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• In hepatology, the term overlap syndrome describes variant forms 
of the major hepatobiliary autoimmune diseases, autoimmune 
hepatitis (AIH) on one hand with primary biliary cirrhosis (PBC) or 
primary sclerosing cholangitis (PSC) on other. 

• Patients with overlap syndromes present with both hepatitic and 
cholestatic biochemical and histological features of AIH, PBC, 
and/or PSC



Epidemiology……

• AIH-PBC overlap syndromes were first reported in the 1970s1

• AIH-PBC overlap syndromes have been reported in almost 10% of 
adults2 and 3%-7% of patients3 with autoimmune liver disease

• AIH-PSC overlap syndromes were found in 6 to 8% of children, 
adolescents, and young adults with AIH or PSC2
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Epidemiology……

• Single case of AIH and autoimmune cholangitis (antimitochondrial
antibody-negative PBC) overlap have also been reported

• A minority of patients may also show transition from stable PBC to 
AIH, AIH to PBC, or AIH to PSC, as documented by single case 
reports and small case series4,5
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Pathophysiology……

• The overlap syndromes may simply be variants or atypical forms of 
classic diseases.3,6

• Could be transition stages in the evolution of classic diseases.

• Lastly, the overlap syndromes could be separate pathological 
entities with their own distinctive pathogenic mechanisms and 
clinical outcomes. 3,6

3. Czaja AJ. The overlap syndromes of autoimmune hepatitis. Dig Dis Sci. 2013;58(2):326–43. [PubMed] [Google Scholar]
6. Czaja AJ. Diagnosis and management of the overlap syndromes of autoimmune hepatitis. Can J Gastroenterol 2013;27:417-423.



Pathophysiology……



Pathophysiology……



7. C. Rust, U. Beuers Overlap syndromes among autoimmune liver diseases. World J Gastroenterol, 14 (2008), pp. 3368-3373

Characteristics of the patients with autoimmune liver diseases7



7. C. Rust, U. Beuers Overlap syndromes among autoimmune liver diseases. World J Gastroenterol, 14 (2008), pp. 3368-3373



Diagnosis……
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Treatment……
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Nutshell……

• Rare entities of overlapping pathognomic clinical features

• High index of suspicion is warranted

• Treatments can be individualized, and they should be directed at 
the predominant disease component




