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Primary Rectal Lymphoma with Synchronous Liver Involvement: An

Extremely Rare Case Report

Abstract

Both primary rectal lymphoma (PRL) and primary hepatic lymphoma are rare entities, concomitant
NHL in rectum and liver is an extremely rare coincidence. Cases of primary colonic lymphoma
however can be found in literature. We report an extremely rare case of PRL with synchronous
liver involvement after obtaining written informed consent, with a review of available literature.
The case was provisionally diagnosed to be an adenocarcinoma of rectum with liver metastasis,
with final confirmation on immunohistochemistry. PRL with synchronous liver involvement
is an extremely rare coincidence. It is usually confused with more common adenocarcinoma of
rectum with liver metastasis posing diagnostic challenges. The optimal management of PRL has
never been validated through randomized trials. The treatment options include chemotherapy,
radiation, surgical treatment, or a combination of these. Chemotherapeutic agents of choice are the
cyclophosphamide, doxorubicin, vincristine, and prednisone regimen, with or without monoclonal

antibody rituximab.
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Introduction

Non-Hodgkin’s lymphomas (NHL) may
be nodal and extranodal; gastrointestinal
tract (GIT) is the most common site of
extranodal lymphoma.l!! Primary rectal
lymphoma (PRL) is the rarest disorder of
all primary gastrointestinal lymphomas,
accounting for 0.1%-0.6% of all colonic
malignancies and 0.05% of all primary
rectal  malignancies.”). . Primary  GIT
lymphoma occurs in the absence of evidence
of systemic disease, mimicking other more
common benign and malignant bowel
tumors, resulting in misguided provisional
diagnosis and late accurate diagnosis.
Immunodeficiency and inflammatory bowel
diseases have been cited as possible risk
factors, although the exact etiology remains
unknown.? The treatment is a multimodality
approach with combinations of surgery,
chemotherapy, and radiotherapy.

Case Report

We herein report a case of 66-year-old
female who presented to wus with
right upper abdominal pain for the last

3-4 months. She also complained of
weight loss and per-rectal bleeding.
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A palpable mass was identified in the
dentate line fixed to the rectal wall. The
superior border of the tumor could not be
reached. Physical examination revealed
hepatomegaly, palpable 3 cm below
the right costal margin. Her hemogram
revealed hemoglobin 7.6 g/dl; and liver
function tests were slightly deranged
with serum bilirubin 1.3 mg/dl, serum
glutamic-oxaloacetic transaminase 41 U/L
and serum glutamic-pyruvic transaminase
53 U/L. Kidney function tests were within
normal limits. Her serum carcinoembryonic
antigen and carbohydrate antigen (CA) 19-9
was normal. Other biochemical tests were
within normal limits. Contrast-enhanced
computed tomography (CECT) of the
abdomen and pelvis revealed multiple
hypodense to isodense lesions of variable
sizes in both lobes of liver with minimal
ascites [Figure 1]. Ultrasonography-guided
fine-needle  aspiration cytology from
liver showed malignant round-cell tumor,
possibility of NHL was suggested. Further
workup included CECT of neck and thorax
and bone marrow aspiration and biopsy.
CECT thorax revealed minimal right pleural
effusion. CECT neck revealed enlarged
retromandibular, upper cervical and jugular
lymph nodes (largest measuring 14 mm).
Punch biopsy of the rectal mass was taken.
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Figure 1: Contrast-enhanced computed tomography of (a) Pelvis showing
rectal mass, (b) Abdomen showing multiple hypodense lesions in liver
parenchyma, (c) Thorax showing pleural effusion, (d) head and neck
showing the normal architecture

Histopathology showed diffuse and extensive infiltration of
lamina propria and underlying tissue with sheats of round
cells with vesicular nuclei and ill-defined scanty cytoplasm
suggestive of a round-cell neoplasm. Immunohistochemical
staining showed that the tumor cells were positive for
CD20, MUM-1, BCL-6 and BCL-2 while negative for
CD3, CDI10, and cytokeratin (CK) [Figure 2]. The MIB
score was 70%. The diagnosis of diffuse large B-cell
lymphoma (DLBCL) was established.

