 77 ) [ R 3
HEAT A3 HT s 7 SO 2 A R — 3

I A DU I & VU M AIRAE 7 PH SB35 i 28 4k
A RO, 45 5 7R W 25 BC A AR i e &
Az R B 58 T e T 003 B ) 2E SR EE Shifg ) T
9255 R, ALY PDES 49011 71 R0 ) B8 PG WG &
fii .

— TR W PR T bR 2 2 bt 1 R I Y
Hi 61 46 PDES i 770 16 7 5 AN JE B PAH iR
¥ R B PGIIGA YT, 24 JE B B 6MWD 1
WHO D539l  NT-proBNP FEAIL, A58 B s iR
7 RWAS /() PAH S5 3% 1T B A PDES 11 1 1) 4 46t
S PG AT TR 25

5. R A0 IR 2 AP R 8134 28 32 A s 371 < i
GIER R F IS N R A A B SRR TR I A A
FH 2 E e 04 PV i /N SR AR Bl . B
¥R W] PAH & il 2h ik T8 38 R G il Y R
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B, IR ACH AT BRI, AN T A ARSI R 2
I eI FHT6Y7 PAH,

MR HITF B < MK T8 B2 26— N B i 81
IRZEAMUY, F T W15 (3~5 min) , T7 BERFEE I TK
T2 . I LS 2 B i Tk e S T 91 B i 2l
L DIIRE M-IV Y IPAH HR 3 A4 AR Ao 3f .
YIRE 739 iz S i s FIALI 30 7 27 35 A5 1 i 2k
o LN WFFE AR A F K S T 5 B X 10
AHIE PAH L HLAT [ FES Y24

PHBFTSIE K AT R e —Fh TSI PR R 254k
A, v il R 55 Ak ke 45 2, 5 R WHO
YIfe M/IV 4% PAH AU H FAR ) CTEPH (5, %%
A AR T 5 2 (30 pe/d) 5 22 B F AR L L fiE ]
3 6MWD A1 WHO I RE 532 ; K I B 58 45 21
RHIE TS 2 BB PAH 51 Zhi & | I3 3h
F12F VA B A AR [ ARG s R 7
(15 wg/ H) MK 1T 5 R 55 0 At B B b ol 5
PAH 855 12 gh i £ AT RE /3 97 5 i min 4
G, 20 g AL A TT LR A PAH HB 3 Stk il
M58 R BRGS0 I B AR A i sz 4

I ETEE R : AT E /R e T b2tk A
E BRI (2~4 h) , 5T S R A A LAY 25 21
2EVEIR . 2T R ZEUE S il AT 8 AR K 3
M R 4tk . RTEJE R L2567 1 AR A
4 A R AT R I 2 88% F11 709%™ . T VE 5
HIBJE IR B WAS B S I Ay e S e , o 72
206 1 0 A8 R R IR A A R K S
a5 e R R T HE AT BT R, — Tk
1 12 AR BEAL SUH i PRAFF SR R =, 522 gt 241
Eb, 45 22 5 ok 1 5 il A0 51 JE R (34 50 i 72 ng-
kg'-min™) B i 2k 3% 6MWD . NYHA ( 41 £ .0 JJE 5
) LTIRET K

FIR MRS : WA MARS 2 —Fp 0 1 AR Ai 51 26
R ZRB R — LR Bl o 2 T
PRIREE ™, 99 A1 156 4] PAH (B3, 45 R WoR 5%
REFRIVAE LG, AN R A 452 32 15 IR T, AR A (8
PAH 5 G ALBE T A4 1 XU 8 35 B AIG 40% , 12
5 6MWD, WHO T 8432 55 IR B2 35 W S A%
TR Th ", 80% M B A H2 52 15 SRy, Hrh
15% 4 ERA, 32% “}y PDES 1 ] 7 , 33% & ERA+
PDES #7725 5 o P BHIC G m R Ak, ol %
FO/FET L5 R R R 43% , 5 B ARSE R —3,

(VU) I [m) 25 W8k 5067 A2 9 [ AH ELAVE

1. #1825 W B AR IT  PAH & — N R JE

g, JERIAARIG YT (GR BMIRAEIRAS ) T e 2 s e i 3
PRI . EI PAH B IRER A AT, R Rk ps .
XFFIG PAH B, #7 ARE P e RS R IR IR &
AN [R] 38 B0 ) 25 WA YT (3R 12) A o m e R AR
GRIEA VAL 5 #9138 28 2R 1) 25 0697

X T 206 PAH B 5 A TR BN AR A, 757
HATIF RERBIRIT . O A 2l RIFFEUE ST 5
IR G BB ZIRYT RE U APy P Ak ™2 AR LA
I R 279K o (1 B AL BRI 5T 7, A2 B8 = 24 7
B AR 9T AL A FE T/ e JRUIS: 4 %o HR 2 I i [
%o TR N —T00 Bt AT X R AF 58 A 356 124 (3] 42 52 22 3T
AIEYT B A B PAH B, P BIEA ik hr
B30T 16 J8, 5 8222 37 A S0 2] 6MWD B (2 i3
I PR AL 2 e A 2R I S R IR . — T A
4 095 ] PAH f8. 35 1 25 240 B o 7 BB IR TT
R I PR Ak XU B A5 359%™

2. 25 AH EAE R 0 ) 25 B IR YT I 5 R
N 25 ] A BAE o A SR A0 i €2 R P450 W]
Tl CYP2CO Fil CYP3A4 (5S4, 2438 i i ] T
it I 10 24540 45 e A4 A ] A 7 P s, SR ik 2
B, 400 0 o S R T g O A AL 2 R . P M
3 F 40 M £5 2% P40 [F) Tl CYP3A4( E R )
CYP2CO (WRZ &4 ) AR, A7 7E CYP3A4 IR
il 77 % CYP3A4 JEE WK A B 32 (AR B I s, v AR
JEA R T I BR AR, S PR ARE S ik
4z 30 5 P4S0 [F] T 5 5 90 & i & 5 80 bR i
T, D52 e 7 AR AT, PR i PR A 9 I 24
B BEE R . Rkt S R A IR I, 5 PAH $E )
TRYT I I AT R0 I 24 4 B 7 B, 51 B 32
FARBELFAE 7] | 0 5 e 2R A il 4 ) 75 45

(HEEEL]

1. % F IPAH .HPAH .DPAH & # , & & 4 1 4
RORE R B PH M, 4 75 BF L A 4% T 4% B 7 77| & CCBs
(1C), FHATE MM T ,3~6 N AT B T &
KARMAE S A FHRFAC); HERATEMLE R
BLIXIS 2 4 R M, A PUEF CCBs 397 (2C),

2. FEPAHAERE FH (R AT L) #TER
25 Bk A 7 (1B).

3 EBAPAHEH B W AN AET ., T E
oL A AT IR R (1A)

(HEEERA]

N & B CCBs e WHO Sk % 1 . A
i sh A ¥ A 8 K #E(FEILEF ) IPAH HPAH
DPAH 4 & 4k 22 5L fl & 7 & CCBs 3697 o AL A
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FT12 A 250 R O R KON

EURESEY] FH KB R
[iEZE e =L
i H 2~4 ng-kg - min" IR RFEEFIKEA  BHTINE] H AR & SR T ATERER T AR R
PR TTF R FFR 10~20 pg, WA 6~9 1K /d IR BT AR
LNIEZVEYN 1.25 ng-kg ™' - min™ AR , FPKELHE T FE G B E0m ) 5 FR R & RTERSALR SR RS
N:ip7lEN 20~80 pg,qid, Al DS LN TR EAN
HIFIIAER Z A7
F RS 200 wg, bid ¥ A 21 32 7 i, K 1600 g bid SR ETE DMK R AR
P R 2 AR
PAIH 62.5~125 mg, bid SR SNEK B
VeS| 5~10 mg, qd S AN E K 2 1
g CpiE] 10 mg, qd i
TR Rl 5 204100 1 51
P IRIE 20 mg, tid I LT A A
bk IRAE 20~40 mg, qd S8 HELT U
AR 5 mg, bid S JELr AU
BT RIMEBE R
B FEIT 1 mg, tid, M4k 1R AR 0 4 2 J B — 0GRl i, & 2.5 mg, tid THALTE SRR A 0% i

Hrqd: 1R/ bid : 2 ¥k /d s tid : 31K /d 5 qid : 4 ¥k /d

Bl ECCBs e WHO Tk AR i 20 1 #F | &
ZRE(KRBAEY)NEL , BEZHHETEH
CCBs, FF F7 4 5L Fl #2136 97 .

