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Case Report

Primary Mantle Cell lymphoma of appendix
V. L Gaopande1, S. D Deshmukh1, V. C Shinde2
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abstract

We present a case of immunohistochemically 
proven primary mantle cell lymphoma of appendix 
that presented as a mass in right iliac fossa. The 
usual presentation of gastrointestinal mantle cell 
lymphoma is in the form of multiple lymphomatous 

polyposis. Mantle cell lymphoma has a unique 
immunohistochemistry and genetic abnormality.
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introduction
Primary lymphoma of appendix is extremely rare 

among extranodal lymphomas as well as among 
appendicular tumours. It is reported to be 0.015% of 
all gastrointestinal lymphomas (1). We report a case 
of localized appendicular mantle cell lymphoma 
discovered incidentally in a case of cholelithiasis 
and presenting as a mass in right iliac fossa to a 
50 year old woman. Reported frequency of primary 
gastrointestinal mantle cell lymphoma is between 
4% and 9% of all gastrointestinal B-cell non-
Hodgkin lymphomas. This is the first documented 
case of immunohistochemically proven primary 
appendicular mantle cell lymphoma. Mantle cell 
lymphoma (MCL) is an aggressive type of B-cell 
non-Hodgkin lymphoma that originates from small 
to medium sized lymphocytes located in the mantle 
zone of the lymphoid follicle. Extranodal involvement 
is present in majority of cases and it has a tendency 
to invade the gastrointestinal tract in form of 
multiple lymphomatous polyposis. MCL can be 
accurately diagnosed with the use of highly specific 
marker Cyclin D1. Cytogenetically MCL shows 
rearrangement of the bcl-1 locus on chromosome 
11 due to t(11:14)(q13:q32) translocation.

Case report
A 50-year old housewife came to the outpatient 

department of our hospital with complaints of pain 
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in right hypochondrium since 3 weeks. There was 
no history of fever or jaundice. On examination the 
patient was afebrile, having a normal pulse and 
blood pressure. Her abdomen was soft with mild 
tenderness over the right hypochondrium.  She was 
admitted with a provisional diagnosis of cholelithiasis. 
Routine haematological investigations revealed 
11.2gm/dl hemoglobin, 5900/cmm total leukocyte 
count with a normal differential count and adequate 
platelets. Urine examination was within normal 
limits. Abdominopelvic ultrasonographic examination 
revealed a 21x12mm gall bladder calculus and 
a well-defined 35x30mm lesion in the right iliac 
fossa. Liver and spleen were normal, so were the 
abdominal lymph nodes. The CA-125 levels of the 
patient were found to be normal. The patient was 
taken for a laparoscopic cholecystectomy with open 
exploration of the right iliac fossa. Intraoperatively 
both ovaries and fallopian tubes were found to be 
normal. A mass was found adherent to the caecal 
wall (enlarged appendix). It was firm, turgid, smooth, 
lobulated and intussuscepting into the caecal 



26

Primary Mantle Cell Lymphoma of Appendix, V. L Gaopande, et. al.

lumen. The mass was excised, caecum opened and 
thickened and friable caecal wall excised. Grossly the 
mass measured 7cm. in length, 3.5cm in maximum 
diameter and was lobulated. The lumen of appendix 
was completely obliterated. The cut surface showed 
a fairly homogeneous appearance with occasional 
hemorrhagic area (Fig.1). Microscopic examination 
showed complete effacement of appendicular 
structure with monotonous diffuse infiltrate of 
small cells. The cells showed nuclear cleaving and 
inconspicuous nucleoli, resembling centrocytes 
(Fig.2). Immunohistochemistry (IHC) revealed these 
cells to be CD20 +ve (Dako clone KS-20.8), CD3 
-ve (Novocastra clone PS1), CD10 -ve (Novocastra 
clone 56C6) and Cyclin D1 +ve (Novocastra clone 
P2D11F11). (see Fig.3) The Mib-1 proliferative index 
was found to be 80%. A diagnosis of primary mantle 
cell lymphoma of appendix was offered. Patient 
was investigated for lymphadenopathy, hepatic 
and splenic involvement and multicentric lesions 
within the gut by doing a whole body CT scan. A few 
enlarged mesenteric lymph nodes were detected in 

the right iliac fossa, the largest measuring 1.4x1cm. 
A bone marrow aspiration biopsy was done and 
it was not found to be involved. The patient was 
given chemotherapy (6 cycles of CHOP). Her follow 
up CT scan after chemotherapy was within normal 
limits and she was called for a six monthly follow 
up. She neglected the follow up and at 3 years after 
chemotherapy returned with disseminated disease. 
She died of the disease.

