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A RARE CASE OF KIMURA DISEASE PRESENTING AS RIGHT CHEEK
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1. Dr. G.Arjuna, M.S. , H.O.D. General Surgery, Gayatri Vidya Parishad Medical
College And Hospital, Vishakhapatnam , Andra Pradesh , India.
drarjuna.gera2(@gmail.com

2. Dr Vidya Kiran , M.S (General Surgery), MCh (Burns, Plastic & Reconstructive
Surgery ), Fiages, Gayatri Vidya Parishad Medical College And Hospital,
Vishakhaaptnam, Andra Pradesh , India. vidyakiran2009@gmail.com

3. DrJasmine , MBBS , 2nd year PG Student, General Surgery ,Gayatri Vidya
Parishad Medical College And Hospital, Vishakhapatnam, Andra Pradesh, India.
drjasminekalsi@gmail.com

4. Dr K.V.H. Phani Kumar , M.S., General Surgery , Gayatri Vidya Parishad
Medical College And Hospital, Vishakhapatnam, Andrapradesh, India.
phanikoppul @gmail.com

5. Dr E.Kiran kumar, M.D. , HOD Pathology , Department Of Pathology, Gayatri
Vidya Parishad Medical College And Hospital, Vishakhapatnam, Andra Pradesh,
India. meetkiran5@rediffmail.com

6. Dr Raksha Sudhakar, M.D., Professor, Pathology, Gayatri Vidyaparishad Medical
College And Hospital, Vishakhapatnam, Andra Pradesh, India.
sudhakarraksha76(@gmail.com

Corresponding Author: Dr Vidya Kiran , M.S (General Surgery), MCh (Burns, Plastic
& Reconstructive Surgery ), Fiages, Gayatri Vidya Parishad Medical College And
Hospital, Vishakhaaptnam, Andra Pradesh , India. vidyakiran2009@gmail.com

ABSTRACT -

Kimura disease is a rare chronic inflammatory disorder of unknown cause, commonly
presenting unilaterally, primarily seen in Asian males characterised by painless
subcutaneous swelling in the head and neck region ,frequently associated with
regional lymphadenopathy or salivary gland involvement with blood & tissue
eosinophilia & raised IgE levels. Early diagnosis of Kimura’s disease may spare the
patient from unnecessary invasive diagnostic procedure. We describe a case of
Kimura disease in a 14-year old male presenting with right cheek swelling and also
provide a brief review of the literature.

INTRODUCTION-

Kimura disease is a rare form of chronic inflammatory disorder involving
subcutaneous tissue , predominantly in the head and neck region ,frequently
associated with regional lymphadenopathy &/or salivary gland involvement. More
common in males of ascian descent and clinically simulate a neoplasm [1]. KD is
rare in India, only 200 cases have been reported worldwide since its histopathological
diagnosis [3] .The commonly involved sites are periauricular, groin, orbit, and
eyelids. Peripheral blood eosinophilia and elevated serum immunoglobulin E (IgE)
levels are constant features of Kimura’s disease [6] .It is generally seen in young
adults, with most patients being in the age group of 20 and 40 years; men are affected
more commonly than women, with a 3:1 ratio [4,5].The commonly involved sites are
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periauricular, groin, orbit, and eyelids. Peripheral blood eosinophilia and elevated
serum immunoglobulin E (IgE) levels are constant features of Kimura’s disease [6].
Coexisting renal disease is common, with an incidence ranging from 10% to 60% [5]
.The diagnosis of KD is often difficult, and the biopsy or excision of the involved
mass for a pathological study is necessary. Here we report a rare case of a 14-year old
male with right cheek swelling.

