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Abstract

Kimura’s disease is a rare chronic affection of unknown etiology, endemic
in the far east with a net male predominance. We present the case of a
37-year-old female patient who developed a tumor process in the left parotid
region over a period of 3 years. A total left parotidectomy was performed with
simple postoperative course. The anatomopathological study of the surgical
specimen was in favor of Kimura’s disease. Through this case and a review of
the literature, we present the main clinical, anatomopathological, therapeutic
and evolutionary characteristics of this rare disease.
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1. Introduction

Kimura’s disease is a rare inflammatory disease, described in China in 1937 and
was first published by the Japanese Kimura et a/ in 1948 [1]. Its etiology remains
undetermined, endemic in the Far East with a clear male predominance [2]. It
usually manifests as a unilateral painless soft tissue mass or subcutaneous nodule
in the head and/or neck, which can easily invade the salivary glands and lymph
nodes.

In this article, we report a case of Kimura’s disease in the left parotid region.
We will review the main clinical, paraclinical, therapeutic and evolutionary cha-
racteristics of this disease.

This study will help us in the future to discuss this disease when a parotid tu-

mor is associated with cervical lymph nodes or subcutaneous nodules, especially
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when this clinical symptomatology is associated with a tumor of the other sali-

vary glands and/or a kidney involvement.

2. Clinical Observation

A 37-year female patient, with no particular medical history, has recently pre-
sented to the Mohammed VI University Hospital in Oujda with a painful cervic-
al mass in the left parotid region, progressively evolving for 3 years.

The clinical examination revealed a preauricular mass over the left parotid re-
gion measuring two centimeters, solid, movable, non-pulsatile and without skin
changes (Figure 1). We also find a left jugulo-carotid lymph nodes of group IIA.
The motor function of the facial nerve is preserved. The rest of the cervicofacial
examination did not reveal any lesions of the skin or scalp. The right parotid re-
gion and other salivary glands show no abnormalities with quantitative and qua-
litative conservation of saliva.

The Parotid ultrasound revealed two hypoechoic nodular formations of the
left parotid gland with a hypervascularized appearance on color Doppler.

As part of the paraclinical examination, the parotid MRI identified a super-
ficial and a deep polar lesion of the left parotid gland with malignant signs
(Figure 2).

Her laboratory assessment showed a normal kidney function and no hypereo-
sinophilia. Blood sugar, urea, creatinine, and bilirubin levels were within normal
range. No abnormality was found in the routine urine test. Serum total immu-
noglobulin E (IgE) level was normal. Allergen patch test was negative. Rheumat-
ism, rheumatoid factor, anti-nuclear antibody, complete parasite set, routine
stool and urine, thyroid function, immunoglobulin G4, complement C3/C4, and
D-dimer levels were normal.

A total left parotidectomy was performed with a group IIA lymphadenect-
omy (Figure 3). Low-dose radiotherapy and glucocorticoid treatment were not

Figure 1. Clinical appearance of a left preauricular parotid tumefaction.
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Figure 3. Intraoperative aspect of the deep parotid nodule.

necessary as the kidney function was normal and there was no hyperoesonophilia.
The histopathological examination revealed a Kimura’s disease (Figure 4).

and the postoperative course was simple.
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Figure 4. Image showing the anatomopathological appearance of Kimura disease of our
patient.

3. Discussion

Kimura’s disease was first published by the Japanese Kimura in 1948, also called
unusual granuloma associated with hyperplastic changes in lymphoid tissue [1].
This disease affects almost exclusively patients from the Far East, and more ex-
ceptionally Caucasian subjects with a male predominance and a sex ratio varying
according to studies from 3 to 7 [2]. All age groups are affected, with a peak
around the third and fourth decade [3]. In our context it is a very rare case, and
it was the first case of Kimura’s disease operated on in our department. In our
context, it is indeed an extremely rare disease. This is the first case of Kimura
disease operated in our department.

