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An Uncommon Cause of Splenomegaly
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A 55-year-old man presented with pain in the left flank for the last 8 months 
with history of significant weight loss. The pain was relieved on assuming 
a knee-chest position. On clinical examination the patient was afebrile with 
mild tenderness in the left hypochondrium. There was no icterus or lymphade-
nopathy. The spleen was palpable 6 cm below the costal margin and was firm 
and non-tender. There was no hepatomegaly and thorough clinical examination 
failed to reveal any lymphadenopathy.

Baseline hematological investigations were (Hb=11.6 gm/dl, WBC=8000/
cumm and  a differential count of 64% neutrophils, 30% lymphocytes, 3% 
eosinophils and 3% monocytes, platelet count 150×103 mm3. His erythrocyte 
sedimentation rate (ESR) was elevated with 52 mm at the end of the first hour. 
Liver function tests and renal function tests were within normal limits. His 
chest radiograph was within normal limits. Abdominal ultrasonograghy (USG) 
revealed an enlarged spleen measuring 20×15 cm with multiple hypoechoic 
lesions. An abdominal computed tomography (CT) revealed a hypodense 
splenic mass with multiple splenic hilar lymphadenopathies. His chest radio-
graphs, abdominal USG, and CT did not reveal any other lymphadenopathy. 
Based on radiological findings, a provisional diagnosis of a malignant tumour 
possibly primary lymphoma of spleen was made. A bone marrow examination 
was done, which revealed a normal study.

The patient underwent splenectomy with splenic hilar lymphadenectomy. 
The spleen along with the hilar lymph nodes was sent for histopathologi-
cal examination. The specimen measured 23×16×10 cm and weighed 2 kg. 
Grossly the capsule of the spleen was intact. Cut surface revealed a nodular 
grayish-white infiltrative growth measuring 21×10×9 cm almost replacing the 
whole of the spleen (figure 1a). The growth had fish-flesh like appearance 
with areas of necrosis. Sections examined from the growth showed dispersed 
population of malignant cells present in sheets (figure 1b). The cells had high 
nucleo-cytoplasmic ratio, vesicular nuclei and single or multiple prominent 
nucleoli. Mitotic count was 6 per 10 hpf with many atypical mitosis seen. 
Scattered mature lymphocytes were present in the background of the tumor. 
Tumor cells were seen to infiltrate surrounding white pulp. However, the cap-
sule was intact. Large areas of necrosis were also seen. On immunohistochem-
istry the tumor cells were positive for LCA and B-cell marker (CD20) (figures 
1c and 1d) and negative for T-cell marker (CD45RO) and BCL-2 (fiures 1e 
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and 1f). The scattered small lymphocytes in the back-
ground were positive with T cell marker. Sections from 
red pulp showed congestion of sinusoids. Four lymph 
nodes were identified at the hilum of the spleen out of 
which two were involved.

What is your diagnosis?
Answer:

Primary Diffuse large B-cell lymphoma (DLBCL) of 
the spleen (Ahmann stage 2)
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Fig.1a:  Splenectomy measuring 23x16x10 cm with 
intact capsule. Cut surface shows nodular 
grayish-white infiltrative rowth almost      
replacing whole of spleen.

Fig.1b: Dispersed population of malignant cells present 
in sheets (H & E, 40x).

Fig.1c and 1d: Tumor cells are positive for LCA and CD20.

Fig.1e and 1f: Tumor cells are negative for CD45RO and BCl-2.
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DISCUSSION                                                  
Tumours of the spleen are rare. The tumors of the 

spleen have been classified into benign (cysts, haeman-
giomas, littoral cell angioma, and lymphangioma) and 
malignant (lymphoma, metastases, and haemagiosarcoma). 
Primary malignancies are extremely rare with lymphoma 
being the most common splenic malignancy.1 Primary 
splenic lymphoma (PSL) is a rare tumor with an over-
all incidence of less than 1% of the tumors occurring in 
the spleen. It has been defined ambiguously in the lit-
erature leading to inaccurate estimation of its true inci-
dence.2 Diffuse large B-cell lymphoma (DLBCL) is the 
most common lymphoma in the spleen accounting for 
22-33% of the cases and a relatively favourable prog-
nosis.3 Splenomegaly is the most common finding but 
it may be absent in a significant percentage of patients 
with lymphoma.1 

The presenting symptoms of PSL are fever, gener-
alized weakness, weight loss, and left hypochondriac 
discomfort and pain from splenomegaly. The important 
laboratory findings of PSL are cytopenia, elevated level 
of ESR, or β2-microglobulin level.4 In the present case, 
the patient had splenomegaly and an elevated ESR.

The definition of PSL is quite ambiguous. Dasgupta 
et al defined PSL as lymphoma involving the spleen only 
along with involvement of lymph nodes confined to the 
splenic hilum. According to them there should be at least 
6 months relapse-free period after splenectomy.5 The 
definition provided by Dasgupta et al is quite restrictive. 
Kehoe et al stated that the cases of Dasgupta et al defined 
early and localized diseases. These conditions did not take 
into account other patients with PSL in advanced phase 
of disease or diseases which were diagnosed late.6 Ac-
cording to Skarin et al diagnosis of PSL can be made if 
in any lymphoma, and splenomegaly is the predominant 
feature.7 Whereas Kraemer et al suggested that the diag-
nosis of PSL is reserved for patients with splenomegaly 
and cytopenia of at least two hematopoietic cell lines 
with no peripheral adenopathy.8 In our patient, lymphoma 
was confined to the spleen presenting as splenomegaly 
with involvement of the splenic hilar lymph nodes. Thus, 
the case fits into the definitions of PSL as provided by 
Dasgupta et al and Skarin et al.

In view of so many ambiguous definitions of PSL, it 

has been proposed to adopt the Ahmann et al’s staging.9 
They have arbitrarily divided the patients with PSL into 
three stages as stage 1 (tumor limited to spleen), stage 2 
(involvement of splenic hilar lymph nodes as well), and 
stage 3 (involvement of liver or lymph nodes beyond the 
splenic hilum).9 Patients of stage 1 and stage 2 have a 
relatively better prognosis as compared with patients in 
stage 3. In the present case, the patient was staged at Ah-
mann’s stage 1.

Although there is no consensus regarding the best 
treatment modality for PSL, splenectomy is the treat-
ment of choice. Splenectomy also has a diagnostic and 
confirmatory role.4,7 In the present case, splenectomy 
was performed with dual objectives of diagnosis and 
therapy. The other treatment modalities include local ra-
diation therapy and chemotherapy.4

PSL is a rare tumour and is an uncommon cause of 
splenomegaly. Primary splenic DLBCL is most common 
subtype of PSL; however, an early diagnosis is solicited 
since early stage has a favorable prognosis if appropriately 
treated.
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