CASE REPORT-

A 14-year old male patient presented to the surgical Outpatient Department (OPD) of
our hospital with the complaint of right cheek swelling ( Figure 1) for the past 4 years
which was insidious in onset and gradually progressive. He had no history of any
constitutional symptoms. On examination, a soft tissue swelling with ill defined
borders extending superiorly from zygomatic arch to inferiorly till the angle of
mandible , laterally from preauricular region to medially lcm from the angle of
mouth. The skin overlying the swelling had dark(blackish) pigmentation. Multiple
lymph nodes at level 2,3,4,5 & 6 were palpable on the right side. The rest of the
examination was unremarkable. Haematological examination revealed Hb 10.9 gm/dl,
TLC 11,700 cells/cumm (Neutrophils 83%, Lymphocytes 12%, Eosinophils 03%,
Monocytes 02%) and platelets(2.6 lakhs/cumm).His aPTT test result was 5.3 seconds.
Result of absolute eosinophil count was 905 cells/cumm. Firstly subjected to
ultrasound revealed ill defined heterogeneously hypoechoic lesion measuring 5.2 x
2.5 x 4.2 cm in the right cheek region with internal vascularity ( confirmed in MRI )
along with multiple enlarged lymphnodes with preserved fatty hilum largest
measuring 3.1 x 1.2 cm at right submandibular region.Fine needle aspiration (FNA) of
the swelling was performed. Smears were cellular and composed of lymphoid cells,
histiocytes and endothelial cell clusters. Background showed abundant eosinophils,
lymphohistiocytes, mixed inflammatory cell infiltrate, fibrous stroma and hemorrhage
( Figure 2). Features were suggestive of chronic non specific lymphadenitis with
eosinophilia. MRI was advised thereafter which showed (Figure 3 ) lobulated altered
signal intensity mass lesion involving the right cheek along subcutaneous deep fascial
planes indenting / infiltrating masseter & buccinators muscles. Lesion was indenting
masseter muscle & extending posteriorly indenting the anterior process of right
parotid gland. Other findings were —multiple enlarged bilateral level IA,IB,ILIILIV &
posterior triangle cervical lymphnodes with poorly defined fat hila in most of the
lymphnodes.Enlarged  bilateral palatine tonsils with mild oropharyngeal airway
narrowing. Grade II hypertrophy of adenoids with mild nasopharyngeal airway
narrowing. Excision biopsy was advised and performed. The specimen received
consisted of one right cheek swelling mass and a lymph node , the mass measuring
8x5.5%2 cm. Outer surface was irregular with adjoining fat and the cut surface
showed capsulation with gray white to gray yellow areas(Figure 4). Histopathological
sections—of lymph node showed partial effacement of architecture. The cortex
revealed aggregates of lymphoid follicles of varying sizes with hyperplastic germinal
centers (Figure 5) infiltrated by many eosinophils and histiocytes. Medulla showed
aggregates of histiocytes, eosinophils and dense endothelial proliferation (Figure 6).
Disruption of follicles by increased eosinophils causing folliculolysis (Figure 7).
Adjacent fat interspersed with eosinophils and plasma cells(Figure 8). Histological
features were suggestive of Kimura’s disease.
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Figure 2: Histopathological Slide
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Figure 8: Histopathologic slide

