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A Rare Case of Hepatic MALT Lymphoma with
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ABSTRACT Primary hepatic extranodal mucosa-associated lymphoid tissue (MALT) lymphoma is seen extremely rare compromising 0,016%
among non-Hodgkin lymphomas. Association of chronic inflammatory conditions or infectious processes mostly hepatitis B virus (HBV) infec-
tion has been reported by scarce number of case presentations. Whereas MALT lymphoma accompanied by echinococcus granulosus infection
was described only in one primary pulmonary lymphoma case. We herein present a primary hepatic MALT lymphoma case with both HBV car-
rier state and liver hydatid cyst history. A 86 years old male patient referred to our clinic with a sole liver mass and was diagnosed with primary
hepatic MALT lymphoma by core biopsy. Positron emission tomography detected increased uptake in the liver lesion without any other uptake
site. He was successfully treated with rituximab-chemotherapy, tenofovir and albendazole. By adding one more case to the literature we aimed
to emphasize the probable etiologic causative role of echinococcus infection in MALT lymphoma.
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Extranodal marginal zone lymphoma of mucosa-
associated lymphoid tissue (MALT) represents 7-8%
of all non-Hodgkin lymphomas (NHL) in western co-
untries. Sites of occurrence include mostly stomach,
infrequently salivary gland, lung, thyroid, ocular ad-
nexa, and skin.!> Whereas primary hepatic MALT
lymphoma is seen extremely rare compromising
0.016% within all NHLs and 2-4% among MALT
lymphomas.** MALT lymphomas have been asso-
ciated with chronic inflammatory conditions such as
an infectious or autoimmune process. The role of he-
patitis B virus (HBV), hepatitis C virus (HCV), non-
alcoholic steatohepatitis and alcoholic liver disease,
primary biliary cholangitis, also autoimmune hepati-
tis in development of hepatic MALT lymphoma was
highlighted with low number of cases.>® To the best
of our knowledge hepatic hydatid disease (HD) in pri-
mary hepatic MALT lymphoma has not been repor-
ted yet. Here we present a primary hepatic MALT

lymphoma case with HBV carrier state and history of
surgical procedure for liver cyst HD.

I CASE REPORT

A 86-year old male patient with an isolated liver mass
was examined by surgical oncologist with prelimi-
nary diagnosis of hepatocellular carcinoma or liver
metastasis and referred us after diagnosed with extra-
nodal marginal zone lymphoma by core biopsy. He
had a history of type 2 diabetes, hypertension, and
peripheral vascular disease. He also stated having an
operation for liver cyst HD about 20 years ago. Phys-
ical examination was unremarkable except for non-
pitting lower extremity edema and right-sided
subcostal incision scar. The routine clinical labora-
tory parameters were as follows: Complete blood
count, biochemistry results including liver and renal
function tests were within normal ranges. Erythrocyte
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sedimentation rate revealed with 70 mm/hour, beta-2
microglobulin level was 4.01 mcg/mL. Tumor mark-
ers such as CA19-9, AFP and CEA were unremark-
able. Patients serological tests was seronegative for
HCV and human immunodeficiency virus but was
seropositive for HBsAg, Anti-HBs, Anti-HBc IgG.
HBYV DNA was: 521 U/mL (1 IU/mL=4.5 copies/mL)
and HBe antigen was negative. The patient was con-
sidered as HBV carrier according to normal liver
function tests and absence of liver failure clinic fea-
tures. Indirect hemagglutination (IHA) test for cyst
hydatid was performed and found 1/2560 positive.

No malignant lesion was observed in esopha-
gogastroduodenoscopy and colonoscopy. Abdominal
ultrasonography (USG) showed a 4.5 cm hypoechoic
homogeneous mass in between segment 4 and 8. As
imagining magnetic resonance imaging (MRI) and
18F-fluorodeoxyglucose (FDG)-positron emission
tomography-computed tomography (PET-CT) were
performed. In the MRI a 44mm sized with T1 hypo in-
tensity and T2 hyper intensity round mass located in the
right anterior segment of liver was observed. PET-CT
revealed a sole 4 cm sized mass with high 18 F-FDG
uptake (SUVmax 6.1) in liver segment 8 (Figure 1).

