1130-0108/2013/105/6/360-362
REvisTAa EspaNoLa DE ENFERMEDADES DIGESTIVAS
CopyRIGHT © 2013 ARAN Ebiciongs, S. L.

Rev Esp EnrerM DiG (Madrid
Vol. 105, N.2 6, pp. 360-362, 2013

CLINICAL NOTES

Budd-Chiari syndrome secondary to inflammatory pseudotumor
of the liver: Report of a case with a 10-year follow-up
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ABSTRACT

Inflammatory pseudotumor (IPT) of the liver is a rare benign
tumor of unknown origin, it has the appearance of a malignant
tumor but has a benign histology and clinical course. We report a
case of a 63-year-old man diagnosed of IPT of the liver and followed
for 10 years. During the clinical course, he developed a secondary
Budd-Chiari syndrome, with a successful response to a transjugular
intrahepatic portosystemic shunt over a 5-year follow-up period.

Key words: Budd-Chiari syndrome. Inflammatory pseudotumor.
transjugular intrahepatic portal-systemic shunt.

INTRODUCTION

Inflammatory pseudotumors (IPTs) are rare benign lesions
that occurs throughout the body (1,2). Histologically, these
lesions are composed of a fibrous stroma and chronic inflam-
matory infiltrate (1,3,4). Clinically, IPT presents as a progres-
sive space-occupying mass which may be found at different
locations. The lung is the most frequently affected organ (3,5).
Prognosis is generally good, but despite being a benign lesion
histologically, there are some cases of aggressive behaviour
and local invasion. Hepatic IPTs are uncommon lesions
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accompanied by abdominal pain and mass effect. In these
cases, a differential diagnosis of hepatocarcinoma or chol-
angiocarcinoma by radioimaging techniques is an important
diagnostic challenge (3,6-8). It was first described, in 1953,
by Pack and Baker (2). Since then, more than 200 cases have
been reported, in most of them with spontaneous resolution
after medical (antibiotics or steroids) or surgical treatment.
The association of IPT of the liver and Budd-Chiari syndrome
is exceptional and, as far as we are aware, no previous cases
have been described in the literature.

The Budd-Chiari syndrome is a clinical condition
caused by hepatic venous outflow obstruction (9) and may
present as acute, subacute or chronic liver disease. Its eti-
ology is associated with acquired and inherited hyperco-
agulation states, neoplastic and infectious processes, or
space-occupying hepatic lesions. Management of patients
with the Budd-Chiari syndrome remains complex despite a
variety of treatments for ensuring hepatic venous drainage
and preventing postsinusoidal portal hypertension (9-11).

We here report the case of a 63-year-old man diagnosed
of hepatic IPT who developed a secondary Budd-Chiari
syndrome successfully treated with a transjugular intrahe-
patic portal-systemic shunt.

CASE REPORT

A 63-year-old asymptomatic man was referred to our
department in July 2001 because of hepatomegaly (4 cm
below the costal margin at the expense of the right lobe)
and dissociated cholestasis (serum alkaline phosphatase
873 TU/L and gamma-glutamyl transpeptidase 637 IU/L)
found incidentally at routine laboratory tests. Other inves-
tigations including antinuclear (ANA), antimitochondrial
(AMA), anti-smooth muscle (ASMA) and anti-liver-kidney
microsome (LKM) antibodies, porphyria testing, cerulo-
plasmin, iron profile, alpha-fetoprotein, beta2-microglob-
ulin, carcinoembryonic antigen, hepatitis B virus (HV),
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hepatitis C virus (HCV) and human immunodeficiency
virus (HIV) serological tests, and screening for prothrom-
botic diathesis were negative or under normal limits. In the
study of immunoglobulins, highlight an IgG of 1,900 mg/dl
(690-1,400) in connection with monoclonal gammapathy
without evidence of myeloma after bone marrow study. An
abdominal ultrasound study was unrevealing. The abdomi-
nal computed tomography (CT) scan was suggestive of
a poorly-defined, hypodense subdiaphragmatic lesion in
segments VIII and IV at both sides of the middle suprahe-
patic vein. The hepatic magnetic resonance imaging (RMI)
revealed two lesions, 3 X 3 cm and 3 X 2 cm in diameter
in segments I'V-VIII and II-11I, respectively, on the middle
suprahepatic vein and displacement of the right suprahe-
patic vein (Figs. 1 and 2). Intravascular thrombosis or other
lesions in the extrahepatic biliary tree were not observed.
It also revealed splenomegaly and left liver lobe hypo-
plasia. A tentative diagnosis of cholangiocarcinoma and
less probable of hepatocarcinoma in a non-cirrhotic liver
was established. A fine needle aspiration biopsy was dis-
carded and the patient underwent a diagnostic laparotomy
with curative intent. A cystic-appearance mass was found
and a core biopsy was obtained. Intraoperative histological
examination revealed a fibro-inflammatory process, with
presence of lymphoid aggregates, evidence of vascular
hyalinization in the absence of microorganisms and atypia,
compatible with a PIT of the liver. Because the lesion did
not meet criteria of malignancy and considering the high
associated morbidity and mortality, resection of the lesion
was not performed. The patient was treated with antibiotics
and steroids without response.

