FeR OB AR B K R R 1278 T X LR

b % i 30 ik =1 & (pulmonary arterial hypertension, PAH) #ff 78RN PL R % FhEE a6
TR, PAH 276 CHUS K et g, ERE, Stk OB (congenital heart
disease, CHD):&3lid PAH s IR, 152 B3 PAH Mk EF R4, 2R, CHD
HePE PAH (PAH associated with CHD, PAH-CHD) Wifili2if, HAITMELL —brifk. A
ff BEIRAERIT TR, WS EE 1 CHD 28 XK I%E H PAH-CHD 29 MiE, I

G2 RIS, TEREEN, LUEAN PAH-CHD #RyGAL S W FlyE F7 d A 4
F—F QB

BT SRk L B AR S sl Bk i i 18 3

PAH-CHD 2 #5708 CBIE-fii - A ifi-t4 733 CHD ol PAH. Z5E
& 3EG I (1) CHD &G PAH ME— R . [A & IFHEIR i inas g 900 A 51k
PAH =i4% & 1 PAH Cidiopathic PAH, IPAH)  Wnfiit—H X4y, MIEHHbRME. (2)
PAH 270 S BUIM M 4G 22 5182, TR P B A2 MUARE BEL 593 i S5t sl Ji s
(pulmonary artery pressure, PAP) JhEANET PAH uls, Hig Bk, JEIF % J7AHSE
ft) CHD, W CAtish ks i e . =SB A7 0o B0 A e e RRE K #4407,
S NIATAVEE MAFE S, (3) &5 PAH, TAZNiEE (pulmonary
hypertension, PH) . IR &EE BIRFAE R, (HRIN &I /0 O3l mli /e O R G0 R M
JRAZ, WA LD PH BRI R Y] Bb4h, REFFEERE PAH, ARG PAP REFEIEH,
THARJE PAH, HHEAIMHRAN CHD, #{/jJ& PAH -CHD il .

5E s
PH: —FhLL PAP Jh iy Z R I M 30 77 5 A B AR BEA2IRES , 2 Wibn i N FEi
PHARES T #ER . A0S EREMZIMKFYE (mean pulmonary artery pressure,

mPAP) >25mmHg.
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BMAERTRY PH: Mo AT S50 B 40 L8 50 Mt/ sl hkom 22 L A2 23 0T 51 S PAP
Frr. ZWibsENE PH Al L R A B2 E (pulmonary wedge pressure, PWP) <
15mmHg-

PAH: EAHIME AT PH [ —Ff,  ERIT /NS K 5 A 90 A2 B H At A S 29 S50 i 67 BEL
71 (pulmonary vascular resistance, PVR) 3 &M /2 B i — R LI 51 27 6 B A= 3 2
WA ISWhrdE R B4 AT AL PH, (HL Z01R] B B Ml s RS 1 4444 ZE 1% PH
&,

B SRR MO R AR S i B Bk R R IRAT R 2

PAH-CHD &5 #[1]4) 1.6-12.5/106, %A CHD & H 5%-10% 44 3L PAH[2,3].
CHD 52 PAH FEZE R AGRIAN . 2K PARFEERMGERERE: QBRI
HERFARFEFM T, /AR EAREES (ventricular septal defect, VSD) PAH &%
3%, TR VSD (B4 EAf>1.5 cm) PAH KAE%1A 50%: @4 ii/KF: 55 A sk
(atrial septal defect, ASD)#xEM&4iA1E (Eisenmenger’ s syndrome, ES) K 4ERAL

10%, M k% VSD Fishk S A1 (patent ductus arteriosus, PDA) ES k4L
50%-70%. QFE: FEHEFRIGK, PAH KAZZFHIIMN, EEBWINE. )DO% ASD

BEERFEE A2 WL PAH, VSD BETE 1-2 & LI WIRAD I ™ E PAH. @8R4T
JE: BAR CHD fnse e B is ik e i . Joiish ko s A 0 =30 48, il H F4

(1 Z LA HIATE PAH TR EFARNLZ, TAE KA VSD Al PDA, 2 % LIAK PAH i
ARETFARFE D W[4]. 5T CHD &3 PAH RA%, REHFMIS KIBRATRH 7 5ORHE
BB, AT T EE A SRR OE H

ES J& PAH-CHD WJZRIA, TG 7. $ X ES R4 & Mik-fiti /i CHD B PVR F+
w1, FEPAP A S B AR PR 7, A5 MR o P B0 A S T I A L S 7]
TR — Bl B A BRERGAE . bR TAT 0 %5 S B R ANAAT R 22 R, WAL T2 IR
&, IRPRTT WA DR AAEIRGE (BE) . PDA B ITT W22 bk 26 44t, 7] 5] i 28
M. B IAR T A, LM 20 . R, OERRE . B BB I ThRE R A R
WS IFAROE . YRR GETHRiE, 4l 50 40 ES KAEFN 8%, MR 4%[3]. LEH
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NG ER, GiH7E 8% A4 . ES BEWEWHEBALT IEW AR, 3FAEERY
77%, “F¥FHfr 32.5416 %, 1A% 30 %, 40 % 150 % L4519 75%, 70% fi

50% [5], EEICT-IRNPEIE (29.5%) , O F13Ed (22.9%) FIKEIL (11.4%) [6].

BEAT SRR IR AR SRSk R 4 28

AIZIG R AR EEEAT 2328, 20 2009 SERRIH oI P ARt [ 7] 70 250 F
1. w2

¥ PAH-CHD 7> MUK (R D)

1 S RO IR A A 30 Pk v M R 0 2

A URERRERGE

BAEITAT K BRI B S RN Co R 1, DA L 7 FE 28 B T v S 3804 1 7 i B
WA G, AT RERA . LA 2 A0 2 248 7 52 B EIR .

B A4l 73S AH A il 3h fik v s

- R GR A, i e B A R s b B v, AP AE KRR AL, AR R ER

/N GAR Pl 2l ok o e

oL NGRS ISR e, i R D5 A 3h A v B AR AL o

D.FARJ5 PAH

S RN A W T ARYRIE, TR AR T ARG, (B, £ sk
B 2 ) F U BN K = 5

E: NEERE G AR R VSD BHE<lem, ASD Hi2<2cm, JLEAZEELN)L

I G W A A o

D RS A B 4 2K
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gE4 CHD fif A BEAE B 224 0 2R (R 2) .

R 2. S RA oI R S P 0 ke s R ) - PR B 2 R

1.2%

=

1.1 =RIHT B — AP i

1.1.1 55 [A] b shds

1.1.1.1 4k K LAY G5 ()b s 45

1.1.1.2 # kSR 5 [a] fg sedi

1.1.1.3 J5i & FLAY G5 ()b s 45

1.1.2 se e BRIk R AL 51 o B K AL 51 U

1.2 =R 5 —/KF i

1.2.1 = AR R

1.2.2 ik F& KM

1.3 Z/K iR

2 1 PUARUR e B R R

1.4 IR0

1.4.1 5e4E s = A FR EIR

1.4.2 FKAFEIIKT
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1.4.3 it oA BE A Fts =

1.4.4 KiME A& IFEmFs T Celfishfikskz) A (80 sk S8 R A

1.4.5 HAth

2K/ CEAFAE LABLES R, F PSRN S

2.1 i ah 11553 2K

2. 1.1 [RFIVE CBRAGPIIIAEAE K FIBr 22

2.1.2 FEBR I

2.2 fif I (BLEF RN

2.2.1 Hp/NRL (K RfEEi<1em, A FEEdi<2em)

2.2.2 KA (CE[IFBEA>1em, G ER >2cm)

3.7 A

3.1 AR

3.2 AR LA

3.3 XA 43R

A FFBEm I

5BAMRZE

5.1 RFAREAH
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5.2 WA FARER CEAIHLIFAFKAF AL

5.3 seafEah EMULIFARIPRMFARER)

5.4 HATR M

SEDUST SRR IR AR S 1k i s ok v H o B AR B

= SeR kL IR 5 P i 3t Bk el R A= LRI 8, 9]

PAH-CHD 48 HLHITE T4l 73 5 S0 LA 2 3G 00 o I a7 52 18 o 5 A A e i 1
BRI ACZ R, RN, WA BB Y] RN, SBUMME N % B, IE L
P AE . AR AN S BRI AR RN M P AR TR 72 PAH L, il e 38 1 4 s A0 E Bl Y 2
POy AT BB, RIS MR S RN, PAP RIORRFEEAAAL . 4 i it 4 & 1E
3 AELL LNy, I E S AR Y s e KRB, L T AR EAT A Y M
BRI, JLEM. W (endothelin, ET) AIIMAEZE A2 25054 e 140 R 17
WA, TRTAIM R, —FAB (nitrogen monoxidum, NO) . —%ALBx. 5-F2 0 A
BT IR A T AL (R A PR R ek, SNBSS L 95 2 DA BEL LR S G
BEE TR EE R, W IR P R A PR AT, 3 A R AR YR R (R Ak ST L i 46 B A 4 i 4
BEFMER, FEUM M FEA, PVRIGIN, B TIRA A A DR .

