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An unexpected cause of heterogeneous liver
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with potential progression to biliary cirrhosis and finally liver failure. This stage is less sensitive to chemotherapy. Since 2010, BRAF mutation (V600E) was identified in more than half of LCH patients, who be responsive to treatment with vemurafenib, a BRAF inhibitor (2-year progression-free survival rate 86%, overall survival rate was 96%). Acid ursodesoxycholic could be proposed to prevent progressive irreversible damage of cholestasis.

In rare cases, liver transplantation is performed. 
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Fig 1 :

 1 Fig 1 : Contrast-enhanced MRI obtained at the portal venous phase and showed multifocal nodular liver, with some included peripheral ring-like enhancement with a central low signal intensity