In January 20006, five years after the diagnosis of hepatic
IPT, the patient presented an episode of self-limited upper
gastrointestinal bleeding followed by fever, asthenia and
anorexia. Physical examination revealed mucocutaneous
slight jaundice, bradypsychia, flapping tremor, hepatomeg-
aly and ascites. Laboratory tests showed serum hemoglobin

Fig. 1. Hepatic MRI showing a mass 3 x 3 cm in diameter in segments
111l corresponding to the liver IPT.
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9.1 g/dL, hematocrit 26.3%, mean corpuscular volume 95,
platelets 116,000/mm?, total bilirubin 4.3 mg/dL (conjugated
bilirubin 3.8 mg/dL), aspartate aminotransferase 56 TU/L,
alanine aminotransferase 106 IU/L, gamma-glutamy] trans-
peptidase 335 IU/L, alkaline phosphatase 700 IU/L, Gamma
30.7% (10.5-19.5%), leukocytes 7,700 and 800 lympho-
cytes. Ascitic fluid analysis showed 900 cells/mm?* (poly-
morphonuclear count > 250 cells/mm?), albumin 0.5, total
protein 0.6 g/dL, SAAG > 1.1 and negative culture. The
patient was diagnosed of spontaneous bacterial peritonitis
and successfully treated with a third-generation cephalo-
sporin. Gastroscopy revealed esophageal varices grade
II-1IT and treatment with beta-blockers was indicated. The
abdominal MRI showed chronic liver disease data and how
the intrahepatic inferior vena cava was compressed and
collapsed by the IPT. A diagnosis of subacute Budd-Chiari
syndrome secondary to IPT was established. Treatment
with transjugular intrahepatic portosystemic shunt (TIPS)
by using self-expanding 10 mm Wallstent was performed,
and prompt clinical improvement with resolution of ascites
was achieved. The TIPS required no further revisions
and was normally patent 5 years after its insertion.

DISCUSSION

The etiology of IPT of the liver remains unclear, although
autoimmune disorders (sclerosing cholangitis, autoimmune
pancreatitis) or infections (Papillon-Lefevre syndrome,
HBYV and virus Epstein-Barr infection) have been suggested
as causes (12-14). Clinical manifestations may vary from
asymptomatic forms to nonspecific symptoms, including
fever, abdominal pain or weight loss (4). Our patient pre-
sented with an asymptomatic clinical course during the first
5 years of the disease followed by nonspecific symptoms,
such as fever, asthenia and anorexia. Conventional radio-
imaging studies, including abdominal ultrasound examina-

Fig. 2. Hepatic MRI showing a mass 3 x 2 cm in diameter in segments VI
and VIl entrapping the middle suprahepatic vein and displacing the right
suprahepatic vein without signs of intravascular thrombosis.
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tion, CT and RMI are used for the diagnosis of IPT of the
liver (5,7,8). In our patient, CT findings were inconclusive
but the two liver masses were identified with MRI. Also,
because these tumors were not observed in a cirrhotic liver,
the presence of hepatocarcinoma was reasonably excluded
but given the similarity with other malignant conditions,
such as cholangiocarcinoma, and the nonspecific radiologi-
cal pattern, a diagnostic laparotomy with curative intent
was decided (1-6,12,15).

Hepatic IPT are histologically characterized by a fibrous-
inflammatory pattern with localized fibrosis proliferation
and leukocyte and plasma cells infiltration in the absence of
microorganisms proved by tissue culture and atypia. Three
histological types of IPT of the liver have been reported:
hyaline sclerosis (the pattern described in our patient),
plasma cell granuloma and xantogranuloma (2-4).

Most of the cases of IPT reported in the literature
showed spontaneous resolution or regression after medical
treatment with antibiotic and/or anti-inflammatory drugs.
In case of compressive symptoms, surgical excision is the
treatment of choice (15). Our patient did not respond to
medical treatment with antibiotics or steroids and during
the clinical course developed a Budd-Chiari syndrome sec-
ondary to compression caused by the IPT. The Budd-Chiari
syndrome was successfully controlled with TIPS, and the
clinical outcome has been satisfactory during a prolonged
follow-up period of 5 years.

By the moment our patient developed a Budd-Chiari
syndrome, he shows jaundice, esplenomegaly, thrombocy-
topenia, caudate lobe hypertrophy and complicated portal
hypertension (variceal bleeding, ascites) as signs of bio-
logical liver cirrhosis.

It is known that chronically the histological liver dam-
age of Budd-Chiari syndrome may progress to cirrhosis
characterized by centrilobular fibrosis and regenerative
nodules (16). Liver biopsy was dismissed as clinical,
laboratory, radiological and endoscopic data revealed the
presence of liver cirrhosis.

In spontaneous bacterial peritonitis, there is a direct cor-
relation between endogenous antimicrobial activity (opsonins
activity) and proteins concentration in the ascitic fluid (17). So
patients with ascitic fluid proteins below 1 g/dL, as showed
our patient, are predisposed to spontaneous bacterial perito-
nitis (18,19).

In summary, the case here reported illustrates that hepat-
ic IPT is a rare tumor of benign nature with a long-term
favourable prognosis but not without potentially serious
complications. This is the first report of a patient with IPT
of the liver that presented with a secondary Budd-Chiari
syndrome, which was successfully treated with TIPS.
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