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Abstract

The Gastrointestinal (GI) tract is the most frequent site of extra-
nodal lymphoma involvement. Most GI lymphomas are non-Hodg-
kin’s mature B-cell lymphomas, being diffuse large B-cell lymphoma 
one of the most common histologic subtypes. About 7% of GI lym-
phomas are located in the colon, usually at the ileocecal valve, and 
may grow into the terminal ileum. Abdominal pain and weight loss 
are common presenting symptoms, although complications such as 
intestinal obstruction may occur. Abdominal CT scan and barium en-
ema are the most frequently used imaging tests for diagnosis, al-
though colonoscopy with biopsies is required to confirm the diagno-
sis. Treatment includes surgery and chemotherapy with or without 
rituximab.

Keywords: Primary colonic lymphoma; Diffuse large B-Cell Lympho-
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Case presentation

We present the case of an 86-year-old male patient who was 
being studied for asthenia, weight loss and anemia (Hb 6.2 g/
dL). Physical examination revealed a palpable mass in the right 
iliac fossa. Laboratory tests showed iron deficiency anemia, 
with no other alterations. In the total body Computed Tomog-
raphy (CT), asymmetric circumferential mural thickening of the 
cecum and terminal ileum was identified in a segment of ap-
proximately 14 cm, with neoplastic characteristics, associated 
with adenopathic conglomerate as well as small nodes in the 
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root of the mesentery with engorgement of the mesenteric 
vessels. Colonoscopy (Figure 1) showed a mamelonated friable 
lesion on the ileocecal valve, with central depression, which 
caused partial stenosis of the valve and prevented the endo-
scope from passing through it. On biopsy, it was a hard lesion 
with en bloc displacement. The result of the first biopsy was 
inconclusive due to insufficient sample, so a new colonoscopy 
with biopsies was requested. 
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Figure 1: Colonoscopy findings. Colonoscopy showed a mamel-
onated lesion on the ileocecal valve, friable to the rubbing of the 
endoscope, with central depression, which caused partial stenosis 
of the valve and prevented the endoscope from passing through it.

Figure 2: CT scan. a.b. CT scan showed marked thickening of the 
wall of the cecum and terminal ileum with ileocecal adenopathies 
of significant size and attenuation similar to the parietal thicken-
ing. Retrograde dilatation of small bowel loops with contrast hy-
perenhancement. c. Aneurysmal dilatation of the lumen of the 
terminal ileum. d. Moderate amount of pelvic free fluid.

Five days after the second colonoscopy, the patient came to 
the Emergency Department reporting abdominal pain, vomiting 
and absence of intestinal transit of more than 72 hours. Labo-
ratory tests showed leukocytosis with left shift and increased 
CRP. An abdominal X-ray showed dilatation of small bowel loops 
and an abdominopelvic CT scan (Figure 2) showed asymmetric 
and circumferential mural thickening of the cecum and terminal 
ileum, already known, which by the morphology of the aneurys-
mal dilatation of the lumen and the significant extent of involve-
ment suggested probable lymphomatous etiology. As new find-
ings in CT scan abundant amount of peritoneal ascites, greater 
parietal contrast uptake of the affected segment and retrograde 
dilatation of the ileum were identified, findings suggesting an 
incipient intestinal ischemic process. On suspicion of an intes-
tinal occlusion due to neoplasia of the terminal ileum-ileocecal 
valve with onset of intestinal distress, the patient underwent an 
emergency exploratory lapatorotomy. During the intervention, 

a very voluminous neoplasm of the ileocecal valve extending to 
the terminal ileum with significant induration and mesenteric 
edema was observed, which caused retrograde dilatation of 
the small intestine with congestive loops of the terminal ileum 
and moderate diffuse peritoneal ascites. A right hemicolectomy 
with extended resection to the terminal ileum (Figure 3) was 
performed. The patient's postoperative course was satisfactory. 

Figure 3: Intraoperative findings. (A). Bulky mass (Approx. 15 cm) 
at the ileocecal valve extending into the terminal ileum with mes-
enteric induration and edema. (B). Right hemicolectomy specimen 
with extended resection to the terminal ileum.

Figure 4: Hematoxylin-eosin staining. (A). 40x: At low magnifica-
tion, tumor infiltration of the entire thickness of the colonic wall 
can be observed. (B). 100x: Detail of the mucosa with residual 
glands. (C). 200x: Diffuse proliferation of lymphoid habitus. (D). 
400x: High magnification shows that the lesion was made up of 
large pleomorphic lymphocytes.

Figure 5: Immunohistochemical study. Tumor cellularity 
was positive in the immunohistochemical study for CD20 
and Bcl-2 in a diffuse and intense form and negative for CD3. 
The proliferation index (Ki-67) was 30%.
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The specimen anatomopathological exam revealed a Diffuse 
Large Cell B-Cell Lymphoma (DLBCL) affecting the entire wall 
thickness of the cecum, ascending proximal colon and ileum, 
with a maximum dimension of 16.8 cm, with free surgical mar-
gins and two lymph node metastases. Histological study (Figure 
4) showed a diffuse proliferation of large pleomorphic lympho-
cytes that infiltrate the entire thickness of the intestinal wall 
and obliterate the glandular architecture of the mucosa. The 
immunohistochemical study (Figure 5) was positive for CD20, 
Bcl-2, Bcl-6 and MUM1. Given this result, the patient was evalu-
ated by hematologists. The study was completed with PET-CT, in 
which no hypermetabolic lesions were observed at the level of 
the terminal ileum, cecum or in other locations; bone marrow 
biopsy, which ruled out the presence of malignant lesions, and 
bone marrow aspirate, which showed normal cellularity with 
correct representation and maturation of the three hematopoi-
etic series. Since this was a localized stage (T3N1M0B0 in the 
Paris TNMB staging system) with free surgical margins, treat-
ment was completed with 3 cycles of rituximab plus cyclophos-
phamide, doxorubicin, vincristine and prednisolone (R-CHOP) 
every 21 days.

