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Introduction

Kimura disease (KD) is a rare chronic inflammatory disease 
of unknown etiology, which usually manifests with unilateral 
soft tissue swellings with no malignant potential in the 
head and neck region, including salivary glands and lymph 
nodes and is associated with peripheral blood eosinophilia 
and raised IgE levels (1). It most commonly occurs in 
young male adults in their second and third decades of life 
and is considered to be an endemic disease of Asia, which 
should be borne in mind in the differential diagnosis of 
head and neck swellings (2). Histopathology is confirmatory 
and surgical excision is the treatment of choice though 
recurrences are common (3). We present this patient who 
had two asymptomatic synchronous swellings of the right 
preauricular region and right thigh, which led to a clinical 
diagnostic dilemma. Both lesions were excised and on 
follow-up after 2 years the patient has been disease free.

Case presentation

A 35-year-old male presented with complaints of 
asymptomatic swellings that appeared simultaneously in the 
right preauricular region and right thigh of 2-year duration 
and had gradually increased in size. On examination, there 
was a firm, mobile, non-tender, 4 cm × 3 cm irregular 
swelling in the right preauricular region with no cervical 
lymph nodes. The thigh swelling was 5 cm × 4 cm in size, 
firm, intramuscular with restricted mobility, non-tender 
but warm with doubtful pulsatile (vascular) nature. Hence 
a CT angiogram of right thigh was done which showed a 
diffusely vascular intramuscular swelling with a few lymph 
nodes within the swelling (Figure 1). CT scan of right 
parotid region revealed a neoplasm (Figure 2) of which fine 
needle aspiration cytology (FNAC) was inconclusive. In 
view of the above findings, a right superficial parotidectomy 
and excision of the right thigh swelling were done. 
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Intraoperatively, the parotid gland was enlarged with 
multiple dense adhesions to the facial nerve. Multiple 
lymph nodes were seen, frozen section of which showed no 
evidence of malignancy. The thigh swelling was vascular 
but easily excisable. Postoperative period was uneventful, 
except for a mild right sided facial nerve palsy which was 
managed with physiotherapy. The final histopathological 
report of both the swellings revealed features suggestive 
of KD (Figure 3). The diagnosis was also confirmed by 
the laboratory correlation of raised IgE and peripheral 
eosinophilia. Patient was reassured and the benign nature of 
the disease was explained. He has been kept on close follow-
up and after 2 years has no recurrence and the peripheral 
eosinophilia has decreased. 

Discussion

KD is a rare, chronic, benign inflammatory disorder of 
unknown etiology mimicking neoplastic disease and is 
characterized by multiple subcutaneous nodules and masses, 
primarily in the cervical region, accompanied by peripheral 
eosinophilia and lymphadenopathy (1). It is considered 
as an endemic disease of Asia, though recent studies have 
shown that despite its rarity, if clinically suspected, should 
be included in the differential diagnosis of neck masses 
for people of any racial group (2,3). The peak age of onset 
is around the third decade of life with a marked male 
preponderance with male-female ratios ranging from 3.5:1 
to 9:1 in epidemiological studies. A detailed literature 
review revealed that synchronous Kimura lesions at 2 
different sites have been described only in 3 patients. A total 
of 4 cases (isolated KD) have been reported from Asia (4-7). 

The etiology of KD is still unclear. Theories that have 
been put forward include an allergic immunogenic response 
to an unknown antigenic stimulus (parasitic, viral, fungal 
or toxin), aberrant autoimmune inflammatory reactions 
or even trauma. Candida albicans has been implicated as 
the probable antigenic stimulus, but no clear-cut evidence 
is available (6,7). The role of an antigen triggering IgE 
mediated type 1 eosinophilic reaction or abnormal T-cell 
activation causing release of eosinophilotrophic cytokines 
(IL 4, IL 5, IL 13, TNFα) has also been postulated (8). 
Moreover, its association with immunologically mediated 
renal disease and occasionally with atopic disorders 
(bronchial asthma, allergic rhinitis and atopic dermatitis), 
and the role of corticosteroids in treatment of KD and 
those conditions further support the case of an allergic or 

Figure 1 MR angiogram of right thigh showing diffuse vascular 
neoplasm.

Figure 2 CT head showing right parotid neoplasm.

