
 

 

Case study  

 

Primary Splenic Diffuse Large B-Cell Lymphoma with Massive 

Splenomegaly   
 

 

 

Abstract  

            Primary malignancies of the spleen are very rare, diffuse large B-cell lymphoma of the spleen 

is a rare primary neoplasm. Primary splenic diffuse large B-cell lymphoma is a type of non-Hodgkin’s     

lymphoma that constitute, less than 1% of non -Hodgkin’s lymphoma and less than 2% of all 

lymphomas. Primary splenic lymphoma has been associated with the hepatitis C and HIV virus. It 

affects men more than women and present in late middle age.  

    Patient with diffuse large B cell lymphoma typically present with fever, fatigues weight loss, 

palpable splenomegaly and left upper quadrant pain. Diffuse large B cell lymphoma stage I being 

limited to the spleen, whereas stage II spleen and hilar Lymph-node involvement and stage III is 

distant metastasis including liver and surrounding organs involvements, stomach, pancreas, kidney 

and colon. Stage I disease, a splenectomy is the standard treatment for DLBSL. Radiation and 

chemotherapy can be used. When the cancer is confined to the spleen, the prognosis is quite 

favourable with a median survival of 7.48 years.  

     We are reporting an extremely rare case of primary splenic lymphoma in a 45 years old female 

patient, presented with abdominal pain and huge splenomegaly. The CT revealed a bulky, low 

density, irregular mass in the spleen and clinically disease limited to spleen only. So we performed 

open total splenectomy.  
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Introduction 

             Lymphoma is a type of blood cancer that develops from white blood cells called lymphocytes 

grow out of control. There are two types of lymphocytes. B-lymphocytes (B-cell) and T-lymphocytes 

(T-cell). Lymphoma can be grouped as Hodgkin’s lymphoma or Non-Hodgkin’s lymphoma. Primary 

splenic diffuse large B-cell lymphoma DLBCL is a rare type of Non-Hodgkin’s lymphoma. It commonly 

present with abdominal pain, splenic mass and an elevated level of lactate dehydrogenase level. 

Primary splenic lymphoma are again subtypes. (2,3,4) 

1. Marginal zone lymphoma  

2. Diffuse large B-cell lymphoma  

3. T-cell lymphoma  

     Diagnosis is bases on imaging findings of splenomegaly with hypoechoic masses on 

ultrasonography and CT scan. Treatment option includes total splenectomy, chemotherapy and 

splenic radiation. (2,3,4) 

Case Report         

     A 45 years old female was admitted to our centre on 10/02/2011, with complaints of weight loss, 

abdominal pain and distention of abdomen. Physical examination revealed, she had a protuberant 

abdomen with firm, huge palpable splenomegaly extending from xiphisternum to below the 

umbilicus. There was no ascites or hepatomegaly or lymphadenopathy. Abdominal ultrasonography 



 

 

and CT showed massive splenomegaly size 27x15x10 cm with a huge heterogeneous hypoechoic 

masses in the spleen. Haematological examination revealed pancytopenia. WBC 1.9 × 109 /L 

(neutrophils 48.0%, eosinophils 0%, basophils 0%, monocytes 4.0%, lymphocytes 48.0%), Hb 10.3 

g/dL, platelet count 99 × 109 /L, LDH 127 U/L (normal range 100-220 U/L). Liver and renal functions 

were within normal limits. Bone marrow test was normal. A final diagnosis of a primary splenic 

malignant tumour was reached and patient was prepared for surgery.  

        The patient underwent total splenectomy, through a mid-line surgical approach. During the 

operation, Patient had huge splenomegaly with multiple nodular lesions on the surface of the 

spleen. The liver, mesenteric or retro peritoneal lymph nodes were not involved. The spleen was 

adherent to stomach, omentum and sub-diaphragmatic area and was separated carefully. Total 

splenectomy done, achieving good haemostasis, drainage tube kept and abdomen closed in layers.  

     Gross specimen of spleen weighing 4 kg. Massive splenomegaly size 27x15x10 cm. The Cut surface 

was almost totally effaced by a huge grey-white homogenous tumour. Microscopically revealed 

diffuse proliferation of large neoplastic B-cell lymphoma –stage I. Splenic lymphoma was diagnosed 

and there were no hilar lymph-nodes.  Eight days after the operation, the patient revealed from the 

pancytopenia. WBC of 7.6 × 109 /L, Hb 13.0 g/dL and platelet count 330 × 109 /L although CRP 

increased to 8.21 mg/dL. Patient recovery was uneventful and patient discharged on 10th post-

operative days. The patient was advised chemotherapy with CHOP regimen and after one year 

follow up, patient is found to be symptom free and healthy. (Fig 1-8) 

 

 

 



 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Dissuasion  

      Primary splenic diffuse large B Cell lymphoma is very rare as it occurs in less than 1% of non-

Hodgkin’s lymphoma. It is most commonly found in females and older males. Symptoms can include 

splenomegaly, left upper quadrant pain, fever and weight loss. It can also be associated with HIV 

virus and can present with metastasis to hilar and retroperitoneal lymph-nodes. It also causes 

cystopenia. (2,5) 

Ahmann’s classification.  

       Primary splenic diffuse large B-cell lymphoma is classified in three stage.  

1. Stage I – Disease confined to the spleen.  

2. Stage II – Involvement of the spleen and hilar lymph-nodes.  

3. Stage III - Extra splenic nodule or hepatic mesenteric or retroperitoneal lymph-nodes. (2,3,4) 

     Imaging studies, ultrasonography and CT abdomen shows hypodence or hypoechoic lesion in the 

spleen. Primary splenic lymphomas histological subtypes including.  

