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fiti 3 ik &5 & ( pulmonary arterial hypertension, PAH )
JE— LA /NSl K R Ty B BHL D3 3R A7 P 3 v A R AE 1 il
AR, kA KR k2 HWE ZlH, BErH
SE R A O IE IR ( congential heart disease, CHD ) 2 5 &
PAH [ 3 LR R 22—, 5 T AR 21 2013 Je 2 i
il 52 143 Fhr i CHD M6 PAH 430 0 DU B3 AR
KLE: A 1E ( Eisenmenger’ s syndrome, ES) | -l 43 i
PAH & /NSRS PAH (O JIEAFAE /NI A5, HL i 3 Jok
B TR, T OCTRME /N i IR | 5 %7 & M PAH AL |
SR CHER A PAH, %T CHD A& PAH f3R7,
FELZ R R T, A2 PAH RY#ERE A AT
ARG A5 (] 3 A O AR Y R A

1 RITRZE

W5 HaE LI CHD MG PAH B4 &9k R K4 )2
2.2x107° HUR AR KA 15.6x107°, L3 A [] 28 U {4 -
s> CHD 4 9F PAH 1 & A SR E AR AMR , LG
(] f Bie45 (atrial septal defect, ASD) &A% /0, 78 JLE H
UL N ASD JF & PAH (4 A6 R 6% ~ 17% T
%= 7] fR B4 ( ventricular septal defect, VSD) & 4= PAH HY
KRR TR £, 35 338 78 R AT 41 I/ K VSD 1, 4
50% 23 K& R ES™ L 3h ik 545 K M (patent ductus
arteriosus , PDA ) & 4= PAH B9 XU %8 ASD \VSD # &, H
ATIA R BR T /03843 WE 7Y K2 40 /N PDA A, H A2 A m)
AES 2L PAH, & 7% CHD %) % PAH, {H H A [ N 4k

TERUI RIS . CHD ARJ5F5% B PAH &£ 2% ~
7% |, i 7R J& i 55 7% G 42 ( pulmonary hypertension crisis,
PHC) 4 0.75% ~4.00% **

2 fRIEAE
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AR, HE SOA— 2, AEig-F 1K, KT 3 AR,
[ it 2 AR 3 AN R RIRTI2 TS PAH' T (1) PR
ik (mean pulmonary artery pressure,mPAP)>25 mm Hg;
(2) Fii 7y 3l Bk #2 % ( pulmonary artery wedge pressure,
PAWP) <15 mm Hg; (3) fili i % FH /7 48 %% ( pulmonary
vascular resisitance index, PVRI) >3 wood {7 xm’

#i CHD AH2¢ PAH (L 33 ik ( PAP) 218 TH
i, B D VA 3 AT s OR R T e O B I 4R R TR
W o D SRR R AR B R 0 LR R
B0 A0 G AE bR B AL (1) Ml A R R b A
(Pp/Ps)>0.75;(2) HL KR TH R >20% ; (3) PR 9E 26
MR FRAR>20% 5 (4) 16 4 i 4800 RS AR > 90% 1 B
ROHEF I, )75 25 B8R A PHC™

2015 4F3K [El CHD #15¢ PAH & K IR 46 it/ (A 0
PRI A (Qp/Qs) BIANTR] K Qp/Qs>1.5 H B3
J13 PAH, i Qp/Qs<1.5 % & MFH S5 PAH™ |

4 CHD #83< PAH HiaYr

4.1 #hA % CHD A48k PAH #9477
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CHD AH¢ PAH L, H §r EZ A4 MK a0 50 B | ih i 51 Je
IR GRS ETE R N F IR IR