DISCUSSION -

Kimura Disease (KD) is a rare chronic inflammatory disorder, which was first
described in 1937 by Kim and Szeto in the Chinese literature as “eosinophilic
hyperplastic lymphogranuloma” and has been known most often as Kimura’s disease
since its description by Kimura et al. in the Japanese literature in 1948. This disease is
endemic in middle-aged Asian males and rarely seen sporadically in non-Asian
population [5] . 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
follicular hyperplasia [7] . The disease can be seen at any age, the 2nd and 3rd
decades of life being the most common. Men are more commonly affected than
women, with a ratio of 3:1 [4,5] . It presents predominantly as subcutaneous nodules
in the head and neck, often unilateral, and frequently associated with regional
lymphadenopathy with or without the involvement of salivary glands. 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 [6,7] . The clinical
course is generally benign and self-limited. Most patients have a prolonged course
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with gradual increase in the swelling. Occasional spontaneous resolution is seen.The
exact cause and pathogenesis of Kimura’s disease are still unclear, although it might
be a self-limited allergic or autoimmune response triggered by an unknown persistent
antigenic stimulus. Studies have also shown that the proliferation of CD4+ T cells,
specifically the CD4 T-helper2 (Th2) cells and resultant overproduction of their
cytokines, such as granulocyte macrophage colony-stimulating factor, tumor necrosis
factor-a, IL-4, IL-5, eotaxin, and RANTES trigger the production of lymphoid follicle
and high IgE [8] . Clonal T-cell population attributes to the disease development and
recurrence [9] . The immune reaction that is believed to be the root of Kimura’s
disease also predisposes the patient to allergic conditions like asthma, chronic
urticaria, pruritus and rhinitis [8] . Moreover, up to 60% of these patients exhibit renal
involvement manifesting as extra membranous glomerulonephritis and nephrotic
syndrome [10] . Although there is no specific diagnostic feature of Kimura disease,
FNA is helpful in preoperative diagnosis of Kimura’s disease. Smears show
significant numbers of eosinophils in a background of lymphoid cells with occasional
fragments of collagenous tissue and Warthin-Finkeldey polykaryocytes [11] . In our
case of FNA smears revealed polymorphous population of lymphoid cells, histiocytes
and endothelial cell clusters in the background of abundant eosinophils,
lymphohistiocytes, fibrous stroma and hemorrhage.Hui et al. classified the
histological features of Kimura’s disease as constant, frequent and rare [7,12] . The
constant features include preserved nodal architecture, florid germinal center
hyperplasia, eosinophilic infiltration and postcapillary venule proliferation. Frequent
features comprise sclerosis, polykaryocytes, vascularization of the germinal centers,
proteinaceous deposits in the germinal centers, necrosis of the germinal centers,
eosinophilic abscesses and reticular IgE deposition within germinal centers. The
solitary rare feature is the progressive transformation of the germinal centers. Nodal
architecture is largely preserved in most cases, however, capsular fibrosis with
subcapsular sinusoid obliteration and perinodal soft tissue involvement is frequently
present [7] . In our case, there was partial effacement of the nodal architecture.
Aggregates of lymphoid follicles of varying sizes with hyperplastic germinal centers
infiltrated by dense eosinophils and histiocytes were seen. Deposition of
proteinaceous material and eosinophilic abscesses were also noted. Medulla showed
aggregates of histiocytes, eosinophils and dense endothelial proliferation.The
diagnosis of KD is not easy and differential diagnosis includes angiolymphoid
hyperplasia with eosinophilia (ALHE), Hodgkin’s disease, Kaposi sarcoma,
eosinophilic granuloma, epithelioid hemangioma, Castleman’s disease, tuberculosis,
dermatopathic lymphadenopathy, lymphadenopathy of drug reactions, parasitic
lymphadenitis, eosinophilic granuloma, epithelioid hemangioma and many more [7] .
The closest differential is ALHE. Clinically, both conditions present as soft tissue
swellings 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 clinicopathologic features that differentiate
the two entities. KD occurs predominantly in Asians, with a male predilection.
Patients usually have peripheral eosinophilia and elevated serum IgE levels. The
solitary lesions are mostly in the subcutaneous tissues, 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 papulonodules, frequently erythematous, accompanied by
bleeding, pruritis, and tumor growth. Regional lymphadenopathy, serum eosinophilia,
and elevated IgE levels are rare [13]. Histologically, KD has three components:
cellular (inflammatory infiltrate including increased eosinophils and follicular
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hyperplasia), fibrocollagenous and vascular (arborizing vascular proliferation of the
postcapillary 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 cytologic atypia and vacuolization [7,14] .
Summary of the differences between the KD and ALHE is discussed in table 1. The
list of other differentials with their clinical, cytological, and histological features are
mentioned in the table II [1,7,9,15] . Imaging studies might be diagnostic and can help
in staging the extent and progression of the disease as well as the lymph node
involvement. The diagnosis in our case was only through the histopathological
examination of the excised tissue. Thus, the cytological features of reactive
hyperplasia with the presence of eosinophils should at least clinch the diagnosis of
Kimura’s disease at cytology in appropriate clinical settings.Therapies for KD include
surgical excision, steroids and radiation. Surgical excision may be considered first
especially for the localized lesion, even if recurrence is possible [8]. Systemically
administered steroids show good effects on disease progression; however, withdrawal
of steroids can often result in relapse. Radiation has been utilized for steroid resistant
lesions. Gopinathan and Tan [6] examined CT features of 13 patients with Kimura
disease and divided Kimura disease into two categories: Type I and type II. Type I
exhibited a clear boundary and marked homogeneous enhanced nodules. In the study,
lesions were of uniform density and had clear boundaries, with moderate or marked
homogeneous enhancement. The degree of enhancement in the arterial and venous
phase was similar. Type I Kimura disease nodules had an intact capsule, pointing to
lymph node swelling in the head and neck region, particularly in the parotid gland.
Type II Kimura disease exhibited unclear boundaries around nodules and mild
inhomogeneous enhancement with an uneven structure. In addition, increased
hospitalization times were recorded for these patients. Gopinathan and Tan [6]
reported 30.70% of cases with diffuse masses. Boundaries of these lesions were
unclear, demonstrated an ambiguous fat layer and increased density. There was no
obvious cystic degeneration, necrosis or calcification, and lesions exhibited moderate
heterogeneous enhancement. No obvious capsules were observed in Type II nodules.
In the study, boundaries of patients with type I and type Il Kimura disease nodules
and lesions were unclear. In these cases, lesions were characterized by a large amount
of eosinophils and inflammatory cell infiltration inside and outside of capsules.
Gopinathan and Tan [6] concluded that further studies are needed to determine
whether an unclear boundary represented the transition from type I to type II Kimura
disease nodules.