Liver specimen obtained by percutaneous USG-
guided core biopsy showed that in the neoplastic area
there were 45-50% infiltration of small atypical
lymphoid cells with narrow cytoplasm and 10-15%
plasma cells monotypic for kappa. In the immuno-
histochemistry studies neoplastic lymphoid cells sho-
wed irregular nuclear contour with dense chromatin,
and moderately abundant pale cytoplasm, all of
which were supporting malignant lymphoma invol-
vement. These cells were CD20+, CD79A+, CD10-,
CD5-, BCL1-, BCL6- and BCL2+, were showing a
Ki-67 labeling index of 25%. Pancytokeratin staining
was negative in the neoplastic area. Non-tumoral pa-
renchymal liver tissue was consistent with normal
liver histological features without fibrosis. Based on
the immune-pathologic features and imagining stud-
ies, the patient was diagnosed with Ann Arbor stage
IE primary hepatic MALT lymphoma. The patient
was scheduled to receive rituximab, cyclophos-
phamide, vincristine and prednisolone (R-CVP)
chemotherapy. Standard doses were 25% reduced
considering patient’s older age. Oral tenofovir alafe-
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FIGURE 1: The magnetic resonance imagining shows a hypo intense in T1 and T2
and arterial enhancing mass lesion in the eight segment of liver (arrows). (b) The
PET CT shows hyper metabolic mass at the same location as MRI with maximum
standardized uptake value 6.1 (arrow).

PET-CT: Positron emission tomography-computed tomography; MRI: Magnetic re-
sonance imaging.

namide was started to prevent HBV reactivation. He
completed the treatment without complication and
achieved complete metabolic response which was
confirmed via PET-CT imaging. Owing to concerns
about possible drug interactions albendazole treat-
ment for HD was initiated after lymphoma treatment
completion. Three cycles of oral albendazole 400 mg
twice daily were given. Control IHA value was meas-
ured as the same level as before therapy. No mass in
favor of recurrence was detected in the USG at the
first year after chemo-immuno therapy. Informed
consent was obtained from the patient in this report.

I DISCUSSION

Primary hepatic extranodal MALT lymphoma is an
extremely rare subtype of MALT lymphomas.* Via
chronic antigenic stimulation; infections like Borre-
lia burgdorferi for skin, Helicobacter pylori for gas-
tric, Campylobacter jejuni for small intestine,
Chlamydophila psittaci for ocular adnexa and Achro-
mobacter xylosoxidans for lung and also longstand-
ing inflammation are important etiologic factors of
MALT lymphoma development.
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Primary hepatic MALT lymphoma pathogene-
sis is still unclear and given the rare incidence only
case reports and literature reviews provide limited
data.’® HBV virus and HCV infections, alcoholic
liver disease, non-alcoholic steatohepatitis, primary
biliary cholangitis (PBC) and autoimmune hepatitis
have been reported to be associated with hepatic
MALT lymphoma.>® Xie et al. reported the collec-
tive data of 47 primary hepatic MALT lymphoma
cases in the literature. In their report 26 of 47 patients
had concomitant liver diseases including HBV in 11,
HCV in 7, PBC in 2, hepatocellular carcinoma in 2
and other liver diseases in 4 patients.’ Our patient had
HBYV carrier state without active liver disease. Teno-
fovir alafenamide was started to prevent HBV reac-
tivation as the planned R-CVP therapy protocol
contained rituximab and prednisolone.

Our case had a history of surgery for liver cyst
HD presenting with a sole hepatic cystic lesion. Pos-
itivity of IHA test was supporting the past Echinococ-
cus infection. HD is an infection of the larval stages
of taeniid cestodes of the genus Echinococcus. Most
common sites of Echinococcal cysts are liver
(>65%) then lungs (20%). The diagnosis is made by
imagining studies and serological tests most com-
monly with IHA assay which detects antibodies
against Echinococcus granulosus.'° Even after surgi-
cal excision of the cyst or proper medication antibody
titer may remain positive for years.'' Hence, differ-
entiation of past inactive disease from present active
disease is challenging with existing serologic assays.
Based on this we gave 3 cycles of albendazole treat-
ment to our patient. However pre and post-therapy
IHA titers resulted with same levels.
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To our knowledge, only one case report repre-
senting MALT lymphoma and Echinococcosis is
present in the literature which is by Goya et al. re-
porting the co-occurrence of pulmonary hydatid cyst
and primary pulmonary MALT lymphoma.'> How-
ever primary hepatic MALT lymphoma with HD has
not been reported yet. In our case even if it is not pos-
sible to attribute Echinococcal infection as the sole
etiological reason of MALT lymphoma considering
the HBV coexistence, here we aimed to emphasize
the probable causative role of Echinococcal infection
in the development of primary hepatic MALT lym-
phoma.
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