T H T e ma e T L PAH, /K
FIMKRTSIEEM 1 ~2 ng/ (kg + min) FF4H, LA 40 ng/ (kg + min)
Zhe R LU 150 ng/ (kg - min) B 4E 55 [ F1y
50 ~80 ng/ (kg + min) ], KXY R $5 4 #5 bk H 25 2= /D
1 AF (BRS04 AH OB, IRl J. PAP S 5t
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PAH F8 &, 76 # Wk 6 K AT 5 B 4 48 J5, 4018 T & 4b
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JEE#H (PAP>110 mm Hg) , 76 R J5 11 AR 4K A 51 | 2 4F
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4.2.2.3  BiE{ B #-5 ( Phosphodiesterase 5, PDE-5) 47
#1 7 PDE-5 #7038 i NO/H B2 15 1 ( NO/cGMP)
wAR A Ik AR PTI A AOY , HRT A P
HARAE AbIRIRAE

P AR A S — B 0 AR B9 PDE-5 #1457, 2012 4
Barst R J 25 &R T —5 AW 16 R BEHLAUE % i
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FHOE PAH) 1, IR 3 750 2 v b IR A 28 A8 L it S E A
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EAANTCI AR JET Uk, KU 25 W R it ofi v s R
FE LTSI, 2016 R HPRUEAE T 46 11 AR 2 A5 Ik
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FET R A 4 0 S v ) DR S [ R N A A
JLEE il FH P AR

A ARAR R —Fh F IR 2 B 14 20 PDE-S #0461 541
HAT— 300X 33 {5 s LAY ] Bk F 5% 26 B, 76 #R 1R
VYRR S 1 R AR ABIE S5, AR JLEY mPAP & PVR ¥
AT T R, R W AR AR AE FT BEAE PAH L3RRS . (H
i TG EE A UF AR IR B A 2L
4.2.2.4 B F B8R IRALEE (soluble guanylate cyclase,sGC)
#AHF sGC BRI L B Al PR PE NO A sk 5 82
W sGC Mo i 8P M VE, H AT 32256 F B pEuk
HFIPGUN, 40 F i R

B X I PG W = 09 R 3 5 A JS 2 2 A 1 B U
WF 98 & B0, A B FE IR ff G CHD AR5 #5224 PAH
B 6 min AT E O DIREE L, BRI PVR NT-pro
BNP KFA 25,

4.2.2.5 NO R #| (inhaled NO,iNO) iNO M /2iH
i NO/cGMP i 42 ZAEVEH . H il — i 58k S, CHD
FIOE PAH UL A NO, 7] DLk /D R B PHC &4, 46
S ARG A, B AR 5 A8 (H R
T HA S B 5 A Gt oK R L T e R i 2T AR
1 IIAE LA X 3% ) PAH 5 PAP 5 2 345 45 3 H AT Y
i AAs TG IR

4.2.2.6 FAEGIT BRSBTS N, T RE
23iff CHD AH2¢ PAH L2 45 , (Hist4& /2 , H AT AR OCHE
FEBHRA L, T AR B0 22 0 I R AF 52 R 3 — 25 R 3 an
B4 L CHD AH2¢ PAH BBLE M52 25,

4.2.3 HB 5B KA CHD H5¢ PAH B ILL N
AR PRl PRR SN [, A HEAR S T RAB AR, 4
A SR O N BE SR IR YT, 18 A A2 i PAP ik
BIEH . AR ES B, il &8O IR A OB A
FAH SRS AE IR A O MRS R A (8 B i L2 AH SC B
FEEAZ UGG A 3 2R

5 Wil

B 17 PAH K Z )5 R4, AR 288U FH J) 7 PAH
a AR . far 22 AKF 1223 5] CHD A15¢ PAH L
mUEPE AT 20, 1 112 BB LZERRIG ARG PAP R & IE
111 B LR B RYE PAH, H 5 SRR RN 75% ,
Hor 17 G AR G RS PAH, H 5 AR 485K 51% , Y5
S5 BITESR R CHD #H ¢ PAH L 5 4R A 18R K
20% ', H—IRREVIIEGE R, 77 6] CHD AH2G PAH
JLHI S AT T1% £13% ,FHodh 29 BIAR G HE2:E PAH
BILS FHAFFN 60% £19%

6 l%\ g:é:

T H AT s, JLE CHD AH5¢ PAH 23R
SRS T KBS AIRRE R EFEAN R, Z U
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