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An essential accessory
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ABSTRACT

A young adult male was referred for a second opinion of
deranged liver biochemistry. He initially presented two
years prior with abdominal pain, lethargy and fevers due
to a segment two pyogenic liver abscess. He received
empirical antibiotic therapy to resolution. Computed
tomography for abscess follow-up revealed an intrahepatic
inferior vena cava thrombus. He was anti-coagulated with
warfarin. He was lupus anticoagulant positive and had

a highly positive beta-2 glycoprotein antibody on serial
measurement and was diagnosed with anti-phospholipid
syndrome. On current review, the patient had no clinical
stigmata of chronic liver disease. There were dilated veins
on the supraumbilical abdominal and chest walls. There
was mild hepatomegaly but no splenomegaly. Laboratory
investigations revealed mildly cholestatic liver function
tests with hyperbilirubinaemia (40pmol/L) but no liver
synthetic dysfunction. Serological screening did not reveal
any cause of chronic liver disease. The patient underwent : ) i
multiphase abdominal CT and formal hepatic venography. to thrombosis. The hepatic veins could not be
What is the diagnosis and describe the hepatic venous catheterised. IVC, inferior vena cava.

outflow?

QUESTION
A young adult male was referred for a second
opinion of deranged liver biochemistry. He

Figure 3 Cavogram of the patent IVC inferior
to the thrombosis.

initially presented 2 years prior with abdom-
inal pain, lethargy and fevers due to a segment
two pyogenic liver abscess. He received
empirical antibiotic therapy to resolution. CT
for abscess follow-up revealed an intrahepatic
inferior vena cava (IVC) thrombus. He was

Figure 1 Venous phase CT demonstrating
thrombus occluding the entire intrahepatic IVC.

The hepatic veins are not visualised however ant%coagulated Wi.t}.l warfarin. He was lupu's
a dilated accessory inferior right hepatic vein anticoagulant positive and had a highly posi-
(AIRHV) can be seen. IVC, inferior vena cava. tive beta-2 glycoprotein antibody on serial
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Figure 4 Selective catheterisation of the AIRHV with
angiography demonstrating near complete occlusion of the
right and middle hepatic vein ostia with aberrant intrahepatic
venous collaterals allowing hepatic venous outflow via the
AIHRV. Blue arrows denote direction of blood flow.

measurement and was diagnosed with antiphospholipid
syndrome (APS).

On current review, the patient had no peripheral clin-
ical stigmata of chronic liver disease. There were dilated
veins on the supraumbilical abdominal and chest walls.
There was mild hepatomegaly but no splenomegaly.
Laboratory investigations revealed mildly cholestatic liver
function tests with hyperbilirubinaemia (40 pmol/L) but
no liver synthetic dysfunction. Serological screening did
not reveal any cause of chronic liver disease. He did not
have antibodies to Echinoccoccus granulosus or IFasciola
hepatica.

The patient underwent multiphase abdominal CT and
formal hepatic venography (figures 1-6).

What is the diagnosis and describe the hepatic venous
outflow?

ANSWER

There is ongoing occlusive thrombus of the intrahepatic
IVC and the hepatic vein ostia in the context of APS
(figures 1-3). The main hepatic veins are not visualised;
however, a dilated accessory inferior right hepatic vein

Figure 5 Selective catheterisation of the AIRHV with further
demonstration of aberrant intrahepatic and extrahepatic
collaterals to allow for hepatic venous outflow.

Figure 6 Lateral angiographic view demonstrating
occluded IVC with collateralisation of paralumbar veins.

(AIRHV) is seen. Figure 2 is a cavogram of patent IVC
superior to the thrombosis. The hepatic veins could not
be catheterised.

Unusually in this case, there were no features of Budd-
Chiari syndrome (BCS). BCS is characterised by partial
or complete hepatic venous outflow obstruction, which
causes increased hepatic sinusoid pressure and hepato-
cyte hypoxia.! Patients may present acutely with abdom-
inal pain, ascites, hepatomegaly and liver failure, but can
occasionally be asymptomatic and present subsequently
with features of chronic liver disease.”

In this case, hepatic venous outflow was predominantly
via a dilated AIRHV, which drained directly into the IVC
below the thrombosis (figure 4). Aberrant collaterals
from the middle hepatic to the AIRHV were demon-
strated on venography (figures 4-5). Blood from the IVC
returns to the right atrium via collateralised paralumbar
and azygos veins (figure 3, figure 6). Accessory right
hepatic veins are present in 30% of patients® and in this
case, the accessory vein was an essential compensatory
vessel to allow hepatic venous outflow and avoid BCS.
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