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ABSTRACT 

  

Splenic lymphoma is an indolent form of mature B-cell neoplasm. It is very rare and overlaps with 

other lymphomas. The hall mark of clinical presentation is splenomegaly and it usually becomes 

symptomatic when spleen becomes massive and associated with cytopenia. We discuss here about a 
48yr old female with malignant non Hodgkin’s lymphoma- spleen. The case is published for its rarity. 
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INTRODUCTION 

Splenic marginal zone lymphoma 

accounts for less than 2% of the lymphoid 

malignancies. Typically, the disease affects 

elderly or middle aged patients in the sixth 

decade without any gender predominance. 
(1) 

Clinical presentation is splenomegaly and 

it usually becomes symptomatic when 

spleen becomes massive and associated with 

cytopenia. 
(2-4) 

An increasing number of 

publications have dealt with multiple 

aspects of splenic marginal zone lymphoma 

(SMZL) diagnosis, molecular pathogenesis 

and treatment ever since the initial 

description of SMZL was done in 1992. 
(1) 

Marginal zonal lymphomas 

represent a group of lymphomas whose cells 

originate from B lymphocytes present in a 

distant anatomical location of secondary 

lymphoid follicles. These cells are localized 

in different organs and depending upon the 

organs involved, the international 

lymphoma study group has categorized into 

three subtypes. 
(5,6) 

1) Extra nodal MZL of 

MALT accounting to 50%-70% of MZL and 

7%-8% of all NHL 2) Splenic MZL-20% 

and < 1% of NHL 3) Nodal MZL-10%. 
(7,2,8) 

We present here a 48yr old female 

with malignant non Hodgkin’s lymphoma-

spleen. 

 

CASE REPORT 

A 48 years old female within built 

and moderate nourishment presented to 

surgical OPD with complaints of pain in left 

hypochondrium since six months, evening 

rise of temperature and chills since three 

months. There was no history of trauma, 

tuberculosis and no history of malignancies 

in the family. 

On examination: abdomen was soft, 

non tender and no local rise of temperature. 

There was no palpable mass in the 

abdomen, no organomegaly, no palpable 

lymph nodes. 

The routine haematological and 

biochemical parameters were within normal 

limits. Upper GI endoscopy was normal. 

USG abdomen suggested a mass in the 

spleen. CT scan abdomen and pelvis 

showed Hypodense peripherally enhancing 

lesion of 32/29mm(HU-100) in Spleen with 

right ovarian follicular cyst.(fig1&2) 
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Figure: 1     CT    Figure:2  CT 

 

Differential diagnosis of Splenic lymphoma, 

Hemangioma and Splenic abscess were 

considered. The plan of management was 

splenectomy. Elective splenectomy was 

done. (Fig 3). The gross specimen on cut 

section showed growth (Fig 4). 

 

    
Figure:3     Spleen specimen                                                    Figure:4   Spleen cut section 

 

Histopathological examination showed 

highly cellular, dense lymphoid population, 

Scanty to moderate cytoplasm with large 

round& oval nuclei. Many lymph globules. 

Hystiocytic cells with vesicular nuclei; focal 

areas of fibrosis, hyalinization and ad 

mixture of small lymphocytes (Figure no 

5&6) suggestive of Spleen with malignant 

non Hodgkin’s lymphoma of diffuse large 

cell cleaved type. 

 

    
Figure:5       Histology                                                     Figure:6   High power 

 

DISCUSSION 

Splenic marginal zone lymphoma 

(SMZL) is an indolent B cell malignancy 

usually involving spleen, bone marrow and 

blood presenting as an incidental finding or 

with symptoms of splenic enlargement or 

anaemia
.
 Peripheral lymph node 

involvement is unusual, if it is present, the 

presentation is usually classified as a 

disseminated nodal and of splenic subtype. 

(4,7) 
Usually a picture is drawn based on a 

combination of lymphocyte morphology, 

immune phenotype, marrow and splenic 

histology. There is no evidence of genetic 

role specific for SMZL, but30-50% of cases 

show deletions of chromosome 7q. 
(4)

 

However, growing evidence 

indicates that the chronic antigenic 

stimulation by autoantigens and microbial 

pathogens, inducing an accumulation of 
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lymphoid tissue in the typical sites of 

involvement. Based on epidemiological 

studies, molecular investigations, and 

therapeutic success of lymphoma regression 

with antibiotics, five distinct microbial 

pathogens have now been identified to be 

related to MZL. 1) Helicobacter pylori 

associated with gastric MALT lymphoma. 
(9) 

2) Borrelia burgdorferi associated with 

cutaneous MALT lymphoma. 
(10) 

3) 

Campylobacter jejuni- immune proliferative 

small intestinal disease (IPSID). 
(11) 

4) 

Chlamydia psittaci- ocular adnexal MALT 

lymphoma 
(12)

 and 5) hepatitis C virus 

(HCV) associated with MALT, splenic and 

nodal MZL. 
(13,14)

 

  SMZL cells might be mutated or 

unmutated immunoglobulin variable region 

genes and probably arise from different 

subsets of splenic marginal zone B cells. 

Except for loss of or mutation of the p53 

gene the Prognostic factors are poorly 

defined and are associated very poor 

outcome.  

 Previously a definitive diagnosis 

could only be made after removal of the 

spleen, but now concept of bone marrow 

biopsy has evolved for making a conclusive 

diagnosis because of the peculiar 

intrasinusoidal Bone Marrow involvement. 
(15)

 
Prognostic index. 

 Haemoglobin level < 12 g/dL 

 LDH greater than normal 

 Albumin level < 3.5 g/dL 

Another index uses Haemoglobin, platelet 

count, LDH and extrahilar 

lymphadenopathy to stratify patients prone 

for risk. 
(15)

 

THERAPUTIC CHOICES 

 Conventionally splenectomy is the 

preferred treatment of choice over 

chemotherapy. Due to its high efficacy and 

low toxicity, therapy with Tab 

RITUXIMAB is likely to be the most 

beneficial option as a first line 

therapy. Splenectomy can always be used 

later if needed. 
(16)

 

 Purine analogues such as 

Fludarabine have been used with some 

success. Though Fludarabine is effective, it 

is not recommended for its haematologic 

toxicity. 
(17) 

Other purine analogues such as 

Pentostatin (2-deoxycoformycin), 2-CDA 

(2-chlorodeoxyadenosine) appear to be 

showing promising results.  

 The average survival is 10-13 years 

and most disease-related deaths are 

associated with transformation to diffuse 

large cell lymphoma. 

 

CONCLUSION 

 WHO classification of lymphoma 

has provided significant advances in 

categorizing MZL, but several issues 

regarding these lymphomas remain 

unexplained. Collaboration of clinicians and 

pathologists in diagnosis will help in proper 

timing of surgical intervention and 

optimization of the functional, 

psychological, and aesthetic outcomes. Here 

we presented a case of 48 year old female 

with splenic lymphoma surgically treated by 

splenectomy. 
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