discussion
Primary gastrointestinal lymphomas are rare in 

colorectum and appendicular lymphomas are rarer. 
There are 72 documented cases of appendicular 
lymphoma in the literature. According to Fu Ty et 
al, Burkitt’s lymphoma, marginal zone lymphoma, 
diffuse large B-cell lymphoma and T-cell lymphoma 
have been reported in appendix (2). Ours is the first 
immunohistochemically proven documented case 
of primary appendicular mantle cell lymphoma. 
Appendicular lymphomas most commonly present 

figure 1: the enlarged appendix having a homogeneous 
grey white cut surface.

figures  3a : the lymphoid cells are immunoreactive with Cd20, 3b - not immunoreactive with Cd10 and 3c- immunoreactive 
with cyclin d1. 

figure 2 : infiltration of monotonous population of lymphoid 
cells in the wall of appendix (Haematoxylene and eosin 
x100), inset showing the small cleaved cells resembling 
centrocytes (Haematoxylene and eosin x400).
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as acute appendicitis with pain in right iliac fossa (2). 
They may present with non-specific symptoms like 
abdominal pain, anorexia, nausea, vomiting, fever, 
weight loss and palpable mass in right iliac fossa. 
They may be incidentally found as in our case. The 
case reported by Fu Ty et al presented as perforated 
acute appendicitis (2). Intussusception as a presenting 
symptom of appendiceal and gastrointestinal 
lymphomas has been reported (3.4). Therefore all 
cases of appendicular lymphoma are diagnosed 
postoperatively. For appendicular lymphoma the age 
at presentation varies from as young as 3 years to 
as old as 84 years (2). In our case patient presented 
at the end of fifth decade of her life. Radha S et al 
have reported that diameter of appendix in case of 
non-neoplastic/inflammatory lesions was rarely 
more than 1.5cm. In their case appendix was 3cm in 
diameter and 8cm long (1). In our case the diameter 
of appendix was 3.5 cm and length was 7cm. Fu 
Ty et al have suggested that appendiceal neoplasm 
should be a differential diagnosis when the diameter 
reaches 3 cm (2).

Primary gastrointestinal MCL is rare with reported 
frequency between 4% and 9% of all GIT B-cell 
non-Hodgkin lymphomas (5). The most frequent 
endoscopic finding of MCL is multiple lymphomatous 
polyposis (MLP), which is characterized by multiple 
polypoid lesions involving long segments of GIT (6). 
MLP can present with abdominal pain, diarrhea, 
bleeding, malabsorption or chilous ascites, and rarely 
as acute abdomen due to perforation or intestinal 
obstruction (4). In our case the MCL has manifested 
as a mass found incidentally.

Definitive diagnosis of MCL needs 
histomorphological and immunohistochemical 
analysis. It shows immunoreactivity for Cyclin D1, 
CD20, CD79a and CD5 and is negative of BCL  6, CD23 
and CD10. In our case, histological examination of 
appendix showed a malignant B-cell non-Hodgkin 
lymphoma and the immunophenotype analysis was 
consistent with MCL i.e. positive for cyclin D1, CD20 
and negative for CD3 and CD10.

Cytogenetic analysis of MCL shows rearrangement 
of bcl locus on chromosome 11 due to t(11:14)
(q13:q32) translocation, accompanied by cyclin D1 
antigen overexpression. In our case cytogenetic 
analysis was not possible due to financial constraints.

To the best of our knowledge this is the first 
reported case of immunohistochemically proven 
primary MCL of appendix.

The prognosis of gastrointestinal MCL is poor, with 
a mean survival time of less than 3 years (6). About half 
of these type of patients respond to chemotherapy 
(6). In conclusion MCL of GIT is rare and that of 
appendix is rarer and MCL should be considered in 
the differential diagnosis of mass lesions in GIT.
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