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ABSTRACT

Primary hepatic Burkitt’s lymphoma (PHBL) is rarely seen in adults. Here we reported a case presenting with hepa-
tomegaly and diagnosed as PHBL and also reviewed the literature.
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1. Introduction

Primary hepatic lymphoma (PHL) is rare in adults. Diag-
nosis is not easy in the majority of these cases. Generally
there is an important delay in the diagnosis of this entity
and in some cases PHL can be diagnosed at autopsy. This
is a disease of middle aged men and median age is 50
years. The most common presenting symptoms are ab-
dominal pain, fatigue and constitutional symptoms. Phy-
sical examination shows hepatomegaly and jaundice in
the majority of the cases [1,2].

Burkitt’s lymphoma (BL) is the most common subtype
of non-Hodgkin’s lymphoma (NHL) in children and
accounts about 50% of the cases, however in adults it is
seen in 2% - 3% of the cases with NHL. PHBL in adults
is seen very rare and most of the cases have been repor-
ted in cases with human immunodeficiency virus (HIV)
infection. Here we reported a PHBL in an immuno-
competent woman and reviewed the literature.

2. Case Report

A 31-year-old woman admitted to the Department of
Surgery due to right upper quadrant pain radiating to the
right shoulder. She had weight loss in recent weeks.
Physical examination showed pallor, hepatomegaly and
tenderness on the right upper quadrant.

Past medical history of the patient was unremarkable.

Patient was evaluated for hepatomegaly. Ultrasono-
graphically there was mass lesion with mixed echo pat-
tern in the liver. Abdominal magnetic resonance imaging
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(MRI) showed multiloculated cystic lesions with solid
components filling the left and right anterior segments of
the liver.The lesion was measured as 20 x 10 cm. diameter.
PET CT showed a giant mass with 16 cm diameter in the
left lobe and caudate lobe of the liver (SUV max 32)
(Figure 1). Laboratory: Hb 10.1 g/dl, Hct: 31.7% WBC
count: 14.1 x 10°/L, platelet count: 865 x 10°/L, total
protein/albumin: 6/3.4 g/dl, total/direct bilirubine: 0.92/
0.28 mg/dl, AST/ALT: 65/65 U, Alkaline phosphatase:
369 U (N: 5-240), glucose: 118 mg/dl, Ca: 8.6 mg/dl,
Na/K: 142/3.6 mEq/L. Liver biopsy was done but tissue
sample was non-diagnostic and reported as “dissemi-
nated necrotic-inflammatory focuses in the liver”. The
differentiation could not be made between inflammation
and neoplasia in biopsy sample. Repeated MRI showed

Figure 1. PET CT showing a giant mass with 16 cm diame-
ter (SUV max 32) in the left lobe and caudate lobe of the
liver.
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progression in the mass and laparotomy was done. Com-
plete tumor resection with left hepatectomy and caudate
lobectomy were peformed (Figure 2). Histopathological
examination of this specimen was compatible with BL.
In resection specimen, there was diffuse infiltration of
medium to large sized cells with few admixed small
lymphocytes in the liver. Many mitotic figures and starry
sky macrophages were observed. Immunohystochemically
(Figure 3); CD20 was found to be positive, CD3 was
negative and proliferation index by ki-67 was almost
100%. EBER-RNA by in situ hybridisation was found to
be negative.

Patient was diagnosed as BL with high risk fetaures.
Four courses of alternating CODOX-M x IVAC (CODOX:
cyclophosphamide 800 mg/m” IV D1, 200 mg/m* D2-5,
doxorubicine 40 mg/m® IV D1, vincristine 1.5 mg/m” IV
DI1+8, cytosine arabinoside 70 mg intrathecal D1+3,
methotrexate 1200 mg/m” IV D10 one hour infusion and
5500 mg/m* D10 23 hours infusion with leucovorine
rescue. IVAC: etoposide 60 mg /m* IV D1-5, ifosfamide
1500 mg/m*> D1-5, cytosine arabinoside 2900 mg/m’
D1-4, methotrexate 12 mg D intrathecal) regimen was
given. Although septic episodes developed during che-
motherapy, complete remission was found at control PET
CT and she is in good health after three years. Her liver

Figure 2. Resection material taken from left hepatectomy
and caudate lobectomy.
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function tests are normal and she gained 10 kilograms.

