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Abstract
Introduction: Kimura disease or eosinophilic lymphogranuloma is a very rare condition. It occurs almost exclusively in patients of 
Far Eastern origin, but more rarely in Caucasians. It has not been described in black Africans. We report a case.

Observation: The patient was 66 years old, a farmer, not known to be a smoker, referred by an ENT specialist for investigation of a 
swelling of the left parotid region, evolving for 9 years, progressively increasing in volume, painless, accompanied by inflammatory 
episodes. The clinical examination revealed a patient in good general condition, apyretic, with normo colored conjunctiva. On inspec-
tion, there was a swelling of the left parotid region without inflammatory signs of the skin. On palpation, there was a swelling of firm 
consistency, poorly limited, painless, not flapping, mobile in relation to the superficial and deep planes, measuring approximately 
7cm in long axis. Palpation of the contralateral submaxillary region showed a smaller soft mass with a 3 cm long axis. Dermatological 
examination revealed prurigo. A cervicofacial CT scan showed an enlarged right parotid gland with irregular contours infiltrating 
the subcutaneous fatty tissue externally, without visualization of lithiasis or bone lysis. The biopsy of the accessory salivary glands 
revealed a grade 1 chronic sialadenitis. The biological workup was normal except for a major hypereosinophilia of 4400. However, 
the systematic search for proteinuria was negative. The patient underwent a total right parotidectomy. Anatomopathological study of 
the specimen concluded to a Kimura disease. Oral corticosteroid therapy was instituted with a good evolution. 

Conclusion: Kimura’s disease is a rare condition, which usually affects Japanese men. It is characterized by subcutaneous nodules 
predominantly on the head and neck. The prognosis of the disease remains good. 
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Introduction

Kimura’s disease or eosinophilic lymphogranuloma is a rare 
and benign chronic inflammatory disease of soft tissues and lym-
ph nodes of unknown origin [1]. It was first described in China 
in 1937 but was not widely recognized until Kimura described it 
in the Japanese literature in 1948 [2]. The typical presentation is 
characterized by the triad: cervicofacial subcutaneous mass; blood 
hypereosinophilia with elevated serum total immunoglobulin E 
(IgE) levels; and the histopathologic features of follicular hyper-
plasia and reactive germinal centers with extensive eosinophilic 
infiltration. It is mainly reported in young men of Asian descent but 

may occur more rarely in Caucasian subjects [3]. Kimura disease 
is a rare condition, with approximately 300 cases reported to date 
[4] but very few cases have been described in Africa, particularly 
in North African subjects [5]. No cases have been reported in black 
Africans. We report a case of Kimura disease in a black Senegalese. 

Observation

This was a 66-year-old patient, farmer and not known smoker, 
referred by an ENT specialist for exploration of a swelling of the 
left parotid region, evolving for 9 years, progressively increasing in 
volume, painless, accompanied by local inflammatory episodes wi-
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thout trismus or facial asymmetry (Figure 1). The patient reported 
perigandular, trunk and lower limb pruritus partially relieved by 
antihistamine. The clinical examination revealed a patient in good 
general condition, apyretic, with normo colored conjunctiva. On 
inspection, there was a swelling of the left parotid region without 
inflammatory signs of the skin. On palpation, there was a swelling 
of firm consistency, poorly limited, painless, not flapping, mobile 
in relation to the superficial and deep planes, measuring approxi-
mately 7cm in long axis. Palpation of the contralateral submaxil-
lary region showed a smaller soft mass with a long axis of 3 cm 
(Figure 2). Examination of the oral cavity showed no hyposialia or 
hemosialia or bulging of the posterolateral wall of the oropharynx. 
Prurigo was found on dermatological examination (Figure 3). The 
rest of the somatic examination was normal. The biological workup 
was normal except for a major hypereosinophilia at 4400/mm3. 
However, the systematic search for proteinuria was negative. Cer-
vico-parotid ultrasound revealed an enlarged right parotid gland 
with heterogeneous echostructure. A cervicofacial CT scan showed 
an enlarged right parotid gland with irregular contours infiltrating 
the subcutaneous fatty tissue externally, without visualization of 
lithiasis or bone lysis. The biopsy of the accessory salivary glands 
was in favor of a grade 1 chronic sialadenitis. The patient had un-
dergone a total right parotidectomy. Anatomopathological study of 
the lesions showed lymphoid tissue hyperplasia and massive eosi-
nophilic infiltration compatible with Kimura disease. Oral corticos-
teroid therapy at 1mg/kg/d was initiated with progressive regres-
sion of the contralateral mass.

Figure 1: Voluminous Left Parotidomegaly.

Figure 2:  Sub-Maxillary Right Tumefaction.

Figure 3: Prurigo.