( F) BR %% 7 8] B8 & O AR (balloon atrial
septostomy , BAS)

T BAS BT 0 By A ) 26 530 AT DARRAR A
O HE T 38 e O Z AT AL . BAS Y
SE it S A T Bk af AEUERL R T G AR A
AR IE | R BAT R IR B8 a8 ok B ey
— YA 204 5] PAH 2522 0 M i/, BAS R 45
s F Y b R, O i B3 0, R 5 48 h I .30 d A
F1>30 dSE T 5 5 0 4.8% . 14.6% K1 37.7% ™ .
i 18 5 s BAS 7 s 25 55 157 il B A R 19 B B 2
30%~40%"" . B BAS A/E LT NEHATT L
R ETF AL HATT . BASTE R AR R
I7 SR EERT L R A S b T B
A Hi A B RS DEAL AT RAISE T3, ORI 1
B -2 >20 mmHg HL7EPFI 2SS EORAS T At
FIJE <85% I} , ANHEAT BAS.

(7)) i RS R A0 BT BB & R A

Fiti s L RO i B A5 A5 AR T PHOJT 4R T 80 4F
A= X FIR YT IR WHO Dy 8 7 G 4 F5 7E
ok IV 2 1) PAH 5 @A TG AL AR [
SMIFTEHR 7N  IPAH (5 il RS AH 52 %5 1 2.9% , HoAth 2
RIPH (5 1.6%™" .

PAH Jili B A AR S5 5 4 A A7 5 45%0~50% , HE
T A B R O R S A R B A TR YT AT AR
7RO AL B 0 PR 4T il % A8 R BT IEAL . PVOD
H PCH = A RUA T 259 , N 7512 Wi [8] I #E 47 i
FEAEPEAG .

PH (835 % A8 VP AG B 1 R RS M A 1, 2 R )
2014 4F- [ Lo i RS AE BIb 23 B8 B (R A >

LA PEAG AR e - (1) 7200 WRHRIT IS R
WHO HJRE 53 MBIV 2% 5 (2) %5 i Je ik 5 (3) /5
et w8 K I 1 20 2R 2R AR T 5 (4) B R A] BE
PVOD ¢ PCH,

2. AR E : (D) B HETTS PR 2R 2B TE N
YRAIRIT 2 34 H U8 WHO Thfg sy Il
BV Y (2) O METE$<2 L/ (min-m?) ; (3) 45 J3 JE >
15 mmHg; (4)6MWD<350 m; (5) 8B & A& i L0
AR SR TR O i AR G (A B D g 42
NHZT Z T . BNP 8 NT-proBNP Fh =45 ) .

i [ R il B8 A8 Bp 23 % T4 KER 4 PAH A&
FHEFERUM SR o 18] B 53 Y P 2 R PO IE s 5|
() SERR 2 b 75 i AT S 0L AL A8+ 00 JUE 451 45
AR B Al A RS AR, % TE] B S 5 R 1 PAH
F7 AU AL AR +.0 JE B P E MR TR AR 2270 HEA
R IRS A 4 PR 52 3 BORTTHE TR I 25, 0T
CIP NG R

PAH il # A8 e 3t 2 iR rh 2P AR K, Horb i
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IR NP S NI L | I NI N N 0 1 =
(extracorporeal membrane oxygenation, ECMO) [ Jif
AP R ECMO B A T BUR T 4% 45 (1 (R S
B, n] s D) RE R A5 R IO R I/ it il
At Y N T, A8 T AR AR AR A A7 AR
PAH A O I RE i (IS AE 524, T T AR R A
B A JE k-3 ik ECMO (V-A ECMO) 1] 3 4 ifi
WE) )2 AR o HER ECMO S ] 7] 351 B il
MRS IBAY Y. | T PAH IR A 14 %L
b XU PRI TR A 28 0 1 i A% A O
#AT .

(HEEER]

X TR R P B & R 2 A W B e 2 A B
RN ELINMNAR RS ENT HREMER,
FPWHAT i B AL A (20) 6

[EFEERA]

B B i B R A AR Z AT PR E
Eo BRI T R AR AT w1 0 R
KR E B X QRN RE
& JE % 47 9% JF (intensive care unit, ICU) 4 47 K F Fn
BREGXHERRAHS EEANZHMERL
RAERFHAEH,

(L) B i 5l Dk g s A o0 e 0 A )4 B
ICU A BRI L % 1 SCRARYT

1LICU & # .

(1) g

B A HABLR (B 48 KT AR) F(BO A TE
ORI R H T AL ICU B L, A %R R, ICU
19 PAH F8 3505 58 5 5 35 419%, TS 22, A I
PAH J8% 1 72 PH U0 Y TCU A5, HEAS W T8
A A AR GO L AR 1 R A
DK e e K i 4 R o LR
i, L ER K AR A AR T 60% 5 SRR T
i, D IRECTC IR 7R A0 ity AR R OL T | i
T A AT AT I B ) A

() BBIRIF I & H R b A B R

HHAE PAH A7 0 14 JE 5 DR AR DG 5 PR T 5
K AL BT HUR IR DI RERE AT A 2E O
R NARERRS . 2= EERELs AR, U
O B NEI AL B B Sl , & HAE PAH AR A0 3
B WA N, T 22 R A SE P O . W T EE
B ARE AN O, REBURE L OERR
RS RT3 W= I A g N e T B i 2 | P
RSN AR NN R o8 AN TS e [ P ]

R T MG = I B ™, B4 O B SR T R
FITREE— 2l , XoF T 1 6 S8 25 IO JD A A
PRIFES 2 Mg e LSRR 0010

(3) & BRI A TG PR 25 ) A Fr 4 IS HE T

AR i 4 A R T e EL A HTIEPE L 25, 2
CL M T JHe 2 e PR IE RN 25 o of AR B A
A BB BTG T AERR A M R, 2V R
B LA TR 25, b ORI D R e
FERL IR A B i AR — 2D T AN S A SKOR
F1Th i o PH S RHY R, oK 4ROM 76 74 o 5T
B AT D E DIRE  FEAR PVR, A48 7T -+ PAH
FOFA DR B O W B R P25 L
w132,

T3 R TR 7 B AL B A I A PR 2

B3t DR PVR SVR DR
Z UM T

<5 pg-kg'min! t ! —ag ++

5~15 pg-kg™ e min™' Tt - ! +++
Z [

2.5~5 pg-kgemin™! t ? tt

>5 g kg min! t t 4+
KA t1 ! I +H+
it tt ! i +
ZH ERR t -t tt ++

PRI B 7 5 SVR - 42 B il 47 BH

WA A 0 2 B < 1) 25 ) T T PAH
RAT LI IR = 5 07 o ki 5
RIFN IR AR, W AE e k. IR =IKIA
¥ Ci DK U 2 /i 51 26 3R 26 BL 4 . PDES 4100 il 551 A1
ERA) X FHI2 Wi i PAH 5 )0 470 i i B
R4 (R A A A AR

2 47 L B RHA YT  BF5E 78 V-A ECMO
A A il Sl Bk 0 bk 2528 B 2 18] Y Tt 4 AL
ECMO, 1] ] F 5 5 PAH i3 J§ %1 fili B # ok 9%
o PNS7 VE AT & i Bh 3 B (isolated right
ventricular assist device, RVAD)TE PAH ) A
AN SHRE 2 i TCA S I T A iR T

Shy B A o e U FR 4 B BRI R AR A 4 A
IR IXURS: FI I & , I EL B 1AL 0™ A 10 67 T
SO, QIR ATLAR SR il 28, ECMO 8 58 T 1
AE A EMFW R EE . Akl BoREERETH
ECMO 5 B 2 AT AT 1Y, BE 4k 7 1 18 £50% 09 W 422 1
(6], LA A5 46 4 FIALBRE “CFE N M B SR 45 Jey B
e N ST 1 R A I A AR VT AL Y B

A= [221-222]
=l
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i ECMO, BRAEAFAER S 1Y AT i , AN B A0 1 12
E  FEAEAT O 3 vl A] g PR (OO R o SRR Y ) 1Y
B, B A R EIRIT BURNZ W PAH 2591097 1%
AT

(#EFERL]

1.3 % FJE PAH £ # £ PAH ¥ QX B
#i597 (1B).

