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Case

• ♀, 53 yr

• Symptoms: icterus, fatigue, pruritus
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Case

Consensus IgG4-related disease
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Pruritus
Asymptomatic

Obstructive jaundice
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Deshpande Arch Pathol Lab Med 2015
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Katabathina Radiol Clin North Am 2016
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• Although the combination of histopathological features 
and immunohistochemistry provide a strong supportive
evidence for the diagnosis of IgG4-related disease

• Careful correlation with the clinical presentation and
imaging of a patient is essential to make a final
diagnosis

• Neither an increase in serum IgG4 nor elevated
numbers of IgG4 positive plasma cells in tissue is 
specific for IgG4 related disease

IgG4

Criteria (Mayo Clinic): HISORt

• Histology & >10 IgG4+ pm/HPF
• Lymphoplasmacytic infiltration
• Obliterative phlebitis
• Atrophy
• Irregular fibrosis
• Eosinophilic infiltration

• Immunohistochemistry:
• IgG4+ plasmacells (>10/HPF)
• Elevated CD4, CD8+ T-cells

• Imaging

• Serology (IgG4 >140 mg/dl)

• Other organ involvement

• Response to corticosteroid therapy
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Differential diagnosis

Follicular cholangitis

IgG4

• Primary sclerosing cholangitis
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Zen et al. Histopathology 2012
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