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Use of angio-CT for evaluation of the intrahepatic portal vein in a case of
congenital absence of the portal vein (CAPV)
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Congenital absence of the portal vein (CAPV) is a rare abnormality in which the mesenteric
venous blood flow drains directly into the systemic circulation. Evaluation of the intrahepatic portal vein
is necessary for the correct diagnosis and proper therapy. The treatment can be closure of the shunt
vessel or liver transplantation. We report here the case of the one-year-old boy with CAPV. He was
referred to our clinic because of worsening hyperammonemia. We performed US, three-dimensional
CT, and angiography with occlusion test and concomitant angio-CT. The results showed the shunt vessel
communicating between the mesenteric vein and inferior vena cava and no intrahepatic portal vein
branch fed from the shunt vessel. He was diagnosed as CAPV Abernethy type 1. Angio-CT was especially
uselul to evaluate the presence of the intrahepatic portal vein. It could also help to reveal the collateral
veins outside the liver which had heen misdiagnosed as parts of intrahepatic portal branches by simple
angiographic imaging. We recommend to use angio-CT for the evaluation of intrahepatic portal venous
flow in CAPV patients.

Kevwords | Congenital absence of the portal vein, Angio-CT, Porto-caval shunt,
Intrahepatic portal vein, Occlusion test
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Table 1 Laboratory data on admission
TP 5.6g/de WBC 7200 /148
Alb 3.5g/1e RBC 463x10" /4
BUN 7 mg/de Hb 13.6g/d¢
Cre 0.19mg/de Hct 39.7%
T-Bil 1.2mg/de PIt 17.9x10° /4
D-Bil 0.3 mg/de PTs 18.5s
AST 68U/82 PT-INR 1.79
ALT 33U/2 APTT 49.4s
LDH  494U/¢ BGA (room air)
ALP  1463U/¢ pH 7.465
y-GTP  17U/8 PCO, 30.8torr
T-Chol 127 mg/d¢ PO, 91.8torr
ChE 188 U/£ HCO; 21.9mmol/2
BA  206.9umol/{ BE —0.4 mmol/£
NH, 91 pmol/de Sa0, 97.4%

Fig.1 Findings of CT

a: Contrast enhanced CT : porto-caval shunt
was revealed (arrow) .

b : Contrast enhanced CT : Residual umbilical
vein was detected. Gall bladder (asterisk) was
located in more lateral position than usual.

c: 3D-CT (volume rendering) : The superior
mesenteric vein (SMV) and splenic vein (SPV)
combine to form the porto-caval shunt, which
drains directly into the inferior vena cava
(IvC).
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Fig.2 Angiographic findings

a : Catheterization of IVC via femoral vein.

b : Cathelerization of the shunt vessel via
IVC.

¢ : The shunt vessel was occluded with a
9mm-diameter balloon (dotted arrow)
and contrasted. Some of the flow from
the vessel was surmised to drain toward
the liver (arrowheads) as if it was the
intrahepatic portal veins.
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Fig.3 Findings of angio-CT
The CT findings a, b and ¢ are matched with the level of the line on the angiographic finding d.
a, b : Vessels were recognized as nol being intrahepatic portal vein branches but collateral
vessels running outside the liver (arrows) .
¢ : IVC was contrasted without any enhancement of liver parenchyma (arrowhead) or hepatic
veins. Gall bladder (asterisk) was located in more lateral position than usual.
d : Indicator of the CT slices on the angiographic finding.
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