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1 1
3 PAp 90/50(76) mmHg,Rp:15.1 O2 8.1 m2,Qp/Qs 1.2 ICR
PAB HOT sildenafil,bosentan PAB ICR HOT,2

PAp 55/23(40),Rp:7.2 02 4.7

2 “out of proportion

VSD PAP 54 mmHg Rp 7.1
27 VSD AVSD
ASD, VSD

2 PAH,ASD( ),PAPVR @ )
MPA/A0=90/104mmHg,Qp/Qs=0.5,Rp=18U/m? ASD
(2mg/kg/day), (4mg/kg/day),
(2u g/kg/day) 3 HOT 1
(2 ) MPA/A0=64/75mmHg,Qp/Qs=0.67,Rp=6.45U/m
Qp/Qs=1.12,Rp=2.11U/m? +NO Qp/Qs=3.14,Rp=1.77 U/m?
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PH ASD PDA
PH 25mmHg 20mmHg
3.0m/s PH
PH ASD32/298 (10.7%) PDA11/48 (22.9%) PH ASD 16/27  (59%)
12 5/27 (19%) PDA 7/11  (64%) 12 1711 (9%)
PH
5 TGAIII 1
TGAIlI BT 3 8 ) VSD
(Pp/Ps=1.0 Qp/Qs=1.5 Rp=6.1) 5 2 )
65 4 ) PGI2
HOT (Pp/Ps=0.36 Rp=1.1)
6
PH 6
VSD AVSD 4 ASD 2 AVSD VSD
PH 2 ASD1 PH
ERA, PDESI, PGI2 3 ASD
PH ICR
7 TCPC
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BDG 1 9

IVC 1 11 2
TCPC
8
(CPSVS)
CPSVS 19
10 9 55+ 6.1 (1  -18
PH 8 2 4
3 PH
PH

9 Congenital extrahepatic portosystemic shunt

6
(PH) IVC CT
PH HOT (bosentan, tadarafil)
10 2
-5
2
11 Fontan

)

PVR

(PH)

PGI2

3

2

7.92, 3.93, 2.63

PH

PH

11
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11

PAVF
11
12 CNP (NPR-B)
13
SUGEN/Hypoxia
PAH
14

4
PAVF
7

NPR-B

GFP

PAH

VEGFR blocker SUGEN

SpO,

SpO,

75
10
94

SpO,

75%

PAH
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113

2 11 CVv
2
15 PTE DVT
3)
8 PTE DVT
PF4 HIT
16
IST PH
21 , ASD,PAPVC Eisenmenger
17 (CTEPH) 13
*
8 9 2
DVT
16
PGI2
18 (Rp) 21 trisomy  Fontan

9 21 trisomy smallRV ~ CAVSD

(HIT)

(IST)

PH
CT IST
21 MRI/CT IST
21.4 (15.3-30.1) mm/m2

IST

PH

sildenafil

2 Fontan 6
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Rp4.0U m? CVP 13mmHg Qs 1.5 L/min/m? SaO2 90%

ACE | sildenafil 1 4 20U m?
11mmHg 2.3 L/min/m? 92%
19 bosentan sildenafil Glenn
1
11 30mmHg Rp4.7u  Glenn
sildenafil  bosentan 1 6 mPAp 13mmHg
Glenn
20 ( ) MAPCA (UF)
1

1 2 MAPCA 8
UF/palliativeRVOTR 2 MAPCA
5 PH MAPCA

MAPCA

21 Scimitar

1 4

Scimitar
Scimitar
22 1
30
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(TR) (PH)

SpO, 50-100 24,600/mm? PCR CAM+PIPC
5 TR PH
50,000 100,000/mm?
23
5 4
Sp02 1
24
( PDA )
4 ASD2 VSD1 AVSD1 PDA+MS1
Qp/Qs 1.8 1.9 2.6 5.4Wood
1
25
CLD
49
CLD 1 1 epoprostenol 2 sildenafil
0.3 136 1 3

5

7
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epoprostenol

26
4 MS ( 5mmHg),PH 4
supersystemic PH , NO Pp/Ps0.8,Rp9.3W U,LAP13mmHg,MS
9mmHg.NO20ppm Pp/Ps0.4,Rp2.2,LAP17,MS 12 PH NO
,PH  supersystemic NO
,MS 20 , NO ,PH
PH NO ,MS
27
16 MSR 5 mPAP 28mmHg 16 Hanmock AR
mPAP54mmHg PVRI1I0U m*> MVR AVR 19
mPAP47mmHg PVRI7U m?  ambrisentan 7 mPAP38mmHg PVRI4.7U m?
28 IPAH epoprostenol
13 IPAH(meanPAp 62mmHg) tadalafil bosentan epoprostenol (33 ng / kg/min)
meanPAp 54mmHg. 10 IPAH(meanPAp 63mmHg) sildenafil  bosentan
epoprostenol(47ng/kg/min)  meanPAp 49mmHg. 2 epoprostenol
29 IPAH/HPAH
PAH PGI2 ( F B) ERA(E) PDE5 (P)
- 2008 4 25 10

2013 2 |




12 3 9
/ / 7/5/5 F5
5 2 1 3
30 IPAH/HPAH
PH (TT) (CT) IPAH/HPAH
Rp mPAP TT
CT ( ) IPAH/HPAH mPAP
31 IPAH/HPAH
IPAH/HPAH 7 PAH
ASD 4
40.3+ 4.2mmHg 26.7+ 4.0 10.3+ 1.6Wood
32 PGI2 IPAH/HPAH
EPO 12
9.1 EPO 2.0 1.0-4.8
M g/kg BOS 4.1mg/kg SIL 1.5mg/kg 3 1
BNP 211/37 6 353/461 EPO 2.8 0.2-6.5
1 I/HPAH

EPO

33

B3

TT

fc

P3 El
11/17

TT

68.3+ 9.8

BPS 1.7
EPO /1
11(6)/111(6)
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12 10

Tmax T1/2 Cmax Tmax T1/2
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