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ABSTRACT

Kimura disease (KD) is a rare chronic benign inflammatory disorder of unknown etiology that is 
prevalent in Asian males. The head and neck region, especially the parotid glands and cervical 
lymph nodes, are most commonly affected. Diagnosis is based on clinicopathological features, 
while radiology findings are nonspecific. Although various treatment strategies have been pro-
posed, there is a high recurrence rate. Combination therapy has been found to produce better 
results than monotherapy. We present a case of KD with huge parotid and cervical lymph node 
involvement that was treated with a combination of surgery and corticosteroids administered 
perioperatively.
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ÖZ

Kimura hastalığı (KH), Asyalı erkeklerde, etiyolojisi bilinmeyen nadir görülen kronik benign infla-
matuar bir hastalıktır. Baş ve boyun bölgesi, özellikle parotid bezleri ve servikal lenf düğümleri en 
sık etkilenen bölgelerdir. Tanı klinikopatolojik özelliklere dayanırken, radyoloji bulguları spesifik 
değildir. Çeşitli tedavi stratejileri önerilmiş olmakla birlikte, yüksek bir nüks oranı vardır. Kom-
binasyon tedavisi monoterapiden daha iyi sonuçlar vermektedir. Cerrahi ve perioperatif olarak 
uygulanan kortikosteroidlerin bir kombinasyonu ile tedavi edilen büyük parotid ve servikal lenf 
nodu tutulumu olan bir KH olgusunu sunuyoruz.
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INTRODUCTION

Kimura disease (KD) is a rare chronic inflammatory 
disorder of unknown cause. It is characterized by 
subcutaneous lesions that mainly affect the head 
and neck region1. The exact prevalence of KD is 
not known; however, since its histopathological 
diagnosis was ascertained, only 200 cases have 
been reported2,3. The disease was first described 
in 1937 in China and has become widely known 
as KD after Kimura et al. published a definitive 
histologic description in 19484. KD is prevalent 
in Asian males during their second-to-fourth de-
cades of life, with some sporadic cases having 
been reported in Europe and America. The male-
to-female ratio ranges from 3.5:1 to 6.7:11.
 
The parotid gland is the most common salivary 
gland involved in KD1,5,6, although its reason is un-
known. Nevertheless, a clinicopathologic study of 
KD involving 21 parotid glands did not show pa-
rotid gland as its primary origin but revealed that 
pathological changes in the gland result from the 
spread of the disease from the intraparotid lymph 
nodes (LN) or adjacent soft tissues6. KD can be 
systemic and may involve multiple organs. Renal 
involvement is also a well-recognized manifesta-
tion that can present simultaneously or months to 
years later1.  

CASE REPORT
 
A 16-year-old Malay boy presented with painless 
right infra-auricular swelling he had had for five 
years. The swelling had been slowly increasing 
in size; however, it had become rapidly enlarged 
over the previous six months and had extended 
to involve the pre-auricular and post-auricular re-
gions. There were no associated obstructive, con-
stitutional, ear or nasal symptoms, facial weakness 
or swelling elsewhere in the body. The patient 
was a non-smoker and denied any family history 
of malignancy.

He sought medical attention because the mass 

was causing facial disfigurement. Examination 
showed the presence of right parotid swelling, 
measuring 13 cm x 13 cm, extending from the 
zygomatic region superiorly to the submandibu-
lar region inferiorly and from the cheek region 
anteriorly to the post-auricular region posteriorly 
(Figure 1). The swelling was firm, non-tender with 
hyperpigmentation of the overlying skin. Multiple 
LNs were palpable at the right levels II and V. 
Other examinations were unremarkable. 

Reactive lymphadenitis with cellular atypia was 
diagnosed through fine needle aspiration cytol-
ogy (FNAC), and KD was later confirmed with an 
incisional biopsy. A computed tomography (CT) 
scan of the neck revealed a large, ill-defined het-
erogenous enhancing soft tissue mass at a right 
angle to the mandible, measuring 7.6 cm x 5.0 

Figure 1. A huge swelling at right parotid region lesion 
measuring 13 cm x 13 cm with hyperpigmented skin.
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cm x 8.7 cm, involving the right parotid gland 
and also the presence of multiple enlarged right 
cervical LNs from levels I to V (Figure 2).

 
Complete blood count showed leukocytosis with 
eosinophilia. The renal profile was normal. In 
view of the poor plane of the mass with surround-
ing structures, magnetic resonance imaging (MRI) 
of the neck was performed and showed enlarge-
ment of the right parotid, involving both superfi-
cial and deep lobes, measuring 8.4 cm x 4.4 cm x 
8.9 cm, with subcutaneous infiltration, and lack of 
any clear demarcation with the masseter muscle 
anteriorly and the sternocleidomastoid muscle 
posteriorly (Figure 3). 

The patient was started on prednisolone oral tab-
lets at daily doses of 30 mg which were tapered 
every two weeks for two months as 25 mg, 20 
mg and 15 mg, then maintenance daily dose of 
10 mg was continued for one year. The swelling 
reduced about 50% from its initial size, and he 
was advised to have a right superficial parotidec-
tomy. 