T SRR RO R AR SRR Sl Rk T e 0 4R

PAH-CHD %5 PH 2y 4ibrdifiE (£ 3) , EARKAAEMIL MRS ek
B PAH fRfEH R 2 5, R MAIE L JIt{E  (pulmonary-to-systemic pressure
ratio, Pp/Ps) i [ /7t E (pulmonary-to-systemic vascular resistance ratio, Rp/Rs)ilt
AT 93 9% Bt PAH-CHD ™ B2/ .

*® 3. lsh bk e 7 4
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1B R & HE

FiliZh kUS4 1 (mmHg) 15-30 30-40 40-70 70-
iz k1341 % (mmHg) 10-20 5-36 37-45 45-
Jiti i BE.
2.5-3.75 3.75-7 7-10 10-
(Woods)
Jili ARG 1 77 B AB <0.3 0.3-0.45 0.45-0.75 0.75-
Rl ARG IR FH 77 LEAE <0.3 0.3-0.45 0.45-0.75 0.75-

=, FeRMECBERAE R M 3 K R 4 3

PR-Fiti7p B R, W PAH-CHD 7 BRE A 6 T RFEIE R B E AR R MR f4-
iy FAREE, K PAH-CHD 7308 — 1. 318 PAH HIFIFH 3 PAH 1. @3 1% PAH
Wl BEAEAE PAH, (BB MR AL ERAR, MBI 5 B PAP AIFE £ 1EH
QP17 PAH 1. PAP RREEN m R IML & A PTRAL, KGR S, &5 PAP I

T e BN RERE 22 1R H T H AR R 821 PAH,

STIRK EAD B B O N A PAH BRI RS 4, # UK Beghetti & 1.
[10], R EH R EAAERALKE A PAH f0 AR AR TIHIAN AR 2. 1T R
1R BOAAERLDZ PAH, (EIFEEAL,  H AT MR B R 256 T E AN R,
LT IR BE R ER T AN = J5ERIES.

TR E) 7 BIAIBE 8 PAH 58453 JF, H AT GG —hadk. MRIEEER PAH 88, 1)
PL Qp/Qs>1.5 1EHX 435l JyRAFH 7% PAH b5k, Bl Qp/Qs<<1.5 #/m % Tt A/
B PAH 1. 4R PVR R 4E s, RIME Qp /Qs>1.5, VY@l Sk &4 5K it ol
PR, I B2 S AL T30 708 PAH 1,
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SBR SRR SRSl ik R B 23R

PAH 35 i ML R 9 MU WS A . AR A AR T R, O JIE 2 A o S 74 38
ik, BUNAGHILR, AL, PR sk ETI5K, A BNk G, i
ANEIKIE BB RIS, A N R e e P ZE . BN ] LN Sh Rk N 4R AT T LA
PRI ANER, A AL 4Efe, PIRIEE, . %, AR, RMAREEE. R
TN N IRKIZHTILL : PR R A S, iR 2, #tkER SR
JEER RGN, BRI ARG AE L 1A A BT R AT I AL O T LA L o

Heath A1 Edwards i L5 95 FEEgAE 43 N AR 6 2%

I % M/ NEhBKAILZ R .

%% At/ NshfkLZ T S A0 20 Py i

% ABRLFLEATE AR R RS, A I n] L2 5 sk ME L S 35K
V& i RASHEAGRE T 5K, R & AR AR

VG MERFENAS, Mi/NSIRKA AN 22 F 4etk, S ERME R
VIZ: SRIEIERK A o

ES & il e HAR IO MR AR ANBh Ik %, BIETIZ0RAZLL k.

SENT Se R MO AR ST Bl ik e B i Wi AR 5 U VR4S
1LizWnifE (1) -
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EEEEHEE e > HibsE

T — Berersrsnin )

[ R
RE Dl HE MRS BT, RS, WG
CT4 MRI, (LEES, (LEEA |

____________ S i
i PAH-CHD A

lﬁﬂx 0 Ao MR

= R B A b

1111111111111111111111111111

ARV (R 4)

R A, SRR IR AR S Bl I e i TS YA R

T Ti)a 72

= SR I PRI x &l

i
e

WHO 0I5 I, 11 \Y

6min FATIRL >500m <300m

Tt B LR
CRITE
ST ST
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4 1w F% >2.0cm 4 w2 <1.5cm

HoEE <
0 5 E /7>10mmHg
10mmHg
V25 7 »2
MRsh 112 OlEER<2.0
OEfEE>2.5
L/min/m?2
L/min/m?2
I 2 i AP IR %
B BT
N A 5 o M JOAS T 4

BT SER MO R AR SRR TSl e L T i

—. LRERER

O R B O A BRI RO IR S AR A R 77, SREUIL AR A

3 TS A A A B R I B S R AR 1T A by PAH P SRR S (1 — A e &
CNEIIN D &

B e AL
Emﬂé\i’

T, HHAOLCSEERE AR (right heart catheterization, RHC) ,
1112 PAH-CHD f14: ik
1OSEMAE:

T A0S ERERR OSSR Em LSS MERESE M, £ A%dEmiles,
{H Swan-Ganz S 7EN = PWP B G L. 28 28 0] RIS A O RS L2 5500 77,

I AR RE DN 52 R

2 AR R
FHRA S0 ST 521 LR 3 4 B BRI AR IRRIE, 5 R AR AR B 9 BBk B mTAR

Pa bt OUAE bR a bk Rk B TR RISk . 75 E5mIMA) 52, PAH-CHD 4420
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FIRME . A0 RESEEET) . A S EMN PWP. fEH 705 KB W= &P kR &
PWP HE MU 2%, SEbMEFEZE . RIETEAXTHHE PVR M Rp/Rs 454k
i, B Fick AR L E (Qp) AAMEIF MR (Qs) - Kk PVR 1 Rp/Rs
Ah, IR /735 %0 (pulmonary vascular resistance index, PVRD /&% H48kr, &

T35 PVRX AR A (woods.m2) .

. SRR I TR

PAH-CHD L3Il fiL e DAY il o o5 32 Az, A6 A s 3 5k 30 Js » sl bk -r- ey ok,
PVR T BRI LR, i i FAs LG hn, I S PERAG,  BIAE 45 3 I 35K 570,
WA 7K. Bk, X T EEE PAH &5, RN F IG5k, TR
it ML e IR R A T B AR, R T R U . A B AR .

