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CASE REPORT

Kimura’s disease—an unusual cause of lymphadenopathy

in children
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Abstract Kimura’s disease is a rare inflammatory disorder
of unknown cause primarily seen in young Asian males.
The disease is characterized by a triad of painless
subcutaneous masses in the head or neck region, blood
and tissue eosinophilia, and markedly elevated serum
immunoglobulin E levels. We describe a 3-year-old Indian
boy with Kimura’s disease who presented with generalized
lymphadenopathy. The diagnosis was based on the charac-
teristic histopathologic findings after surgical excision in
conjunction with peripheral eosinophilia and elevated
serum immunoglobulin E levels.
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Introduction

Kimura’s disease is a chronic inflammatory condition
characterized by a triad of painless subcutaneous masses
in the head or neck region, blood and tissue eosinophilia,
and markedly elevated serum immunoglobulin E levels.
Kimura’s disease was first reported by Chinese authors
Kimm and Szeto in 1937 [1], and besides its eponym, has
been variously known as epithelioid hemangioma, atypical
pyogenic granuloma, and cutaneous eosinophilic lympho-
folliculosis. The original description was made by Kimura
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et al in Japan in 1948 [2], and since that time, there have
been a slowly increasing number of reports. While most
cases have originated in China, Japan, or Southeast Asia,
there has been sporadic case reports from Europe and
America, and by late 1994, there had been some 120 cases
described in the world literature. The disease is most
prevalent in Asians, uncommon in whites, and rare in
blacks. It has been suggested that the common factor is a
degree of Asian ancestry [1].

Clinically, the subcutaneous soft tissue masses occur
predominantly in the head and neck and often involve the
parotid glands. Approximately 67 to 100% of patients
develop regional lymphadenopathy, and in longstanding
disease, this may become generalized [3]. Patients may
complain of local or generalized pruritus and subacute or
chronic dermatitis. There may be proteinuria, and laborato-
ry investigations will invariably reveal peripheral eosino-
philia and increased serum immunoglobulin (Ig)E.

We describe a 3-year-old Indian boy with Kimura’s
disease who presented with generalized lymphadenopathy.
The diagnosis was based on the characteristic histopatho-
logic findings after lymph node biopsy in conjunction with
peripheral eosinophilia and elevated serum immunoglobu-
lin E levels.

Case report

A 3-year-old boy from Hyderabad presented with com-
plaints of swelling in the neck, axilla, and groin since one
and half years duration. The family doctor had noticed the
cervical swelling initially and treated the boy as a case of
glandular tuberculosis with anti-tuberculous treatment for
lyear. Over the next few months, the parents noticed new
swellings in the axilla and groin.
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Since the last 6 months, his parents noticed recurrent
episodes of rashes in both lower limbs, which were
erythematous maculo-papular, and pruritic and disappeared
within 2-3days. Along with rashes, the patient had swelling
in the ankle and knees.

Examination revealed a cheerful child with generalized
lymphadenopathy. The patient had maculo-papular rashes
in both lower limbs, along with inflammatory arthritis
involving knees and ankles. Both these features disappeared
within 2days during the hospital stay.

Blood investigation showed microcytic hypochromic
anemia with eosinophilia (Hemoglobin, 9 g%, absolute
eosinophil count 1,100 cells per microliter). Computed
tomography had shown small lymph nodes in mediastinum
and porta hepatis.

An excision biopsy was performed which revealed a
dense inflammatory infiltrate and fibrosis. The infiltrate
was characterized by lymphoid tissues with germinal
centers and numerous eosinophils with eosinophilic micro
abscess formation. A prominent proliferation of small
venule-sized vessels was noted. There was no evidence of
malignancy, and no organisms were noted. The Immuno-
globulin E concentration was increased at 625ug/l (normal
30-280). Serological tests for human immunodeficiency
virus, Toxoplasma gondii, rubella, cytomegalovirus, filari-
asis, Trichinella spiralis, Toxacara canis and catis, and
Trypanosoma cruzi were negative.

Discussion

Kimura’s disease is now recognized as a benign cause of
painless localized lymphadenopathy in Asians, especially
boys of Chinese and Japanese origin [2—6]. Although the
disease can become apparent at any age, most cases have
been reported in the second and third decades of life. The
clinical triad of subcutaneous nodules found in the head or
neck, prominent peripheral eosinophilia, and highly in-
creased IgE concentrations, particularly when seen in an
Asian boy, is highly suggestive of Kimura’s disease.
Pathologically, nodular lesions usually affect the lymph
nodes, although occasionally, skin or salivary tissues are
affected [2, 3]. Normal tissue architecture is usually
preserved, but follicular hypertrophy of lymphatic tissue
with infiltration of lymphocytes, histiocytes, and large
numbers of eosinophils is typical. Germinal centers may
be necrotic, with central eosinophilic abscesses [2, 3].

