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Background: Primary cecal appendix lymphoma is extremely rare and
belongs to the group of lymphomas of mucosa-associated lymphoid tissue
(MALT). They are primarily diagnosed after patients undergo surgery for a
condition resembling acute appendicitis. Histopathological examination of
the surgical specimen is essential for a definitive diagnosis. We present the

case of a healthy 53-year-old man, with no prior chronic illnesses, in whom a
tumor was identified in the distal ileum during a screening colonoscopy.
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OPEN

ucosa-associated lymphoid tissue (MALT)
Mlymphomas are a rare subtype of non-

Hodgkin lymphomas, accounting for
approximately 10% of all cases [2]. The
gastrointestinal (GI) tract is the most frequently
affected extranodal site, representing 30%—45% of
MALT lymphoma cases [3]. Among GI locations, the
stomach is the most commonly involved, accounting
for 60%—75% [6]. In contrast, MALT lymphomas in
the remainder of the GI tract are uncommon, occurring
in only 1%-4% of cases. Primary lymphoma of the
appendix is particularly rare, with a reported incidence
of just 0.015% [5]. We present the case of a middle-
aged male with no significant medical history,
diagnosed with primary MALT lymphoma of the
appendix.

ACCESS

Case report

A 53-year-old male, with no previous history
of chronic disease, underwent elective right
hemicolectomy including 15 cm of distal ileum. The
patient was asymptomatic at the time but was referred
for surgery following a screening colonoscopy that
identified a mass in the terminal ileum, initially
reported as a hemangioma on biopsy.

Intraoperatively, the mass was observed to
extend from the terminal ileum to the cecum. The
cecal appendix appeared thickened and indurated.
Macroscopic examination of the surgical specimen
revealed marked wall thickening of the appendix.

Histopathological analysis reported tissue
compatible with MALT lymphoma, with uninvolved
surgical margins. Lymphoma infiltration was noted in
3 out of 7 pericecal lymph nodes.

Immunohistochemistry confirmed the
diagnosis of extranodal marginal zone B-cell
lymphoma of MALT type, with positive CD19
expression. The patient was referred to oncology for
further management and staging.

Discussion

There is limited information available
regarding primary lymphomas of the cecal appendix,
with most of the literature consisting of case reports
[1]. Appendiceal lymphomas typically present with a
clinical picture resembling acute appendicitis, most
commonly in the sixth decade of life, and primarily
affect males [5]. Less frequent symptoms may include
weight loss, gastrointestinal bleeding, intussusception,
and approximately one-third of patients may present
with B symptoms [4,6].

Risk factors associated with MALT
lymphomas  include  chronic  infections  or
inflammatory  conditions such as Helicobacter

pylori, Campylobacter jejuni, HIV, and autoimmune
diseases [1]. The most common histological subtypes
in MALT-type lymphomas are marginal zone B-cell
lymphoma and diffuse large B-cell lymphoma
(DLBCL) [6,9]. These lymphomas are frequently
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Figure 1. Surgical specimen consisting of the terminal ileum, cecal
appendix, and cecum. The appendix appears tumor-like with
rough, white walls. "Image courtesy of Dr. F.J. Guzman Garcia".

diagnosed at advanced stages during presentations of
acute abdominal pain.

Definitive  diagnosis is  based on
histopathological and immunohistochemical studies,
which typically show positivity for pan-B-cell antigens
(CD19 and CD20) and cyclin D1 [3]. The treatment of
choice includes surgical resection followed by
adjuvant chemotherapy with the R-CHOP regimen
(rituximab, cyclophosphamide, doxorubicin,
vincristine, and prednisone) [4,9].

In our case, the patient underwent a screening
colonoscopy, which allowed for early detection and
elective surgical management. This likely prevented
emergency surgery and potential complications such
as bowel obstruction, gastrointestinal bleeding,
intestinal perforation, and prolonged hospitalization.
The World Health Organization recommends
screening colonoscopy starting at age 50 for average-
risk individuals and at age 40 for those at increased
risk. Screening is generally not recommended in
individuals over 75 years of age [7].

Conclusion

MALT-type lymphoma is a rare neoplasm,
and its primary manifestation in the appendix is even
more uncommon. The appendix is affected in only
0.05% of all gastrointestinal neoplasms [8], with
primary appendiceal lymphomas accounting for just
0.015% of all cases [5]. Due to its variable clinical
presentation, diagnosis is often confirmed only after
surgical intervention and subsequent histopathological
and immunohistochemical examination of the
specimen [10].

Screening procedures such as colonoscopy
play a crucial role in the early detection or prevention
of disease, leading to better outcomes and improved
patient survival.
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