1. PAH-CHD i ifiL 8 7 7 56 i R -
(1) Qp/Qss1.5;
(2) Qp/Qs>1.5, {H PVR>8 Woods.
2. 127
AR R A AR 5% OIERRPEAE I T IR, XRPERR L N 1 A
BT OMKLHR: OAFSKM. €5 ik, WA arfa Lk, EAFH
oL

(1) —%A: NO BEFEK&F PAH ¥ PAP 1 PVR, HXMAMEM G I 2520 .
2009 4 ACCF/AHA & 53U NO 1N Sl s i 5k ik i ik ), (HIR A2 KK AE
BESR AR ML RN H AT i e . HEFFIKREE Y 10-80ppm (il 20-40ppm) , MR KT
[B]5 15min. W\ NO FZMEW HLSCRE, Peflwm, (CEHRIER A, T H s, Tk
25, AR S & e, DNA SR, TKM, {524)5 5 s, v i
AIEAHE NO EEH

(2) IR WRE E AR, 8 2 T 2N A 5k al5%, 6 H 7201 [8]:
A7 50ug/kg/min, 4 2-3 4B BN 2509 /kg/min, ELE L BUANE B # 1A 5 i

K& 200-300ug/kg/min. £ RHEIRIGHRAL: ORIk T A S HFME . @EIEIL
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%)% T BE 30% B <<85mmHg. b EH LRI LR Lk H iR AT A E, W2 ER
5. @M Z5IA R T BRI . @LFRIE N 40% LA EEE>100 X /min; 2# <60 {X/min
I BRI AR . @5 HZRTHEL, 453 B3N 20%-50%, B8 >10% . O
BIAREMS 2 IEIER, weltes WAL SKOR. MRS, s YRR IN 75 EER A bk R DL %

LBl

(3) MARIEATINER : SN GE TSR AT B e T, dededhag, x4k
PTEIRFMR /N . FFIE[8]: 40kg LAFJLE, 25ng/kg /min, 40kg LA _E&## 1ug/min, IIAZE
AP KAEE, TN 10min. PHSETFIR T Z A0S, BIER B ZA 9%, L. BX%.
WA, (H —RINREE R D WEIE A RIEIA LS T PR B R 24, DR 5 ) o, e
FNEIR S, H B EANE BRI SN /) 25 B S R I 5 1 ke . 2B iRBR R 1E: OBIEH Uk
%5 %4 90 mmHg AR @& 05 KT 20%-50%, CIEfE R > 10% Ly @HILE
A2 A RIS, a0 WILLEERE; @R R KA 5= .

(4) W AEaREe . B T BB el 5 S 25 F 100 % 4% 15-20min, A DLFfik i I e
Peo BkfIE, 5 T#AE, BRI/, ZRJOAS, (EIRON VR BESECRT 3 hn izl bk i S0 A
(arterial oxygen saturation, Sa02) FI¥PEE RIS, T Fick yETHE BT 1S Ab L7 & &
TLbR, AWTRAE B ML E B 7T, A SCHERIA Y iR Se I AN REHERA PRAG I L &7 S Mtk HaT e
AN T SR L 3 5K o

3. BH R

AV LY SR RIGPH PR HE Y mPAP R FEIERE210mmHg  H 4% %% 40mmHg
AR, L4t & (cardiac output,CO) AAZLE G, 06270 /2 I =I5ThR#E, 7 I E J9PH
M. iZbnEZ T VR0 E CHD 3%, PAH-CHD M4 — Pk . — AN A NO J&
PVR TFf 33% PL b AR5 A O IEm T e/, Limsuwan AN, PVR 1 Rp/Rs T
KT 10% & F ARG #F[11].

4.7] DL FE F R BIbRAE:
7E2MENT M 5k iR 50 5 B AR DL R JLIESR, v AE ETFARIGIT[12]:
(1) PVRI F[%20%;
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(2) Rp/Rs T[4%)20%;
(3) R¥ 5 PVRI<6 Woods;

(4) %5 Rp/Rs<<0.3.

SEI\HT SRR AR SRR S ik 7 T FRVR T

PAH-CHD 203577 7 iR4E PAH FEEEHGE : XT3 % PAH &, FRKHAB I i
R PAH IRAT % BT PAH BEANEH PRSI, HAGTF BOLR 25436 )7
OO 5 R A B R AR I 5 OO NE SR BN AR X T BRI sk 0SB G 1 KHI“ES R 3H1"PAH
B, AR AT BUT RS, WE MiRsh A, REHEIRIT TS, i
Mra s O SR 2 I A IR, LR 25803607 2 H By LRI e R Ae it — b ke, o
FLIIRE, PEEEBE A EN AR E, EREE GG, AGRAGWIGRIT 1 Z X

M PAH BHETE .

— EMNET
FEREA YT I 1 EE H R SOE A DD R IG AR G, X i L AR I TEAE R

Lyt G A s e A =2, AR U SE 70, BeE A TRe, RS
LR, HTEEAOIREZE, FMEAQHRE I FEAR, EUCRH/NIES 2577 50

2 MPRF: WA A oA, RN . xR AR, R LR A R T
s AN BRI A R o

3Pk L EER R AR, FERT LA NS KA TR H 25O SRR, Y
WANFIETFIRAE T, 7S EE M D e AF T IZHINE, F INR 4ERF(E 1.56~2.5 Z [A], "%
BEEM.

4.2 B2 Bl T e VAT A DI RE R N IR 2, Mk MR E IE 2 B,
L A ek 2 I TR . R 2 ) Y HE A RS 4G R B Dy 2uglkg/min, T E I & A
8ugrkg/min, ARHE EE BARKE B IEFH A — AU S


http://guide.medlive.cn/
http://guide.medlive.cn/

5.HE

(L) REUMAE: 2140 R AR 0.65 B, W] 2% B A YT LAREAR IR & FE

(2) TEMZGY): AN 8 fii i XU AT i STECR I 250 o

(3) W4 ¥ SaO2 R4 HFrE 90% LA b, HAHAWL SR PAH (11 A S = BEALRT
BUISIESE SCHF, 10 H ES BE I AR IR S 3k ok o

(4) CMERBHE, Lo fiTEER 5 4% M BT AS AL IR 5 O IESRABUE AN AR . DWiR YT ES &RTBL,
ARJE SR BB WL, T E S HE R 25 0R )T LLBCRORL

(5) A MR RFENIN ES ZIAMAR ) LAE T RIS . il J Lo S ikt G S Uk,
(RIS, AN DA P O R e 27 245 A e 189 Ty ik A T2 1 XU

(6) AL METAR: ES B Bl TR A AR BAE I F ACRE RSN, AL 256
b L AT HORIRIT .

= AREERAYIaST

1B ERREED A B RREE ) ZO0 i e S ki 5 i s EAA A R /R - Nagaya 45[13]
KB, BURE PAH B EIKE S L ARBER R 5 QAR E0E N, PVR B K, FHMAEBSA
FAURACR[14], (EERZ A IE T AR L BEALIG AR I e 3R

2M7TR B Bon AT R T B 1A PAH DLW L SR, A R
PAP[15,16], I&PRIFFT[17] 2R FARAVT A 20 PAH B GIIRE, FERMTBIRKE. 1EHL

AT e R AT LA N DR 0, E H ATShZ KL, BEALIR PRI -

345355155 (calcium channel blocker, CCB) : CCB {X A] fdi & 1 1 & 4™ 7k 1R 56 BH P 19
IPAH 35 3k235, X T CHD &3FEE PAH, HETRAIHME £, AHEFES.

=, EnEesT
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bt PAH i 7L ST BERE, ZREEFNATT 25k It H RT#E e T £
EEXT NO. ET FIRTAIFA R =AMEEE AL, XS B2 W8 BoAT m JE A L ade ek, P AR3%
e AL 30 ik s 73 1 AN 32 i) 550/ S ML AA R A I

LRI KL
R 3R 2R R TP LA R 2 A i MRS S, (8 ST LA A cAMP 370
ARSI o T T PA S MR N R B i 0 2 M DL 7 3 P o 5

(1) K% (epoprostenol)

KR AT FUBEIATT NYHA OIhREI~ IV PAH B, AIekssimshfg /i, miksh
SRR, NRKETFIRNAIT PAH B, 1. 2 f1 3 SEAERN 51N 87.8% . 76.3% A
62.8%, Wi T S B i i) 58.9% . 46.3% Il 35.4%[18]. FALIAMKETFIIR R AHATT

PAH A% [19], (HHAFEWIR, AP, WK 10-50ng/kg/min.

