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CASE REPORT

Kimura Disease: Cervical, Supraclavicular
and Mediastinal Lymphadenopathy

Mimicking Lymphoma

Kimura Hastaligi: Lenfomayi Taklit Eden Servikal, Supraklavikular ve

Mediastinal Lenfadenopati

Cenk Balta', Mustafa Kuzucuoglu?, Eren Altun®

Abstract

Ozet

Kimura disease is rarely seen benign chronic inflam-
matory disease, the etiology of which is unknown.
The diagnosis of the disease is challenging, and so
histopathological sampling is necessary. Eosinophilia,
increased serum immunoglobulin E levels and subcu-
taneous nodules in the head and neck are the classi-
cal triad indicators of the disease. Herein, we present
the case of a 33-year-old man with multiple lym-
phadenopathies in the area of neck, supraclavicular
and mediastinum. The patient was pre-diagnosed
with lymphoma. After a supraclavicular lymph node
excision, the diagnosis was re-evaluated as Kimura
Disease.

Key words: Kimura Disease, lymphoma, immunoglo-
bulin E, Eosinophilia.

Kimura hastaligi nadir izlenen benign kronik inflama-
tuar bir hastaliktir ve etyoloijisi belirsizdir. Tani koymak
oldukca zor ve tanida doku &rneklemesi gereklidir.
Eozinofili, artmis serum immunoglobulin E degerleri
ve bas ve boyunda subkutan nodiller klasik triadini
olusturmaktadir. Burada, servikal, supraklavikular ve
mediastende multiple lenfadenopati ile bagvuran 33
yasinda bir hastayr sunduk. Olgumuz lenfoma &n
tanisiyla danigildi. Supraklavikular lenf nodu eksizyo-
nu sonrasinda Kimura Hastaligr olarak tani konuldu.

Anahtar Sézcukler: Kimura Hastaligi, lenfoma, Immu-
noglobulin E, Eosinofili.
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Kimura disease (KD) is a rare, benign disorder that usual-
ly manifests with painless subcutaneous soft tissue swell-
ings and/or lymphadenopathy in Asian males aged be-
tween 20 and 30 years (1). Common localizations are
the head and neck, including the salivary glands and
lymph nodes. Eosinophilia and increased levels of serum
immunoglobulin (Ig) E are other components of this dis-
order (2).

The etiology is still unknown, although there are hypothe-
ses of trauma, allergic reaction, autoimmune response
and viral or parasitic paths (3). To clarify the diagnosis, a
histopathological examination and lymph node biopsy

must be performed. The treatment modality is still unclear.

The preferred method is surgical excision, but in large
and/or multiple masses, or to avoid recurrence, radio-
therapy and immunosuppressive therapy are referred to
as additional methods (2).

We present here the case of a 33-year-old male with a
complaint of swelling mimicking lymphoma in the right
supraclavicular area who was diagnosed with KD follow-
ing an excisional biopsy.

CASE

A 33-year-old man was admitted to our clinic with a pre-
diagnosis of an anterior mediastinum mass. A physical
examination revealed a pruritic multiple cervical and
supraclavicular lymphadenopathy (Figure 1). No fever,
night sweats or weight losses were detected in a clinical
examination.

Laboratory values were as follows: White Blood Cell
(WBC) count: 26.1x103/uL (range 4.5-11x103/uL);
hemoglobin (HGB): 12.7 g/dL (range 13.1-17.2 g/dL);
neutrophil count: 23x103/uL (range 1.9-8x103/ul) with
88.4% (range 40-74); eosinophil count: 0.7x103/uL
(range 0-0.2x103/uL) with 3.5% (range 0-7); serum C-
reactive protein (CRP): 172 mg/L (range 0-5 mg/L);
erythrocyte sedimentation rate (ESR): 86 mm/h (range 0—
15mm/h); total IgE: 527.8 1U/mL (range 0-100 IU/mL);
and serum IgG: 21.3 g/dL (range 7-16 g/dL). Liver and
renal function tests were normal. Serology tests were
performed to rule out viral hepatitis, HIV, CMV and EBV.
An enlargement in the upper mediastinum and a right
deviation of the trachea was detected in a chest radio-
graph (Figure 2a). Multiple lymphadenopathy involving
cervical, supraclavicular and prevasculary mediastinal
areas were detected upon a computed tomography (CT)
(Figure 2b and c). An ultrasonography showed a hetero-
geneous lobulated solid conglomerate lymphadenopathy

Cilt - Vol. 9 Sayi - No. 3

measuring 43x23 mm in diameter in the right supracla-
vicular area.

A fine needle aspiration biopsy was performed, and a
cytological examination showed fibrous connective tissue
with rare lymphoid infiltrates and increased eosinophil.
Kimura disease and angiolymphoid hyperplasia with
eosinophilia were also investigated in a differential diag-
nosis. We decided to perform cervical lymph node exci-
sion to clarify the diagnosis, and the enlarged lymph
node was reported by the histopathology department to
be fibrous tissue involving eosinophilic inflammation on a
fibrohistocytic ground, centered on necrotizing areas. The
tissue was compatible with KD (Figure 3), and the diag-
nosis was confirmed by the increased serum levels of IgE
and eosinophilia.

