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INTRODUCTION
According to  Das Gupta et al Splenic lymphoma is a lymphoma 
involving only the spleen and the splenic hilar lymph nodes presenting 
with an isolated splenomegaly in the absence of any other localized 
tumors, particularly in the liver or the para-aortic or mesenteric lymph 
nodes with absence of recurrence till 6 months post splenectomy(1) 
(2). Primary Splenic Lymphomas (PSL) is an extranodal lymphoma 
which comprises 2% of all Non-Hodgkin Lymphomas (3)and has an 
overall incidence of <1%. Most of the splenic lymphomas are of B cell 
origin. (3) The low incidence and limited reporting of this primary 
splenic diffuse large B cell lymphoma could be owed to the strict 
diagnostic denitions noted.

PSL can be categorized as a splenic lymphoma with circulating villous 
lymphocytes and  marginal zone splenic lymphoma originating from a 
splenic B-cell structure separated by the mantle zone. (4)

The patient can be asymptomatic or can present with  nonspecic 
symptoms like fever of unknown origin, weight loss and abdominal  
pain or abdominal fullness.(5) A hematological parameter like 
bicytopenia along with raised ESR and CRP are also noted in PSL.(6)

Conventionally, splenectomy and pathological examination of the 
specimen was the treatment of choice but various underexplored 
investigation options exist. Although PSL is best recognized on CECT, 
PET-CT has an accuracy of 100% in diagnosing PSL as it also rules out 
involvement of other organs which is essential in diagnosis of PSL(7). 
Also investigation modality like FDG-PET CT eliminates unnecessary 
splenectomies in patients with splenomegaly due to causes other than 
lymphomas. Core biopsy using a 21/22 gauge needle can determine the 
type of PSL.(8)

Splenectomy has been accepted as the primary management of choice 
as it eliminates the local response and prevents the neoplastic 
dissemination from its primary site.(8) In inoperable cases, Chemotherapy 
with Rituximab, Cyclophosphamide, Doxorubicin, Vincristin, 
Prednisone (R-CHOP) regimen and radiotherapy have also been 
proven as effective treatment modalities questioning the role of 
invasive procedures like splenectomy for the diagnosis and treatment 
of PSL.(8) The patient has provided written informed consent for the 
publication of her case information and clinical images.

CASE REPORT
A 62 years old female presented with a low grade fever for the past 25 
days and altered sensorium for 2 days.Patient had a history of loss of 
appetite and abdominal fullness but no history of loss of weight or 
night sweats. There was no history of cough,pain abdomen,burning 
micturation or any gastrointestinal symptoms. She was a known case 
of Diabetes and Hypertension since 10 years. She was a non alcoholic 
and non smoker.

On clinical examination, she was conscious, disoriented with a 
Glasgow Coma Scale of 13/15. She was febrile (temperature- 101 F) 

with Blood pressure of 140/80 mm Hg. She was pale with no 
lymphadenopathy or pedal edema. Systemic Examination revealed 
mild hepatosplenomegaly. Other systems were normal.

Lab investigations showed anaemia (Hb-7.2g/dl) , thrombocytopenia 
(Platelet-90,000/mm 3), raised ESR , hypoalbuminemia, and 
hyponatremia. Renal prole was normal.

Patient was initially admitted in the ICU and started on empirical 
antibiotics, metabolic derangements were corrected and other 
supportive measures were given. Gradually her sensorium improved.

An array of blood tests like Malarial antigen, Widal Test, Scrub Typhus 
IgM/IgG, HIV were done  but were inconclusive. Chest X ray and 2D 
ECHO were within normal limits.  Blood and urine culture were 
sterile. ANA was negative. CECT chest and abdomen was done which 
showed hepatosplenomegaly and a homogenous opacity of 2.5X 2 cm 
size in spleen. The MRI brain was not very signicant and revealed old  
haemorrhages.

A CSF examination was done in view of altered sensorium and fever 
which showed high protein with normal cell count. CSF cytology was 
negative and culture was sterile.

Bone marrow aspiration and biopsy was done which revealed a 
reactive marrow.

As all the above investigations were non conclusive the patient was 
taken up for  PET CT which  showed FDG uptake by multiple ill 
dened lesions in the spleen; no other lymph nodes were involved as 
seen in Figure 1. Following this report, tissue sampling was planned. 
Trucut biopsy of spleen revealed diffuse large B cell Non Hodgkin's 
Lymphoma as seen in Figure 2, positive for CD20, PAX5, and CD79a. 
The Ki67 proliferative index was 80-90%.