(2) MhaiHI¥zE (HHEiFIJER, treprostinil)

i H PR 3R — AT AR 1-2 2800, 1R A L 3h. SEEHEHE AT L ThRe T
-V PAH B35, RRYNREAEIL A F0Thag I -1102% PAH &3 . KRARE HLX R EGE[20] 2%,
F RS AT SR BT O IhRE TT-ITZL ) IPAH,  PAH-CHD #1 PAH-CTD &4, k%
YL s, SN /48 B ILRIAE F i S 3 A i o

(3) PHgHT%IZ Ciloprost)
BHE TSI R SR s BN S AT B T 4% . HERE79 )y 10~20pg/
W 6~9/d. EBNGEHTFIZIRIT G PAH B 2 fEAAER A 91%[21), T st i
NI TN 7% 63%

(4) UlHT%IE (beraprost)

UURTFIER PR AT 5 PAH BB TESNRE ) SRR, (IR A0 71 5 L IIRE D B Bk
e, JTRRBE 25 TR AT AR BIE VL L, S8 kR IE R g A%, @ KA 2
ALURIY B DURT S R 3 1E H AR S E O A T IPAH, (78 38 B RTGH 445 1A
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2. BB RARTE YA P -1(endothelin-1, ET-1) i o P L0 AR L) ET-
A SZUEFT ET-B AR, ET-A AR S BRRSEME  E See AL -F-8 DL4H i 1
il ET—B ZMABAFEFIG M Py pcaif b, nl S0l ET &R, (@48 W K 41H7= 4 NO Al
HIFIIAER - P41 (Bosentan) 2 —F ] [A]i BT ET-A Al ET-B 524K (1 X0EH ZARFEHUR, 7
fihA:3H (Sitaxsentan) i 41 (Ambrisentan) AiE#FEME ET-A 2R PiR, HAbfh
P TR EE ) R4S T TR T

(1) /B3 (Bosentan) Z—ANRAHAEM T PAH O RIGIT 2. 2% Ok
HUF B PRI BG FAIIE 55212 24 ] 2403 PAH SR 1 IR RCRE TR AN LIR30 77 2448 b, 42 iz shiid &
B ARG R AR, HERIG ORI [R][22,23] o KIABEDI &I, 169 ] IPAH 4
PRz ERRTY, KA RN 1 4 96% . 2 4 89% . 3 4= 86%, My 52 Tl Ak 77
FOHIN 14 69% . 2 4E 57%. 3 4F 48%. RKEIRBIIIINNIZZ LA WHO L IRE -
14 PAH B35 1 — 23697 254, AR3E T 825 568 PAH JBF IS & . WHO L IIRE 7 2%
DL K imah J1 2 dabs, HEBFH 2 R 47 . BREATHE-5 W fi ion, AR AT sE ES &
HIEEh e IR Eh 1%, Hi2 v RiF. HAT Rt 40kg LA B HEE IR 06
7 & 62.5mg, 2/d, 4 G INESE 125mg, 2/d 45477, 20-40kg 14 )|, #6558 AH M
kR

(2) B X ET-A SRR PUE I ET-B %24K58 4000 1%. H A O 4k 2 E e
THAIT PAH. IR R, ZSLAHIGYT PAH A DU 35 oG o i sl /)5 AR i E A
173, SRTShBEBE M RIE R B [24,25]. S 7 idon#eah77 & 5mg, 1/d, i
Z [ %N 10mg, 1/d.

3.1k MR — & -5(phosphodiesterase-5, PDE-5)4li7] PDE-5 #i|51& i #%] cGMP
Syfd, S NO SEMEMEA, BHAjA =FdlR T, a2 e, A ARk hz
Ak, (HIX =R 25004 [ 25 R VEMHH T PAH 36T .

(1) pytArdE (SildenafiD  CFSEEVEM T PAH IGTT, %2800 I35 A A2 il 41
AR RA YR IMEY KA, T RIER S e R m, AT IPAH. PAH-CHD Al
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B L PAH AT . KIUBLIG R IALE BoR, PEHARAE 20mg. 40mg Bk 80mg, 3/d, 12 i
WIRTT PAH BCRARBA27], EBEERTEK, U KFIEA RRFERrEEA 28], AW
SORTUHIBAERERT PAP HIARNRES O IhBE[29].  FEHB ISR B AT H T BB 15 N NO Hf
SIS PAP J[30]. WMl HkitEiasT PAH jfl&E4 20mg, 3/d.

(2) M IFE (vardenafiD Aifbik#idE (tadalafiD [31,32] M8 PAH Higd, 1%
MO AR AEAE AT o tH s K I PR ORE, (R ke = P S A0 fd i R Sl B A e 43 o Athak
FEXS I I TR SN RO RE A . SPEHUIRARAE B, SRR ANtk B AR A RE S Bk
HAEMEH, EAE R AR R AR, b 78 2

PDE-5 MBI AV I, A, WALR B, IRILEE, 22525 S RMRaRRS. Hsin
F 25— R R e 7 T G .

HEFEF & PEHIREE 20mg, Hlk, 3/d: fRHHBE 5mg, Hk, 2/d; fitis+idE 5-
10mg, Hfk, 1/d.

4. —5ME NOEEHGE S HRILE, BIIABHR %H (cGMP) (1AL pl M EL4%ET 5K
ML, [ BEFR T LRI 5E . W NO 22— M FDA HEAERILE FEAE i
Ik, R LIFSEE PAH, R HUMOE TR RA PR g s . BRI NO B4
e, BRRASMEA A SRR E, HIFARRIT R, MHAGEE S, 7T AR MEER
AR NO2, HEFH KK

BIREIRIT BRERITAIRTT PAH B o B0 N AR LIS R B 254, T LAKE 56

JTRCRS (B BRI & LA B SRR, H AT M BB IESE, e e VEATE fr be A Rpidt

— .

FoE &b

B BERGRE S RSk
ASD IR BT, HEEAAEL. RO & M, S8A. Aok
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2[R B AR PR . AR TESE )L AR AN 2.8%-8.8%, Z15FTA CHD 1 10%, /&
N CHD 11 22%-30%, H&hkimER ) 1:2,

— BRI A Izl ik R B R R

ASD 7 PAH KAEFRTE 16%~18% i), FLctbhl 1:4, h-EJZ PAH 45 27%,
PAH i S804 F A3 4 6%-13%, HIL ES JLRACN O A FATEh Bk KCF- 433
A CHD ¥ 1/6[33]. TiifAZ iy 40-50 %, MHIUERBIZET R A2 1-19 4F, PRt 8 4F
[34-36]. 7E 20-40 % ¥, H 14%E#H UL PAH 5 2T KR, FET R FaH 7
IO RS | A S AR ZERIESE . HEAh, 4> PAH B BIEANELFR LIS,
WARERH I PAH 1K #£[37,38]. ASD #HcHE PAH SEk5281Y . ALE . R/NFIAFE ISR
HX.

SAERIEFR: X ASD Ifi s, PAH & —FRRMIRIE, SERGFEREXR. BAR
HIL PAH R /NN 1 %, B LE IR ASD 1 Hi B PAH (IS4 DL, 20 B LLF
BHRERINA%,20-40 % 2 M RER N 18%, 1140 % UL LB #H KA REIL40%-49.4% .
PL40 B NFAIR, FREEN PAH @ E A FEEEE ™ E[33].

iR B R SR fr Bxt B 2 1 kKN PAH 7775 11 B 52 1[34,39]. J5
&5l ASD H#E PAH KARWIA 43%-57%; 4 KFLH ASD H#E PAH KAEREREK,
Hlk BRI BN 26%, FUA ASD 9%

SHSRMOKR: EE E, B, KA PAH WREMERRR, (7EIGH b, M5
# PAH PER Y SHSU NI R, R/ ASD HFHAZ(ET] § PAH, X5 ASD %
H PAH HOHLEIA %, BTTRER A I IPAH FTEL.

. B5IRIRRERIR A IR BN K R R R AL

ASD [ PAH KAENHIFATERE, haii® PAH ¥4 N /1R PAH w5 2 A
FAK, MIFER ARG RITE, EHATR K2 B E AR T PAH M. HATA
N, ASD KE PAH R REAEAE S R NEAN A4k A ML P RIL A o


http://guide.medlive.cn/
http://guide.medlive.cn/

Jo R PAH RIS PAH SI6 LI IMIVE A & 7% A%, makk it PAH 5l e &% &6
KRR, FRHESG 2R H 2400 L 17580 PVR 1 PAP Fhi. Sk T, ASD B3
PAH R4k, RIH PAP BEE SRS KGN, 2178 PAH H R4 R BE /) 70 B 2
Wn, sUES SR TR T R AT KB 1 PAH. /> $ ASD #3% PAH RIeRME, RIAK
TRAERY R, PAH HEFLE S ASD K/NJE5%. fE ASD B, i P /4748 DU FF 03k
. OREEEENER; QHEVREE R, SBENVIH PAH, THRFARE, @3)7%
PAH, {H PVR BEFRETIEIN, BETEREBE I PAH, Jili &G ilie 2E 2 5 200H Jy3n
M EER . @) LB A M BB, RIS RME PAH. 7EFH 75 PAH B,
10% B H NILRA,

ASD A5 PAH i&2& I IPAH, HHT MG HHIEHE[40], (R RGBS HF
JE#, EIAR PAH SRRV, 8L SURIR A PAH AT4&&ME, 1 ASD R & E0Z
BRIGIRAFLAM, XHRITER PAH FREK /N ASD HILH) PAH 925 % IPAH it 5
H[41,42]. FE, %FT/NEASD 2 SSCiiddn &R, 5uHEEE GG IPAH, H
XFF KA ASD, PAH 24k% T ASD B/t 5 IPAH 377, HETMIEEM ik, it EE 2

RLiZAT ASD HIEAR, [MLASH 158 s w5 o E .