2. W EJE PAH B # # % V-A ECMO % B An
Jifr 3 Jik-72 B 2 [8] B9 6 % B ECMO 3t 75 2| fiff 7 48 3%
W %&(2C).

(J\O)IRIT R mE

7£ PH U2 0 PAH WIER AT 5, iz
Z — MR I XL RRIRYT o X F IPAHHPAH Al
DPAH FR 35 $EAT 20k 148 S b i , BH PR 22 20 T
FEJG 4T R i CCBs IR YT 5 1R YT 3~6 T H Ja b 4T
STEPEAL , Wi Bh SRR s, H WHO D gE4E
Fr 1~ D900 3 i k2 E 5 i CCBs IR YT, 75
S HIBE 0 2599697

B it A B 4 56 BRI 9 FR A ) AR )
HYIREIRTT , m fE R LR A TR KT 91 PR 3R

X LAR BB W] B R IR B2 IR YT (1) Ak il
B N6 BH % 1Y IPAH  HPAH F11 DPAH %, 78
CCBs{RYT 14 J5 WHO DRy Ak 1/ 14, HA

RS IR 20 1 2 0 (5 ) 2otk i 48 1 iR s
g5 WM R s T 4r ) 5 (2) KA H2 32 B 25 3R 7 (55~
104F) i 1 Fe i TR RS 1Y PAH & 35 (3)4F
% >75 % 1) IPAH 835, fE 7 24~ 58 il 43 300 B8 A2
O I FE RS R 28 (i IR A DR e 0o L B
NERE) 5 (4) BE12 5 i BE 1T fig /& PVOD/PCH 55 ;
(5)HIV [k e FE B AR 1IE A9 CHD %541 5¢ PAH &
(LR R RGN IR A 1 I DR Bl AL X6 RE A
7% ) 5 (6) #2iE PAH 3% (1 WHO DR 4 1 4%,
PVR 3~4 WU, mPAP<30 mmHg, #8750 3 F R A7
ODEIRBIER ) ; (1) TR A IRIT SRR
WE Can ™ = )

IBIT 3~6 1 A AT VRA 27 M ARG AR, 1 4k
SEIGYT I UEERE DT s 5 8 Th A RS, R — P il )
IR A s AR R RS U R 3 ik
TSN ARG Y R EIRIT &R T T i
FEVEAG o I Rr SR 3, %5 IR BASE A i B
P T S A T R TR YT . PAH R IR YT IR
FEILE 3,

(#EFEERL]

WEAT AW BT ,EPAH B HRE
3k B A F AR S (1C),

(EEZEIHEAA]

R D8 254 5 A Tl K, 2 B AT s e

18] 2 4 0 AR A it 20 Bk Ay PR E OB

E] — ity : \ e
| | ey | BB BRI B AR
1 2 B ROV IR (h)%iﬁ%%
[ comar A s e LS
’ v (IPAH/HPAH/DPAH) PAH B BARMIETTY B ARk
| o it ) SRS RS , 22BN BLIE OIS 50T
I | #ife L RERFE AL T
i [ i %A W o Ay R T I DA I A T 4R A
RIGHE AT 7 A T g e
T W/ F i o
[mmwzar | [ RERAWE | |Gk PG TR 5

l l

E R 2T D o 0

=TT

W A 3~6 4 H R 4T Bl U7 T
Al , BfDT R 2 550 H AL FE WHO T fig 43
G i FL A Ak 2 ki 4 e
J& .BNP & NT-proBNP .6MWT . ##

| P I BT |
3~61J1

ARy

Bl BT A5 MR R85 R 241
DUPEAT FAUAS A 3T H A A5 2 ALHS
D-RAR LB A LR R 2 e

A

AR H«m% weRs [ pkmem |

8o IRBAERHEIG YT 7 SR B R

LE < PH.: Jifigly ik s 1 s PAH : Sl Pk i3l ik s 1 5 CCB < 8753 10 BELAR 790 5 IPAH « e A Mt 3 fik
R HPAH : 3545 PE R 2l K e e s DPAH : 259 R PR DG il 3 ok v

B3 PAHERHEIAIT R

fLit 4 RHC,
[#EEFEER])
1.3 % & 8 4 PAH $£4T % T 4%
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R N | 707 R & 1N e = - = R T
W BB B RO B 1 F AR (10)

2. ER ‘%%ﬁiéﬁ PAH A # 4% 3~6 /> A 17
T 1R(1C), WEFREENKEEZL(20),

o ARy kv i 3 ik e

(—) SR A0 RS A G it 31 ik v 1

1. 58 K433 . CHD-PAH & 48 H -l 43 37 754
CHD 5 & (4 il 2 ok & T i o R 143 R 32k
BARLEAAE MR-Bl 5 A E PAH  PAH A I/ efit
MAJG PAH Z£PU2E (3 14)™', CHD-PAH 23 [{
PAH f2 % WL JRA L 1% 2 CHD & G 3 PAH I
REFARWE

MR M9 3 ) 2748 i, 4% CHD-PAH 43431 )
RUFIBH /17 (1) 3 11 8 PAH 3] . f8 #7716 PAH,{H
It LA 6 A e A T B AR, DG AT iR 2 s B ik e
JI] R IEH o (2)BH 7 AY PAH 3 - i if % € & 4=
AN O A, P RS OE Bl s R AN BE
ZIEF SR MIT & ARG RFLL PAH,

2.2 W1 5174 : CHD 112 Wi = BAR SR I R 3=
PR X 2 B A L S 0 E CT i 4 R R
(computed tomography angiogram , CTA ) DA K0 MMl 45
TR AE . WMAnK 3 g B RIRH ) B PAH 5¢ 443 F
H A M oG — bRt , — LI RIS b ol 4 Bh I WG . 3h
JIR PAH (4 5B LU/NER Lok 3 40 DL F Rl )L 2
SN L I PR 38 5 JE KA, A T i O ) R R
WILEREFEAERKKREZI, 0T I2 65 5
N 2 5 e 5, 2l Ik 420 F R BE TE H IS X2 ) 4
NI 22 N 1 (183 A Nl | S RN A7 21 A
PAZE A5 £, A2 &R, BH A PAH A
H LIRS ) LEE RN 22 W, 5 8 A SR sl A 1 B
Je 24 W2 B A 2% 0 55 L il Sl Ik R T a2 X
55 0 LR B X 2R R R AN K, HO il B
k3 sk i Ab E £ 4, S ARARR 5 8 0 3l ] I s i
€71 VAU T B o o S [ P T = R N A R

