Table 1 Patient characteristics

Sex

BW at Site of Hetero

interve shunt taxy

Age at

symptom

presentation

of CPSS

Age at

diagnosis

of CPSS

(years)

Symptoms

of PAH

Age at

diagnosis

of PAH

HPS

Age at

intervention

for CPSS

Method of

intervention

for CPSS

ntion

for

vessel

(years)

(years)

CPSS

(kg)

(years)

1

F

22.1

Renal

vein

+

3

6

Syncope

6.3

–
6.6

Coil

2

3

4

M

M

F

22.7

11.1

5.4

IVC

IVC

–
–
+

5.11

0

9.4

0

Vomiting

NS

5.11

1.1

–
+

+

9.5

1.11

0.4

Ligation

Division

Division

Renal

vein

0.1

0.1

Heart

murmur

0.1

5

6

F

F

24

IVC

IVC

–
–
0

0

0

0

Fetal

hydrops

7.1

6.6

+

–
8.3

6.9

Division

18.5

NS

Hemi-closure

BW, body weight; CPSS, congenital port-systemic shunt; PAH, pulmonary artery hypertension; HPS, hepato-

pulmonary syndrome; IVC, inferior vena cava; NS, newborn screening
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Table 2 PAH-specific therapy

At intervention for CPSS

At present

ERA, PDE5i

1

2

ERA, PDE5i

ERA, PDE5i, PGI2
ERA, PDE5i, PGI2
ERA, PDE5i, PGI2
3

4

5

6

ERA, PDE5i, PGI2
ERA, PDE5i, PGI2
ERA, PDE5i

ERA, PDE5i, PGI2
ERA, PDE5i

ERA, PDE5i

PAH, pulmonary arterial hypertension; ERA, endothelin receptor antagonist; PDE5i,
phosphodiesterase type 5 inhibitor; PGI , prostacyclin
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Table 3 Cardiac catheter data before and latest after intervention for shunt

MPAP

PVR index

PVR/SVR

CI

(mmHg)

(wood U ⋅ m

2)

(L/min/m2)

Before After Before After Before After Before After

1

44

31

55

32

-

10.92

2.98

2.72

1.53

1.12

5.72

10.92

1.12

2.85

14.7

7.65

-

0.65

0.43

0.32

0.5

0.90

0.49

-

4.03

7.05

6.62

7.19

12.5

3.32

12.5

4.03

6.84

3.20

3.27

-

2

3

32

4

5

18

15

23

24

55

15

24

2.05

3.09

3.60

14.7

2.05

3.60

0.14

0.28

0.30

0.90

0.14

0.30

3.90

4.21

3.61

4.21

3.20

3.61

25

0.28

0.36

0.65

0.28

0.40

6

28

Maximum

Minimum

Median

44

18

29.5

MPAP, mean pulmonary arterial pressure; PVR, pulmonary vascular resistance; SVR,

systemic vascular resistance; CI, cardiac index
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Table 4 Clinical course after intervention

Time after

intervention

(years)

Status of liver

Latest PAP (mmHg) after

intervention for CPSS

(systolic/diastolic/mean)

Medication at present

1

2

3

7

6

3

Good

Good

38/14/25

42/21/32

ERA/PDE5i

ERA/PDE5i/TRE

ERA/PDE5i/BER

Minor residual

shunt vessel (+)

eTRPG=60

by echocardiography

4

5

6

3

3

1

Good

Good

23/10/15

73/32/48

42/18/28

None

ERA/PDE5i/BER

ERA/PDE5i

Hemi-closure

PAP, pulmonary arterial pressure; ERA, endothelin receptor antagonist; PDE5i,
phosphodiesterase type 5 inhibitor; TRE, treprostinil; BER, beraprost; eTRPG,

estimated tricuspid regurgitation pressure gradient
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