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Introduction
Kimura’s disease (KD) is a chronic infl ammatory 
condition that was fi rst described in 1937 in China, 
and is a condition mainly aff ecting young to middle-
aged men of Asian origin. Th e lesion in KD is generally 
considered self-limiting, and the male-to-female ratio is 
3.5 : 1 [1]. Furthermore, the pathology is often associated 
with eosinophilia and elevated serum immunoglobulin 
E levels [2,3]. KD has histopathological features of 
lymphoid tissue hyperplasia, and lymphoid follicles have 
signifi cant eosinophilic infi ltration, fi brosis, and capillary 
venule proliferation [1]. Importantly, KD assumes unique 
importance as it may pose a problem in diff erential 
diagnosis. Here, we present an interesting case with facial 
and neck swellings that was previously diagnosed as 
nonspecifi c lymphadenitis and later proved out to be KD.

Case presentation

A 39-year-old man presented with complaints of 
right-sided cheek swelling, along with another 
swelling in the right submandibular region, at the 
Otolaryngology-Head & Neck Surgery Clinic of 
the Aga Khan University Hospital. He had multiple 
swellings all over his body, including the abdomen, left 
thigh, and back. Right cheek and neck swellings were 
the largest, measuring 2 × 2 and 3 × 3 cm, respectively, 
and had been increasing in size for the last 2 years. 
Two years ago, he had undergone incisional biopsy 
of the submandibular neck swelling that showed 
reactive lymph node hyperplasia with nonspecifi c 
lymphadenitis. At presentation at our clinic, the 

patient also complained of mild swelling of his feet 
and irritation in his eye. Th e research was approved 
by ethical committee of the university and the signed 
consent letters got from the patients.

On presentation, the swellings were mobile, nontender, 
and well circumscribed. Ultrasound of the neck and fi ne 
needle aspiration cytology of both the swellings were 
advised. However, fi ne needle aspiration cytology was 
inconclusive and reported it to be a reactive lymphoid 
tissue, and ultrasound neck was suggestive of lipomatosis, 
possibly angiolipoma. Hence, the patient was planned 
for surgical excisional biopsy of both lesions for defi nitive 
diagnosis as well as management. As the masses appeared 
benign, were neither big nor too distantly apart, and 
did not encase any important structures, their excision 
during invasive biopsy seemed ideal, and the patient 
also wanted the masses removed for cosmetic reasons. 
Hence, the patient underwent excision of both the right 
facial and cervical masses  utilizing a single incision with 
subsequent histopathology. Intraoperatively, the masses 
were felt to be soft to fi rm swellings, approximately sized 
2 × 3 and 3 × 4 cm from the facial and submandibular 
region, respectively.

Histopathological diagnosis
Th e right cervical lesion comprised three tan to 
 gray brown, nodular tissue pieces, with the largest 
measuring 3.3 × 2.6 × 2.5 cm and others measuring 
2.6 × 2.2 cm. Th e cut surfaces were tan pink, fl eshy, 
soft, and homogenous. However, the facial lesion 
comprised a single, tan to gray brown, irregular tissue 
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piece measuring 3.5 × 1.5 × 1.4 cm. Th e cut surface was 
gray white to brown, fl eshy soft, with  hemorrhage.

Microscopically, both the lesions revealed altered 
lymph node architecture showing prominent lymphoid 
follicles with germinal  centers (Fig. 1). Interfollicular 
expansion was noted (Fig. 1), which exhibited 
eosinophilic infi ltrate/abscess and proliferation of 
postcapillary endothelial venules (Figs. 2 and 3). 
Interfollicular areas also showed lymphocytes and 
histiocytes admixed with the predominant eosinophilic 
population (Figs 2 and 3).

Course of treatment
Th e patient was referred to the rheumatologist 
for a possible generalized involvement of KD 
and causal management of pedal edema and eye 
irritation. Th e patient was later managed eff ectively 
with immunotherapy and steroids for his systemic 
symptoms.

