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Abstract

We report a case of colorectal involvement by a mantle cell 
lymphoma (MCL) that had been considered before as inflammatory 
bowel disease. Diagnosis of low-grade MCL can be difficult, and 
here we highlight the importance of thorough histopathological 
examination in case of supposed inflammatory bowel disease that 
does not react to therapy. (Acta gastroenterol. belg., 2021, 84, 125-
127).
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Introduction

Gastrointestinal (GI) lymphomas are rare and 
constitute 5% of all non-Hodgkin lymphomas. 10 to 20% 
of theses lymphomas are located in the colorectum. They 
represent < 0,1% of colorectal malignancies (1).

Colorectal lymphomas are usually diagnosed at an 
advanced stage and the prognosis is poor. Symptoms 
and endoscopic findings can be aspecific or suggest 
inflammatory bowel disease (IBD), rendering early 
diagnosis difficult and frequently leading to misdiagnosis.

Case report

A 72-year-old man, followed since many years for 
a thrombocytopenia of unknown origin, consulted a 
gastroenterologist after a positive faecal occult blood 
test. After questioning, the patient noticed watery stools 
two weeks prior to the consultation.

Clinical examination did not present any particularity. 
Biologic examination showed iron deficiency anaemia, 
known thrombocytopenia, normal liver and renal 
functions and discretely increased lactate dehydrogenase 
(LDH) and gamma globulin chain levels. Colonoscopy 
revealed an erythematous, friable, bleeding on contact 
mucosa in the rectum, the sigmoid, the left colon, the 
caecum, the ileocaecal valve and the terminal ileum 
(Fig. 1). Initial biopsies showed aspecific chronic in-
flammation. Since inflammatory bowel disease was 
suspected, budesonide and mesalazine treatment was 
immediately started. 

At colonoscopy 6 weeks later, mucosa was still friable 
and bleeding on contact. Another set of biopsies was 
taken. Histopathological examination revealed a diffuse 
monotonous lymphocytic infiltrate (Fig. 2A). Numerous 
small lymphocytes expressed CD20, Bcl-2 and cyclin 
D1 (Fig. 2B-D) whereas immunohistochemical staining 

for CD5, CD10, CD23 and Bcl-6 remained negative. 
Proliferation fraction was estimated 10-15% based on 
Ki-67 immunohistochemistry. A diagnosis of mantle cell 
lymphoma, classic variant was proposed.
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Figure 1. — Erythematous, friable, bleeding on contact mucosa 
observed at colonoscopy. (A) Left colon, (B) sigmoid, (C) 
caecum and (D) rectum.

Figure 2. — (A) Diffuse monotonous lymphocytic infiltrate 
observed at haematoxylin-eosin (HE) staining. Lymphocytes 
were positive at immunohistological staining for (B) CD20, (C) 
Bcl-2 and (D) cyclin-D1.
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MCL can present with a characteristic endoscopic 
image when it involves the colon, known as multiple 
lymphomatous polyposis, described as a large segment of 
colon covered by a lot of small polyps (10). Nevertheless, 
this image is variable and usually symptoms are un-
specific : abdominal pain, melena, bloody stools, 
diarrhoea and/or epigastric pain. At endoscopy diagnosis 
can be easier if the involvement appears as a bulky 
mass. More often, however, the mucosa is normal or 
oedematous and, comforted by the clinic, it can mimic 
an IBD. Moreover, biopsies can appear normal at first 
sight if a lymphoma is not suspected. In consequence, 
studies have shown that in a quarter of cases of MCL, 
there is a macroscopic involvement of the colon and 
in 84% of cases, there is a microscopic involvement of 
macroscopically normal appearing mucosa (9).

IBD includes Crohn’s disease (CD), UC and IBD-
unclassified when the differential diagnosis remains 
unclear after surgery and histopathological examination 
of the surgical specimen. MCL is able to mimic IBD 
and few such cases have been reported so far (11-14). 
A study comparing CD with primary lymphomas of the 
colon did not reveal significant differences with regard to 
sex, weight and height. The CD patients were, however, 
significantly younger than the lymphoma patients in 
terms of age of onset (32.0 +/- 9.9 years vs 52.8 +/- 16.3 
years). Concerning symptoms, there was no significant 
difference with regard to nausea, vomiting, fever, weight 
loss and pain. Diarrhoea was more frequent, in terms of 
incidence, frequency and volume, in CD than in colonic 
lymphoma. At endoscopy, ulcers from lymphoma were 
more irregular. The incidence of abdominal masses 
was higher in lymphoma. Laboratory data showed that 
increased lactate dehydrogenase and beta-globulin levels 
were in favour of a lymphoma (15).

