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A Rare Case of Kimura Disease with Bilateral

Parotid Involvement
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Kimura disease is a rare idiopathic chronic inflammatory disorder. It typically presents in the
head and neck area, whereas bilateral involvement is unusual. Its diagnosis requires it to be
differentiated from other inflammatory diseases and from head and neck tumors. Treatment
methods include conservative management, steroid administration, radiotherapy, and surgery;
however, no single treatment of choice has been established. Herein, we report an unusual
presentation of Kimura disease with bilateral parotid involvement. This case was treated by

surgical excision.

Head and neck neoplasms / Parotid neoplasms / Angiolymphoid hyperplasia with

eosinophilia

Received: 10 Nov 2016 e Revised: 27 Feb 2017 e Accepted: 21 Mar 2017

Correspondence: Han Koo Kim
Department of Plastic and
Reconstructive Surgery, Chung-Ang
University Hospital, Chung-Ang
University College of Medicine,

102 Heuksuk-ro, Dongjak-gu, Seoul
06973, Korea

Tel: +82-2-6299-1628

Fax: +82-2-823-1049

E-mail: hkkiim@cau.ac.kr

This article was presented as a poster at
the 73rd Congress of the Korean Society
of Plastic and Reconstructive Surgeons,
November 13-15, 2015 in Seoul, Korea.

No potential conflict of interest relevant
to this article was reported.

pISSN: 2234-6163 ® elSSN: 2234-6171 e https://doi.org/10.5999/aps.2017.44.5.439 © Arch Plast Surg 2017;44:439-443

First described in 1937, Kimura disease (KD) is a rare benign
chronic inflammatory swelling of unknown etiology [1]. It usu-
ally presents with unilateral swelling in the soft tissue in the head
and neck area, including the lymph nodes and salivary glands,
and is characterized by eosinophilia and elevated immunoglob-
ulin E (IgE) levels. It typically occurs in Asian men in their sec-
ond and third decades of life. In most cases of KD, a unilateral
soft tissue mass is present, whereas bilateral involvement is rare
[2]. KD is difficult to diagnose, and must be differentiated from
inflammatory and neoplastic conditions, tuberculosis, cylindro-
ma, dermatofibrosarcoma protuberans, Kaposi sarcoma, pyo-

genic granuloma, and other infectious lymph node enlarge-

ments [3]. We report a very rare case of KD with synchronous
involvement of the bilateral parotid glands.

A 33-year-old Korean man visited our clinic with swelling in
both cheeks. He had no notable medical history other than
smoking, and his vital signs were stable. The masses in his
cheeks had existed for about 10 years and had gradually in-
creased in size. The parotid nodules were intermittently painful,
and changes in his facial shape were evident. The masses in the
bilateral parotid region were firm and palpable. The patient re-
ported no tenderness or other symptoms, and the overlying

skin was normal. He had already undergone fine-needle aspira-

Copyright © 2017 The Korean Society of Plastic and Reconstructive Surgeons

This is an Open Access article distributed under the terms of the Creative Commons Attribution Non-Commercial License (http:/creativecommons.org/
licenses/by-nc/4.0/) which permits unrestricted non-commercial use, distribution, and reproduction in any medium, provided the original work is properly cited. | WWW.e-aps.org

439


http://crossmark.crossref.org/dialog/?doi=10.5999/aps.2017.44.5.439&domain=pdf&date_stamp=2017-09-20

Woo SHetal. Bilateral Kimura disease

tion cytology (FNAC) at another hospital before visiting our
clinic. KD was suspected because FNAC showed lymphoid hy-
perplasia and an elevated eosinophil count. A blood test re-
vealed eosinophilia (24%) and an elevated IgE level (> 5,000
kU/L; normal range, 2-100 kU/L). Urinalysis results were nor-
mal.

Enhanced neck computed tomography (CT) showed soft-tis-
sue mass lesions in both cheeks. The masses were located be-
tween the masseter muscles and platysma, adjacent to the parot-
id gland. They showed mild nonhomogeneous enhancement
(Fig. 1) with lymphadenopathy at both level IA and IB. KD was
suspected.

The masses were completely excised via transverse incisions in
both cheeks, not through a face-lift incision. This was done to
ensure easier access and better visibility, in order to avoid facial

Fig. 1. Enhanced neck computed tomography findings

The masses were located be-
tween the masseter muscles
and platysma, adjacent to the
parotid gland, with nonhomo-
geneous mild enhancement
and lymphadenopathy at both
levels IA and IB. An axial view
(A) and coronal view (B).

Fig. 2. Intraoperative photographs

Excised masses from the left cheek (A) and the right cheek (B).
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nerve injury, because the mass was long and horizontally posi-
tioned beyond the anterior border of the masseter muscle.
Moreover, the patient was not concerned about scar formation.
Our preoperative plan was to perform a lumpectomy, including
mass excision with partial parotid gland removal where the mass
was in contact with the gland, because the masses were adhered
to the parotid gland and facial nerve branches. Surgery was per-
formed as planned. We used a facial nerve stimulator to monitor
facial nerve injury.

The excised masses measured 3.6 x 2.4 x 1.4 cm® (from the left
cheek) and 4.8 x3.5% 1.5 cm® (from the right cheek) (Fig. 2).
Histopathology confirmed the diagnosis of KD. Histopathologic
examination showed lymphoid hyperplasia with massive eosin-

ophil infiltration and dense lymphoeosinophilic infiltration in a

fibrotic background (Fig. 3). Postoperative recovery was good,
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Fig. 3. Histology
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Histopathologic findings show lymphoid hyperplasia with massive eosinophil infiltration (H&E, X 200) (A), exhibiting dense lymphoeosinophilic
infiltration in a fibrotic background (H&E, X 200) (B).