TABLE -1

Clinical and pathological differences between Kimura disease and ALHE.

KIMURA DISEASE ALHE
Prevalence Predominantly in Asians, with a All racial groups with a slight
male predilection female predominance
Eosinophilia ~ Usually seen Rare
and raised
serum IgE

Gross lesions ~ Solitary lesions are mostly in the Small, superficial dermal
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subcutaneous

involvement.

Histological
features

Three
(inflammatory infiltrate
increased eosinophils and follicular or
hyperplasia), fibrocollagenous and
vascular
proliferation of the postcapillary
venule, endothelial cells are usually
flat and lack cytologic atypia or

components:

(arborizing

vacuolization)

TABLE -2

tissues,
frequently associated with regional
lymphadenopathy and salivary gland

cellular
including

vascular

papulonodules, frequently
erythematous, accompanied by
bleeding and pruritus.
Regional lymphadenopathy is
rare.

Vascular proliferation is most
significant, forming aggregates
lobules comprising of
plump endothelial cells with
epithelioid or histiocytoid
changes demonstrating
cytologic atypia and
vacuolization

Cytological and histological features of other differential diagnosis.

ENTITY

Angiolymphoid
hyperplasia
eosinophilia
(ALHE)

with

Hodgkin lymphoma

Castleman disease

Dermatopathic
lymphadenopathy

Drug reactions

REFERENCES -

CYTOLOGICAL
FINDINGS

Spindle-shaped, polygonal
cells with vesicular nuclei
and deeply eosinophilic
cytoplasm containing well-
defined vacuoles and plenty
of immunoblasts

Eosinophils, plasma cells
and atypical cells-presence
of Reed-Sternberg cells

Prominent vascularity with
hyalinized capillaries and

eosinophilic granular
material

Pigment containing
histiocytes

Eosinophils

HISTOLOGICAL FINDINGS

Vascular proliferation is most
significant forming aggregates or
lobules comprised of plump
endothelial cells with epithelioid
or histiocytoid changes,
frequently demonstrating
cytologic atypia and
vacuolization

Presence of Reed-Sternberg cells
determines a positive diagnosis.
Eosinophils, plasma cells, and
sclerosis seen; but lacks the
hyperplastic germinal centers
and deposits of IgE

Vascular hyperplasia but lacks
eosinophilia and has atrophic
rather than hyperplastic germinal
centers

Follicular hyperplasia, sclerosis,
and deposits of hemosiderin,
melanin and lipids

Comprise eosinophils but drug
histor

865



10.