I W RT A  ZE DRE A A R I

RHC 2 ¥ CHD 5 5 & F ARG I7 A s 1Y
I BB A )7 B . CHD-PAH HR 3 4 201 [a] i ) &
i AU R GEAS E Z TR 7RI A8 5 DL & PAWP,
38R Fick W0 L3 i AR5 THEE I G A i
it /ARG BRI B FE AR (Qp/Qs) (PVR Il 1l 45 BH
1 5 IRTEERBE S1 L (Rp/Rs) %48 %5 . PVR Hl Rp/
Rs /2 ffif ff CHD-PAH FARIFAER EE bR, X F
JLEE B, IR H PVR 45 %4 (pulmonary vascular
resistance index, PVRI) [PVRI=PVRx {& %% [ 1
(WU-m*) ],

(EEZEER]

1.4 % RHC /€ & CHD-PAH B & # 4 . 5 £ X
B EFWEEZREFR(C),

2. ERE K KA B G FAE KM
A F ARG AT F AIE(LC),

[(HEEE A
2015 £ ESC/ERS PH 4% & # % 4 CHD-PAH F

£1F # PVR<2.3 WU # PVRI<4 WU-m’, # PVR
FAEAH

PN
% 2.3~4.6 WU # PVRI 4~8 WU -m’, &
B K& PH B & 2 % 7 # . # PVR>4.6 WU 5
PVRI>8 WU-m* U] 7 F R &, wAH LA E KA
H PVRI<6 WU-m’ . Rp/Rs<0.3 & B 47 th F R & KL
IE, AWM E R NREEPVRIT BiEE AL (>
20%) Bk B ERAREN EH TR BLEH
F AR,

39697 W AR P8 PAH I W B0 1 oF e E
CHD-PAH J&JT ﬁ%:xﬁ?z)ﬁjﬁﬁiﬂmﬂ(mﬁzﬁﬁﬂ“
WE) BB, TR OGP i 2 i T PAH (AR A U7 %
o S LA T AR B AN B A A FHEEIR YT, e
K43 i T BON ] il i 45 EE %8 . BH JJ 7 PAH
AT SR FH A 1) 28 3 Y 7 RO i K B A i i
PR A O RSB AE RN A o X T 1542 ¢ A g3 i
PER B “HZ A PAH B, il e 4h T /10 2590367

FT 14 oM MERG A D sl ik =5 (CHD-PAH) f Il IR 432

i

AL A L PN RLC SRR B A5 Fﬁﬁ(ﬂ’]ﬁi
EiNLY 8 ékélfﬁiﬂﬂimfviﬁ?*ﬂfv
T?LILT:EI’J(@L%‘—*&

ALY IERY

B B A ; PVR AR ) v B2 T

PVR W2 T} 5 R ] 45 /D0 AR 3ttt i

ARl 23 A 5 PAH

PAH & /Nt & - B4s

%

BHTIENE A PVR ™ H T8 Kb fm) -4 sl 0 ) 30, i R 3 h

REN T (BN RIS - S4 NT ETA

TR O Bl PPAG 1 3 ] B 5 AR <1 em 5 1] R B AR <2 em,

i Sind ZKE#TE%ﬁPVRﬂmE’JEEJ?U ,ILI PRFEI 5 IPAH AR, 16 & Bl dbi zzfuﬂz

BB & )5 1) PAH

SE R LRI IEIR  PAHAEAR IR ARG AT ERAE N % R FAAR

A AN

TE = B /NG T N AR, 28 TR R SRS AR R B S/ NS ) LRI G e LU 5 PV R I I3 LD 5 IPAHL « 4 2 i

Bk = e
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ol AT B LB I3 8h ) 2# A8 Ak, SR B R
J7 7%, % T CHD-PAH SR A6 97 RIG AT
TE PAH SB35 @80 HEE ml 25907697 -

Biti 5 4 1) 25 9 B9 1, CHD-PAH 8 3 59115 30
fE 77 FHILIS A5 20 B 2 o R R I R BF 5 3R
PDES il 7] \ERA FIHTF IR Z AW 1P Z AR )
7R 5 0 ) 25 W A SR T B R 7 e R
BT

AEAE ™ 50 il I A8 S AR AR LR AR R
St AR IR, T AN R, K G
S SR T i I e R 0 RS A 2
A BIRIT B

(#EFERL]

LEWNXLKE B Z AL EH N A ERAs,
PDES #1 #| 71| X #r 5| 3F & X 25 4 2 2 s Bk & 6
77(2C).

2AHEENREHGAMAR LA CCBs(1C),

(EEZEIiHEAA]

WA & Br i 25 4 ¢4 B2 R, CHD-PAH & 3 By & b
MEMAEHEAERE, EE, BT AT 20
EEAMRRAETPAH, X EH A& FEES
2AEXPH, ¥EHER AN, X THERKN
CHD-PAH B3 , T b AN Mg R MRS S,
#F # P CCBs.

B # & E FF 45 & %  mPAP>20 mmHg, PVR>
3 WU By M3 30 A % 4%/ & ¥ i CHD-PAH™, %t T
mPAP 7 21~24 mmHg # CHD & # 2 % #% PAH %
FEEGHET, BN AR NG EFIEE, F
B B W ERE RBAT MR BT, I w5
EE5H

() S5 45 20 20 AR Ol 3 ik =5 &

CTD-PAH {5 H L A s B R b i 2,
ATV MBS R PAH, BE 2] H BRI A5 0T
FERIE DL, FLr LA RISk AE S35 PAH 58 I

1.2 5174k - CTD J& 51 PAH A S22 5[
1M PAH 22 CTD B9/ H H A AEZ —. CTD-PAH H:
Il R 2 2R B b, A A2 I TR K 3R 97 ROR AN 2
CTD BHESE T WEENEZ " JLFIAR
CTD ¥Jr[ i 38 PAH, ¥ W2 f04% SLE .SSe MCTD LA
Ko SS45 . 55 PAH B9 CTD 3% 7] fEAE7E R iR 22 5+,
WRSE L SSe i, A E DL SLE i . Xt Brf PAH
B BN RS T CTD i

Al CTD-PAH B 56 75 20 22 J5t 00 02 75 1%
Bl IERS 52 B A e AT P | DA B 2 10 il

TR 0 I LA AR B P REE , DTS T B 1
RIS IEERE . CTD 5 16 sh P P4k AN A& B 43
JEARPEAS R CTD I Bl 2545 AR, H F £ ZARYE A
IANHY CTD BEARIE Sl DA R R AT X 232 Bide
B PE S 7 i, 4 SSe B9 B2 Bk B KL Rodnan 143
SLE 95 15 1 48 5 (SLED AL FIUR 51 BB 5 IR 1T
i 20 (BILAG) PF- 43 Fil i & P SS 0 B 4T AU 9 Bk
W 1 B BEHE B (ESSDAT) o PAH 45 4% 1A Al
TG 53 2 VE DL ASHE B 55 040 I R ™ S M PP

[(HFEL]

1. # 7% % ¥ CTD-PAH A # 5 % FUE %% BB
fithz 5 TREFERMHL (1B),

2. % Xf CTD-PAH 0y B H #HAT N E T . &
#CTD w6 7& 50 . PAH = ZE £ F (1C),

(#EFE W]

CTD-PAH W 4 W7 5 36 97 A0 0 & 2%, 493 B oy
EER Y TERS, LA FFRECZAWE D,
NI EE AT WHO Ik 2 R I~V 4, %k i % % B3
NSt BB EFELRS, B, CTD-PAHE 4 81 5 i
WA ERFERNEBRENERNENS 5,

Fe A T EAR W R B R L8 SLE 7 2 SS.SSc
YR G 7 S T 2 R PHA NI, E R 8 A
T 3K PAH 524 8 B 1 ok 2 53 £, B PAH 1E
HCID R4 % BW— ot T2 TN E &7, &
s R 52 3% P HEAT MR AL BT o BRI AR IR R TE B
¥ 7 (physician global assessment, PGA) % & JI% £}
B & 489 3T H], 3 % PGA<1 4 % 7% SLE 77 1% 4
Tl SR A8 At & AR A, T PGA 3T 43 A0 0.3 2 R &
R RCRCE