Discussion

PRL is a rare extranodal lymphoma comprising 0.1%—0.5%
of all colorectal malignancies and 1.4% of all cases of
NHL.® Cecum is the most frequent location for primary
colonic lymphoma; in different series, the data on the
frequency in the rectum varies from 8.3% to 35%.54
Primary hepatic lymphoma is even rare, accounting for
<0.016% of all NHL.’! Concomitant NHL in rectum and
liver is an extremely rare coincidence; the present case,
to the best of our knowledge, is the first reported case of
synchronous rectal and hepatic lymphoma, although a
few cases of synchronous colonic and hepatic lymphoma
have been cited in the literature. It is very difficult to
differentiate  PRL based on clinical and radiological
findings from adenocarcinoma rectum with hepatic
metastasis.*”] PRL occur more often in conditions of
immunosuppression  (HIV  infection), inflammatory
bowel disease (ulcerative colitis), and following organ
transplantation.’)’ Men are affected twice as common as
women, with the mean age of 55 years at diagnosis. The
usual presentation is with abdominal pain, weight loss, and
changing bowel habits.

The diagnosis of primary colonic lymphoma is based on
five diagnostic criteria: no enlarged superficial lymph nodes
when the patient is first seen; chest radiographs without
obvious enlargement of the mediastinal nodes; the white

Figure 2: Histopathological and immunohistochemical examination of
rectal mass. On immunohistochemistry, it stained positive for CD20 and
negative for pan cytokeratin with mib score of 70%, favoring non-Hodgkin’s
lymphoma-diffuse large B-cell type

blood cell counts, both total and differential, are within
normal range and bone marrow biopsy is also normal; at
laparotomy only regional nodes are affected by disease;
and the liver and spleen seem free of tumor.®! Our case,
however, had lesion in the liver also.

The majority of patients with rectal lymphoma present with
nonspecific symptoms or negative rectal biopsy, which
often leads to misleading provisional diagnosis and delayed
accurate diagnosis with an advanced stage at presentation.
CT scan is helpful not only in suggesting diagnosis but also
in describing tumor extension and staging. Points favoring
the radiological diagnosis of lymphoma are CT appearance
of extensive abdominal lymphadenopathy, location at the
cecum, demarcation from the peri-colonic fat with no
invasion of surrounding viscera, concentric wall thickening
involving the full thickness of the bowel wall, and the
absence of desmoplastic reaction.[”? In more than half of the
patients, lymphoma is a bulky disease. The role of positron
emission tomography in the diagnosis and follow-up of
patients with colorectal lymphoma is yet to be established.

Pathological analysis of a biopsy remains the gold standard
for diagnosis of this disease. As colorectal lymphoma
originates from the submucosa, accurately obtaining a
biopsy sample is challenging, resulting in low pathological
positive rate. The most common histological subtype of
colorectal lymphoma is DLBCL; other may be follicular
lymphoma, Burkitt lymphoma, and Mantle cell lymphoma.
DLBCL cells generally express pan B cell markers such
as CD20, CD19, CD22, CD45 and CD79a; 70% of tumor
cells express BCL-6 protein; and 30%—60% express
CD10.”! In our case, the tumor cells were strongly positive
for CD20, MUM-1, BCL-6 and BCL-2 while negative for
CD3, CD10, and CK, with MIB score of 70%.

As there is only a low incidence of the disease, there have
been no prospective studies evaluating the relative benefits
of adjuvant chemotherapy, radiotherapy, surgery, or a
combination of treatments for PRL.I"" The treatment options
for colorectal DLBCL wusually involves chemotherapy,
radiation, surgical treatment, or a combination of these
modalities. Chemotherapeutic agents of choice are the
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cyclophosphamide, doxorubicin, vincristine, and prednisone
regimen, with or without monoclonal antibody rituximab.
Surgery may be of use in preventing complications such as
hemorrhage, obstruction, and perforation.
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