=, mREIN 5 LM

LIGPARIEAR  74% B EA SR, BOREMFERIE M, 60 % LL EBHAER
P o i HH LR 5 SRR DR Ay Co i TR R R ol 58 4 f O 3ROV 51, (R
AT I TS DR R T H B PAH ™ SR NN e . b S R P A
lite2E, HMEHEAWIM. HEIR OISO F R R IR ISR YRR R . R
AT 22 1A it e Al A, U R A AG ) 2 i B o 3 B A v R L0 SRR,
SRR 5 MRS F1 A TE S . 24 B PAH J5 A3 53O S L sl ki SE A A 0 Ty
ReANA 3N EEIFRIE43,44] O MEOHKRH, AN I, 7T R8RS LA & fuid EAA
OEINREALTE. 4 40%3) 78 PAH EEATHILOHEZ), K EEE S8 LMW ASD
G, LBEE SRR RRAZE 22% . @FiEhMETER, S5HFEBK, OEEEAS
AU K ML ACE BEASATOC, 1M 55 B SR AR B DA R Bt L D e 8 B0 . @A L IREAR 42,
5 PAH = HFR B EAEAR G
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2L H WA BB A, AR B AMER T8 PAH, B SR A SR T R e
N 32 % . BB AT [ S WS A IR, 40 70 % s IS BB &, S 0w
I RARE LI ), £ 50 % B R R =R A 22k . 31707 PAH Xt ASD
ARSI D o 2 40 % 585 K 0 i

3.k A

) LK 213 AT AR P, Hrb 90% 9 R PAH, AT 0L HUEIA (. (E
ToTe A RS AL AN, B RLANZ) 71 PAH HU W B AL B AFAE A W22 0l K653
7174 PAH # UL T 60°~120°2 8], 12 4B /17 PAH ¥ Hifh {7 T 120°~180°Z[d].
V1 %8k RIS HAES PAH PP HREZ M KKK, 75%-80% Al I V1-V5 £4 V6 FEL T
BB E, EIFRREX 5 PAH 2 BE 23 8.

(2) X ZeyDIERANEARK, J8HBEA PAH (OIRLAE /N T3 )T 8, il fil 8 R )
AR 7 AR ANS) 738 PAH,

(3) HFE LB E S AR I T L, T3 = 22 0 30R V705 22k Y i 5 ok U 4 s
W& 72 M) A 43 TR BE AR /NN, W2 B A7 AR X A 43 S B AT TA) 28 20T, DU O 45 s = IR ORI
TR R R .

11N i1¥ e k=2 el ]

T ASD J& T ZRMRIHRAS, 1R K™ E PAH. 2SIk ) s B sl it
TSI, BTN B I RIE S I T PAH, ABEAUE S BEAT A, 620
S 4T A0 PG A, dEid PAP. PVR R Qp/Qs #EATHIWT. PAP Hil PVR W& T
Y720 N R [ S i 2 P =9 s 80 = 1 ST A N 3 11| = SA A B2 e
I7 77 AN TS R AR -

T BITRRA
W ASD (& K/ S 22 AR BT AR S AN SHWIRTT -

1.%5 ASD & JF i s JHRBE ) B PAH, A4 CH ILAE R AL O IER /o N7 Hh B & R 35R),
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HENNBTARIGIT .

2.5 FAE B =RIER IR BACE AR, i oSS, iR Pp/Ps<0.8, #
3% ASD J&, PAP ~[% 25% U L, WESKESIAFE R AR L, Sa02 F& 94% UL L,
SRR LRSS, AT LT NN ARG YT [45].

3. K7 ASD ff PVR 1411, Jifi/MiE & s im sk & i al, RN Qp/Qs21.3, Hlixk
ITEEAR, R R PAP FREABIE, A fL ASD B35S 31T B3, (HAR R LA
TR 23R, I R it PR

AL N, BT FLEE AR St AR, DL AR A LS 2O D RE A A
DHERH . X EOK ASD SR LI S B RS BE VT PAP KR IE W ¥, W25 R E A I
SEA R B AL

7S~ BiE

KTANIGIT ASD &3 PAH J7 R H HTA AT 200 STk ELBCA IR, (H AT SRR}
FARIGIT R IR % . Steele Z5[46]50HT 1 25 4F¥RI7 ¥ 40 f] PVR BT &, KL
PVRI>15U-m2 B #MRFFEARAN A AT 28 i - 7EA NJRYT /7T, de Lezo Z6[47]%F 29 f4i] ASD
£ sSPAP>40mmHg (7} 65+23mmHg), Qp/Qs N 1.8+0.5 #47 ASD #4647 )5, FEVS
21+14 H, #HELSHER AR PAP FR4E AL 31+11mmHg, ESZEE%> ASD 3 PAH HAT/
NIBIT Z 4B 3. Balint %:[48]%t% 44 il ASD & J)F PAH &4, BEV 31 NH, PAP H

58mmHg ¥ % 44mmHg.

H ATy, PVR 5 A8 S i B3 AR P AL, 16K 2 LA PVR28Woods 1E N FAR%E
SIE, WA AN, Rp/Rs Hhe ML MAERZREE. ik PVR Wi, * Rp/Rs20.4 i,
W £ AN BAT SR OCH F-R[45]. T ZERNRZ, ASD HIEEA G R IUERSE R ARK BE
KHITUE RAF[B7]. &7 38 BRI AR s, (H AR5 R I PVR Bl R &, WA
ARJG PAH AT PER I AT RetE . AREFL R R, BIRT-HEEE PAH &35 5006 ASD HER
JERIN BE R AETT, PAP R FEIGES, (HAL 43.6% 3% sPAP ] [%% 40mmHg LA
T, H 15.4% I 3 R ULRRS I PAH[43]. B ik, RATIX 330 752 PAH RIFH % PAH,
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PLE ASD FiEl PAH B ASD &3F IPAH dEH B2, X0 E/AN, XA s 7 £ 99
PLK ASD &3 IPAH &, FRIBITHEEL.

B Z BRI A ISR R

VSD N WSS R DRI, 2 AL, TR & A, A4 5 s
B L RO A B 30%6-40% o KERIAHIA IR, BUAE C2F & FH 718 PAH
JE AT FARENNIEBTT, REHEIE PAH, I 2FFEEEE.

— E[ERBEIR A I K R R SR
9% VSD i PAH BAEFIRIEFA—8[2, 49]. fEARITFARIGIT RS VSD ¥
H1, HELPAH (HARIAS] ES prfEH 1L 11%, HILES #Hik 28%, PAH A KAEZRIL
39%; #)10% M) VSD H#HIE 10 & LAFT KA ES. AT VSD B4R E & H, PAH KAEZ
292%, BUFEVSD BEARE PAH RAEHEL 13%.

= S BREERE I MBIk R R K R L
VSD 4 PAH IHLHIZ R E, RIS 2 3 05 08 N TS, /& 75 51 PAH HUk
TR/ M ARRES, AR T ORI E . DRI AN SR & B 75
R R, Qp/Qs>1.2, Rp/Rs<<0.2, WE/L.LAMfIEmM, S/ OEMEOHEY
K, BT PAH, PVR BETE, A OO, kK LA ANFEREZRAER: K
Buhtit, HO=EREE PAP THRIMZ R, ARIWE DT, HEEA R LRI ES.