2.CTD-PAH BJRYT : FH T H B S R SAE L
S B L4 5 7E CTD-PAH 4 % 4k K Jé o 3]
FEAE R, U AR R LRI 175 0 sl M e 1 fR
HO R . L, BR T B X PAH ) — B VR T
FRE ) 25903897 A1, K B0 R B 3 A s 1
) 7510 T TR o 2 i O R S CTD W 17, T A Ak ik
LB R PAHP Y,

CTD-PAH Al 5 9697 + 40 52, X 205
FoE PAH B 1S 22, NARYE CTD 1 & &
15 20 S PAH J2 75 35 b > TR e A0 R R 9T 7 58 < bl
B T R I A G g2 A 7, 4546 AR IR I | B 1 R
T A s WSy | P M 4y O SR A Y T R A
Ak, T XK R 5 VI S A 1 15 5 28 A DL T
AR MAERF MR T BURYT o EFXT PAH IR T IR
o N AR PAH A SR 43 )2 AU i 2 e A
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HIRIT )T % -

PAH {367 T DU 0 SR et UL R 265 088 43 AH O
W45, CTD-PAHRYT L B A5 B fe AR Bl ok 5
BE TG m R AR R . Y H ARt R e 2
I ARG AL (R B) o 3% B ZE CTD-PAH R Y7 458K
Pt UE IAARIBYT " IR T B sRiE CTD fyie i
TG T 5 PAH A OC 25 9)3R 97 I 8, X T 743 CTD
SRR R A T L I FL N TR 3 Y SLE
LG BN B S A YT 2 AT DUSE B PAH
YA HARY,

CTD AYT H bR BARLL PGA<] 43 F/R CTD AL
I PRGE MRS . DA =AM DL CTD B936T H bR 1) :
SLE ik ZIIK % 95 1% 2l BEIR 2, B SLE 3 3 B2 3% 43
(SLEDAI-2K) <4 43 AR FHYUE S 259, v] & I Bk
FEARRT b R B2 5 pSS T a8 BIMIR s 716 3l 4R
A, B ESSDAI<4 43 ; SSc 8 1 N TG 7 Jj Mk iz ik il it
TS 2T 4 Ak o 722 B il 80 A8 (48 I 5t 9 W PH) W] VE
HIT Bir

(#EFEERL]

% CTD-PAH By B #EAT“ W E A AR IET
4% CTD 48 % 797 \PAH £ 97 (1C).

[HEFEEIRA]

A4t SSe A ¥ PAH th g R #F £ &+ & 3,
mPAP B {# 2 3 7+ & (21~24 mmHg) , 4. 7 35 3 % [R
WER MEAR,FALBL2EFLKEN
PH™S7 &t 33X B o F 3 B Am 58 5 0 B3

(= 1Tk v FE A S il 39 ik s

PoPH [ Il R 2R L TCHE 5708 | 5 A 28 PAH
FEARL, TR ELA 1] Pk v B i 2 I R 9 1 1 DR
B, 5 B UL IR i PRS2 15 B0 IR R 3 e 40 2
WA DRI AR B, PoPH [I2 WL AR it
FE 5 H AR A PAH A . H A, 40 £ 35 3 4
L3l B VR PoPH WY A8 B . 77 %456 3% RHC
SEAA DA A A — 20 PP Al e s 7 e AR B I ol 3t
Bl 15 AR A RN e B TR R, A0 i R L A2
NI B PR I AR R FE M . TR B, MR A
FEI Tk H A PH AR — 22 J2& PoPH ™,

PoPH 347 5 g 5 FLAf 28 PAH AHIR] , HL 7]
ik 7 2 R JFF Ok 5 g 1) 7™ o R 2 R 245 g ) T IO 7 2
Wil o 2016 4 [ B I B M 27 45 T 3 1) dreop
i 0 AR T LUSE [n] 25 036 9T AT, 47 mPAP<
35 mmHg, A ¥4 i B % Al T R 39 9% 56 %
mPAP>35 mmHg, )i % PoPH % YEA7 50 [ 25 9136
J7 3 BFF PoPH H. mPAP 7£ 45~50 mmHg 8%, 4 _FAE K

JHER A By L X AR Sk . R B PN FE I N &L A
@ F ™ & T 4 45 (Child-Paugh C 2% ) 1Y
HL AN WS K R T A R AR O RE G AR
H Y 6MWD . WHO Jjfig 43¢ , {H i # % T PoPH
AN N K= g A NE RS W BT i i N S
NP0 X F PoPH J8 35 W] 25 B FH 5 % DI 4% | Bifi
Vi B2 MBHUE 7 A CCBs 1 AE £ 1% 1l PoPH 3%
I 15 E— 25 AR AN HER (B . PoPH AB 38 5 1
I RS 58 45, PRI AN 8 U FH P B 24590

[(HEFEL]

1B A TS RWATIF S F A o
B ATH N 5 E A& DL E PAH(IB),

2.1 % PoPH B # X Al 5 H 1 PAH & 4 40 Bl 8y
BT K (1C), Bl Bt R4 B IR R ™ ERE
(2C). A3 7% PoPH B #{F F 8 597 (1C), #
W PoPH & # & 817 4 B #4871 #E M (2C) o

[(HEEEIIRA]

E AT I% A 4% B 5 E [E % 48 %1 3T PoPH & 2
By 3697 4598 o PoPH 7 By X R JR U F 2 DLJE & HF
JIE S0 3697 R Al SRR AT £ F A6 T AT
BELATHTREPHERPOTRERTAS
AT FE B =BT 00 il B A2

(I9) HIV A 5t ) ik & &

HIV-PAH Il R R B TPAH A {BL, LA HIV /2
Yool HAh I K E S 32110 PH A9 I PR 28 I TC 4 54
KLU, B2 B 22 R 9 e S (4b - F WHO T I 5%
V) o W R REAL, A IChE R B ICAH X
FE R PR R (1) HIV IR 3 347 PH G 4, {H 25177 76 AH
S Iy PR 28 8t AN B JE AL ) IO g R wfe | R AT
PH AHCK A >

H Hif HIV-PAH 193697 IV 5 JE PAH /34 97 Ji
W), [ B 2 7 8 A a0 A SR B AT (highly active
anti-retroviral therapy, HAART)J7 k., WF57 8,
1% % HAART ¥7 1\ PAH 45 P51 97 LA I HAART
I PAH Z5GRT7 I B0 IR A A7 o i, it
FH PDES $1 il 30) Bof R 3 2 25 W0 AR EAE T, R R 52 i)
HARY 1 PA50 CYP 3A4 1 CYP 2C9 £: 4 £3% H)
FETR =5 6 P9 04 B 1 0 ) 700 B il . HIV-PAH X}
SME Y Ak A LT e O, PR AS R fiE
CCBs™ fy 38 it XU A28 A AR,
HBO HIV-PAH S5 FHBUERER . HIV B 2 i
BT ARIEE S

() it e ok D) S0 /s = 400 110785 98

PVOD H1 PCH 3% 955 5 TPAH llm IR 3k LA
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1.PVOD/PCH FJi2 7 : PVOD/PCH 1 IPAH Iifs PR
BRI AL, IFEH T 2K B IR, k=i
T-B, 46K 2% PVOD/PCH #1512 Jy IPAH.  H i
Z W PVOD/PCH 5 B2 45 A I IR T I SR 4R 0
it T BEH8 b LI B0 7 27 T8 bR A S CE PRGN
A it B 2L B2 12 T