Fig. 4. Facial contours

Preoperative photograph (A) and postoperative photograph (B). The
facial contours were restored to their original form.

with a decrease in the percentage of peripheral eosinophils to

within the normal range (4.9% on postoperative day S). There
was no sign of facial nerve injury or relapse for at least 4 years af-
ter surgery. The patient’s facial contours were restored to normal
(Fig. 4), and the patient experienced no pain after recovery.

DISCUSSION

KD is a rare benign chronic inflammatory disorder whose cause
is unknown [4]. Potential causes include dysfunctional immune
regulation, allergic reactions, viral and nonviral infections, and
cancer [3,5]. The features of KD include painless, persistent,
and self-limiting increases in blood eosinophil and IgE levels.
KD most commonly presents as a unilateral subcutaneous mass

in the head and neck area, and usually affects men in their sec-
ond and third decades of life [1,6]. The male-to-female ratio
ranges from 3.5:1.0 to 9.0:1.0 [7]. KD is a benign disorder with
no potential for malignant transformation [4,8].

KD is relatively difficult to diagnose because it rarely occurs
and hence is unfamiliar to most physicians and surgeons. The
differential diagnoses include malignancies in the head and neck
area such as lymphomas, Kaposi sarcomas, low grade angiosar-
comas, and nodal metastases, and benign conditions such as tu-
berculosis and angiolymphoid hyperplasia with eosinophilia
(ALHE) [1,9]. In the past, ALHE was easily confused with KD
and considered a variant of KD. However, these diseases differ
histologically: a proliferation of vessels (also known as epitheli-
oid hemangioma) and endothelial lining is present in ALHE,
whereas KD is characterized by localized swelling due to chron-
ic inflammation [9,10]. Systemic eosinophilia and lymphade-
nopathy are rare in cases of ALHE. Further, ALHE usually man-
ifests as multiple papules or nodules that bleed easily, but KD
mostly involves solitary lesions larger than 2 cm in diameter
without any skin problems [2,9]. FNAC can be helpful in some
cases, but excisional biopsy is preferred for a definitive diagnosis
[2,3,10]. As suggested by Park et al. [11], CT and magnetic res-
onance imaging can be useful for diagnosing KD in the head
and neck area; characteristic imaging results include multiple ill-
defined enhanced masses within and around the parotid gland
with associated regional lymphadenopathy. However, the diag-
nosis of KD is difficult to confirm without a pathologic report.

‘When encountered, it is possible for bilateral symmetric facial
masses to be considered as part of the natural shape of a patient’s
face because they are not common. However, surgeons should
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be aware that some diseases can lead to bilateral parotid lesions.
Warthin tumor, acinic cell carcinoma, pleomorphic adenoma,
and metastatic tumors are some such examples [2,12-14]. War-
thin tumor is the second most common benign neoplasm in the
parotid gland, and 6% of cases of Warthin tumor are bilateral
[14]. It is also the most common bilateral parotid tumor, ac-
counting for 85% of such tumors [13]. It is extremely rare for a
disease such as KD to affect both sides of the face simultaneously.

KD commonly occurs in combination with renal disease, most
notably nephrotic syndrome [2]. The coexisting renal disease
may be due to immunocomplex-mediated damage or a Th2-
dominant immune response disorder [3]. Our patient had no
renal involvement despite his long history of disease and did not
complain of any symptoms after resection of the masses.

Treatments for KD include radiation, steroid administration,
surgical excision, chemotherapy, and cryotherapy; however, no
single treatment of choice has been established [1,8]. Each treat-
ment method has advantages and disadvantages. Simple surgical
excision, for example, requires less time than other treatments
and allows immediate histologic confirmation; however, the dis-
ease may recur after surgery [7,15], as well as after other treat-
ments. Steroid therapy and radiotherapy can reduce the size of
the mass, but usually do not remove it completely [8], and re-
lapse is not uncommon after steroid therapy discontinuation.

In our case, the patient wanted treatment to be carried out rap-
idly due to the pain he was experiencing; therefore, total surgical
excision was the best option for him. However, if the goal is to
avoid scarring, steroid therapy or radiotherapy is the most ap-
propriate first-line choice. As noted above, the limitations of
nonsurgical treatment include recurrence after treatment termi-
nation. Hence, surgery should be considered after steroid thera-
py or radiotherapy has sufficiently reduced the size of the mass.

Due to the rarity of KD, only a few studies have addressed its
cause, pathogenesis, treatment, and/or prognosis, and more
studies are needed. Because KD occurs mainly in Korea, Japan,
China, and other regions of East Asia, it seems likely that specif-
ic genes are involved. To compensate for the small number of
cases at each institution, cooperation among institutions is
needed to fully elucidate the causes of and treatments for KD.

In conclusion, KD is a rare idiopathic chronic inflammatory
disorder that rarely presents with bilateral involvement. There
are many ways to treat KD, including conservative management,
steroid administration, radiotherapy, and surgery. In this symp-
tomatic case, surgical excision was the treatment of choice.
However, long-term follow up will be needed because patients

with KD have a constant risk of relapse.
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The patient provided written informed consent for the publica-

tion and the use of their images.
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