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IgG4-Related Disease 

• A newly recognized fibro-inflammatory 

disease characterized by tumefactive lesions, 

dense lymphoplasmacytic infiltrate rich in 

IgG4-positive plasma cells, storiform fibrosis, 

and, often but not always elevated serum IgG4 

concentration.  



Autoimmune pancreatitis 

(Prototype of IgG4-related sclerosing 

disease) 

• Proposed by Yoshida in 1995 

• A mass lesion in the pancreas with obstructive jaundice, pancreatic duct 

narrowing and DM; usually response to steroid therapy.  

• May associated with other immune-mediated disease, such as scleroisng 

cholangitit, PBC, Sjogren syndrome and IBD. 

• Two types: 

– Lymphoplasmacytic sclerosing pancreatitis (LPSP) 

– Idiopathic duct-centric chronic pancreatitis (IDCP) 

• Pathology: lymphoplasmacytic infiltrate, sclerosis, obliterative phlebitis 

• In 2001, Hamano reported elevated serum IgG4 level in patients with AIP 





Ig G4 related sclerosing disease 

• absolute number of IgG4+ cells >50/high-
power fields (HPF)   

• ratio of IgG4+/IgG+ cells > 40%. 

 

•  A raised serum IgG4 level is not mandatory 
for the diagnosis but may be of valuable 
assistance.  



 







 

AJSP 2009 











Steroid is the first line Tx 

•  prednisolone at a dose of 0.6 mg per kilogram 
of body weight per day for 2 to 4 weeks.87 
The authors suggested further that the 
prednisolone be tapered over a period of 3 to 
6 months to 5.0 mg per day, and then 
continued at a dose between 2.5 and 5.0 mg 
per day for up to 3 years.  

• Another approach has been to discontinue 
glucocorticoids entirely within 3 months. 

 



• A multicenter study from Japan showed that 
IgG4 levels failed to normalize in 115 of 182 
patients (63%) treated with glucocorticoids. 

• For patients with recurrent or refractory 
disease, B-cell depletion with rituximab 
appears to be a useful approach. 

• Patients in whom fibrosis has become well 
established are less likely to have a response 
to glucocorticoids and rituximab. 



 