(1) AR 2= R - X Ze g i % PVOD/PCH 12 Wt
Y (B A B, 5 18 ™ F B AT 2 B Sk i K i g
HRCT J& 12 W PVOD/PCH 1Y ¥ B 1% % T B,
PVOD/PCH = B 5 AG R AE A0 45 « AR bk L 45 b K |
NI S Y 3 B R/ N I [ i g JRE e — T
L LU RS SR, 75% () PVOD/PCH
2/0F FIRPIFI HRCT 28, (R 6k = S {225 — 0
iR HRCTAEZ I A58 2 HEBR PYOD/PCH™

(2) i T gk A 1< 5 M : PYOD/PCH /R 7
HRCT b A7 76 it 5 0T S, (LT 25 BRI 7% 38
RFEAAS 1 DLCO 2™ 8 N B, 5 (% T 509% Tl
{Bo IMSAHTH R R EUALEE >

(3)RHC: PVOD/PCH F IfiL i 81 1 24 4% o5 5
b2 50 %) B 40 ML AT PH IEJEAS A, B8R PVOD (1)
F BN T B0 5 /N K, (B PAWP 3 5 &
IEH M. XF T PVOD/PCH H3g 17 2k i 4 s vk
B e A Bt A B A DXURS: , PR RS 08U T I A T
JVARY 8

FZSZHF PYOD/PCH 12 W i R i A ™ 5 1 7%
Yy RERERS R AR AUIUAE (2 50 A L HRCT 5%
BRI S M TRV R VR T AL Ak R A
B, F ARG & B EIF2AK4A X045 o7 35 K ¢ 728\
iz 4% PYOD/PCH .

(#EHFERL]

i #% 56 PVOD/PCH B H # AT EXH AN, 0 77
7 EIF2AKA R & AL F H R B #5 (1B).

(#EFE W)

RAE 4 47 9% H 4 & 2 PVOD/PCH # B th 4 47
B EHTEHEE —MELE, REWZ I ERA.
Bt T 5895 B 3, FTARAE AR BL Y I R B Rl M A
AL, B I KD BT o

2.PVOD/PCH 3R 97« (1) — iR 97 M 2 ik
I7 T IR EAUINLAR 9 8 25 7T 45 7 %07, I PV OD/
PCH B 5 A AR H I RS , AN SR R EEIR YT -
HoAth SRR Y 7T 225 HA PAH 3RY7

(2) ¥ ] 2593697 < A R 17 2503697 PVOD/
PCH ) 0 58 96 A8 /> HAR B 7 )& . 3 4r PVOD/

PCH 8 3% A BEH 2 ) 25 936 97 A K 100 100 3 3
JIeE M RE RS , 5 = AR E R e A E= K
SR, R, PVOD/PCH 8.3 I FHHE i) 25 4 wh Zi A
FOVET, HV AR 2B s i N AR
o] — Tl i) 245 4 3504 ] e RS S A Al K i

(3) FPEIRYT - 4k & T 45 4% 40 43 9% (40 SLE .
MCTD) 5 25 555 i PVOD/PCH 1] 1 FH i & et s
MHIFNEYT o AEUR M BE M X R Gk
SELE % ) PVOD/PCH S E WV .

(4) ili F% L« il % L o0 il B A5 % AT 8% 2
PVOD/PCH & KIAEAFRIRY 7 T8, I PVOD/PCH
R , H R 208 b F IS , BT LA, X F4F
B BETNSIE NS REAS T TR AR

(#EFEERL]

1.4 % PVOD/PCH & 2 FL R T 4 i # 4 ¥
e ME(1C) 6

2. I % % 1 PVOD/PCH & 3 [ Jf B2 1 25 4 &
A KB, 23U PYOD/PCH & # £ PH 0
BEH—F T BT REEQC),

[(HEEEIRA]

PVOD/PCH B # ¥ ik B ¥ 11 G 4 06 )y RAR A
Btk &, B2 KT 3. B, i3 00 A i
A HA IR PVOD/PCH B3 K ] £ th by F 8,
T HAAN EFHD G LR R AT HAIT

FERES AUERRATBAEhEKEE

e PR A T 3 PH AR LR o A2 4
T 5K 2 i B AR/ A 0 R PR R A H DL A |
B2 i B0y Bk 3 TR B 2 O R o B BRARRAE
R A SRR T Ak A o EE Y R K R g 52
BH, 3 — 2 S B 8 DK T =, Bt s A E J A
FE A% 5, It 2l ok & A il A8 P 2 T e e O 1 B
LI LA WA A 28 TN G5 B 5 A M A L
NO P8 /b N B2 3R 43 WG m S BNP & 5K il 8 4 FH R
VR S5 B A 3 O e A il 1ff 4 EE 0B, S ECPH Y &
Az k20 BRI A 2 0 00 7% 30 It 50 Bk 1) g
T AT U AT S A O D e A [R] EE O E
AH B AR 2 TR e B R . FE D BIR
4 JF PH IR AR T O ™ 5, iz 3 g J) T R 2, 9
Ja HE 2R

— 2

A U595 I B0 PH L B T 42 Wb i Ay i B
¥ mPAP>25 mmHg, H. PAWP>15 mmHg, H: X 5
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T A PH A 5 3 B L3R 36 1 27 4% £ 0 PAWP
e, B TR G PH, FARE PVR A H M —
A3k BA 4l A0 i 45 S PH VIR & P B 414 S
PH ™7 gl B 40 1145 5 PH PR A 9 s M PH,
3 25 UV T3 PH 1 55% , 26 P14 mPAP I PAWP
T+, PVR<3 WU, $£75 PH /2 fh Jifi sh Jik T ¥l 22 0 &
T Tt R 0 S A% T T, il A 25 4 A T RE AR I
W IREVEBMIMA 5 PH XFR R W PE PH, 2B
4 mPAP FI PAWP J} 5, PVR>3 WU, $#&/R (R AN e 0
FE D7 0 S, il A5 S5 4 FN D RE A Bt O 22 R A=

22U TS0 PH X 5] FL A ST PH 9 e K
I RARE A AEAE 22 U5 B I RIE ST o 326 PHL A&
T AV 2 OB AR SR AR B >65 % |
BB LR i S0 s W BRG B L A2 B S BEL
O A A AFIZE Y RS AR R 220 B AR 52 ]
DATBUCHAEAE 2 OB T

55 7V I PRIME 2 T A7 25 78 PH L[R]3 81,
B2 U995 I B30 PH B0 S )R TR 3R 30y g A48 I %
FIRL ] B R PP IR PRI M o 3 5 445 5 I R B0 Lo L
& X 2B 7 A Wb 0 RIRE 7 0 B0 TR 1) A A
SN LI B2 220009 T B PHL,

e UK I 3k PH 5 2 64T RHC K £ , PAWP
e FEP IR AR E>15 mmHg B R AATE 22 O DI REAS
S MRS LE D R R EE B ARET
PAWP<15 mmHg (45 5] & i H F| IR 7] 8¢ HFpEF i
O, E T EAE RHC i B P iff 47 G2 s s i) 11
fr i 56 v e A Bl T & B0 A6 ) A2 00 90 T 8 PHL,
R A7 g e A I R SUATI R e A R 2 S AR
X A3 S8 22 00 B2 0 BT B PH I 255 — K 2K PAH & JF
A @O R F 2 2 PH DL — 2
2o

ZORYT

JE U T PH DAY IR & 22 O R =
ALFEHE O S FE RS 2R WA T (BLFE A PR A
A8 B 5K R AL B 3R] | B A2 AR B 1) 55 ) (A 24
Yria 7 MRS B4 el IR 2 Bk TR YT O % ()
HALIRYY e OB E OB SE) LU SGRYT A
JH4E (COPD (BEAR IR B 525 51 i 2855 .

24 1 A KA I BEHLRT BRI PR 18 95 11k 52
B 1) 25 0] LU A2 O 05 T B PHL AR B AR 2572
YT, H AT AR AR G2 AR ) 24
Yo A e A PRI 7 12 A ST T A ) A AR
X3 B T 20 145 s P PHOE B 1R B 41 A4S Jm Pk

PH, ffi 1 H AT HE X 8 [r) 245 49 B0RR 0% 20 0 PR T B
PH .

