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Abstract

Vanishing bile duct syndrome (VBDS) can result
from multiple etiologies, including congenital
and genetic diseases, ischemic causes, neoplastic
disorders, infections, immune disorders, drugs,
idiopathic adulthood ductopenia (IAD) and
so on. Recently, lymphoma, HIV/AIDS and
drugs were identified to be major etiologies in
the reported cases, some of which presented
complex clinical course and were contributed by
more than one etiological factor. Hepatic biopsy
must be done for the diagnosis of VBDS and
immunohistochemical staining for cytokeratin
7 (CK7) and CK19 has contributed to the
establishment of diagnosis of VBDS. VBDS can be
usually treated with symptomatic and supportive
therapy, etiological therapy, liver transplantation,
ursodeoxycholic acid and immunosuppressive
agents. Glucocorticoids can be tried to switch to
mycophemolate mofeil or tacrolimus when their
effects are poor or side effects are severe. Severe
cases ought to receive multimodality therapy
besides plasmapheresis.
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