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Abstract  

            Splenic Lymphangiomas are extremely rare neoplasms that occur mainly in children’s. These 

are classified as true splenic cyst, benign and malignant tumours. Splenic lymphangioma is a rare and 

slow growing benign tumour of the spleen. So far fewer than 100 cases have been reported in the 

literature. The incidence of splenic lymphangioma in children’s less than two years 80-90% with only 

few cases are reported in adults. Splenic lymphangiomas are accounting for less than 0.007% of all 

splenic tumours, that appears as a single or multiple cystic lesions of the spleen.  

     We report reporting an extremely rare cases of a 38 years old male, presented with left upper 

quadrant abdominal pain and huge palpable lump extending up to umbilicus. We performed open 

total splenectomy.  
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Introduction   

     Splenic lymphangioma is a rare and it is slow growing neoplasm usually seen during 

childhood and rarely seen after 20 years of age. In adulthood, it is usually and incidental findings. 

However due to increase in size of the spleen, some adult patient may present with left upper 

quadrant pain, abdominal distention and palpable abdominal mass. Splenic lymphangioma is 

proposed to be due to abnormal congenital development of lymphatic vessels or inflammation of 

the lymphatic system which causes obstruction and consequent Lymphangiectasia. The splenic 

lymphangioma are solitary, multiple nodule and diffuse lymphangiomatosis. (1,2,3) 

 

Review of literature  

                       The first case involving the spleen was reported in 1885 by Frink. Between 1939 and 

2017, only 209 cases of splenic lymphangiomas were reported in the literature. Therefore, splenic 

lymphangiomas are considered uncommon benign tumours, occurring mainly in childhood, with only 

a few cases reported in adults. In most patients, the lymphangiomatous process involves additional 

sites in a diffuse or multifocal fashion such as the liver, mediastinum, and lung, the so-called 

lymphangiomatosis syndrome. Some cases of splenic lymphangiomas are associated with 

synchronous or metachronous cystic hygroma of the neck. Isolated splenic lymphangiomas 

constitute a much rarer form; only 15 cases between 1990 and 2017 were reported. (1,2,5) 

Case Report  

                  A 38 years old male patient was admitted to our centre on 11/11/2013 with complains of 

abdominal pain, abdominal distension and huge splenomegaly for one years. A physical examination 

revealed a significant abdominal distension, with huge splenomegaly that extend beyond the 

umbilical area. The spleen on palpation was firm is consistency and lobulated surface. The patient 

had no other organomegaly or adenopathy. All laboratory investigation including kidney function 

tests were normal. Abdominal CT scan was obtained which revealed a splenic mass of 20x15x7 cm 

with multiple cystic hypodense nodules with variable size. The mass was limited to the spleen and 

pushed the stomach without invasion. The radiologist suggested the diagnosis of huge splenic 

lymphangioma with “honeycomb” appearance.  
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        Patient received pneumococcal vaccination two weeks prior to surgery. Under general 
anaesthesia, explorative laparotomy showed a huge spleen with multinodular surface. Splenic artery 
and vein were identified and ligated. After words splenocolic, lenorenal and splenophrenic ligaments 
were dissected and proceeded with ligation of short gastric vessels and total splenectomy was done, 
with minimal blood loss. Post-operative recovery was uneventful and patient discharged on 8th 
postoperative day. The follow up after one years was normal.  
      On gross examination revealed the specimen, a huge multinodular spleen, weighing 3.5 kg and 
measured 20x15x7 cm. Microscopic examination showed numerous large vascular channels that are 
line by a single layer of flattened cells. Their lumens are filled by eosinophilic fluid and few red blood 
cells. There was no evidence of malignancy. A diagnosis of cystic lymphangioma was made.     
(Figures 1-6) 
 
 

 

 

 

 

 

Fig-1 CT Abdomen showing multiple hypodense 

cystic lesion in spleen of size 20x15x7 cm 

      
 



 

 

 

 

 

 

 

 

 

 

 

 

 

 

Fig-2 Intra operative photographs showing huge 

Splenic mass 

      
 

Fig-3 Intra operative photographs showing multi 

nodular diffuse splenic lymphangiomatosis       
 

Fig-4 Intra operative photographs showing ligation 

of splenic pedicle (artery and vein)        
 



 

 

 

 

 

 

 

 

 

 

 

 

 

 

Discussion         

Fig-5 On gross - photographs showing multi cystic nodular 

splenic mass of size 20x15x7 cm & weighing 3.5 kg         
 

Fig-6 Cysts lined by endothelial cells filled with  

proteinaceous material          
 



 

 

              Splenic lymphangioma is a benign cystic neoplasm that resulted from congenital 

malformation of the lymphatic system and accounts for less than 0.0007% of all tumours. It is a slow 

growing neoplasm usually seen during childhood and rarely seen in adulthood. (2,3) 

         It is still controversial whether splenic lymphangioma is neoplasm or hamartoma. Most 

pathological believe it is a hamartoma due to anomalous congenital expansion of the lymphatic 

vessels, bleeding or inflammation leading to obstruction and subsequent lymphagiectasia. The 

clinical presentation of splenic lymphangioma is usually related to the size of the spleen but they can 

be asymptomatic or incidental findings during radiological investigation if they are large, they can 

cause abdominal pain, abdominal distension and palpable mass on physical examination. CT scan 

typically show multiple sub-capsular hypoechoic lesions and occasional peripheral rim of 

calcification. Its diagnosis is often made through imaging such as abdominal ultrasonography, CT and 

MRI. (1,2,4,5) 

      Macroscopically, splenic lymphangioma can come in solitary nodule, multiple nodules or as 

diffuse lymphagiomatosis. Lymphangiomas is usually sub-capsular because lymphatic vessels are 

only found in the sub-capsular region. It consistence of a single large cyst or multiple thin walled 

cysts filled with clear fluid. (2,3) 

    Microscopically, these cysts are made up of multiple vascular channels lined by single layer of 

endothelial cells and contains eosinophilic amorphous proteinaceous material. Lymphangiomas are 

classified in to three types according to the size of the dilated lymphatic channels.  

1. Capillary Lymphangioma 

2. Cavernous lymphangioma  

3. Cystic lymphangioma  

    Multinodular cystic lymphangioma appears as a honeycomb of varying size of thin walled cysts 

containing lymph, other immunohitochemical technique such as CD31, CD34 and factor VIII can be 

utilized. The treatment of choice for splenic lymphangioma is complete surgical resection. 

Laparoscopic splenectomy is emerging as the procedure of choice with consideration of the size and 

volume of the spleen. The prognosis of total splenectomy in splenic lymphangioma is 

excellent.(1,2,5)  

Conclusion             

             Splenic lymphangioma presenting in adulthood are extremely rare and once diagnosed, 

surgery may be the most effective modality of treatment. Laparoscopic splenectomy is emerging as 

the procedure of choice in normal or moderately enlarged spleen but contraindicated in patients 

with massive splenomegaly.               
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