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Sclerosing cholangitis is a chronic cholestatic disease characterized by inflammation and oblitera-
tive fibrosis of the bile ducts, leading to biliary cirrhosis and ultimately to liver failure. In children,
sclerosing cholangitis is known to be associated with Langerhans cell histiocytosis, as well as with
congenital immunodeficiencies and cystic fibrosis. Secondary sclerosing cholangitis is suspected in
Langerhans cell histiocytosis with chronic cholestasis, liver dysfunction and portal hypertension.
Unlike primary sclerosing cholangitis, the cholangitis associated Langerhans cell histiocytosis is
destructive in nature and progresses more rapidly to biliary cirrhosis, therefore uniformly the
prognosis is poor. In this setting, liver transplantation should be considered early in children with
sclerosing cholangitis complicating Langerhans cell histiocytosis before end-stage liver failure and
variceal bleeding. We experienced a case of secondary sclerosing cholangitis in Langerhans cell
histiocytosis in a 2-year-old boy. We report this case with brief review of the related literatures.
(J Korean Pediatr Gastroenterol Nutr 2001; 4: 120~ 124)
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Fig. 1. Endoscopic retrograde cholangiogram shows the
opacification of the intrahepatic bile ducts are not noted.
Extrahepatic ducts are normal.
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Fig. 2. A, B. Liver biopsy shows loss of interlobular bile ductules associated with ductular proliferation and fibrosis.
Most of portal tracts show mild infilteration of inflammatory cells, but no evidence of infiltration by Langerhans cell
(A: Masson trichrome stain x40, B: Hematoxylin and eosin stain x400).
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