
The diagnostic criteria for IgG4-Related Disease (IgG4RD)1: 
1. A clinical examination showing diffuse/localized swelling or masses in single or multiple organs.  
2. Elevated serum IgG4 concentration (≥135 mg/dL).  
3. Histopathology showing: 

a. Marked lymphocyte infiltration and storieform fibrosis 
b. Infiltration of IgG4 plasma cells: ratio of IgG4 to IgG cells >40% and >10 IgG4 plasma 

cells/hpf 
 

• With all 3 criteria = definite IgG4RD 
• With criteria 1+3 = probable IgG4RD 
• With criteria 1+2 = possible IgG4RD 
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