Discussion

Kimura disease was first described in China by Kim in 1937 as 
eosinophilic hyperplastic lymphogranuloma [1]. Until 1948, the di-
sease was widely recognized in Japan and consistently described 
by Kimura as «unusual granulations associated with hyperplastic 
changes in lymphoid tissue» [6]. It classically affects subjects from 
Southeast Asia where the disease is considered endemic, with a 
peak frequency in the third and fourth decades, a clear male pre-
dominance (sex ratio of F/H 1/6) [7] but the proportion of women 
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affected increases with age (male to female ratio: overall, 4:1; < 20 
years, 17:1; 20 - 39 years, 4:1; and ≥ 40 years, 2:1; p = 0. 01) [5]. 
Nevertheless, a 2004 study that included 21 patients with Kimura 
disease found a more heterogeneous ethnic distribution, with pa-
tients of European ancestry in seven cases, African American and 
Asian each in six cases, and Hispanic American and Arab each in 
one case [2]. Kakehi., et al. reported in 2018 about 278 observa-
tions published in the literature including 5 African cases [5] par-
ticularly in the Maghreb [8-10]. Our observation is atypical as it in-
volves a 66-year-old black African patient of Senegalese origin. It is 
not clear from the literature whether genetic causes are associated 
with the etiopathogeny of Kimura disease. The late age of onset 
in our patient (66 years), which is higher than the average age in 
several series, can be explained in part by the latent evolution of 
the disease, the lack of knowledge of this condition in our tropical 
context and the multiplicity of differential diagnoses. 

The etiopathogenesis of Kimura disease remains unknown at 
present. The endemicity in South-East Asia, the privileged invol-
vement of the cervicocephalic sphere, the presence of a chronic 
inflammatory reaction associated with a hypereosinophilia and 
an increase in IgE antibodies plead in favor of a reactive process 
(immunologically or allergically mediated) to a particular stimulus 
not yet identified. Some authors have suggested a parasitic, aller-
gic, autoimmune or viral origin [11]. The most suspected agents 
are the Epstein-Barr virus, which has been identified on several 
occasions by PCR in cutaneous and lymph node lesions [12], the 
HHV8 virus [13] and Candida Albicans [14]. According to the aller-
gic theory, the stimulus induces IgE-induced type I hypersensitivity 
with secretion of eosinophil-activating cytokines. According to the 
autoimmune theory, the stimulus alters the immunoregulation of T 
lymphocytes releasing Th2-type cytokines (IL-4, IL-5, IL-13) [15]. 

The clinical presentation is often associated with subcutaneous 
nodules or plaques of variable size from 1 to 20 cm (average 3 cm) 
[16]. The lesions are most often single (61. 8%) or multiple (35. 
3%) [5]. Their consistency can be firm or soft. The lesions are not 
attached to the deep skin, but adhere to the overlying skin. Pruri-
tus and melanin pigmentation of the overlying skin are frequently 
found [17,18]. Gao., et al. observed nerve infiltration by lympho-
cytes and eosinophils in patients with pruritus or pigmentation, 
explaining the possible pathogenesis of pruritus to some extent 
[19]. As in our patient, the preferential localization is cervico-fa-
cial (76%), in particular subauricular and retroauricular with a 

recurrence of salivary gland involvement [5,1]. However, Chen H., 
et al. have reported that non-Asian patients do not usually have 
salivary gland involvement [20]. Mucosal locations (gum, epiglot-
tis, lip, palate, eye) [22] as well as visceral involvement (prostate, 
bladder, colon, liver) are exceptional [23,24], although forms with 
renal involvement are sometimes reported. Satellite lymph node 
involvement is often found with an incidence of 42 to 100% [25]. 
The disease can be complicated by asthma, allergic rhinitis, atopic 
dermatitis, vasculitis and arterial thrombosis, urticaria and other 
allergic symptoms [5,15]. The average delay in diagnosis is often 
several years [5] while that of our case is 9 years justified in large 
part by the rarity and the many differential diagnoses of this condi-
tion. Kimura disease can often be confused with lymphoma or Sjo-
gren’s syndrome, but its main differential diagnosis is eosinophilic 
angiolymphoid hyperplasia. Clinical and histologic differentiation 
between the 2 entities ALHE and Kimura disease is possible in 
most cases; typical features allow differentiation of the 2 clinical 
pictures [26]. However, there are still case reports and histopatho-
logic publications that suggest a closer relationship between ALHE 
and Kimura disease [27]. 