The patient underwent corticosteroid therapy (prednisone:
0.5 mg/kg/day), and the lymphadenopathy and eosino-

philia decreased gradually in the first month of follow up.

4 VIR

Figure 1: View of lymphadenopathy in the right supraclavicular area

DISCUSSION

KD was first described by Kim in 1937, but was more
widely recognized after the publication of Kimura’s study
in 1948 (4,5). It is a rare and benign disease involving
subcutaneous tissue and lymph nodes. The lesion may be
pruritic and painless. KD is endemic to the Asia region,
although non-Asian cases have also been published (1,6).
It is usually seen in men, with a male to female ratio of
19:1 (7). Our patient was 33-year-old Caucasian male
with a pruritic right cervical lymphadenopathy.
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Although the etiology is unclear, trauma, allergic reaction,
autoimmune process or T-helper 2 immunoregulation,
and the release of eosinophilic cytokines (IL 4, IL 5, IL 13,
TNFa) in response to a viral or parasitic trigger, may be
suspected (2,3,6,7).

The initial presentation of the disease is a slow and pro-
gressive unilateral subcutaneous mass or enlarged lymph
node of the head and neck area in up to 76% of patients
(2,3,8). Other localizations of KD are cervical, retro au-
ricular, inguinal, in the epicranial area, eyelids, axillary
area, and in the oral cavity and nasal sinuses (6). The
mediastinum is rarely involved (1,9).

Differential diagnoses include angiolymphoid hyperplasia
with eosinophilia (ALHE), Hodgkin’s disease, T-cell lym-
phoma, Langerhans cell histiocytosis, Castleman disease
and parasitic lymphadenitis (2). Since the CT findings of
lymphoma and KD are similar, a pathological examina-
tion of lymph node is essential. Eosinophilia and in-
creased serum levels of Ig E are mandatory for a positive
diagnosis. ALHE and KD can be histopathologically simi-
lar, although fibrohistiocytic involvement and lymphoid
follicles can help to differentiate between the two (6).
Although KD is a local disorder, activated T cells may
increase the permeability of the renal glomerular mem-
brane and cause proteinuria and nephrotic syndrome in
12-16% of patients (1,3,6-8). It may present with asthma,
allergic rhinitis, atopic dermatitis and peripheral eosino-
philia due to the increased serum Ig E levels (9). In our
case, renal functions were normal, but the patient had
asthma in their childhood history.

Radiological findings is nonspecific as homogeneous
lymphadenopathy and/or enlarged salivary glands (6,8,9).
A histopathological diagnosis is mandatory to rule out
lymphoma if the mediastinal, extra pleural, epigastric,
mesenteric and retroperitoneal areas are involved (8). In
our case, KD presented with cervical, supraclavicular,
axillary and mediastinal lymphadenopathy. The lympho-
ma was suspicious in a differential diagnosis.
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Figure 2a, b and c: Tracheal deviation in a chest X-ray (a), enlarged lymphadenopathy in the right supraclavicular (b), prevascular mediastinal region (c)

A fine needle aspiration cytology (FNAC) is suggested as
an initial diagnostic method to differentiate between ma-
lign disease and reactive hyperplasia, being more cost-
effective than an excision biopsy. Kapoor et al. (10),
however, report FNAC to be of limited use in the diagno-
sis of KD. In our case, FNCA was performed on the cervi-
cal lymph node and the cytological diagnosis was inade-
quate.

The histopathological features of KD include follicular
hyperplasia with a reactive germinal center; eosinophilic
micro abscesses; germinal center necrosis; and eosino-
philic infiltrates in the germinal center and sclerotic areas
(2,10).

Although KD is benign, the recurrence rate is high (6).
The optimum treatment is unclear. Surgical excision is
recommended for solitary lesions, where possible (1,2). In
generalized lymphadenopathy systemic corticosteroids,
cytotoxic agents and irradiation may be effective (8,9,10).
Corticosteroids are essential if the kidneys are affected
(2,6). Local radiotherapy (25-30 cGy) is proposed when
systemic steroids are unsuccessful. Cyclosporine, imatinib,
azathioprine, leflunomide, cetirizine, pranlukast, all-trans-
retinoic acid and cyclophosphamide are other treatment
options (2,3,6). Chen et al. (11) reported young age and
high blood eosinophil counts to be associated with recur-
rence, and eosinophil count to be correlated with the size

of the lymphadenopathy and the response to therapy.
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Figure 3: Eosinophilia infiltration with
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In conclusion, KD is a benign lymphoproliferative disease
of unknown etiology. Differentiating between KD and
lymphoma can be difficult, and the treatment modality is
still controversial, although surgical excision, corticoster-
oids, radiation therapy and cytotoxic agents are sugges-
ted.
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