As a denitive treatment, Splenectomy was advised but was deferred 
by the patient. Chemotherapy consisting of cyclophosphamide, 
vincristine, adriamycin and steroid was started. Patient was given 6 
cycles of chemotherapy and was followed up after 6 months. There 
was no signs of recurrence clinically, radiologically and on 
haematological picture.

 

INTERNATIONAL JOURNAL OF SCIENTIFIC RESEARCH

Medicine

International Journal of Scientific Research 15

Volume - 9 | Issue - 9 | September - 2020 | PRINT ISSN No. 2277 - 8179 | DOI : 10.36106/ijsr

ABSTRACT
Primary Splenic lymphoma is a rare type of Non Hodgkin's lymphoma of the spleen with or without splenic hilar lymph nodes with preservation of 
other organ systems. In this case, we encountered a patient who presented with fever of unknown origin since 25 days and was diagnosed with 
Primary splenic lymphoma based on a tru cut biopsy which was then conrmed by immunohistochemistry. Patient was treated with Chemotherapy 
alone and showed no recurrence after 6 months of follow up. The aim of reporting this case is to have a high index of suspicion for rare malignancies 
like PSL in cases of FUO. Contrary to the current guidelines, use of trucut biopsy can be used as a promising investigation to diagnose PSL and 
treatment with chemotherapy with R-CHOP regimen alone prevented recurrence of the tumour. Investigations like PET-CT which have 100% 
accuracy in diagnosing PSL can reduce the number of operative procedures like splenectomy used for its diagnosis and treatment.
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Figure 1: FDG PET Showing 
Increased Uptake In Spleen

Figure 2: Histopathological 
Examination Showing Primary 
Splenic Lymphoma
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DISCUSSION
The nonspecic presentation of Primary Splenic lymphoma creates a 
real diagnostic predicament for the doctors.  Along with Das Gupta et 
al  various other authors have dened PSL. Kraemer et al (6) 
diagnosed PSL in patients with splenomegaly, cytopenia of at least two 
hematologic cell lines in the absence of peripheral lymphadenopathy. 
Kehoe et al (9) dened PSL as NHL arising primarily in the spleen or as 
NHL principally conned to the spleen and its local lymph nodes. This 
case report ts into the diagnostic criteria of Kraemer et al and Kehoe 
et al.

Our patient presented with  low grade fever, loss of appetite and 
abdominal fullness which is consistent with most of the published data 
(3)(4)(8)

PET CT in our case showed FDG uptake only in spleen sparing all 
other organs which was consistent with the diagnostic criteria of PSL. 
Hybrid PET/CT has become the standard imaging modality for initial 
staging, follow-up, and treatment response assessment in patients with 
lymphoma and has proved superior to CT in these settings.(7) 
Ultrasound guided trucut biopsy followed by histopathology and 
immunohistochemistry is an effective and safe way to diagnose a 
patient as was done in our case.

According to Han B et al, PSL constituted 72% of the 54 FUO cases 
presenting with splenomegaly and concluded splenectomy as an 
effective diagnostic modality for the same. (10)   In patients with PSL 
therapeutic splenectomy is to be done followed by anticoagulation and 
chemotherapy by CHOP regimen. (10)

We believe this is the rst report where PSL was diagnosed using USG 
guided trucut biopsy and the patient was managed with chemotherapy 
instead of splenectomy.

This case demonstrates the ease with which PSL can be diagnosed 
without splenectomy using percutaneous guided biopsy and PET-CT. 
Queries to whether splenectomy is the sole treatment modality of 
treatment for PSL arise and the role of adjuvant therapies like 
chemotherapy and radiotherapy  as effective curative agents should be 
considered. Therefore a deeper understanding in the role of 
percutaneous guided biopsy, surgery, chemotherapy and radiotherapy 
in the diagnosis and management of PSL is the need of the hour.

CONCLUSION
With this case report we arrive at the conclusion that with a non-
specic clinical presentation of Pyrexia of Unknown Origin, one 
should have a high suspicion to rule out  Primary Splenic Lymphoma 
as a differential. In patients not consenting to splenectomy (such as 
ours) or declared unt via PAC, only CHOP regimen can prolong 
survival upto 6 months with no relapse of lymphoma.
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