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Abstract 
 

Kimura’s disease is a rare disorder characterised by single or multiple soft tissue masses, cervical lymphadenopathy, 

peripheral eosinophilia and raised serum IgE levels. Histopathologically, it consists of hyperplasia of the lymphoid tissue 

with well-developed lymphoid follicles, marked lymphocyte (eosinophil) infiltration, proliferation of thin-walled capillary 

venules, and varying degrees of fibrosis. The etiology remains unknown. Treatment usually ranges from observation & 

follow-up of mild & symptomatic cases to conservative surgical approach, medication & radiotherapy in symptomatic & 

recurrent cases. 
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Introduction  

     Kimura’s Disease is a chronic inflammatory disorder 
with unknown etiology and pathogenesis. It is a benign 
disease with an indolent course, slowly increasing over 
months or years. Principally, it involves lymph nodes and 
subcutaneous tissue of head and neck region. Thus, it is 
often associated with regional lymphadenopathy. The 
classical triad of Kimura’s disease include single or 
multiple painless, slowly enlarging soft tissue masses, 
associated lymphadenopathy and peripheral eosinophilia, 
raised ESR & serum IgE. Here, we report of a rare case of 
the disease in a young male patient. 
 

Clinical Case 

     A 28 year old man presented to the outpatient 
department with a painless, gradually progressive 
swelling behind his left ear since 7 years. He did not give 
history to fever, loss of appetite or any other 
constitutional symptoms. Physical examination revealed a 
10 cm X 8 cm smooth, non-tender left post-aural swelling. 
It was compressible, and had a doughy consistency. 
Overlying skin appeared to be involved on account of 
hyper pigmentation. (Figure 1) Laboratory investigations 
revealed haemoglobin  of  14  gm%,  WBC  count  of  8,000  

 
 
(Neutrophils: 34%, Lymphocytes: 40%, Eosinophils: 
26%). Total IgE levels were 1500 IU/ ml (normal values 
<1.5-378.0). Serum electrolytes, liver and renal function 
tests were within normal limits.  
 

 
Figure 1: Left sided neck swelling. 

 
     A contrast-enhanced CT scan was done. It was 
suggestive of abnormal soft tissue at the skull base on the 
left side, extending from post auricular region and 
reaching caudally into the upper cervical region. There 
was loss of fat planes between the lesion and parotid 
gland and also with the sternocleido mastoid muscle. 
There was no bony erosion (Figure 2).  
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Figure 2: CT showing abnormal soft tissue at the skull 
base on the left side, extending from post auricular 
region and reaching caudally into the upper cervical 
region with loss of fat planes between the lesion and 
parotid gland and also with the sternocleidomastoid 
muscle. 

 
     MRI was done for better soft tissue delineation. It 
revealed a large (9cm X 7cm X 4cm) T2 heterogeneously 
hyper intense lesion in the left peri-parotid region. There 
was loss of fat planes between the lesion and parotid 
gland with infiltration of the superficial lobe. There was 
no evidence of flow voids or calcification within the 
lesion. The initial fine needle aspiration cytology was 
reported as lymphangioma. Skin biopsy showed a dense 
diffuse and nodular infiltrate of lymphocytes and 
histiocytoid cells involving the whole of reticular dermis 
and extending to sub cut is with most of nodules showing 
formation of lymphoid follicles and few eosinophils 
scattered within the infiltrate. These findings were 
consistent with a diagnosis of Kimura’s disease. 
Accordingly, the patient was started on high dose 
corticosteroids (60 mg of oral prednisolone) for two 
months with gradual tapering thereafter. The response 
was excellent with complete disappearance of lesions 
(Figure 3) and normalisation of serum eosinophil and IgE 
levels. Now, the patient is on small dose of prednisolone 
7.5 mg per day since two months and there has been no 
recurrence.  
 

 
Figure 3: Remission of neck swelling. 

Discussion 

     Kimura’s disease (KD), also known as eosinophilic 
hyperplastic lymphogranuloma, commonly presents as 
subcutaneous swelling in the cervical region along with 
cervical lymphadenopathy, raised eosinophilic count and 
elevated serum IgE [1]. Although it was first described in 
China in 1937, the term “Kimura Disease” was coined by 
Kimura, et al. [2]. Although, the exact etiopathogenesis of 
KD remains largely unknown, it appears to be a systemic 
immunological disorder because of its association with 
eosinophilia and increased serum IgE levels. It may be 
considered a type of CD4 (+) T helper 2 (Th2) allergic 
reaction. Th2 cells would produce interleukins (IL) IL-4, 
IL-5 and IL-13, which, in turn, would act on B cells 
favouring the production of antigen-specific IgE. Th2 cell 
proliferation and the over expression of cytokines would 
play an essential role in the development and progression 
of the disease [3]. 
 
