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IgG4-RD is a rare syndrome with various 
presentations including serum eosinophilia, 
elevated serum IgG4, organs swelling and 
lymphadenopathy. 

Organ typically affected includes, pancreas, 
kidney, lymph node and skin.

A 71-year-old female with a history of 
sjogren’s syndrome presents with fatigue, 
lethargy and back pain. Examination reveals 
diffuse lymphadenopathy. A left axillary 
lymph node biopsy shows clonal plasma 
cells with kappa light chains. The bone 
marrow biopsy shows normocellular marrow 
for the age with maturing trilineage
hematopoiesis and kappa restricted plasma 
cell neoplasm. 

She is started on bortezomib (proteasome 
inhibitor), cyclophosphamide and 
dexamethasone for 6 weeks for  presumed 
multiple myeloma. 
A review of her bone marrow and lymph node 
biopsies reveals few plasma cells and many 
CD138+ immunoblasts and 50% IgG4 cells, 
consistent with IgG4-RD.  Cytotoxic therapy is 
discontinued and she is started on tapering 
doses of prednisone.  Her latest serum IgG4 
is 276  (2.4-121.0 mg/dl).

The etiology of IgG4-RD is unknown and 
requires a tissue biopsy typically showing 
extensive lymphocyte and plasma cell 
infiltrations, IgG4 immunoblasts, storiform
fibrosis (fibrosis in a cartwheel distribution), 
eosinophil tissue infiltration and obliterative
phlebitis. Elevated serum IgG4 levels or 
eosinophilia may be present. 
Treatment with systemic 
glucocorticosteroids is recommended in all 
symptomatic and asymptomatic cases 
involving kidney or pancreas.

IgG4-RD is an immune-mediated condition 
that may affect multiple organs. 
Allergists/Immunologists should include 
IgG4-RD in differential diagnosis of subjects 
with angioedema, blood or tissue 
eosinophilia, elevated serum IgG4 levels and 
lymphadenopathy.
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Fig.1-lymphoplasmacytic infiltrate of kidney, with a  moderate number of 
eosinophils