3. Discussion

PHL is a rare entity accounting 0.4% of all extranodal
lymphomas [3]. This rare disease has some interesting
points both in diagnosis and management [2]. Classically
PHL presents as solitary nodule or multifocal hepatic
masses. It has been suggested that, PHL must be con-
sidered in cases with primary hepatic tumor in an immu-
nocompromised case and in the absence of elevation of
the serum tumor markers such as alpha feto protein (AFP)
and carcinoembryonic antigen (CEA). Additionally, this
entity must be considered in a case with hepatic mass or
masses in the peresence of increased serum LDH, liver
enzymes and beta 2 microglobulin activity, [2,4]. Median
age is 50 [2]. It has been reported that hepatic lymphoma
is the second most common neoplasia after Kaposi
Sarcoma in cases with HIV infection [5]. Right upper
quadrant pain and hepatomegaly are the two most fre-
quently seen symptom and finding, respectively. Acute
liver failure may be the presenting feature and diagnosis
is generally confirmed at autopsy in these cases. Severe
hypoglycemia and lactic acidosis may be seen and are
due to the diffuse liver infiltration [6,7]. Generally these
cases have unfavorable histologic subtypes and majority
have B cell phenotype [2,4,5,7-9]. Radiologic images are
variable, PHL may be seen as the single lesion or small
innumerable intrahepatic masses or diffuse hepatic infil-
tration [2,5].

PHBL accounts for about 3% of the PHLs in adults
[4,5,10,11]. Symptoms of the cases with PHBL are ab-
dominal pain, distension, nausea, vomiting, fever, weight
loss, jaundice, diarrhea and encephalopathy in some
cases. Imaging criteria are not specific as mentioned in
PHL and similar imaging features have been reported.
Definitive diagnosis requires liver biopsy. However
percutaneous liver biopsy may be non diagnostic in some
cases as seen in our case [12-14]. EBV is detected in less
than 20% of the cases with sporadic BL, so some cases
with PHBL have EBV. AIDS related lymphomas include
essentially primary CNS lymphomas, primary effusion
lymphomas and plasmablastic lymphomas and also
PHBL. Most of the AIDS related lymphomas belong to
one of three categories of high grade B cell lymphomas,
BL, centroblastic lymphomas and immunoblastic lym-
phomas [15]. HCV and/or HBV may be seen in some
cases [5,14,16-18].

In adults PHBL has been reported in 7 cases. Five of
these cases died in a short term after diagnosis. Table 1
shows some clinical presentation, laboratory findings and
imaging properties of these cases. As seen in table, age
range was between 20 and 82 the most frequent
symptoms were abdominal pain. HIV was found to be
positive in 3 of them and LDH was very high in all of
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Table 1. Primary hepatic Burkitt’slymphoma cases—literaturereview.
Number Age Gender Presentation HCV HBV EBV HIV LDH AST ALT CRP Lesion Chemotherapy Survival Ref
1 75 M Hepatictumor, o\ 4 H  H H Solitary CHOP 8days [16]
ascites
B symptom, .
2 32 M hepatomegaly, -  + +  + H H Multiple — pAcOD  15days  [5]
) : innumerable
jaundice
3 47 M NA Combined CT 2 months [4]
4 8 F Abdominal 0y H H H Multiple COPPx3  4months [17]
distension hypodense
Right upper _ B . CHOP HD Mtx
5 20 M quadrant pain + H H Multiple IT Mix 1 year+ [14]
Weight loss, .
6 40 F generalized + H Multiple CHO Exitus  [12]
hypovascular
edema
ALF, massive Multiol Ara-C 10
7 60 M HM,abdominal — -+ ¥ H H H | vuaiiple Rituximab [13]
innumerable months+
tenderness Dexamethason
8 66 F ALF 2 days  [6]
9 Richt upper Rituximab + 10
presented 32 F gnt uppel - - - - H H H Multiple ~ CODOX-M
quadrant pain months+
case IVAC

Abbreviations: F: female; M: male; H: high; NA: not assessed; EBV: Epstein Barr virus; HIV: human immunodeficiency virus; CHOP: cyclophosphamide-
doxorubicine-vincristine-prednisolone; m BACOD: methotrexate, bleomycin, doxorubicin, vincrisitin, dexamethason; CT: chemotherapy; COPP: cyclophos-
phamide-doxorubicine-procarbazin-prednisolone; HD: high dose; Mtx: methotrexate; IT: intrathecal; Ara-C: cytosine arabinoside; CODOX-M: cyclophos-

phamide-doxorubicin-vincristine-methotrexate-ifosfamide-cytosine arabinoside.

them and this is an important marker for aggressive
behavior and high tumor burden [5,12,13]. All the cases,
except one, had multiple hepatic lesions. Combination
chemotherapy was given to all cases but only 2 cases
lived 10 and 12+months. The critical points are early dia-
gnosis of this entity and also the treatment with agg-
ressive multiagent chemotherapy like CODOX-M x IVAC,
Hyper CVAD MTX as soon as possible. Very high cure
rates and long term survial are possible with intensive
chemotherapy regimens.

Our case has some interesting properties; she was
immunocompetent young female, initial biopsy samples
did not reveal the diagnosis and she required operative
biopsy. Percutaneous liver biopsy was nondiagnostic due
to severe necrosis. Complete remission and relatively
long term remission was achieved by surgery and
agressive chemotherapy. The place of surgery in the
management of this disease is not clear but aggressive
combination chemotherapy is necessary.
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