     It is a benign disease which affects subcutaneous 
tissues, major salivary glands, lymph nodes mainly in 
head and neck area. Other sites such as oral cavity, groin, 
trunk and limbs may also be involved. The disease is 
supposed to be endemic in areas of China and Japan, 
although sporadic cases have been described elsewhere 
[4]. It usually presents as non-tender subcutaneous 
swelling in head and neck region, primarily in 
preauricular and submandibular area. It is associated 
with lymphadenopathy, peripheral eosinophilia and an 
elevated IgE level [5]. In our case, also the patient had 
elevated eosinophils and serum IgE levels. It mimics 
neoplastic lesions. FNAC may be inconclusive and 
histopathology forms the mainstay of diagnosis. In our 
case, though FNAC was suggestive of lymphangioma but 
due to presence of soft tissue lesion and loss of fluid and 
flow voids on both CT and MRI, further skin biopsy was 
performed. Skin biopsy showed a dense diffuse and 
nodular infiltrate of lymphocytes and histiocytoid cells 
involving the whole of reticular dermis and extending to 
sub cut is with most of nodules showing formation of 
lymphoid follicles and few eosinophils scattered within 
the infiltrate. These findings were consistent with a 
diagnosis of Kimura’s disease. Histological features 
include dense fibrosis, lymphoid infiltration with reactive 
follicles, and a mixed inflammatory cell infiltrate with 
numerous eosinophils [6], all of which can develop in 
subcutaneous tissue, salivary glands, and lymph nodes. 
The conspicuous feature of the cellular component is 
distinct lymphoid follicles, consisting mainly of 
lymphocytes.  
 
     The fibrocollagenous component is formed by the 
infiltrate with numerous eosinophils, and eosinophilic 
micro abscesses are common. The vascular component 
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consists of proliferating and swollen endothelial cells, 
without atypical nuclei or abundant eosinophilic 
cytoplasm. Salivary glands are frequently involved (they 
experience parenchyma atrophy and fibrosis); regional 
lymph nodes, usually enlarged, experience follicular 
hyperplasia with increases in eosinophils with or without 
fibrosis. Renal involvement may occur in up to 60% of 
patients as membranous glomerulonerphritis, minimal 
change glomerulonephritis, diffuse proliferative 
glomerulonephritis, mesangial proliferative 
glomerulonephritis and also nephritic syndrome (12% of 
cases) [5,7]. The differential diagnosis of Kimura’s disease 
frequently in previous literatures are Lymphomas, 
salivary gland neoplasms, benign lymphoepithelial lesions 
(BLL / Mikulicz’s disease), Angiolymphoid hyperplasia 
with eosinophilia (ALHE/ Epitheloidhemangioma) and 
angioimmunoblastic lymphadenopathy (AIL).  
 
     Constant classical features of KD include numerous 
lymphoid follicles, mixed inflammatory infiltrate 
composed mainly of eosinophils and increased amount of 
post capillary venules [8]. There are multiple theories of 
origin of the disease which include interference with 
immune regulation, atopic reaction to a continuous 
antigenic stimulus (especially Candida albicans) parasitic 
infection and neoplasm. The most accepted theory is that 
of Candida acting as a source of persistent antigenemia, 
although neither hyphae nor spores have been isolated 
[5]. Well defined treatment protocol for treatment of 
disease are yet to be established [2]. Treatment usually 
ranges from observation & follow-up of mild & 
symptomatic cases to conservative surgical approach, 
medication & radiotherapy in symptomatic & recurrent 
cases. According to previous literature, only surgical 
approach had high incidence of recurrence up to 25% [1]. 

Our patient had complete remission after high dose 
corticosteroids and is now on continuous low dose steroid 
to avoid recurrence. If the lesion is recurrent with 
systemic involvement, application of medication like 
corticosteroid and immunosuppressive agents have been 
shown to decrease size of the lesion [2]. Irradiation 
should be considered in patients resistant to the steroid 
or to prevent the patient from deleterious effect of long 
term use of steroid [8]. 
 

 

 

Conclusion 

     Kimura’s Disease, though uncommon should be 
considered in differential diagnosis in patients who 
present with head & neck mass and lymphadenopathy 
and investigated accordingly as this disease has good 
prognosis.  
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