=, mEREH

LR s e W RIEIRAAESN G =, WIAERE. i, Rk, %
& REAEREEL LIRS, Y RAEZREEZER, iR CO C&a M B T,
ZHUEF 6 B ULRIZE ST RIS, B INE . 15 U BUREIR 20612 N A] 18] 2R 5 T
Je AR R

2% A A AT IERATAIREIRSE (b, Bl RO DX T [ Sz U i S el sk 02 3, il
ENRKAEX 55 LB et Mo R AT R SRR AN A . BRI D DD RE A A
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RSB, MR, Y AR R ES R IR S, YRR
A ) R A O T

3K ERA
X 2 il ik Bty i SR, B o S JRICREL K T P B i L R 212 30
O ERREE E . A OEIR, A 0K,

OREAOERES T, WA OEEKEE, s PAH B 2 IR0 E G
Ko
7 A oy P = ] R A 8 v T DA R A L ) L A 51 0 2 T 3

m\ yﬁﬁ
VSD &9 PAH [{iR7 REEAE TR IIF AR, —BHBURA, W AR R 2540677 500
FAS R AR A AL B

LA NIFARIBST

NFITFARIGITIERAEFEERIUE X T24))L VSD & PAH, IR0 ) 2 AN ™
o, NMEREERHZAMIRTT 6 AN H, PAP RIKEIEW TR, SURMKE IEHES)ILAER,
OHERE R, REREF RiGIT. 2 LA EJLE L sSPAP KFARZIBKILAE LK —F, mPAP
>25mmHg, ¥JRNATHANBTFARIGIT[50]. K 2010 ke RI[51VSD 697 ik Wk

50

5. E[8] R T AR IR IE MR

TR EGE 7K
& NAIE

BB TOIIER,  Tor™ E Ao, ik
HFARBIT
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Tl ARAEAR,  AHAEAE 5 S 5% 10 /e 0 25 BE A Ar UE S »

| C
Mg F ARG
BEE ARG DN 2R s, NI BEFARBIT IOa C
2 [ B SR A0 A S 1) 3 2 ik e e 2 5 5 200 B ko o PR AN 4
ITa C

H NPT ARG TT

= B Rk G B S, O/ Qs> 1.5, izl ik & ) A EH
JI<AAPEH) 213(ERFRIRDS, SRR A 7Kk 30 BB v Ma C
JTIR)E, BEIEFFARIGIT

£S, BZEBNEIIK Sa02 FREEAEFARIGIT Ma c

AN, AT, T A A E Ak
TGN IR 52, R ST AR T

Ma C

2. #ERIT

2 WA — T\ S R A O AR Il 3 ik i s VR T o

. HiJE[50, 52-56]

JAE VSD A ES I RAT LI OHRE . RERIEU LG Z, EAETE 30
ZHWET.. VSD & PAH FARBRGHERAEERR, FR/MKE IF, 2 ZULFEIL
ARJGH ARG IES, FI@W PAH B)LBIEHR T4EJE 6 MHZE 2 S5, 2 80l k
HLEFEEE PAH THT A E €. 1840 VSD 188 AEsh A 3T, BCR A IR0
AN 79, AR IEAHE » X T EE PAH B, AT AAIT G AT ARG, RJE%%
SRR 26T, AT RN T, HME KNG, ES BH OMKABEAS 14, 5
AN 10 FEAEAER G2 61%  40% 1 256%, AT HAth CHD 1 IPAH. FIAZE T (1 5 R
Bt DEThResEss. AFEHA R T AR RIE, 5 ASETIN 80% .

B=TT B E ARG ISk R

PDA &% W, CHD 2 —, %5 CHD f] 15% ~20%, A <1000g {57 )LH PDA %k
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R ETIA 80%[57-59], wEZ WL, BLbFlZy 1:3. PDA SRR A PAH, Hitfgifus,
THZE KA PDA &3, HANEIGRYY, W5l & ES M kFARIS, HEf k4.

— BKSE AR A I K R

PDA #3% PAH KIGRIIE R T VSD fl ASD, WIHRASLHEIIAA, BRIl N RN 7
PDA 4k, JLFXIRI 38 PAP JHis, ES KAFATIL 50%. M1 PDA GBIRFUALERE, 15
BT ARIAIT, FEPAH L) E R AR

— BIKSE AR A IR R A R R L)

PDA 5|2 PAH L 58 70 CHD #H[F, BARHLEI Wi, 5 ASD 1 VSD A
(¥172, PDA 35 JE 1R WCAH 118 2 &7 SRR AR W S 70 10 4 433, WO A 1L 5 0w 5K, PAH
RABIRIEE R, thAh, (EZh 1R PAH W1, BT 200 RGuaT S I BN, B S I L
DI ERI . MIEHEAE R EECD, $E /0D REBWT I T A8 A O3 o

=, mARERIR

I R IR T T2 BN K ZE I B0 ik 3 L B K/ Je e 16 9 PAH . PAH B35 I R REAR L
W, W BEoE,. AR 270, GEPREEY, JFHARAERKEAN R ihEhkeE
O HSRETHE, P R A, AT R, AR A e, AT T B U
R, BRI AE TR R A AN OSSP A2 87 JkIIZ% & (Graham Steell 4%
B o MRERE MY, FFrTHO A AT

M. B E
Lo MRERIUON A S s iR E A = AEE; PAP BB RE, Son/. A s
K BRI 24O IEEAE ST R .

2JMER X 2 W IWOHHER, 2HEEIRL . AOEHGE, ORI R TS K
AEBIK S IGTE, IBIAKBIRE, ishkr S8, i 7eii. X 2@ ol WA ]“5%

A LENE X PDA &I PAH B R sl B2 WiAE L — € R BRE, X L izl
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JiK -5 = BRI HE HE LR B R R € i v it R [60] T3 b, 32 T TIAIRL B (52,
A LB AR XE e eSS 2 PDA IR/NNIERS . MV EAIESE, SR AT 225 3t & i) 1)
IR S22 B = IO St ISl Bk B it s 22 K i TR 2255 075 9k, REE S 1 e B2
Wr PAH, JF il IEE U5 PDA 173 Jtid B v 553 3l k5 i s Bk T e 4 39 8 K s Z2 Ay 5k i A
R 22 A DA S ok WA 4 s A 5 s o

ACT fof HEH PAP UL ERNKIE 17Tl 7 O sl B A A 70 i 511 2K M 5
Wiz, 1 CT aEAZM TN, HHE=4EHEEE, FERRD. MRS R TR,

5.0 MR Tahik S FEabid s n] LUE 2 Bon PDA R S& 4%, k8 42 Az 90°
G5 RABIIKSE B T80 2848, 607 B R RETE 48 B i al oK 22 4 £f FE & 100°~
110°8 % A TR 30001k 15°~20°K B ff it 545

6.5 [61] Mty Wik, AL E R AR LTRSS PAH A1k,
FLI N T BRPE B ZE AN A ZE S Ik S S AT Re - AR RO e 2R, H T2 B ] PDA 38847
R MR, 0 SERE Qp/Qs>1.5. Sa02>90%, Al HE/T R IE. 2%
H LB E ) sPAP T REHE 30% NEEAIRTR, HA NN N, WE )G sPAP BTk
MPAP [#Mk 20% 5% 30mmHg LA I, PVR FF&, TMEshlkE M Sa02 & FRek BF, H
LT B, WHHATKAE S W PAP JHE B SR T R, B LB DT
XAE AU T PR 4 By SIS B S7 RIS (Bl b b s, IFXPREARFE ;s X TR e 1tk B 5
PAP LAz ft. HE LA RN, Sa02 & CO Jo FF&E#E, M LMEN, fif R H PAH 4
W) Z5NE T 5 FRAT £

f. WE

H B 1% 7C PDA 5 JFEE PAH A8 NJRTT I ol s KU RIPIRE VAT T4 3L, (A
RORA Nl . BT HAFRHERHERIRAEA G —, FrUFARELLT i, A HRER
AT NIBIT IR I8 PVR BUsE DAL IR S -

SBUUT RS R OB AR SRk i) ik i


http://guide.medlive.cn/
http://guide.medlive.cn/

A RO (complex congenital heart disease, CCHD) 245/ VSD, ASD,
PDA FIifia) kAR 7= 555 DLET B CHD 2 AMRZb WA RO MG TE, 8 ARG P 2
TAAZ, e R0 IBCRE. FENBKPEL. RSN, O O, etk s, I
ke LRSI Bl p. B0, IE KSR Bk S sk, 204 CHD
1 30% . ¥&RABAEIEMBNMIRKAE, CCHD nl /3 Mty 2 AL, fiifyg /b AL, i i A
=38, PAH — L Jiii 3 2 8 CCHD. X+ CCHD &4, Titit HEAMRFARIGIT,
PAH 15 5750 B S ke e PEVE A

—. ImARRA
53¢ PAH ] CCHD 4. e thp EMskin; @Kk T: @M ML K
L E; @TCHRBI KR (78 R Rk & F VSD st PDA; GXAt, ik E=XH M

(Taussing-Ping Wi )« EENKE . 2k B,

= REATERR R

CCHD KZ & B R Z AK-FAR-fii i, SE5 ML PAH, KA, AEE— AR
SUAETEME PAH, JFEHTHEME . Wil PAP ST alGlB I RIG3FA R 77, K R BBLA] 43 it sl
FIAVEIML. PAH FRERR 50K AR-Ili it e sk A 5 R A 54k, 18 5%
AR MRS 15745 B VIR [63-65].

