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1. Preamble

Kimura’s disease is a benign rare inflammatory disorder of
unknown aetiology which might mimic neoplastic’s lesion. Epi-
demiologically this condition, affects young Asian males. Early
diagnosis of kimura’s disease may spare the patient from unneces-
sary invasive diagnostic procedure (surgery-biopsy). This nosolo-
gical condition primarily involves the head and neck region, and
is characterized by painless subcutaneous swelling accompanied
by triad regional lymphadenopathy, salivary gland involvement as
well as high serum Immunoglobulin E (IgE) and eosinophilia level
[1-3]. In this article, we are reporting a very rare occurrence of
Kimura’s disease in a young Greek man, presenting with a right
thigh’s palpable subcutaneous mass.

2. Introduction

Kimura’s disease is a rare chronic inflammatory disorder with
angiolymphatic proliferation of unknown aetiology. It was stated
that an allergic reaction, trauma and autoimmune process have
been implicated as possible causes. According to epidemiological
perspective, this condition is very rare, only 200 cases have been
reported worldwide [1]. It affects more commonly Asian young
people of male gender belonging to a well-defined age-Groupe of
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20 and 40 years. Regarding the sex-ratio, males are more affected
in the rate of 3 /1 [3].

Despite the disease represents an endemic condition in Asians, it
occurs sporadically in other racial groups. Typically, it presents as
a subcute painless mass in the head and neck region especially in
the periauricular, groin regions as well as in the orbit and eyelids,
accompanied by regional lymphadenopathy. It may be associated
with eosinophilia and increased IgE levels. The coexisting renal
disease is common with an incidence ranging from 10 to 60 %, less
than 10 % of patients develop nephrotic syndrome as well as more
complicated course [4,5,26]. The diagnosis of Kimura’s disease is
not easy, it requires medical imaging modalities (CT scan, MRI,
Ultrasound) followed by a surgical excision of the involved lump
for pathological analysis combined to immunohistochemistry eva-
luation [21,22]. There are numerous therapeutic modalities, in-
cluding surgical resection, radiotherapy, immunotherapy and oral
corticosteroids, but the best choice is still controversial. However,
in one published paper, one case was reported with spontaneous
resolution. Generally, the disease prognosis is good [2,5,6]. In this
article, we are reporting a rare case of of Kimura’s disease in a
young Greek patient presenting with a right thigh palpable lump
(First case in Greece).
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3. Case Report

A 50-year-old Greek man was admitted in our surgical Depart-
ment presenting with a right thigh painless and palpable lump with
irregular borders. His medical antecedents revealed chronic hy-
pertension controlled with a converting enzyme-inibitor (co-reni-
tec), hyperlipidemia internal malleoli’s fracture a year prior. His
laboratory’s findings were INR 0,95, PT10, APTT 30.5. Glu 93,
Uria 37, creatinine 1, Na 142, K 3,7, WBC 8,36, Eosinoph 25 %,
Lymp 27 PLT 236, Hct 44,2 Hb 14,7. A chest -x ray was normal,
an MRI of the concerned thigh revealed a subcutaneous tumour of
2,2 cm diameter, with irregular borders and inducing tentacules
and oedema of the underlying muscle. This radiologic description
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was so suspicious of malignancy that; the patient was shifted to
operator’s theatre where the radical resection of the tumour was
performed. The resected specimen was composed with muscle and
adipose tissue , microscopic investigation stated that it was about
a mixed inflammatory infiltrate extending into adjacent structures
(fat cells,blood vessels,muscle fibers ),consisting mainly of nume-
rous eosinophils, and lymphocytes, with scattered lymphoid fol-
licles with germinal centers, which are hyperplastic .The immu-
nophenotype were CD20(+),CD3(+)B, T-lymphocytes,CD68(+) in
histiocytes and Ki-67(MIB)(+).This pathologic analysis concluded
that it was about a Kimura’s disease in its very rare location (Fi-
gure 1-abed).

Figure-1(a-b-c-d): Location of the resected lump, resected spacemen, histologic feature.

4. Discussion

Kimura Diseases is a rare chronic inflammatory disorder, which
was first described in 1937 by kim and Szeto in Chinese litera-
ture as eosinophilic hyperplastic lymphogranuloma, and has been
known most often as Kimura’s disease since its description in 1948
by Kimura et al in the Japanese literature [2,7]. This disease is
endemic in middle-age Asian males and rarely seen sporadical-
ly in non-Asian population. However, Chen et al, concluded in
their study that though rare, if clinical suspicion arises, KD should
be included in any race in the differential diagnosis of any lymph
node demonstrating an eosinophilic infiltrate and prominent fol-
licular hyperplasia .The disease can be seen at any age, the 2nd
and 3rd decades of life being the most common affected age. Men
are more commonly affected than women, in the ratio of 3:1. It
presents predominantly as subcutancous nodules in the head and
neck, often unilateral, and frequently associated with regional lym-
phadenopathy with or without the involvement of salivary glands.
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Sometimes bilateral involvement is also seen. Orbit, eyelid, palate,
and pharynx have also been reported to be involved, in addition to
the axilla, groin and arm. The clinical course is generally benign
and self-limited. Most patients have a prolonged course with gra-
dual increase in the swelling. Occasional spontaneous resolution is
seen. The exact cause and pathogenesis of KD are still unclear, al-
though it might be a self-limited allergic or autoimmune response
triggered by an unknown persistent antigenic stimulus [8,9,10,23].
Studies have also shown that the proliferation of CD4 T cells, spe-
cifically the CD4 T-helper 2 (Th2) cells and resultant overproduc-
tion of their Cytokines, such as granulocyte macrophage colony
stimulating factor, tumour necrosing factor-a, IL-4, IL-5, eox-
taxin, and RANTES trigger the production of lym-phoid follicle
and high IgE. Clonal T-cell population attributes to the disease de-
vel-opment and recurrence. The immune reaction that is believed
to be the roof of KD also predisposes patients to allergic conditions
like asthma, chronic urticaria, pruritus and rhinitis [9,11]. Moreo-
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ver, up to 60 % of these patients exhibit renal involvement mani-
festing as extra-membraneous glomeru-lonephritis and nephrotic
syndrome. Although there is no specific diagnostic feature of this
disease, FNA is helpful in preoperative diagnosis of KD. Smears
show signif-icant numbers of eosinophils in a background of lym-
phoid cells with occasional fragments of collagenous tissues and
Warthin-Finkeldey polykaryocytes [11,12,14,19,20]. In our case,
the microscopic investigation of the resected specimen revealed
a mixed inflammatory infiltrate extending into adjacent structures
(fat cells, blood vessels, muscle fibers), consisting mainly of nu-
merous eosinophils, and lymphocytes,with scattered lymphoid
follicles with germinal centers, which are hyperplastic. The immu-
nophenotype were CD20(+), CD3(+)B, T-lymphocytes, CD68(+)
in histiocytes and Ki-67(MIB)(+).

