Case Report
Splenic Marzinal Zone Lymphoma: A Rare Case Report
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ABSTRACT
Background: The term Splenic marginal zone lymphoma [SMZL] was first coined by schmid and
colleagues in 1992.Splenic marginal zone lymphomas are B-cell NHL with distinct clinical,
morphological and immunophenotypical profile. These are rare B-cell neoplasms which constitute
for less than 2% of lymphoid neoplasms usually affecting older individual between ages of 40-60
years with male preponderance. Patients usually present with moderate to marked splenomegaly
with involvement of the bone marrow. Lymph node involvement is extremely uncommon.
Peripheral smear examination may demonstrate atypical villous lymphocytes.
Case report: A 60 year male presented with abdominal fullness and dragging sensation over left
side of the abdomen for 3months.Patient also had symptoms of anaemia. There was no history of
weight loss or loss of appetite. On clinical examination he was found to have massive splenomegaly
which was subsequently confirmed by abdominal ultrasonography. There was no evidence of
peripheral lymphadenopathy. On investigating patient had 10.1g/dL of haemoglobin, moderate
leucocytosis - 32,500 cells/uL with lymphocytic predominance [81%] and normal platelet count –
1.80L cells/uL. After peripheral smear examination diagnosis of chronic lymphocytic leukemia was
made and flow cytometric analysis was suggested. Flow cytometric findings were consistent with
Splenic marginal zone lymphoma. Patient also underwent bone marrow examination and
splenectomy which showed features of splenic marginal zone lymphoma. This case is being
presented for its rarity and unique clinical and morphological presentation.
Key words : NHL, Splenic marginal zone lymphoma, Massive splenomegaly, Leucocytosis, Flow
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INTRODUCTION:

T

he term Splenic marginal zone lymphoma
[SMZL] was first coined by schmid and
colleagues in 1992. Splenic marginal zone
lymphomas are B-cell NHL with distinct clinical,
morphological and immunophenotypical profile.
These are rare B-cell neoplasms which constitute
for less than 2% of lymphoid neoplasms usually
affecting older individual between ages of 40-60
years with male preponderance. Patients usually
present with moderate to marked splenomegaly

with involvement of the bone marrow. Lymph node
involvement is extremely uncommon. Peripheral
smear examination may demonstrate atypical
villous lymphocytes.
CASE REPORT :
A 60 year male presented with abdominal fullness
and dragging sensation over left side of the
abdomen for 3 months. Patient also had symptoms
of anaemia. There was no history of weight loss or
loss of appetite. On clinical examination he was
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found to have massive splenomegaly which was subsequently confirmed by abdominal ultrasonography.
There was no evidence of peripheral lymphadenopathy.
On investigating patient had 10.1g/dL of haemoglobin, moderate leucocytosis - 32,500 cells/uL with
lymphocytic predominance [76%] and normal platelet count – 1.80L cells/uL. After peripheral smear
examination diagnosis of chronic lymphocytic leukemia was made and flow cytometric analysis was
suggested.

FIG.1a
: Peripheral smear;
FIG.1b
: Splenectomy specimen [Massive splenomegaly]
FIG.1c,1d : Monotonous population of small lymphoid cells diffusely infiltrating
entire splenic parenchyma [ H&E Stain, 10X ]
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Flow Cytometry Profile :
Neoplastic lymphocytes were positive for
CD19,CD20 and CD79a, and negative for CD3,
CD5, CD10, CD23,CD43,CD103 and CYCLIN
D1.Positivity for CD19,CD20 and CD79a
confirmed B-cell neoplastic origin. Absence of
CD3 ruled out T-Cell origin, negativity for
CD5&CD23 ruled outCLL/SLL, negativity for
CD103 ruled out Hairy cell leukemia, negativity for
CD23,CD43&CYCLIND1 ruled out Mantle cell
lymphoma.
Patient also underwent bone marrow examination
and splenectomy which showed features of splenic
marginal zone lymphoma.
Splenectomy:
Received excised spleen measuring 30x20x9.5cm
and weighing 1750 grams. Cut surface was
homogenous, brownish black. On
histopathological examination the entire splenic
parenchyma showed diffuse infiltration of
monotonous population of small to medium sized
lymphocytes with scant cytoplasm, round vesicular
nucleus with inconspicuous nucleoli which were
suggestive of low grade B-cell NHL consistent
with splenic marginal zone lymphoma.
DISCUSSION :
Splenic marginal zone lymphoma is a rare type of
B-cell NHL accounting for less than 2% of all Non
hodgkins lymphoma and only 8.3% of
lymphoproliferative disorder involving spleen1. It
has an indolent course with an average long time
2
survival of 10-15 years without any treatment .
SMZL involves spleen and splenic hilar lymph
nodes. Bone marrow and peripheral blood are often
involved. Nodal and extranodal involvement other
3
than spleen is uncommon . Differential diagnosis
includes other B-cell NHL including chronic
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lymphocytic leukemia, Hairy cell leukemia,
Mantle cell lymphoma, Follicular lymphoma and
4
lymphoplasmacytic lymphoma . In peripheral
smear, the characteristic atypical lymphocytes
which are larger than mature lymphocytes with
cytoplasmic processes at the poles can be seen. In
this case these characteristic cells were not seen.
The clinical course is indolent even with bone
marrow involvement. Surgical therapy with
splenectomy appears to play an important role in
some patients. Initial therapy with chemotherapy
may not be beneficial and are associated with
5
overall reduced survival .
CONCLUSION :
Patients of Splenic Marginal Zone Lymphoma with
lymphocytosis may produce favourable outcome
with alkylating agents. Newer agents like anti-CD
20 monoclonal antibody (RITUXIMAB) may also
offer hope. Hence early and correct diagnosis is
needed for patient management and increasing
disease free survival.
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