 
The presence of a large parotid gland with sur-
rounding tissue fibrosis was found intraoperative-
ly (Figure 4), and the superficial part of the parotid 

Figure 2. CT neck showed ill-defined large heterogenous 
enhancing soft tissue mass at right parotid mass measur-
ing 7.6 cm x 5.0 cm x 8.7 cm, with multiple enlarged right 
cervical LN.

Figure 3. MRI neck T1-weighted axial view showed right 
parotid enlargement involving superficial and deep lobes 
measuring 8.4 cm x 4.4 cm x 8.9 cm with subcutaneous 
infiltration, and no clear demarcation with masseter and 
sternocleidomastoid muscles.

Figure 4. Intra-operative view, large right parotid mass 
with surrounding tissue fibrosis.
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gland could be removed with preservation of the 
facial nerve. The patient was discharged on day 
three after the operation and the maintenance 
dose of prednisolone was continued. The wound 
was cleaned leaving a minimally edematous area 
at the right parotid region observed after one 
week (Figure 5). Histopathological examination 
(HPE) of the parotid gland was consistent with 
KD. The facial nerve was intact postoperatively. 

DISCUSSION
 
KD is a benign inflammatory disease that may 
mimic other inflammatory and neoplastic condi-
tions such as angiolymphoid hyperplasia with eo-
sinophilia (ALHE), Hodgkin lymphoma, angioim-
munoblastic T-cell lymphoma, allergic granuloma, 

Langerhans cell histiocytosis, Castleman disease 
and immunoglobulin G4-related disease (IgG4-
RD)1. There is no reported evidence of malignant 
transformation7.
 
The diagnosis of KD is based on clinicopatho-
logical features, although there is no histologi-
cally pathognomonic feature1. It may be difficult 
to make a diagnosis of KD through routine ini-
tial investigations such as FNAC because limited 
amounts of tissue are obtained for examination. 
The finding of FNAC in our case was not specific 
to KD. Therefore, an incisional biopsy was per-
formed which showed fragments of fibrocollag-
enous tissue that was heavily infiltrated by mature 
lymphocytes with the formation of multiple ger-
minal centres and prominent mature eosinophils 
with occasional eosinophilic abscess. There were 
also scattered thick wall blood vessels; however, 
no hypertrophic endothelial cells or evidence of 
malignancy was observed. HPE of the parotid 
gland that was conducted during the operation 
revealed similar features. Infiltration of significant 
amounts of lymphocytes and eosinophils either in 
the tissue biopsy or, as in our case, in the blood 
serum are typical for KD and consistent with other 
studies7. However, the challenge in this case was 
the large size of the lesion, the poor surgical plane 
in relation to surrounding structures, especially 
the facial nerve and vessels, and the infiltration of 
the lesion into subcutaneous tissue through a very 
thin skin. Because of these factors, surgery was 
not the first treatment of choice; however, oral 
prednisolone was prescribed preoperatively to try 
to reduce the size and vascularity of the lesion. 

Even though imaging modalities as ultrasound, CT 
scans or MRIs are non-diagnostic, the presence of 
multiple ill-defined enhancing masses within and 
around the parotid gland with associated region-
al lymphadenopathy that are seen in CT scans or 
MRIs are suggestive of KD8. The disease can be 
divided into two types based on CT scan features, 
type 1 being well-defined, enhancing, homoge-
neous masses with clear boundaries and intact 

Figure 5. One week after operation, minimal edema 
edematous at right parotid region.
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capsules and type 2 being ill-defined, heteroge-
neous masses with variable enhancement, unclear 
boundaries, and without obvious capsules9. It is 
uncertain whether these types are two distinct 
entities or if there a potential disease progression 
from type 1 to type 2 in long standing disease. 
In terms of management, surgery alone may not 
be the first choice of treatment in type 2 KD, as 
there is no clear boundary or intact capsule and 
therefore a possible higher recurrence rate. As 
our patient was diagnosed with type 2 based on 
radiological examination, we opted for the com-
bined modality of corticosteroids and superficial 
parotidectomy. 

Numerous treatment modalities have been re-
ported, but because of the rarity of KD most of 
the clinical studies are case reports or series10. 
Therefore, the optimal treatment is still uncertain 
considering the high recurrence rate1. Surgical 
excision, radiotherapy, systemic corticosteroids, 
cytotoxic agents, cyclosporin, pentoxifylline, 
leflunomide, mycophenolate mofetil, and ima-
tinib are among the treatments that have been 
reported and shown variable responses8,11. The 
dosages and durations of medical treatments ei-
ther for curative intent or as neoadjuvants or ad-
juvants to surgery differ widely across the litera-
ture. Oral prednisolone was highly individualized 
and administered at a variety of dosages (10-60 
mg/day), durations, and tapering schedules de-
pending on the sizes of the primary or recurrent 
lesions12,13. 

CONCLUSION
 
KD is a rare benign disease with possible systemic 
involvement and a high recurrence rate. To date, 
the definitive treatment remains uncertain; there-
fore, we suggest that the treatment should be 
highly individualized. Since the head and neck re-

gion is most commonly affected and because the 
disease is complex in nature, decisions regarding 
the management should be made cautiously by 
multidisciplinary teams. A combination of corti-
costeroids and parotidectomy is a possible treat-
ment of choice for KD with parotid and cervical 
lymph node involvement. 
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