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Background: Kimura disease (KD) is a rare, benign, chronic inflammatory disorder of unknown etiology. 
It is typically characterized by a solitary subcutaneous nodule localized to the head and neck region. KD 
is described almost exclusively in Asians, most are adult males. KD shares clinical and histopathological 
features with IgG4-related disease (IgG4-RD), another chronic inflammatory disorder, and it can be 
difficult to distinguish between these entities. Here we describe the case of a 15-year-old Asian female 
who presented with a left-sided neck mass that was originally treated as IgG4-RD, and was later 
reclassified as biopsy-proven Kimura disease. 

  

Materials/Methods: A retrospective chart review of the patient’s internal and external records was 
performed. 

  

Results: A 14-year-old Filipino female developed a focal area of left-sided neck swelling. She was 
initially treated with antibiotics for presumed infection, but without improvement. MRI of the 
chest/abdomen/pelvis revealed no additional areas of involvement. Partial excisional biopsy of the mass 
showed reactive lymphadenopathy with follicular and interfollicular hyperplasia, increased eosinophils, 
focal vascular proliferation and IgG4+ cells. There was no evidence of malignancy and serum IgG4 
levels were within normal limits. A working diagnosis of IgG4-RD was made, and the patient was started 
on corticosteroids with near complete response to high doses, but recrudescence with taper. The family 
then moved and presented to our institution. She was found to have peripheral eosinophilia (28%) and 
highly elevated serum IgE (39,232 kU/L). Histologic re-evaluation confirmed reactive lymphoid 
hyperplasia with dense tissue eosinophilia and focal vascular proliferation, as well as prominent 
plasmacytosis with increased IgG+ plasma cells. Based on the patient’s Asian ethnicity, focal disease 
without multi-organ involvement, histopathologic findings, elevated IgE and peripheral eosinophilia, the 
diagnosis of Kimura disease was made. The patient is currently awaiting excision of the subcutaneous 
mass for definitive therapy. She has no evidence of renal disease, which can be present in KD (20%). 

  

Conclusions: KD shares overlapping features with IgG4-RD. Careful examination of a patient’s 
presenting symptoms, organ involvement, immunologic labs and histopathology can assist in 
distinguishing between them. 
 
 
 
 
 
 
 
 
 
 

 