Discussion
KD is a disease of young to middle-aged male 
patients, with majority of them aged between 20 and 
40 years [1–3]. Th e cause of KD remains idiopathic; 
the proposed theories for the cause of KD includes 
dysfunction and interference with immune regulation, 
atopic reaction to continuous stimulus of antigen of a 
virus, arthropod [3], and neoplasm. Candida has also 
been  hypothesized as a source of antigemia, but no 
direct evidence exists in terms of presence of hyphae 
or spores [2,3]. Clinical features of KD may include a 
solitary or multiple lymphadenopathy (67–100% cases), 
the former being more frequent [2,3]. Salivary gland 
involvement is commonly seen [2,3]. Other features 
include the involvement of subcutaneous single or 
multiple nodules, mainly located at the head or neck 
area in the preauricular, parotid, or submandibular 
region [2,3]. Th e diagnosis of KD remains challenging 
and can be confi rmed only by histological study. 
Fine needle aspiration may be helpful and facilitates 
in ruling out other diff erentials but is not diagnostic 
for KD. Confi rmatory diagnosis depends on the fi nal 
histopathology of excised specimen [2,3].

Imaging modalities such as ultrasound,  computerized 
tomography, and MRI may aid in the diagnosis 
and staging of the disease, along with lymph 
node involvement and progression of the disease. 
Because of uncommon occurrence, clinicians and 
radiologists are not completely aware of diagnostic 
imaging fi ndings of KD, often leading to unwanted 
investigations [4]. Hence, it is important to understand 

Lymphoid follicles with prominent germinal centers (asterisks on both 
sides) and expansion of interfollicular areas by eosinophilic infi ltrate 
(star in center) (×100).

Figure 1

Germinal center with eosinophilic infi ltrate (single head arrow), 
interfollicular areas with eosinophilic infi ltrate (star), and postcapillary 
endothelial venules (double head arrow) (×200).

Figure 2

Eosinophilic abscess formation (arrow head) in the interfollicular 
region (×400).

Figure 3
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Furthermore, as the patient was possibly having systemic 
manifestations of KD (irritation in eyes and mild 
pedal edema), he was referred to the rheumatologist 
and patient’s symptoms were eff ectively managed with 
immunotherapy and steroids after the diagnosis was 
correctly established.
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that KD is  characterized by an abnormal proliferation 
of vascular endothelium and lymphoid follicles, 
with peripheral eosinophilia. KD could be a type of 
hypersensitivity reaction due to a marked, infi ltrative 
presence of eosinophilia [3]. Th e lymphoid infi ltrates in 
KD demonstrate obvious lymphofollicular hyperplasia, 
germinal  center  vascularization, eosinophil infi ltration, 
abscess formation, and existence of mild to moderate 
vascular proliferation [5]. Hodgkin’s disease may also 
be suspected due to the presence of giant cells and 
polymorphous eosinophil infi ltrates; however, the 
absence of Reed–Sternberg cells distinguishes both the 
conditions [6].

Because of rarity of the pathology and limited 
research on management, the treatment of KD 
remains controversial. Surgical excision is the fi rst-line 
treatment; however, extensive and radical approach is 
often not taken because of lack of evidence of malignant 
transformation. Recurrence rate is reported as high as 
25% [2,3]. However, systemically administered steroids 
have good eff ects on the management and control of 
the disease, typically prednisolone. Cyclosporine may 
be considered a therapy for KD due to its eff ect on 
T-helper 2 (Th 2) lymphocytes [7]. Radiotherapy can 
be considered in cases of steroid-resistant lesions, but 
due to unavoidable side eff ects, including secondary 
malignancies, should be evaluated in terms of risk 
versus benefi t ratio [8].

Our case was interesting because initial biopsy 
indicated nonspecifi c lymphadenitis, whereas the 
ultrasonographic picture was suggestive of lipomatosis. 
However, excisional biopsy and its histopathological 
analysis later suggested it to be a rare case of KD. 
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