A single center study showed that in patients with 
known MCL there is no clinical impact of GI involvement 
on the clinical course and no GI complications occurred 
during chemotherapy, arguing against a routine GI 
assessment in patients diagnosed with MCL (16).

There is no commonly accepted standard therapy for 
MCL. Chemotherapy is most frequently used and depends 
on the MCL International Prognostic index (MIPI). For 
younger patients (< 65 years old) with intermediate 
or high risk MIPI, rituximab-cytarabine followed by 
autologous stem cell transplantation is the first choice. 
For asymptomatic patients or older patients with a low 
MIPI, a « watch and wait » strategy can be considered. 
For older symptomatic patients with indermediate or high 
risk MIPI, combination chemotherapy with rituximab-
CHOP, rituximab-bendamustine or a possible inclusion 
in a clinical trial should be considered (17). Surgery may 
have a place in case the GI involvement is symptomatic 
with risk of obstruction or perforation. 

In conclusion, MCL is a rare and aggressive lymphoma 
that can, like some other types of lymphomas, involve 
the GI tract. When occurring in the colorectum, clinical 
signs can mimic an IBD. Histological examination is of 

18F-FDG PET/CT scan demonstrated multiple hyper-
metabolic supra- and infradiaphragmatic, cervical and 
mediastinal lymph nodes, splenomegaly, numerous 
hypermetabolic peritoneal foci and a diffuse radiotracer 
uptake throughout the colon wall. Bone marrow biopsy 
showed 15% involvement by neoplastic cells and allowed 
us to detect t(11;14) (q13;q32), thereby confirming the 
diagnosis.

The patient is currently treated with rituximab-
bendamustine.

Discussion

The GI tract is a common site of presentation for 
extranodal lymhomas. A broad range of lympho-
proliferative disorders occur in the GI tract and, with only 
few exceptions, most of these exhibit features similar to 
those encountered in their nodal or other extranodal sites 
(1,2-5).

MCL is a rare non-Hodgkin lymphoma with an annual 
incidence of 1-2 cases per 100.000 people. It represents 
6-9% of all lymphomas. MCL is incurable, with often 
an advanced stage at diagnosis and a poor prognosis. 
This type of lymphoma has a male predominance with 
a median age of diagnosis at the sixth decade of life (6).

MCL can be easy to diagnose in case of clinical 
suspicion and when typical morphology and typical 
immunophenotype are combined. In the great majority of 
cases, immunohistochemistry for T cell related antigen 
CD5 is positive ; in a series of 112 cases of MCL, 8 cases 
where, however, negative just as the present case (6).

MCL is characterised in 95% of cases by t(11;14)
(q13;q32), juxtaposing the CCND1 gene with IgH on 
the derivative chromosome 14 resulting in cyclin D1 
overexpression and dysregulation of the cell cycle. 
However, overexpression of cyclin D1 alone is insufficient 
to induce malignant transformation. Secondary genetic 
alterations and deregulated signaling pathways involved 
in DNA damage response, cell proliferation and apoptosis 
are also indispensable for MCL lymphomagenesis (7). 

The classic variant of MCL is composed of mature B 
cells that do not enter the germinal centre, have no or 
minimal mutations in IGHV and express the transcription 
factor SOX11 (8). The primary site of appearance is a 
lymph node in 75% of cases. It spreads usually in first 
intention to the blood, the spleen and the bone marrow. 
The remaining 25% occur at other sites, including the GI 
tract. However, when it occurs in this tract, the stomach is 
the most frequently involved site, followed by the small 
bowel and finally the colorectum, with predominance in 
this latter for the ileocaecal region (9).

The Dawnson criteria for determination of primary 
colorectal lymphoma include 5 items : 1) no enlarged 
superficial lymph nodes, 2) chest radiograph with no 
mediastinal node enlargement, 3) normal white blood 
cell count and normal bone marrow biopsy, 4) only 
regional nodal disease at surgery, and 5) no liver or 
spleen involvement (1).
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utmost importance but diagnosis can be difficult in case 
of lack of clinical suspicion. 
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