(#EFEERL]

1.3 % £ 0 JK 0 B 2k PH B 316 v 22 ko 19
#37 (1B).,

2. BT A S R R BT JE T AR AE T B Bk R
NIRRT, EWNELEZPHFOH# —F D Wi

A6 97 (2C).

3. A28 SRR FT B PH B F B R B
% (1C),

(HEFEE ]

R ARFTECPH B T % 4 % J5 PH, 4 1 £
&% % 436 97 & AT F A2 PH & % ¥ 4T RHC 3T £
ML 30 H %, Y B 7 7 mPAP>25 mmHg, PAWP>
15 mmHg, E. # A # fit £ (transpulmonary pressure
gradient, TPG) >12 mmHg 3k A 30 Bk 47 % & %
(diastolic pressure gradient, DPG)>7 mmHg 5t PVR>
3WU B, B4 2 250 0 PH 0 3 — ) i
A, # AR TR T SRS

ELEy FEERN () REABAFISE

Jits #8958 A0 A0 B0 PH. A AR AS LAY
B S A B T S0 M ] IR I PRI SERE R T
TR T, i 5 s ) 0 8, A i 350 95 9 AR A L A
b AT R PH ATA O B IR S . X TG K BE 12
PH (1) Jifi 5825 (8 3, 75 i — 2D BE 0 PH HEA TG A
7 P o Bl PRI O A 8 AR () I S0 38 PHL 1Y)
T AETC AR A vk . AR T2 B a2, 2
A 38% [ COPD & 3 RE %8 52 K il TRV LAA I fifi
)i e IS Rt Y (Y NIARIES 27 N g =

% P i 50 R R 8 s — M B0 v B il B
fik & I, — BB B bk OE B
(mPAP>35 mmHg 8§, mPAP>25 mmHg 1B £ A % .0»
WEFE %0<2.0 L/min-m™) i, 75 ZHEA &R G I HAl
PEI , W22 09 . CTEPH H1 PAH 25 | 35 i) 43
iz PHHRLE— 123k,

it &8 3 g AN (0 ) AR AT B PHL 3 B X6
BT MR R EST , R EEW A T 25
ey

(HEEFEEL]

1. & 3R B 36 0k 0 67 B U7 7 A AT B kR
AHEAE,EEEDZPHFL(1C),

2. %t 77 e 18 MK CE By R % T B PH A
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K IEIT(10),

3. HE 75 i H o An (3O K AT B PH B 3 8
HAE R B0 25 4 (1C)

[HEEFE ]

18 40 S LR 6 3 R A
FEHELE LMK, 50K CTEPH
TPAH %, T R R AT, AR
KREFWEEN.

FI\ERS  BEmieieE NS E

CTEPH J2 LAt 2 Jii it A4 AL Ak i i 7 50 990 35
IR 7E 5l P 2E 1l 20 ok Fe 0 b A5 1 T e e =
A O IR MR A — 285 . CTEPH & T
PH Y56 DU RS, 2 T BEVR ALY — 28 PH.,

— P AR AR S i 2 ik v R R )

CTEPH B3 3% % Bt R m , AR i
% TR RIS AT K W GE RE A
FERBL . R, B g 2 Pk PTE 5 CTEPH B % 4 &
B R SEfE B N R A BT R A B
CTEPH If# 47 T, HFiZW5EiR1) 1 PTE 5
CTEPH & % W 1& 5 I 25, 8K 1 AS [) F 5 1) i 328 o
SN N APS I NV i< | P SN I w7 APS | o =
PERTRE ZE R T BB AR I ilAS: 2E ) de Al
Bl Tt = A IE T IS K sk s A e
SR CTEPH &R fE i R & 20

(#EFEERL]

Xt T 2% PTE £ #1368 34N A B 11 B "%
H # .1z 20 Tif & % R B B # W3 AT CTEPH 17
#(20).,

(#EFE W)

& M PTE #5360 58 36 97 J& 3~6 > A B3 AT
Wl R IFE - A TAUPIEEREHFE TR ER .
VIQ B 15 R 7~ 7 Ak B A FLaE REE IR A
B, Nt H AT CTEPH # Wi ., B o7 2L
M AMPIE B LR ALK BREENEHFAT
CTEPH # & #. % 4 o

T NS o A A FE A i 3 ik v R B2

CTEPH i i UL A% i RS2 35 30 J5 P I PRI, 2
ATV |32 B T B, LA RAL AR il
WRAE . Bt g 1 2, il B PH AIAS O 8B AE 42,
WS &AL S kALK P, CHE R BOK A, B E
o1 B s AR I AL A . CTEPH A2 Wikr i A
23 30 A UL ERESTEERYT T AR A IE S

JOKAE A€ 12 P i A, B 2R AT RHC I £53 mPAP>
25 mmHg, H B AN A5 45 | 40 i 48 48 il 3 ik 1A
i LT AR PEMBR 24 . X T JC PH, T A7 A 18 1 1
T Ae JE I BB, PR 1B I A R ZE P R
(chronic thromboembolic disease, CTED)

XiF 11 PR BB 12 SRR 7 0 s T ARG A 78 PHL Y R
&, A& E— A A WA CTEPH (92 W7, T840 4%
Jifi V/Q 4% .CTPA .MRPA .RHC Flfiii 0 ok 545

1 V/Q AR : V/Q B A85%F CTEPH 2 W i) Uk
PE>97% , H AT 87 2N o CTEPH (1) 14 3% i A5 5 ¥
wnv/Q &A% B M, W] 3 AR HE B CTEPH"® >
CTEPH (&5 V/Q W AZ i B 3R 30y Z2 4 il B 43 A
14 5 308 I SN DG 174 T3S P e Bttt o LAt R
] 5 2504 M 2 ik L S st v 0 B B, An i 3
Tk TR IR £ 2 2 PR AR R A5, 7 B 4G A IR B At
AR F TR TR

2.CTPA : Bl 1E R AL ALK A 2 73 43 5 58
SRBEZE R I bk 53 3, 2 A il s Jik P O PE B BE 72
TG il Sl Uk DA FE | I A PN R PR R £
b5 o [HHEAE A4S PH A7 O3 K S5 IR ARHE 34
A S A48 0L 384 i 308 7 A5 9 N DG i 5 350 T 3R
HE LA T B FEAE k-4 . CTPA %F CTEPH A9 % ZE 5%
AR | BH ZEFR T LA KA O S5 D RE VA S A 5
WAL, TR B X =6 J30) JHL fth, 288 780 f ot 2875 78 HLA T2
Wi, A 25 A9 FO B AT i CTPA PR, F ARG YT
BRI ATPE . BT CTPA K B LR S 3= (44 2E 44
s AR SR PE B 2%, B ME R BB 5 4 HEBR CTEPH
WY,

3. RHC Al fiti 3h fik s 52 46 25« 388 3k il 2 ik s 52 6
2, 0 S M AR AR ZE R AFAE S A&, I B A A €
BB SRR E o il B ki 52 T LA S I L AR AN R
I, LA BN kO 7 553 S P ZE IS REAS RO 4
s P DORER e 2 st i sl Dk v o 5 3 L R
JE e A A5 55 . RHC K 1L 3t 8h 12448 b5, T
VAR 17 FIHE F6TT -

SV W V/Q W AZGE # E A CTEPH 12
PR T 38 7 A T B, I 3l Jik i 5% RHC /& CTEPH 52
BEFL WA FARIEAG 09 S ArifE” , )48 CTPA ki i
BEL R AR SR 22, (E 0 0 OB A0 s 4 ZE 1 9 A8
AL R TRV LA S SE RIS Wi M

(#EFEERL]