11.

12.

13.

14.

15.

European Journal of Molecular & Clinical Medicine
ISSN 2515-8260 Volume 10, Issue 06, 2023

Chen H, Thompson LD, Aguilera NS, Abbondanzo SL. Kimura
disease: a clinicopathologic study of 21 cases.Am J Surg
Pathol. 2004;28(4):505-513. doi: 10.1097/00000478-200404000-
00010.

Gopinathan A, Tan TY. Kimura's disease: imaging patterns on
computed tomography. Clinical radiology. 2009 Oct 1;64(10):994-9
Ishii M. Kimura disease (in Japanease) ORL Tokyo. 1982;25(4):407—
416.

lida S, Fukuda Y, Ueda T, et al. Kimura's disease: report of a case
with presentation in the cheek and upper eyelid. J Oral Maxillofac
Surg. 2005;63(5):690-693. doi: 10.1016/j.joms.2005.01.011.

Lee SJ, Song JH, Kim SD. Kimura's disease involving the ipsilateral
face and extraocular muscles. Korean J Ophthalmol. 2009;23(3):219—
223. doi: 10.3341/kjo.2009.23.3.219.

Akatsuka N, Ohta N, Fukase S, Aoyagi M, Yamakawa M. In situ
expression of CD23 in lymph nodes of patients with Kimura's
disease. Auris Nasus Larynx. 2011;38(3):362-366.
doi: 10.1016/j.an1.2010.11.005.

Punia RP, Aulakh R, Garg S, et al. Kimura's disease:
clinicopathological study of  eight cases.J  Laryngol
Otol. 2013;127(2):170-174. doi: 10.1017/S0022215112003040.
Biradar A, Patil AV, Kotennavar MS, Venkatachalaiah M. Kimura's
Disease: A Case Report. Indian J Surg. 2013;75(S1):430-431.
doi: 10.1007/s12262-012-0750-y.

Miki H, Tsuboi H, Kaneko S, et al. A case of refractory Kimura
disease with a buccal bulky mass successfully treated with low-dose
cyclosporine A: report and review of the literature. Allergol
Int. 2016;65(2):212-214. doi: 10.1016/j.alit.2015.10.008.

Luo G, Gu F, Liu T, Huang Y. Kimura's disease of the right cheek: A
case report. Exp Ther Med. 2016;11(1):218-220.
doi: 10.3892/etm.2015.2901.

Lee DH, Kim G-E, Yang E, et al. Kimura disease of buccal region in a
pediatric patient with nephrotic syndrome: a case report. Medicine
(Baltimore) 2017 doi: 10.1097/md.0000000000008990.

Yadav V, Bhagat A, Mohapatra S, Arora KS. Kimura's disease: a
diagnostic dilemma. BMJ Case Rep.2019 doi: 10.1136/bcr-2018-
228194.

Zhang G, Li X, Sun G, et al. Clinical analysis of Kimura's disease in
24 cases from China. BMC Surg. 2020 doi: 10.1186/s12893-019-0673-
7.

Katagiri K, Itami S, Hatano Y, Yamaguchi T, Takayasu S. In vivo
expression of IL-4, IL-5, IL-13 and IFN-gamma mRNAs in peripheral
blood mononuclear cells and effect of cyclosporin A in a patient with
Kimura's disease. Br J Dermatol. 1997;137(6):972-977.
doi: 10.1111/5.1365-2133.1997.tb01562 x.

Sakitani E, Nonaka M, Shibata N, Furukawa T, Yoshihara T.
Increased expression of thymic stromal lymphopoietin and its receptor
in  Kimura's disease. ORL: J  Otorhinolaryngol  Relat
Spec. 2015;77(1):44-54. doi: 10.1159/000371424.

866