The pathophysiology of Kimura’s disease is not under-
stood at this time, but may relate to a disturbance in the
normal rate of production of eosinophils and IgE, currently
believed to be a product of an interaction between types 1
and 2 (Thl and Th2) T helper cells. Such a derangement
could result in excessive elaboration of eosinophilotrophic
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cytokines such as interleukin 4 [7]. Patients with Kimura’s
disease have been shown to have high levels of circulating
eosinophilic cationic protein and major basic protein, with
heavy concentrations of IgE in their tissues [2]. Allergic or
parasitic etiologies for Kimura’s disease have been actively
sought, but not identified.

The clinical course of Kimura’s disease is usually
benign. The subcutaneous masses are usually found in the
head and neck region, sometimes affecting the parotid or
minor salivary glands [4]. Infrequently, axillary, inguinal, or
epitrochlear nodes may be affected [4]. Untreated, these
masses tend to slowly enlarge and may eventually become
disfiguring, as in our patient. In the long term, patients
seem to do well, although about 10% may develop a steroid
responsive nephrotic syndrome [5].

Three major therapeutic options exist for Kimura’s
disease. Resection of the tumor mass may be effective in
permanently eradicating the mass if the entire lesion can be
removed, but regrowth is common [2, 3, 6]. Local
irradiation has also been shown to be effective in shrinking
lesions, but is generally not advocated in younger patients
[5, 6]. Finally, systemic and intralesional corticosteroids
have been shown to reduce the size of the lesion, but the
tumor tends to recur when these drugs are discontinued
[6, 8]. In selected patients, it may be advisable to take a
conservative approach, treating only if the mass continues
to grow or causes significant deformity.

The differential diagnosis for Kimura’s disease includes
such entities as eosinophilic granuloma, Mikulicz’s disease,
acute non-lymphocytic leukemia, Hodgkin’s disease, follic-
ular lymphoma, angioimmunoblastic lymphadenopathy,
and angiolymphoid hyperplasia with eosinophilia. Except
for angiolymphoid hyperplasia with eosinophilia, the
clinical and histological feature of these diseases easily
distinguishes them from Kimura’s disease. Angiolymphoid
hyperplasia with eosinophilia is a chronic benign disorder
associated with cutaneous nodules heavily infiltrated with
eosinophils. It is found in older, mostly female patients,
however, and lesions tend to be small and intracutaneous,
rather than subcutaneous as in Kimura’s disease [9]. IgE
concentrations are usually not increased in angiolymphoid
hyperplasia with eosinophilia, and there is often no
peripheral eosinophilia [9].

Disclosure None

References

1. Irish JC, Kain K, Keystone JS, Gullane PJ, Dardick 1 (1994)
Kimura’s disease: an unusual cause of head and neck masses.
Jotolaryngol 23:88-91



Clin Rheumatol

. Kimura T, Yoshimura S, Ishikawa E (1948) Unusual granulomata
combined with hyperplastic change in lymphatic tissue. Trans Soc
Pathol Jpn 13:179-180

. Lee C-Y, Su C-Y, Sheen-Chen S-M, Eng H-L, Chen W-J (1994)
Kimura’s disease: report of four cases. Chang Gun Med J 17:
153-157

. Motoi M, Horie Y, Akagi T (1992) Kimura’s disease: clinical,
histological, and immunohistochemical studies. Acta Med
Okayama 46:449-455

. Som PM, Biller HF (1992) Kimura disease involving parotid gland
and cervical nodes: CT and MR findings. J Comput Assist Tomogr
16:320-322

. Atar S, Oberman AS, Ben-Izhak O, Flatou E (1994) Recurrent

nephrotic syndrome associated with Kimura’s disease in a young
non-Oriental male. Nephron 68:259-261

. Day TA, Abreo F, Hoajsoe DK, Aarstad RF (1995) Treatment of

Kimura’s disease: a therapeutic enigma. Otololaryngol Head Neck
Surg 112:333-337

. Wierenga EA, Backx B, Snock M, Kapsenberg ML (1993)

Relative contributions of human types 1 and 2 T-helper cell-
derived eosinophilotrophic cytokines to development of eosino-
philia. Blood 82:1471-1479

. Itami J, Miyoshi T, Ogata H, Miwia K (1989) Radiation therapy in

Kimura’s disease. Acta Oncol 28:511-514

@ Springer



	Kimura’s disease—an unusual cause of lymphadenopathy in children
	Abstract
	Introduction
	Case report
	Discussion
	References




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (None)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (ISO Coated)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.3
  /CompressObjects /Off
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Perceptual
  /DetectBlends true
  /ColorConversionStrategy /sRGB
  /DoThumbnails true
  /EmbedAllFonts true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 524288
  /LockDistillerParams true
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveEPSInfo true
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts false
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 150
  /ColorImageDepth -1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /ColorImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 150
  /GrayImageDepth -1
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 600
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputCondition ()
  /PDFXRegistryName (http://www.color.org?)
  /PDFXTrapped /False

  /SyntheticBoldness 1.000000
  /Description <<
    /ENU <>
    /DEU <>
  >>
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [2834.646 2834.646]
>> setpagedevice