Figure 3 Microphotograph showing follicular hyperplasia with 
reactive germinal centers, well-formed mantle zones, eosinophilic 
folliculolysis, and eosinophilic infiltrates in the germinal centers 
(H&E, ×40).
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autoimmune process being the likely cause (9,10).
The clinical presentation of KD is often with a 

solitary enlarged painless lymph node or generalized 
lymphadenopathy (67–100%) (5,6). It may also present 
as multiple subcutaneous nodules or masses in the head 
and neck region, predominantly in preauricular and 
submandibular areas (43%) (11). It is often accompanied 
by salivary adenopathy in the form of hyperplasia of the 
parotid and submandibular salivary glands (12). Other sites 
of involvement include the groin (15%), extremities (12%) 
and trunk (3%). Unusual sites of involvement include the 
epiglottis, lacrimal glands, tympanic membranes, paranasal 
sinuses, parapharyngeal spaces, colon, spermatic cord and 
the median nerve (9,11,13-15). While systemic symptoms 
are uncommon, renal involvement is often seen (10–60%). 
Clinically relevant proteinuria is seen in 12–16% of cases, 
while 10–12% suffer from nephrotic syndrome (16).

Differentia l  diagnosis  includes angiolymphoid 
hyperplasia with eosinophilia (ALHE), Hodgkin’s disease, 
angioimmunoblastic T-cell lymphoma, Langerhans cell 
histiocytosis, florid follicular hyperplasia, Castleman disease, 
dermatopathic lymphadenopathy, allergic granulomatosis 
of Churg-Strauss, drug reaction, parasitic lymphadenitis 
and other inflammatory and neoplastic conditions causing 
cervical lymphadenopathy (1). KD is most often confused 
with ALHE due to their similar clinical presentations. 
However, regional lymphadenopathy, serum eosinophilia 
and raised IgE levels are not commonly seen in cases of 
ALHE (9,17).

Peripheral eosinophilia and elevated IgE levels are the 
most consistent laboratory findings in patients with KD (1).  
Some studies have shown that the serum eosinophil count 
is closely correlated to the size of the neck masses (18).  
Imaging studies can help in staging the extent and 
progression of disease, lymph node involvement and to rule 
out other causes of neck masses. CT & MR imaging in cases 
of KD of the neck shows multiple ill-defined enhancing 
masses within and around the parotid gland with associated 
regional lymphadenopathy (19).

Histological diagnosis is often confirmatory, with the 
diagnosis established on lymph node or salivary gland 
specimen (1,3). Characteristic histological features of lymph 
nodes in KD include: follicular hyperplasia with reactive 
germinal centers and well-formed mantle zones, prominent 
eosinophilic microabscesses, eosinophilic folliculolysis along 
with proliferation of postcapillary venules. Germinal center 
necrosis, proteinaceous deposits and eosinophilic infiltrates 
in the germinal centers; vascularization of germinal centers 

and sclerotic areas are also seen (9,19,20). Immunochemistry 
findings described are IgE reticular network in germinal 
centers and IgE coated non-degranulated mast cells (2,3). 

The treatment of KD is primarily surgical excision but 
is associated with up to 25% risk of recurrence and due 
to the lack of malignant potential, conservative surgery is 
always preferred (1,21). Radiotherapy in combination with 
an immunosuppressant may be preferred in patients with 
large head and neck masses, when surgery may be difficult, 
given the high risk of neurologic deficit and the need for 
subsequent facial reconstruction (6,9). Management of 
recurrence is usually done with surgical re-resection, oral 
steroids and local radiotherapy with 25–30 Gy radiation (22).

For patients with renal involvement, oral steroids 
(prednisolone) are the treatment of choice, though relapse rates 
are high. Intralesional corticosteroids may be effective for 
localized disease (5). Other modalities of treatment that have 
been attempted successfully include use of cyclosporine, 
azathioprine,  lef lunomide,  cetr iz ine,  pranlukast , 
pentoxifylline, IV immunoglobulin, photodynamic therapy, 
all-trans-retinoic acid and imatinib (3,23-27).

Conclusions

In summary, KD is a rare immunological complex characterized 
by subcutaneous or lymph nodal masses, salivary gland 
enlargement and peripheral eosinophilia. Surgical excision 
often results in cure with recurrences being somewhat 
common. Systemic corticosteroids, immunosuppressive 
agents and radiation therapy are reserved for patients with 
renal involvement or recurrent disease.
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