Discussion

The Gastrointestinal (GI) tract is the most frequent site of 
extranodal lymphoma involvement. Most GI lymphomas are 
non-Hodgkin’s mature B-cell lymphomas, of which Mucosa-
Associated Lymphoid Tissue (MALT) and DLBCL are the most 
common histologic subtypes [1,2]. The most frequent site of 
primary GI lymphomas is the stomach, where approximately 
75% of lymphomas are located, followed by the small intestine 
(8.6%) and the colon (7%) [2,3]. Primary colonic lymphomas are 
rare and comprise about 0.2%-1.2% of all colonic malignancies. 
Colonic lymphomas are usually located near the ileocecal valve 
and grow into the terminal ileum [2-4], as seem to have ocurred 
in the present case. 

Although the etiology is unknown, some risk factors de-
scribed for colonic lymphoma are a history of previous lympho-
ma, previous treatments with radiotherapy or chemotherapy, 
immunosuppression, autoimmune diseases or some viral infec-
tions [5]. 

Clinical presentation of intestinal lymphomas is variable, be-
ing the abdominal pain the most common symptom (70%). Co-
lonic lymphomas may also present with weight loss (43%) or an 
abdominal mass (29%) while small bowel lymphomas usually 
associate symptoms of ileus, weight loss, bleeding, perforation 
or palpable mass [1,2,4]. Our patient initially presented with 
weight loss, palpable mass and anemia (probably due to intes-
tinal bleeding) and during the study was complicated by an in-
testinal obstruction that required emergent surgical treatment.

The most common imaging studies performed for the study 
of colonic lymphomas are CT scan and barium enema [2], which 
can show different radiological patterns: Bulky polypoid masses 
(mainly located at ileocecal valve), local infiltrative tumors with 
wall thickening and aneurysmal dilatation [3]. However, it is 
necessary to make the differential diagnosis between lympho-
mas and adenocarcinomas of the colon, for which colonoscopy 
and biopsy are required. Other studies such as peripheral blood 
smear, bone marrow biopsy and PET-CT are indicated to rule out 
systemic involvement and to stage the disease. In our patient, 
all these studies excluded the presence of systemic disease [6].

Histologically, DLBCL is characterized by medium to large 
lymphoid cells containing large round, oval or slightly irregular 
nuclei with vesicular nuclear chromatin, prominent nucleoli and 
an ample amount of basophilic cytoplasm, and show a moder-
ate to high proliferation index. In most cases, the predominant 
cells resemble large centroblasts or immunoblasts, although 
they may commonly coexist. DLBCL show positivity for BCL6 and 
are frequently CD10 and BCL2 positive [7]. 

Several different staging systems, such as Ann Arbor, Lu-
gano or the Paris staging system, a modification of the Tumor, 
Node, Metastases (TNM) staging system for epithelial tumors, 
have been used to stage primary GI lymphoma. To date, there 
is no consensus regarding the best staging system for GI DLBCL. 
Some studies have evaluated the value of these three different 
staging systems in predicting clinical outcomes in patients with 
primary GI lymphoma. These studies reported a superiority of 
the Paris system in predicting overall survival in these patients 
[8,9]. Hwang et al demonstrated the relevance of the T param-
eter in the Paris staging system as a promising prognostic fac-
tor in resected intestinal DLBCL, but this prognostic significance 
was evidenced only in univariate analysis [8]. Therefore, further 
large-scale studies are needed to confirm these findings. In 
our patient, the Paris staging system was employed, showing 
a stage T3N1M0B0 after completing the surgery and the exten-
sion study.

Although there is no consensus on the optimal treatment of 
gastrointestinal DLBCL, the most widely accepted management 
option is surgical resection followed by Chemotherapy (CHOP) 
or rituximab plus CHOP (R-CHOP) [5,6,8,10,11]. The indication 
for primary surgery is based on the high risk of complications 
(obstruction, perforation or bleeding) during chemotherapy. In 
addition, in some studies in patients with localized intestinal 
DLBCL, surgery plus chemotherapy was associated with a lower 
relapse rate than chemotherapy alone [10]. In the present case, 
the patient presented intestinal obstruction before definitive di-
agnosis, requiring emergent surgery. Once the diagnosis of DLB-
CL was obtained, treatment with three cycles of chemotherapy 
was completed. It was decided to administer this abbreviated 
chemotherapy regimen to reduce chemotherapy-related tox-
icities because it was a localized stage with negative resection 
margins, despite being a bulky disease. Rituximab was added 
to the CHOP regimen in our patient, despite the fact that sev-
eral studies have shown no improvement in survival in patients 
treated with R- CHOP compared to those treated with CHOP [8]. 

The prognosis of localized colonic lymphoma treated with 
surgical excision and chemotherapy is good according to the 
results of some studies [4,5,10,11]. A prospective non-random-
ized trial that included patients with stage I/II GI DLBCL who 
received primary surgical resection followed by CHOP chemo-
therapy demonstrated favorable outcomes with a 5-year dis-
ease-free survival rate of 83% [11]. 
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