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Abstract

We present a case of a 2-year male with resistant multisystemic Langerhans Cell Histiocytosis (LCH) who underwent liver transplantation and hemisplenectomy at the same time. Massive splenomegaly in this case was considered to be secondary to liver disease and portal hypertension (PHT) or represent residual disease from the LCH. At transplant, a decision has to be made regarding the likely cause of splenomegaly. The presence of varices around the inferior pole of the spleen signify PHT and may need to be ligated if portal flow may be compromised. Performing splenectomy to stage the LCH with greater certainty may compromise the splenic vein and risk the long term of sepsis. The performance of hemisplenectomy enables division of perisplenic and lienorenal shunts maintaining good portal vein flow, reduces the size of the spleen, decreases splenic arterial blood flow (and increases hepatic artery flow) and helps the patient recovery of the platelet count more rapidly. In this circumstance, it allows for examination of a significant portion of the spleen to assess residual LCH.  Partial hemisplenectomy can be an alternative and reduce the risk of post-transplant lymphoproliferative disease. Whilst rare Langerhans cell Histiocytosis can present with liver failure, therefore liver transplant is a good alternative for these patients. Patients with this kind of disease will receive chemotherapy and hemato-oncological follow up and the risk of associated complications should be prevented as possible. Partial splenectomy can be a good alternative in this kind of patients.  
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