% CTPA 1E 7 CTEPH #4716 /& 7 3£ (1C)5
I FEV/IQ B 1% 1E A CTEPH th Th 4h 4 2 7 3 (1C) 5
i % RHC Bt 50 ik 3 % 1F y CTEPH A BT 17 £ A &
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7% (10),

(EEZEIiHEAA]

V/Q & 1% % CTPA # % CTEPH % J # i & 77
o VIQ BB U B Z T CTPA; V/IQ B % A
M A 2% HE B CTEPH, 34k &% M A 4k 2 M 5
90%~100% 94%~100%""* ', K458 i % V/Q L
% 1E % CTEPH IR 4h 4 B th B A 4

= N it A ZEVE R Bk R R T

CTEPH [IGY7 A& SLmlyAYT \FARIBIT 21
BT RN AR s BER G T EE AR KN bUEER
7 FRE AT LY RE R R IR 4

PEA &7 CTEPH fe A 8419 Jr i, F AR PFAh
T B LR O HETT , #2 CTEPH 845 1l i
HFRERIEE™ . FAERMMBIFIEAEART
PEAT , F-ARGE B UE AL AE - AR AT WHO T RE 20 2% 11 ~
IV 2%, SN AR R K Bl sl ik 32 1 i sl B il 30 ik
AL . S PVR S A O U BEA 252 i TR Y
G . ANEEFT PEA TR B PEA AR5 RFEE Rl A&
P PH B E TR 2%, PEA FRE S, BIFARY
T B S fE FAE O IR R ARAMIEER AR
G2 PHANE VI A 1E .

#B 43 CTEPH 8 35, AT 47 3k 22 Jifi 2 ik W8 A
(balloon pulmonary angioplasty, BPA) ¥ 47 , BPA HE
AH I8 4 8 R R ORT ML 3 B ) 2448 A . BPA NV AE
LAV IISIT D AT . BPA & I E M A7 75 L 3 18
PRI A A4 SE(H R BLAT PEA R B35, 303 PEA R
JEAFTERR Ay PHELE K MEPH S . BPA R £
I i Ay I 756 475 0P T A K e 2

BIR PEA J& KR Z 8 CTEPH & G TT ik #¢,
BATS A 29 40% 19 5835 i T i Ae o7 e dE LA fik &2 i
ANIE AT PEA™ . sGC ¥ 3l 7 (F B PH I ) 46 41
] 25 ) ] 2ie 36 CTEPH F8 5 189 3% 2l it ) 5% i 37t 2h
J1% 0] FH T ANE4T PEA TR (PEA R J5 Hr4ka%
P& 1) CTEPH & Rl PG WU H mirE—
A CTEPH 35 I UE /58 1 V397 2590 . #E N
RS AR JG B2 KA Sl 3l Bk & & () CTEPH i 4
WL R R VEIIA YT 16 i G W E S TR EN
6MWD . WHO I R 43 2% L K IfiL i 86 71 2% , 76 AN g
FARA G K AFLE M 3 ik = 1) CTEPH (&
o R B PG ISR 97 K I A7 PR e ek AL B
Bl FLC T BE S R 2L AR 45, A6 DU Y 1 AT AR A7 R
T i R S0 Ak A2 £E 2853 500 R 97% Fi1 88% , Ak TN (1)
2 AF AR A TG R AL A A 35 51 R 93% F
82% . HoAth #0259 #E CTEPH [ 3697 TP A R

[l Y 3K 25 . CTEPH IR YT Wi A UL IR 47,

| CTEPHISR T4 L |

]

[l CTEPH IS FIATF IR |

|

EHTAR AiEHTAR
il 50 D i e A R A Ll mEEY ey
(Hik) A BRI BPAP

! !

| F5 25 B R PH \

I

| PHEEH ™ T ELEFLEA 1

T s PH: il 3 Bk 5 K 5 CTEPH - 18 1 1 44 48 58 % 1l 3h Ik =1 %
BPA : BR 4% il 2 ik 5 AR s« 222 FF AT BN 03 PEA FAR LXK,
PH % 5%, BPA F AR L FAHUH B 500 A 4 T ¥ 10 25 91R
7 AR AT DL 8 BPA 5 IR YT 5 58 (W HE £ 5 2 B Ll il
TR

B4 CTEPHIAYT iR

(#EEFEER]

I.CTEPH A ¥ & R 2 & I H L £ BB
(B, HEH#HTFRIFHE, Wk FAR, ¥ &
PEA(1C).

2R HATPEAFASAE FEFLREREL
M PH B, & S B 43697, B sGC # 3
FICH BT (1B) 5 o B &% b R &, #
BPA(2C).

3. Bk ZATPEA BPA, # H# L B H & b
HL BEAT R AR, I EF R A CTPALV/Q £
& \RHC 70 fifi 0 ik & % % (1C) o

(HEEEIIRA]

Lk 6 97 T Ty ik du Ak e O B R B B
PR R, ke ER R S — b wE, E
WAt F CTEPH A F A A, B A YA T
HHEREEINR. B TEARDPEE T RFRESG D
(direct oral anticoagulants, DOACs) 7£ CTEPH # #F
FAEHE , % DOACs 72 CTEPH #0836 97 B+ th R A
B3t — BT

PEA F AR JZEI6YT7 CTEPH A 300 7 s, 3 4%
CTEPH &34 nl il id PARSEIG M., T AREARE
A, TR E 2R AR UME . PRI HREAER S
55 0y b 3T 6T D P A AR S S TR
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TR PESZ G L FR GBI AR 8 1%
G PH AR IR R B, R R . X —
2 PH LIRY T ISR B A T, B SRS BRI 4L
T, ARTAMEAL M2 T — R .
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L3 S 16 e A
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M ke
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ETES ILEMKEE
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A% B, (HAS TR A7 1 B [R5 50 15 AN SR ]

YT L b AR A R R Bk B S AT
W, JLEE PH LR PR RO BA: FEMLR 4505 7 5
HRZMMZ A EILE B AL A B4, JLE
PH 835 0 1l 1055 4548 D R VI R AR A0 F 0
o7 P A R R ) 96 S P S O T S N R
HHELES, By 23t S ket H R E
M, AU PH % 55 8RR 2 IR ICT Tidi it , 38
43 UL PH RS AS il A5 804 0w % . B ap, KB4
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JLEE PH W2 BT FIVGRTT RIS AEAE S5 i

— 2 51T
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5% PH Fb il T A, B PH G PR 4328 2 538 A L
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B4 L PH BEAE IR E BRI TR A2 B
Wz kBB IG LA, AR R R LE
BE G IR F IS AL, L PH RS R 52 2%,
HAZ W i fE 5 s PH AR B, B E S AR T 0 A
CHD-PAH st (&g B ol 420 & B 58 B
DA R AR PR 9 55, X T B8 X )L 2 PH N % 5% 12 2]
L PH Hu0iagia ™,

DR ERE O] nTEE 2 LE PHIE
AP T B 2 oA ER A T B . CTA FIMRIA]
X IR I 25 i3S 9 AL OO T BB A T IFA
RHCABA 2 )LEE PHI2 W A ARG I I 3l 2
ST FH T VPAG 00 7™ S AR P IR AR o0 S R
Pt R AARES A BRI SRR A
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WA PHARF AT O UIRERI G ™ R 4 R R
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%9 P % B A A, BMPR2,ACVRL1. CAV1 £l
KCNK3 25 5L R 2875 5 IPAH/HPAH AHG  EIF2 AK4 5t
(K545 5 PVOD A 5%, A TAHOCEE AN v T LA A Bl T
IR N (Tl =R = s A sy =8

(HEEEL]

1.#EHF 5L PHI A LE S L JLEPH O3
B RERELHREH#ITLEIPHE(IB),

2. % ¥ W PAH X T 44 ¥ 15 ¥ 37 87 1T RHC,
b BB AT APkt & R MR (1B).,
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