Hui et al, classified the histological features of KD as constant,
frequent and rare. The constant features included preserved no-
dal architecture, florid germinal center hyperplasia, eosinophilic
infiltration and post-capillary venule proliferation. Frequent fea-
tures comprise sclerosis, polykaryocytes, vascularization of the
germinal centers, proteinaceous deposits in the germinal canters,
necrosis of germinal centers, eosinophilic abscesses and reticular
IgE deposition within germinal centers. The solitary rare feature
is the progressive transformation of the germinal centres. Nodal
architecture is largely preserved in most cases, however, capsular
fibrosis with subcasular sinusoid obliteration and soft tissue invol-
vement is frequently present [13,15,16,24].

The diagnosis of KD is not easy and differential diagnosis includes
Angiolymphoid Hyperplasia with Eosinophilia (ALHE), Hodg-
kin’s disease, Kaposi sarcoma, eosinophilic granuloma, epithelioid
hemangioma, Castleman’s disease, tuberculosis, dermatopathic
lymphadenopathy, lymphadenopathy of drug reactions, parasitic
lymphadenitis, eosinophilic granuloma, epitheloid hemangioma,-
malignancy and many more. The closest differential is ALHE. Cli-
nically, both conditions present as soft tissue swelling arising in
the head and neck region with prolonged indolent clinical course.
Microscopically, both show eosinophilic infiltrates and vascular
proliferations. But there are few characteristic and distinctive cli-
nicopathologic features that differentiate the two entities. KD oc-
curs predominantly in Asians, with a male predilection [3,17,18].
Patients usually have peripheral eosinophilic and elevated serum
IgE levels. The solitary lesions are mostly in the subcutaneous tis-
sues, frequently associated with regional lymphadenopathy and
salivary gland involvement. By contrast, ALHE occurs in all racial
groups with a slight female predominance. Patients present with
small, superficial dermal populonodules, frequently erythematous,
accompanied by bleeding, pruritis, and tumor growth. Regional
lymphadenopathy, serum eosinophilia, and increased IgE levels
are rare [25,27,28,33]. Histologically, KD has three components:
cellular (inflammatory infiltrate including increased eosinophils
and follicular hyperplasia), fibrocollagenous and vascular (arbori-
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zing vascular proliferation of the post-capillary venule, endothelial
cells are usually flat and lack cytologic atypia or vacuolization) In
contrast to KD, vascular proliferation is most significant in ALHE,
forming aggregates or lobules comprising of plump endothelial
cells with epithelioid or histiocytoid changes demonstrating cyto-
logic atypia and vacuolization [29,31].

Imaging studies might be diagnostic and can help in staging the
extent and progression of the disease as well as the lymph node
involvement [21]. The diagnosis in our case was only through the
histopathology examination of the excised tissue. Thus, the cyto-
logical features of reactive hyperplasia with the presence of eosi-
nophils should at least clinch the diagnosis of KD at cytology in
appropriate clinical setting. The therapeutic management of KD
includes surgical excision, steroids and radiation. The surgical ex-
cision may be considered first especially for the localized lesion,
even if recurrence is possible. Systemically admistered steroids
show good effects on disease progression, however, withdral of
steroids can often result in relapse. Radiation has been utilized for
steroid resistant lesions [30,32,34].

5. Conclusion

Despite the rarity of Kumura’s disease’s occurrence, it must bear
in mind of clinicians that this nosological entity exist, especially
in the seating of subcutaneous lump’s differential diagnosis in any
patient no mater his origin (African, European, Asian ...) or gender
(male/Female ) . Morover this disease affects more people from
Asia, in our case we are dealing with a Greek man without any
consanguinity with Asiatic Countries in whom KD of a very rare
anatomical location was diagnosed from the resected right thigh’s
subcutaneous mass. Therefore, we suggest pathological investiga-
tion in case of any mass presented by a patient.

6. Ethical Considerations

A written consent has been obtained from the patient, and the case
is described and published without patient’s identity.

7. Teaching Point

Never neglect any palpable mass presented by the patient to find
out the final historical diagnosis in any age-Group.
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