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Abstract

A rare case of pseudo-Budd-Chiari Syndrome in a patient
with decompensated alcoholic liver disease is reported.
Although clinical and radiological findings suggested
Budd-Chiari Syndrome, the liver biopsy revealed
micronodular cirrhosis and absence of histological signs
of hepatic outflow obstruction.
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INTRODUCTION

Budd-Chiari Syndrome (BCS) is a rare, heterogeneous and
potentially lethal condition caused by obstruction of the
hepatic venous outflow tract', situated anywhere between
the small hepatic venules until the right atrium". In
Western countties, thrombosis from multiples causes is the
predominant factor in the etiology of BCS”. The correct
diagnosis is very important for the therapeutic approach.
Doppler ultrasound, computed tomography (CT) scan,
and magnetic resonance imaging (MRI) provide evidence
of hepatic vein (HV) thrombosis, with different specificity
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and sensitivity™*”.

Pseudo-BCS is a condition which until now has not
been well known. Only four reports were found in the
literature and all of these concerned patients with a
mechanical compression of the hepatic outflow due to an
enlarged liver and liver cirrhosis.

The diagnosis of pseudo-BCS is difficult, because
clinical and radiological findings are extremely similar to
BCS, making invasive methods necessary.

We report a case of presumed BCS in a patient with
alcoholic liver disease and emphasize the importance of
the differential diagnosis for the correct management of
these patients.

CASE REPORT

A 49-year-old female was admitted to our hospital with
a 6-mo history of abdominal pain, progressive ascites,
weight loss, anorexia and fatigue. There was no previ-
ous history of GI bleeding, surgery, hemotransfusions or
spontaneous abortion. Also, she denied the use of oral
contraceptives. Right up until admission day, she had con-
sumed excessive amounts of alcohol for over 8 years. On
physical examination we found mild jaundice, anemia, spi-
der nevi, palmar erythema, hepatomegaly of 16 cm below
the lower edge of the ribs, moderate ascites and edema.
A systolic ejection murmur at the abdominal right upper
quadrant was also found. Cardiac and pulmonary ausculta-
tion was normal. There was no jugular venous distention
or pulsatile liver. Laboratory results are listed in Table 1.

Spontaneous bacterial peritonitis was diagnosed
and treated. During endoscopy, three small esophageal
varices were found. Doppler ultrasound revealed gross
hepatomegaly 20 cm, with only a narrowed middle HV
visible and a tributary branch. Absence of flow in the
HV was reported. The CT-scan showed the massive
hepatomegaly with irregular distribution of contrast,
enlarged caudate lobe, and contrast hypercaptation at the
left hepatic lobe.

The possibility of hepatocarcinoma plus BCS was
considered. Serum viral markers were all negative and
a-fetoprotein level was normal (4.61 U/mL).

MRI examination suggested the diagnosis of BCS
due to patchy enhancement, absence of left and right
HV and a narrowed middle HV with two narrowed
tributary branches. An arterio-portal shunt was seen and
hepatocarcinoma was excluded (Figure 1).

The diagnosis of BCS was made with a high degree
of certainty by radiological exams. The search for hyper-
coagulable states was all negative.
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Figure 1 MRI in arterial phase showing a massive hepatomegaly with en-
larged caudate lobe and patchy enhancement of contrast. A branch of portal

vein is shown (arterio-portal shunt).
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Figure 2 Liver biopsy reveals perisinusoidal and pericellular fibrosis (Gomorij's
reticulin stain, original magnification x 100).

Due to the patient’s previous history and clinical
condition, a liver biopsy was performed in order to clarify
the extent of liver damage due to alcohol abuse as well as
venous occlusion.

The liver biopsy showed micronodular cirrhosis,
perisinusoidal and pericellular fibrosis (Figure 2). There
was neither pericentral congestion nor other histological
signs of hepatic outflow congestion and the use of
anticoagulant therapy was not indicated. The venography
was not performed due to the results of the liver biopsy.

The patient was discharged four weeks after admission
with improvement of her clinical condition and laboratory

results (Table 1).

DISCUSSION

BCS is a rare disease, varied in cause, presentation and
progression, with different diagnostic and therapeutic
approaches. The radiological methods are part of the
diagnostic work-up for BCS™,

The first-line test is Doppler ultrasound of the liver"!
that has a sensitivity of 87.5% in the diagnosis of BCS'.
The presence of a caudate vein equal or larger than 3
mm in diameter” or abnormalities in the flow of the HV
outflow tract are suggestive of BCSP.

MRI is the second-line test for BCS!". It permits
differentiation between all forms of BCS"'. Due to the
high cost and low availability of this test, MRI is only

Admission Discharge Normal

day day values
Hemoglobin (mg/dL) 9.7 11.0  12.0-16.0
Mean corpuscular volume (fL) 108.1 103 80.0-96.0
Leukocytes (/mm’) 21800 10100 4000-11000
Platelets (mil/mm?®) 306 250 140-360
Prothrombin time (s) 17.6 15.2 13
INR 1.52 1.2 1.0-1.4
Aspartate aminotransferase (U/L) 135 44 15-37
Alanin aminotransferase (U/L) 32.7 40 30-65
Gamma-GT (U/L) 907 312 5-85
Bilirubin (mg/dL) 2.73 14 0-1.0
Albumin (g/L) 24 36 34-50
Creatinine (mg/dL) 0.5 0.6 0.6-1.3
Alkaline fosfatase (U/L) 217 118 50-136

recommended when the diagnosis is not clear after
Doppler ultrasound'*'?.

A CT-scan may show an enlargement of the liver
(caudate lobe), with patchy enhancement after contrast;
but with indeterminate results due to false-positive in
50% of the cases”™”. Combination of the three techniques
in the appropriate clinical setting increases sensitivity to
80%-90%"".

In accordance with international guidelines, in BCS,
liver biopsy and venography of hepatic veins are indicated
when the diagnosis remains uncertain™'¥, The third-line
investigation is liver biopsy, which provides information
for important differential diagnoses'”. In current practice
venography is rarely considered necessary for establishing
a diagnosis and is carried out only when treatment is being
plannedm.

Clinical exams and radiological testing strongly
indicated that our patient was suffering from BCS. Due to
the radiological results during the clinical evolution, it was
no necessary to perform the venography. However, when
the possible causes of BCS in our patient were extensively
sought, by other means, all of them turned out to be
negative.

The hypothesis of hepatocarcinoma was made
due to the findings in the CT-scan. But this, too, was
excluded after the MRI showed an arterio-portal shunt.
It is well known that arterio-portal shunts can be present
in a cirrhotic liver and confuse the diagnosis with
hepatocarcinoma“S], as was the case in our patient.

Hypercoagulable states and thrombosis of other causes
represent more than 75% of the etiology in patients with
BCS"™. Other authors suggest that more than 85% of
idiopathic causes of BCS are due to myeloproliferative
disorders"*"",

One doubt in this case was the possibility that alcoholic
intake could have been the cause of this BCS or in some
way be associated with it. Two reports in the literature
show this rare association'>',

Shankel ez a/ in 1987 described a patient with BCS
and alcoholic liver disease. The patient presented both
inferior vena cava (IVC) and nephrotic syndromes. In
spite of the BCS diagnosis, absence of thrombus and
only a mechanical compression of the IVC was found at
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