It is an inflammatory disease of unknown etiology, but it is supposed to be an
allergic or autoimmune process involving blood vessels, lymphocytes and eosi-
nophils. This process is thus responsible of the development of subcutaneous
nodules or plaques of varying size [1].

Clinically, the disease is characterized by the appearance of subcutaneous no-
dules that progressively increase in volume with clear boundaries. These nodules
are usually painless and fixed in the superficial plane. There is also, solid, painless,
or itchy single or multiple lesions on the head and/or neck, especially around the
parotid gland and submandibular region, often associated with lymph node in the
lateral cervical region and the supra-clavicular fossa [4]. The orbits, the ears, the
scalp and the forearm are rarely described. Exceptionally, lesions may occur in the
mucous membranes. Other regions such as axilla, groin, trunk, abdomen, peri-
pheral limbs, chest wall, and median nerve have also been involved, their preva-
lence is extremely rarely [5]. Subcutaneous tissue and muscles may be affected.
Locoregional adenopathy is frequently found as in our patient.

During its development, this disease affects the salivary glands with a predilection
for the parotid gland. A nephrotic syndrome, related to extra-membranous glome-
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rulonephritis, is present in 50% of the biological checkup often reveals blood
hypereosinophilia with a hyperimmunoglobulinemia E.

Albuminuria is systematically requested in order to look for proteinuria, which
would indicate a nephrotic syndrome [1] [6]. For the case in this study, the pa-
tient’s kidney function was normal and no proteinuria was observed in her urine.

Cervical ultrasound, CT scan and MRI may be useful to determine the spread
of the disease. Salivary gland and cervical lymph node involvement with contrast
is the main findings and vascular involvement is suggested by the authors [7].

Elevated eosinophil count and total IgE levels in peripheral blood are the most
prominent features in the laboratory findings of KD, but specific IgE level was
not clinically significant in the diagnosis of KD. Blood eosinophil count and total
IgE levels, in particular, can help monitor the prognosis of KD, which is very
important in its diagnosis and treatment.

Pathological examination of the lesions after surgical resection shows hyper-
plasia of the lymphoid tissue with florid germinal centers. The main differential
diagnosis is angiofollicular hyperplasia or Hale’s disease. This is a western pa-
thology that affects middle-aged women. The same anatomopathological aspect
as Kimura’s disease is noted, but with the addition of vascular proliferation that
characterizes it [8].

In our case, there were not enough specific signs to suggest the disease before
the surgery and, the anatomopathological study of the specimen.

The treatment of Kimura’s disease is not yet codified. Surgical treatment is
always indicated in the first instance, as in the case of our patient, and consists of
a wide and deep excision in order to prevent recurrences, which are frequent.
Corticosteroid therapy is indicated in profuse forms, when surgery is not possi-
ble and systematically in case of kidney damage. A dose of 0.5 to 1 mg/kg/day
can be admitted with a progressive regression over 6 months. Radiation therapy
(25 to 30 Gy) is indicated in corticosteroid resistant forms or when surgery is im-
possible [4]. Currently, other therapies are used but have not proven to be effective,
such as cetirizine and interferon alpha or chemotherapy with 5-fluorouracil and
azathioprine [4]. In our case, corticosteroid therapy was not necessary due to a
complete succesful surgery. However, long term monitoring is necessary to
detect further disorders.

Kimura’s disease often has a chronic, indolent and benign course, without al-
teration of the general condition. Thus, tumor eruptions may occur with periods
of complete remission, and recurrences after treatment of 15% - 40% [9].

Although the prognosis of the disease is benign, there is always a possibility of
recurrence of tumors or renal disease. This requires long-term monitoring, con-
sideration of a second surgery if needed or the possible use of various treatment

protocols.

4. Conclusion

Kimura’s disease is a rare entity of unknown etiology, common in the Far East
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with a clear male predominance. Its diagnosis is based on the definitive anato-

mopathological result. The treatment is not yet codified but essentially based on

surgical removal and corticosteroid therapy protocols.
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