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Previously recognized conditions that are 
part of IgG4-related disease

Beyer et al, UEG journal 2014



Clinical presentation of IgG4-RD: up to 37 organ/systems involved

Brito-Zeròn P, et al. Autoimmun rev 2014;13:1203-1210.



Laboratory features

- Peripheral blood eosinophilia (27% of patients) 

- ESR > CRP

- Hyperglobulinemia

- Serum IgE elevation (35% of patients)

- Serum IgG4 > 135 mg/dL (increased in only 60-70% of pts)

    Phenotype 4 🡪 1 🡪 3 🡪 2

- Serum IgG1, IgG2, IgG3 elevation

- Low C3 - C4 complement levels

- ANA and RF +/-

- ANCA / SSa / SSb -





ERN Reconnet webpage





Sequelae of IgG4-RD 



How to manage patients with IgG4-RD?





- Symptomatic / asymptomatic / urgent cases
- Limited window of time: “reversible vs not-reversible fibrosis”
- Relapsing remitting course 

General considerations

Treatment guidelines – medical therapy

Koshroshahi, Arthritis Rheumatol, 2015
Della Torre, J Clin Immunol, 2016

Clinical Biochemical/Serologic 
Radiological

Induction of 
remission

Maintenance of
remission

Objectives



Kamisawa, Gut, 2008
Della Torre, Scand J Rheumatol, 2015
Wallace, Rheumatology, 2016

1 year 2 years 3 years

25% within 1 year
46% within 2 years
50% within 3 years

Treatment guidelines

Disease relapse

Predictors of relapse

• multiorgan disease

• high serum IgG4

• high serum IgE