Blood hypereosinophilia is almost constant (100% of Zhang 
cases) [28] but variable in intensity, from 10% to 50%, and hy-
per-IgE is very common [1]. Kimura disease is a subtype of es-
sential hypereosinophilic syndrome (EHS), which is defined by 
eosinophilia with eosinophil-mediated organ damage and/or dys-
function, provided that other potential causes of damage have been 
excluded [29]. Some studies report that the number of eosinophils 
in the blood is closely proportional to the size of the lesion [30]. E. 
Kehkani., et al. found an increase in this hypereosinophilia with age 
and an average of 2000 elements/mm3 was found in patients aged 
40 years and over [5]. In a series of 10 cases of Asian patients, Iwa-
hi., et al. suggested that major hypereosinophilia was a poor pro-
gnostic factor associated with more severe systemic involvement 
[31]. In our case, the major hypereosinophilia observed contrasts 
with the absence of visceral involvement. Recently, Ohta., et al. 
reported that serum eosinophilic cationic protein concentrations 
could be used as an additional parameter of disease activity [32]. In 
our patient, the systematic search for proteinuria is negative. Renal 
involvement is the main visceral manifestation observed in Kimu-
ra disease. Several associations between nephropathy and Kimura 
disease have been reported in the literature. Studies have shown 
that cytokine release in patients with Kimura disease can increase 
glomerular basement membrane permeability, causing proteinu-
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ria, which can ultimately lead to kidney damage. Others suggest 
persistent antigenemia leading to IgE deposits along the glomeru-
lar capillary membrane, with damage to the glomerulus explaining 
the proteinuria [33]. It should be remembered that IgE deposits 
have indeed been visualized by immunofluorescence along the ca-
pillaries and peri-mesangial areas [14]. 

Approximately 15 - 18% of adult patients have renal involve-
ment with proteinuria and 2/3 have a nephrotic syndrome [34]. 
Cases of necrotizing extracapillary glomerulonephritis associated 
with Kimura disease have also been reported [35]. 

Radiological investigations can be useful in Kimura disease 
to better define its extension. On ultrasonography, the mass may 
show heterogeneous or homogeneous echogenicity [36]. Som and 
Biller [37] explored by CT and MRI their patient with Kimura di-
sease affecting the parotid gland and cervical lymph nodes. The CT 
scan showed contrast of the parotid gland and homolateral affec-
ted lymph nodes. The contrast of the affected areas being similar 
to that of the carotid artery, vascular involvement is thus suggested 
by the authors. In our patient, the radiological explorations were 
not specific and allowed a good appreciation of the extent of the 
lesions, however a vascular involvement was not demonstrated. 
Magnetic resonance imaging can differentiate its precise nature 
from other soft tissue tumors. This lesion tends to be heteroge-
neous, hypointense, and sometimes slightly hyperintense on T1 
and T2 weighted imaging [38].

Pathologic examination of the lesions shows hyperplasia of lym-
phoid tissue with Florid germinal centers and massive eosinophilic 
infiltration. Germinal center necrosis, proteinaceous deposits, vas-
cularization of germinal centers and sclerotic areas were also ob-
served. Eosinophilic microabscesses were sometimes present [17]. 
The cutaneous histological presentation of Kimura disease remains 
quite monomorphic and confirmed the diagnosis in our patient. 
There are few studies that have focused on immunohistochemical 
examination of tissues in Kimura disease. 

 There are currently no uniform diagnostic criteria for Kimu-
ra disease. The following features should arouse suspicion: Young 
male, with a painless mass in the cervicofacial sphere with a chro-
nic course; association of overlying skin pruritus and locoregional 
adenopathy; blood hypereosinophilia and elevated serum IgE le-
vel. On the basis of these clinical and biological manifestations, the 

diagnosis of Kimura disease can be considered in advance, but the 
final diagnosis is based on histological examination. 

The treatment of Kimura disease is not codified. Surgery is pro-
posed as the first line of treatment for single lesion forms, but re-
currences are frequent. Corticosteroid therapy is by far the most 
frequently indicated medical treatment, especially in profuse forms 
or those inaccessible to surgery, or systematically in cases of renal 
involvement. In our patient, post-parotidectomy corticosteroid 
therapy showed a clear efficacy with a favorable evolution in agree-
ment with several data in the literature. The efficacy of interferon, 
radiotherapy (low dose local irradiation, about 25 - 30 Gy) espe-
cially post surgery has been reported in a few cases [39,18]. In one 
patient, a treatment associating prednisone and all-trans-retinoic 
acid allowed the remission of a cortico-dependent form [40]. Simi-
larly the efficacy of cyclosporine [41] and Mofetil mycophenolate 
[42] have been reported about in a few rare cases. The prognosis of 
Kimura disease is generally good and no malignant transformation 
of the disease has been reported to date. However, the evolution 
can be marked by spontaneous remissions, but recurrences are fre-
quent, noted in more than 25% of patients treated by surgery alone 
[43], usually between 1 and 3 years later [31]. 

Conclusion

Kimura disease is a rare and benign condition classically seen 
in subjects of Asian origin. However, the distribution is heteroge-
neous but it occurs exceptionally in black subjects. This rarity 
justifies in large part the diagnostic errors. This pathology should 
be evoked in front of any clinical presentation with cervico-facial 
mass associated with adenopathies and pruritus, hyper-eosinophi-
lia with hyper-IgE. The evolution is generally benign, but the se-
riousness lies in the renal damage and the systematic search for 
proteinuria is essential. 
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