=, mEREH
CCHD &7 PAH FJl R 2 SILHR o 0o JE M - B LIRS 3 27 5 S PAH T2,
AR RFE A KIITOER . 8 IR AR ON . AR TEAIM R TR R . .
WP R | 2 BREEREIR, 224 LRIONMEFEINAE, KK FHIBZ. 51H % CHD A F, CCHD
3 PAH SRR — R R R

M. RS

1% 5

A CHD Ji s, B2, RUAERIL, UELILZ W, BT HMmHsh 777 Ak
K i S2 45 AL, AEAE R4l LED Y BL™ 5 PAH.
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RN Y R
EAE SGARIGIR R 5. o] WO AT IX AT, i sn, IR 2 g5 2-4 A= i
PR, IRshikEs 3% rudk. I IlshBiom: X nl a J A7 ok I 4%, =R n] i) Ko IS 4e 1 A4

Ho 5 ES MR, B3 ER A IR R .

3.H R A
X 25 FHAOFIE R, e 382, Ml ik Bo™ B s BRI C il sl Bk e 24K, A il
SUFRRER, O KA R . REWRHE O A AN FEHFE .

O KA FRESA OEIEE ST, AL SR,

A LB TR IO N IR Je PAH AER,  FFRTLT PAP.

4G
ZHMENE CT X ML W A2 Wie R =, (HANRE IR AL MLy s S5kt

OE MRIFTIEE 2 # B RS 5E i CHD @52 b, IR a] PR A O =i E. AR, 1)
R, JEEASERESME, B NEARMHAMER MRI bR = 5 R
FIEEAR . A7 S5 A7 O E AR T 7 v O T AE 8 255 [66] .

O MG R RS IR W R hn i, FTRA IS HE R Ca I3 e 172 S i s KO 7 1 0L

. BT

T S TE M HLIEAT SR T AT, SO R IIERNEST, 3BT AT SE
H, RUEFZATT, RN G PAH (I, Bie TR, 197
TR TR A A 1 P 2

1.3CFHRYT
BFEEE L IIRE . WA PUkE. XPAESCRRAITSE, FEANTRANGE KA. FIRAMEH]
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TRIERA D E AP A, JBFRIOVIE ST R, NEOKBAMBEARZE . b TR
RE W] AE B WA, R ZEL MBI N Sa02 4ERFAE 90% A b M)
T AL RO A R O R B .

2. FARIAIT

X TG IR K CCHD, —HRINAERE RVF&AF T REFAR, Bribk4 ™ E
PAH, Bo&FARFRNHAESE 1~3 MH. dE ES B a 5N R R 3E A7 SMHE 51
W, BRI WA IR, EE PAH B, sk (Banding R 2 HGEET
AR5, EHFBEIL. B4 U mE G PAH & $Auf U5 PAH (H H /T & F AR A
BANE G SLRIRG # . PRE PAH SR ME—AG RURIR YT T 5 O I 15 F AR B A% 4 7] 12
AN OB AR o

3 ALY
2 WA — T\ S R A OB AR Bl 3 ik i e VR 7 o

A~ BE

5 B B0k CHD 2, WARTH, XA D EUEE AR E M. a5 0
JE W T SRR EEANG ST IS HLE DI R (3R 6) o SRAipmimee, B4l LIANRH R G
ARELE, PHE PAH BTG R, RN R R AR TS A E.

R 6.9 WA IR S RO I AE SR i sh bk s s 1) 0 28 K Fifs - (A ES D

FE2y RAET
IR 2Tk FARITK i)
KT RIS [8]

BRAE RN
sEEtEE=E s = 3-12 4
UCG/RHC I B S T L3Q/g
b B4 /K H

Banding A&
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2
— b
fifi 5y 2-3/~ |VSD, il IE
KA KT Angio/RHC T TE M
ik ==K Bk — 4
ik
EsSGIBE]
#Eﬁ,
JC 7 [ B 5 = 3-12 4 JIHEEFR
Angio/RHC i DL I
TS K Banding A
HiE]
ToHfiZE K — %,
3-12 4 Bk T
Sk 5 Angio/RHC|  =/KF . fife S5 v e
VSD EPN
A FERH A BNk +
1-34
(Taussing-Ping Angio/RHC|  =/KF \VSD &4k — K
W7 ) Banding R
ESHELEES Jiti Bl ik 3-12 4 PEAMEER T
UCG/RHC RIF
il K IEENM A NIBTT
Ek T CT. MRI/ i 51 3-12 4 — A AR N
It
tr RHC ik Z K ]

SBRT BT AR SRR

PH "% 4T CHD AL R P A B, ROGE T AR, PRI M EER KL

fiE,

%K PAH[67].

RN E P B A2 352 5

o FAREIGFASMER (cardiopulmonarybypass, CPB) £ifk 45 &Ik N A
MRz A2, ET-1 45 M ALK 734 2,

PVR i,
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— RJE RN R = EfER

FERMEAAEIR IR 73 IR R PAH BEARJE ET-1 FERIER /KPR E 48h i h
(68,69]. XLEEH KL AH PVR 2T, M EFAREIDA CPB #m, REFH (<
30d) PAP = FIE®, FRONARJE&MNMEE (reactive pulmonaryhypertension, RPH)
[70]. RJ5 RPH PLESifiE &% (pulmonary hypertensioncrisis, PHC) & CHD AKJ5 &
WIH WO SORE AU TR 71,72 BEE T ARECRANG ST 7RI BGE, RPH A1 PHC A4
iy B\ AR 31% 2 _EEZS L +HEARR) 6.8%; [AINF, FET-E i 71% fF =
29% . JTAHRGE BoR B TE PH & PH B R OB R, KAEFRSHN 2% 0.7%, H5E
A = IR R £ Down's Z5AiE B A AT i o

=, IRRERI

RPH PAP 3, J™H& Al B O3, RIS IR, SR, K, 18

BERGIKGLEE, RERCD, WrisisEhikes —E Tk,

Wk ETt, ARG R R, T8 CO M Sa02 IR T FERTE.
—HMIL PHC, AR SRR, RI™ B0 BLiE1E. Sa02 T, Rk

MRE, ARBITERR R, UL BERA73]. Wrisizhikes — & ook, IR EZR.

PHC % PAP

by

I
®

1. LWikriE

ARG RPH %R mPAP225mmHg.

PHC PAP TRl i, I ARBNIKIE 77, s A RBIKE 71 MR CO M1 Sa02 W
AT
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2 ARAIEERER

(1) SR AR M2E) :>6m (TGAITAPVC/IPTA/IAAISV) , >1y

(CAVC/DORV) , >2y (VSD/PDA) , >4y (ASD) .

(2) WRARRIL PPRGERGEE D, HOIIRE GREIE) FIG #TdrEE R, Sa02<
9596 (IR U)o

(3) Bt E MEs X 2k Lfge D, ThsiikBIR

OB R, AOELE.

ALK DE L. RIVEACFXE 2, DA R ZE 73 i

fili NEIRKGE S Ik SO AR HATE, RRkE, BHMETE%E.