Fig-3 Intra-operative photograph showing huge 

splenic mass with splenomegaly 

      
 

Fig-4 Intra-operative photograph showing huge 

splenic mass with splenic pedicle 

      
 

Fig-5 Intra-operative photograph showing huge 

splenic mass of size 27x15x10   

      
 

Fig-6 showing huge Splenomegaly with huge splenic 

mass of- weighing 4 kg      
 

Fig-7 Cut -section showing gray – white fleshy tumor        
 

Fig-8 Microscopic -diffuse Large B-cell lymphoma 
 



 

 

1. Diffuse large B-cell lymphoma  

2. Marginal zone lymphoma  

3. Anaplastic large cell lymphoma (ALCL)  

4. Follicular lymphoma. (2,3) 

     The most common variant is diffuse large B-cell lymphoma accounting for approximately 31% of 

all non-Hodgkin’s lymphoma cases, anaplastic variant of diffuse large B-cell lymphoma was first 

defined in the 2017. A rare morphological variant of DLBCL and constitutes less than 3.4% of all 

DLBCL cases. AV –DLBCL affect nodal and extra nodal sites. Patient present with fever, weight loss 

and night sweats.  (2,4) 

       Splenectomy is considered the first line of procedure and has shown high efficacy in both 

diagnosis and treatment of splenic lesions. Several studies have demonstrated the role of s 

splenectomy in improving the prognosis of primary splenic lymphoma. Adjutant chemotherapy 

including R-CHOP regimen i.e. Rituximab, cyclophosphamide, doxorubicin, vincristine and 

prednisolone.  

      Bairey etal studies 87 patient with primary splenic DLBCL, Splenectomy and chemotherapy had a 

better free survival. Brox etal studies 9 patients with primary splenic lymphoma and median survival 

time of 7.48 years who underwent splenectomy with chemotherapy. Splenic irradiation is also 

treatment option for inoperable cases, in order to reduce the size of the spleen. (2,5) 

Conclusion         

      In cases of massive splenomegaly, primary splenic diffuse large B-cell lymphoma a total 

splenectomy is the gold standard procedure. Radiation and chemotherapy can be used. When the 

cancer is confined to the spleen, the prognosis is quite favourable with a median survival of 7.48 

years.  

References  

1. Jillian L. VanVliet, Primary Diffuse Large B Cell Lymphoma of the Spleen, Journal of 

Diagnostic Medical Sonography 26(3) 147–149 © The Author(s) 2010 Reprints and 

permission: http://www. sagepub.com/journalsPermissions.nav DOI:  

10.1177/8756479310368431 

 

2. Khalid S, Daw JH, Daw H, Haddad A. Primary Splenic Diffuse Large B-Cell Lymphoma: A Rare 

Case of Massive Splenomegaly and Thrombocytopenia. Cureus. 2018 Jul 22;10(7):e3026. doi: 

10.7759/cureus.3026. PMID: 30254815; PMCID: PMC6150744. 

 

3. Ismail S, Ali F, Ajamieh H, Kanaan S, Issa R, Daoud A, Alshehabi Z. Primary splenic anaplastic 

variant of diffuse large B-cell lymphoma: a case report. J Med Case Rep. 2021 May 

6;15(1):227. doi: 10.1186/s13256-021-02846-x. PMID: 33952307; PMCID: PMC8101127. 

 

4. Bairey, O., Shvidel, L., Perry, C., Dann, E.J., Ruchlemer, R., Tadmor, T. and Goldschmidt, N. 

(2015), Characteristics of primary splenic diffuse large B-cell lymphoma and role of 

splenectomy in improving survival. Cancer, 121: 2909-

2916. https://doi.org/10.1002/cncr.29487 

 

https://www.bing.com/search?q=Rituximab%2c+cyclophosphamide%2c+doxorubicin%2c&FORM=AWRE
https://doi.org/10.1002/cncr.29487


 

 

5. Taha A. Baiomy, Ola A. Harb, Ahmed A. Obaya, Loay M. Gertallah, Primary splenic non-

Hodgkin lymphoma of diffuse large B cell type; a case report and review of the 

literature,Human Pathology: Case Reports, https://doi.org/10.1016/j.ehpc.2020.200459. 

 

6. Rajendran T, Kini JR, Abna A, et al Clinical benefit of R-CHOP without splenectomy in stage I 
primary splenic diffuse large B-cell lymphoma BMJ Case Reports CP 2022;15:e246610. 

 
7. Hui Li and others, Unusual Presentation of Primary Splenic Diffuse Large B Cell Lymphoma of 

Red Pulp, American Journal of Clinical Pathology, Volume 144, Issue suppl_2, 1 October 

2015, https://doi.org/10.1093/ajcp/144.suppl2.117 

 

8. Chen, Yue-Ren, Hwa-Koon Wu, and Yang-Yuan Chen. 2023. "Unusual Rapid Growth of 

Primary Splenic Diffuse Large B-Cell Lymphoma with Extensive Necrosis" Diagnostics 13, no. 

1: 35. https://doi.org/10.3390/diagnostics13010035 

 

9. Maia Neves N, Lopes AP, Carvalho Coelho S, Raimundo A, Mafra MM, Bayão Horta A. 

Primary splenic diffuse large B-cell lymphoma: a case report. EJCRIM 2023;10 

doi:10.12890/2023_003932. 

 

10. Maia Neves N, Lopes AP, Carvalho Coelho S, Raimundo A, Mafra MM, Bayão Horta A. 

Primary splenic diffuse large B-cell lymphoma: a case report. EJCRIM 2023;10 

doi:10.12890/2023_003932. 

 

         

https://doi.org/10.1016/j.ehpc.2020.200459
https://doi.org/10.1093/ajcp/144.suppl2.117
https://doi.org/10.3390/diagnostics13010035

