
IgG4-related sclerosing
cholangitis 
(IgG4-SC)

Short Review



Characteristic Features

» Elevated serum IgG4 level (10% of IgG4-SC cases show lower serum 
IgG4 level than cutoff value)

» Pancreas is the most common organ involved other than the bile duct

» IgG4-related disease (IgG4-RD) including IgG4-SC was originally 
suspected to be an autoimmune disorder based on its frequent 
association with ANA positivity and steroid responsiveness.

» Patients with IgG4-RD are older (median age, 67 years) and 80% are 
male
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Type 1 Stenosis is located only in the lower part of the common bile duct  
Type 2  Stenosis is diffusely distributed in the intra and extrahepatic bile ducts 

Type 2a. Extended narrowing of the intrahepatic bile ducts with prestenotic dilation is 
widely distributed.

Type 2b Narrowing of the intrahepatic bile ducts without prestenotic dilation and 
reduced bile duct branches is widely distributed.
Type 3 Stenosis is detected in both the hilar hepatic lesions and the lower part of the 
common bile ducts.
Type 4 strictures of  the bile duct are detected only in the hilar hepatic lesions.
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Treatment

» The treatment strategy is basically similar to that for type 1 
AIP. Steroid (prednisone at a dose of 0.6 mg/Kg/day) and 
titrating down the dose as the laboratory results including 
serum IgG4 improve.

» Although disease relapse is relatively common, IgG4-SC is 
considered a “benign” disease with a low risk of liver failure 
and biliary malignancy



Treatment

» Maintenance Therapy ???

» Immunomodulatory Agents second-line therapies for 
refractory cases (AZA, 6-MP, and MMF) 

» Rituximab (RTX)





IgG4-related hepatic 
inflammatory pseudotumor



» Hepatic inflammatory pseudotumors are benign

» chronic inflammatory cell infiltration and proliferating 
fibrous tissue 

» 2 type

– fibrohistiocytic

– lymphoplasmacytic



Modern Pathology (2007) 20, 884–894 



Immunostaining of IgG4 in Hepatic Inflammatory 
Pseudotumor

» IgG4-positive plasma cells were significantly more 

numerous in the lymphoplasmacytic than fibrohistiocytic
type 

» lymphoplasmacytic inflammatory pseudotumor seems 
to be a unique disease and to correspond to IgG4-related 
disease
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