DEERE Pp/Ps>0.75, Qp/Qs<2, PVR>9woods, PWP<12mmHg[7]-

KRG

BAROSFERA RIS SRR AT T RN EEFE, HHTO0SERARIENGK
PEFIZEAFEDR, R B R 2 FIT ) T-BOkEfE mPAP. ARG HEE 2 ox/N JLANEL 7 23 i
OAMRHE S E %36 CHD TR Z TP THE74], QIR , XL =B
BIAF>8 70 L EBANEIL>6 AR AR GG AR, XER )RR S
HILRPH il PHC, AT OSERE . SOEBIIEIL, LSEREE<4 450
ITHMEIRIA R, 5-7 73 AT HAMRHE M HRE AT Il EAREARIAGAR, ESBIT R T k47 L2 1)
BORACEE, nREE OB KFA0, VSD A EAT BRI IFALIE RS . T 400 PAH #ELRA
J7 A PVR RREETRE, ARG T ARSI D S A AR 4RG> WL [75,76], O FEH
0455728 31 B LA BATIAFARIGIT . B0 BN R )L H T B4 S Fontan 7
W, EFEZRCTIER K PVR 2T AREINKHE, HooFEEr<4 7018 L4<6 > H ATk
YiMgE, >6 N AT1T BCPS FARE TCPC R, 5-7 40 i LEUVAT SRR 4 AR, A J5 5
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3BT 1K, MRIEHEVI 45 RIE R B 1T BCPS R TCPC R, >8 i L A%

& BCPS A& TCPC K.

m\ ?ﬁﬁ

AJ5 RPH Al PHC AL, B 7ENER 7. 1697 FEAFECF L. SR
BY IR AR .

T BONLAE P v M v s 1 SR B S

i i)

L SHI RN BRAR g ) L

O PR B 0 s KA ) 22 20 O IE R IO 3 K i
BE | 1EYE W |

Hh R I SR T I A P v 7

T 5 PRI 25

R IR SRR L it sk

T ) fi 5 it AN K B R R ik

& L1 L4 A L A 240 g bE A oL vy

TR 299 3 fiROHE. FEARME FEEA

1A 5K iiN=EE PN SR G i il
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1. SCFHAITY

(1) WHIRZER PSRRI PRI MBSO, 6 E R TR
6. PHC I ORBEE 0 5 K P A3 18] 22 70 Y ] 45— 70 o FlF L 2

(2) BFF. BUR. PSR RJE 2-3d WEIRFFEE XS 2, FENUOE T ER M
JSE K225 T R RASE B A S LA IS, S5 K JE BT 55 KJE R8Ik 47245 (0.5-2 ug
Ikg/h) TRREH REE L —

(3) HUBIE S PH & ARG HUMAE TR Z4EHF 48-72h, 18 M 4EHFIE 2 IE S
MRIFRE S, HbAGEE B Kol B, KM AT 5N UGE ~UH R it . S
AKIEJE (positive end expiratory pressure, PEEP) X4 &, BilbitiAsk k4 +o &
B, R BEE I 1 4~60m AKkE AR 1l 2 .

(4) BRAIIE R rh B — P (e A B Ui 7. HULMGB AR R, FRER b B ok
BB IMAE 2219 0 PVR. Ifl pH 1 <<7.31, PaCO2>53 mmHg, PVR ¥#hn 2 5Ll E. &
2, MBS E M pH {427.5, ATFFEEJLPVR, EXEERE, HUMGESNE, i pH
HRFW PVR A HER, 1MdE PaCO2. IfpK b rl il il Mk GEIKAEE 5% kIR A

BN 2milkgl/O 5 Kl pH E4ERFFE pH {H 7.45-7.55 2 [ LIR#{k PVR.

(5) EAEMAMEILS MAMEELA X PVR FR TARGEIABE J1, — e fr 1 40 bt

%5 35%-45% .

(6) IEMENUIZIScRe & IIRAK IR 2 CHD ARJ5 MR IIEMEZ Y, Hef
Pk AT RO EME . B EEEW 2-4h, (EXIHT. FABAFREM. KIkmah
EREWIEL, X PH AR OHEER, it LR B R s, g hnodess FEAK
PAP. L35 F1 LR LR FE &

2. Jii e 5K )

PRI L A RO IA L R AT I, CCB AN T ILRHR B Hofth L4t
RS YK N Z e ek RECNE (B WD ey, REE B, TR E1
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&, sz LB, MR CAME N —Za6IT 450 X TR ARG PAH, £
XA R A5 A1 R S PR I 5kR) R > B AL G IR B [77-82], X TIX R
YRYTEE Z BT B R AK83] , WA AL 8.

R 8T SN it e L A e s S B LS 8 5K 7

flEss AT
— %A 5-80 ppm USPN

30-80 ng/kg/min, g4-6h [EWN
CARTIETIEN

1-8 ng/kg/min ik
WA 2-4 mg/kg/d,q12h AR
7 4 AR 0.3-0.5 mg/kg/%, q4-6h =l
e AR E 0.2-0.3mg/kg/d, q12h mpil
JiRE 50-100 ug/kg/min ik
FRNEEE ERR 0.01-0.02 ug/kg/min,q4h ik
KTk 0.25-1 ug/kg/min Flik

3EEF I

X T AN K el R B B A e R D REAN 42 8L, ZEIEAE NOL MK T ZI R S5 2k
Sl R, A S AR R SR AR A LA 95K 50, 0 ET 243 7741 PDE-5 411l
FURE, A2 b A 7873 N TR AR B K Im e A MV 6 T LBk AR . 23k 5 i
I VSD &, BEIRHTAEAE - 73t 51 62 PR 78 ML AT A2 ot BEL 51 ) i I PH, - 544
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PVR #tn fEMI BTty ARJE USRI PH. T ORGSR B ARG, ARJET5ATRH]
PHEHTZIZR . NO S5 Tl fiL & 3 5K 75 o

BN ARIBIRKAERS) k=

BN PAH ZAHXT TASE RPH I &, XFEEFAMFERE PAH, RJ5EBEAT
PHC &4, {H PAP RE&MRIER, Zid—BB 5 PAH - E T H A /0 3 v hi:
Wo Bk, HIERE S EMERRYE PAH HAAELE, RiFRZ AARERFSNE PAH By AE. &)
it B S AR TE PAP SE B Z1EH ARG IR E PAH, WATRESARET PAH SXRAK, 1
& IPAH R, IR I, ASLRNARZ JiB &M PAH. X TR J5IEK PAH 4ifi 5t
5B, BRTIFEARE, STHSEEARE RPH ITELE, AILRIAA, BIRE 6 4 mPAP
i8R T 25mmHg fE A JFIE K PAH i E] S IREBC A& .

— KRR

ANEMERE AR JGIR R PAH KAER, A G R D R E R, [RIBES5HR IE
FARE PAH RAEFRN 2%-3%, VSD KRG PAH KARL) 2%, 4 &kFL ASD K k4
Y] 3%[2,64,84].

R (77 e it

IR CHD ARJRiB A= & T #EAZ, 5AKE RPH X HIET, BARMIHEEA
JE R BL (26 MH) » {H PAH k8RR BEFSATAE . AR FARTTA, w3 pf:

LEAHIEARE 8 CHD 4MEWRAE ARG PAH, FITEARERIZI]. JUASH BU LA 5 HIL
PAH, [RII BA FR 7l 5 MR ARAH G 1 5 B

2AREHERG ARG #.0 % 4T BCPS Al TCPC K5 .

= BRER


http://guide.medlive.cn/
http://guide.medlive.cn/

il ML PR Tl BE AN 25 R IR DA R BB RN TR R SR B R R . RSB K PAH R RE
HPRRHULIE . RAFARTTRENE . A0 5 U K S B st AT 0 25
Ko CHD B n AEIL AT IE M PAH AL Z A AR, RS IR 5 Do 04 0 7
OENEE S AR KIIREA A IR H L Tl ks S B P . 32 B AR AR
LR

LSRRI ER R R B, B, RIS B MF AR 4, 0] 3500
M8 B 3G N ad B S AN AN SR A AT 3 i i g ) RS RA PEEP 2UKI, PVR 1
I, AHH P PEEP AR Rl I GA K, PRI PVR, 38 240 B2 I8 R MR pH (3R w21
7.5, AFEKEILPVR.

2. 5 R RGN R BARAMASNANR], — LERRIFE 24 th w2 A B 77 . 30
0T SR T8 I R g, (8 R B ORI AN 2 B A i A R 3 4]

3. 5MSMEAHRIIRI R CPB W] ASI RS A P B Dh REZE AL, 3R /0 v

4. 5N NiITAHRIMN R SERIEA S SBUTMERY; T2k Tk, =5
R R, ERET AR L A B2 A, InEE PAH 1

lm\ ﬁ)ﬁ

WERZ, WWHEGEEE TART AN CCHD M1 ES #3%, 5 ES B BitA 120 a]
., PN 1.3 4.

fi BT

W

2 W5 — 55 )\ S R A O A S il 3 ik i e VR T o
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