Hepatic hydatid disease presenting as secondary
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Budd-Chiari syndrome
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DESCRIPTION

A 51-year-old man presented with a history of
vague abdominal pain and progressively increasing
abdominal distension. Abdominal examination
revealed hepatomegaly with a firm nodular liver
palpable below the costal margin with mild tender-
ness in the right hypochondriac region. General
examination revealed no pedal oedema, ascites or
jaundice. No significant history or drug history was
elicited.

Imaging work up included a transabdominal
ultrasound scan performed elsewhere which
showed a multilocular cystic lesion in the right lobe
of the liver with coarsened hepatic echotexture and
surface nodularity. Serology was positive for
hydatid disease.

Contrast-enhanced CT scan (CECT) of the
abdomen performed at our centre revealed a large
multilocular cystic lesion in the right lobe of the
liver with enhancing walls and daughter cysts
within (figure 1), with extrahepatic extension into
the gastrohepatic ligament and transdiaphragmatic
extension into the middle mediastinum through the
bare area of the liver (figure 2). The lesion was
noted to cause extrinsic compression of the retro-
hepatic inferior vena cava (IVC) so that the right
and middle hepatic veins were not visible (figures 3
and 4). Volume redistribution, surface nodularity
and altered parenchymal enhancement of the liver
were also noted (figure 5). There was also omental
fat stranding with mild ascites (figures 4 and 5).
Based on the clinical presentation and imaging find-
ings, a diagnosis of hepatic hydatid cyst causing sec-
ondary Budd-Chiari syndrome was made. The
patient was advised surgery, but refused further

Axial contrast-enhanced section of the liver
showing a large multilocular cystic lesion in the right
lobe of the liver with enhancing walls and daughter cysts
(star) within.

Figure 1

treatment due to financial constraints. The patient
was started on long-term albendazole and anticoa-
gulation, and was advised follow-up after
3 months. On 3-month follow-up, he had signifi-
cant relief of symptoms.

Hydatid disease, endemic to the tropics is caused
by multiple species of the parasite Echinococcus,
most commonly by E. granulosus." Budd-Chiari

Figure 2 Axial contrast-enhanced CT section showing a
transdiaphragmatic mediastinal extension of the lesion
(arrows) through the bare area of the liver.

Figure 3 Sagittal contrast-enhanced CT section of the
abdomen showing extrinsic compression of the
retrohepatic (arrows) by the hepatic lesion.
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Figure 4 Sagittal contrast-enhanced section of the abdomen showing
the lesion with mediastinal component (*), omental fat stranding (star)
and ascites (arrow).

Figure 5 Axial contrast-enhanced CT section showing volume
redistribution, surface nodularity and altered parenchymal enhancement
of the liver.

Learning points

» Hepatic hydatid disease can rarely present with symptoms of
chronic parenchymal liver disease secondary to Budd-Chiari
syndrome.

» Budd-Chiari syndrome in hydatid disease is caused by
extrinsic compression of the hepatic veins and/or inferior
vena cava by the cyst, and also due to venous thrombosis
secondary to inflammatory response elicited against the cyst
contents.

» Ultrasonography with Colour Doppler can be used as an
initial screening tool in these patients; however,
cross-sectional imaging modalities such as
contrast-enhanced CT abdomen and MRI help in better
delineation of anatomy and surgical planning.

syndrome is described as extrinsic or intrinsic hepatic venous
outflow obstruction at the level of hepatic venules, large hepatic
veins, IVC or right atrium.?

The clinical presentation of hydatid disease can vary from
incidental findings to severe complications such as cyst rupture,
infection, portal hypertension, biliary communication, hollow
viscera perforation or haematogenous spread to other organs
such as the lungs, kidney and brain.’

However, hydatid cyst causing extrinsic compression of the
IVC and presenting as Budd-Chiari syndrome is rare, as obstruc-
tion of at least two main suprahepatic veins should be present
and the cysts should be considerably large and in appropriate
position to cause significant compression. Apart from mechan-
ical compression, inflammatory response to the cyst contents
leading to phlebitis and subsequent thrombosis also contributes
to the development of Budd-Chiari syndrome in hydatid
disease.”

Ultrasonography (USG) can be used as an initial screening
tool in these patients to assess the size and position of the cyst,
its relationship to the hepatic veins and IVC and to look for fea-
tures of Budd-Chiari syndrome such as caudate lobe enlarge-
ment, ascites, splenomegaly and non-visualisation, narrowing or
thrombosis of hepatic veins and IVC. Colour Doppler imaging
shows monophasic or absent flow within the hepatic veins, IVC
or both and intrahepatic collaterals." * Cross-sectional imaging
modalities such as CECT abdomen and MRI aid in better evalu-
ation of the hepatic parenchyma, hepatic veins and IVC along
with better delineation of the relationship of the cyst with these
vascular structures, thereby aiding in surgical planning.

Surgery is generally required for cases of secondary
Budd-Chiari syndrome due to hydatid cyst. However, venoplasty
with stenting has also been performed in these patients, with
good results. Medical management is wusually only
supplementary.’
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