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Abstract 

 Kimura’s  Disease  is  a  rare  chronic  inflammatory  disease  of  unknown  etiology  that  involves  the  lymph nodes  and  

subcutaneous tissue  of  head  and  neck  region or the major  salivary glands  , raised   eosinophil  count  and raised serum  IgE  

levels. Here  we  are reporting  a case of  Kimura’s  disease  with  nephrotic  syndrome  with  vit. A deficiency. 

 

Introduction 

 It is a rare chronic inflammatory disease of unknown 

etiology. First described by  H.T. Kimm and C. Szeto  

in 1937 in  Chinese  literature as eosinophillic  

hyperplastic  lymphogranuloma (1). The disease is 

given its  name because of systemic description in a 

manuscript titled “on the unusual granuloma  

combined with   hyperplastic  changes of lymphatic 

tissue’’ by Kimura in 1948 in Japan(2). It is  

characterised  by subcutaneous  painless unilateral 

masses predominantly in head and neck  region  

accompanied by regional  lymphadenopathy  and 

markedly raised  serum eosinophil count and  IgE 

levels(3)  and sometimes with resistant/relapsing 

nephrotic syndrome. Histologically the lesions are 

characterized  by proliferating blood vessels and  

eosinophillic infiltration. This condition subsides 

spontaneously  and  malignant transformation is not 

known. 

Case report 

A 7 year  old  male  child  presented  with  fever  

with  chills ,  cough,  swelling  in  left parotid  area ,  

gradually   increasing  in  size  for  last 15 days. 

Clinically  child   had  2x1x1cm  mobile ,  painless  

swelling  in  left  parotid  area  with  anterior  cervical 

,  axillary ,  inguinal  lymphadenopathy  with  

hepatosplenomegaly (liver-4cm, spleen-2cm)  with   

no  other  systemic  findings.  Investigations  

revealed:   Hb-9.7gm% ,  TLC-6800/cmm ,  

Eosinophil count-17% , Platelet-adequate,   BSL-84 

mg% ,  BUN-20 mg ,  Sr.IgE- 1253microgram /l            

Widal-Negative,  Brucella-Negative,    TT-Negative,  

RVD-Negative,  ESR-Raised                chest x-ray-

Normal ,   USG Abd.- Hepatosplenomegaly ,   Urine 

routine and culture-Normal.                                            

IV  ampicillin  with  paracetamol  was given ,  fever  

subsided  but  parotid  swelling  and  lymphnode  

swelling  remained  same  hence  excision  biopsy  of  

left  parotid  swelling  done. 

Biopsy  report  showed  marked  variation  in size of 

lymphoid  follicle  with prominent   germinal  centers   

and  inter follicular   areas  of  collection  of  

eosinophills , at places  eosinophillic  abscesses  were  

seen. Sinuses  show  prominent   endothelium  and 

contains  histiocytes.  Few  thick walled vessels seen.  

Granuloma  or parasite not seen. No evidence of  

vasculitis  or  cells with nuclear grooves.  Giant cells 

not seen. 

IMPRESSION-  Chronic  Lymphadenitis  with  

increased  eosinophills ( Posiblity of Kimura’s 
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disease,  parasitic  infection  was  considered . Child 

discharged with no fever and reduction in size of  

liver, spleen and  lymphnodes   on  10
th

 day. 

 

                                                Vascular proliferation          High power eosinophillia 

Three   months  later  child    presented  with  reduced  

urinary  output,  generalized   oedema,  generalized  

lymphadenopathy,  hepatosplenomegaly, ascites  and  

pleural effusion with  normal  blood pressure. Child 

was  investigated  with  Hb-8gm%,  eosinophillia -

24% , Proteinuria- ++++ (consecutive 4  samples 

taken 24 hrs apart),  24 hour Urine Protein-2gm%,  

BUN-17,  BSL-85mg%,   Serum  Creatinine- 

Normal,       LFT-normal,   serum  protein: T-

4.2gm%, A-1.9gm%, G-2.3gm%. Considering   

Kimura’s  disease  with  nephrotic  syndrome  

Steroids  with  IV ampicillin  was  started  with  salt  

restriction. Child  responded  to the  treatment 

   Renal Biopsy done- showed Minimal change 

nephrotic syndrome  

Discussion 

Since it’s  initial description of more than 70 years  

ago  etiophathogenesis  of  Kimura’s disease  is  still  

not  established(4). It  is  an  autoimmune  process  

manifesting  with  abnormal proliferation  of  

lymphoid  follicles  and  vascular  endothelium  with  

presence  of  peripheral eosinophillia  and  infiltration  

of  eosinophils  in  lymphoid  tissues  with  elevated  

serum IgE  levels ,clinically  Kimura’s disease  

presents  in  middle  aged  males  in 2
nd

 and 3
rd

 

decade of life as non tender  subcutaneous  lumps  

and  swelling involving  head  and  neck region.  It 

may involve limbs, groin,  trunck, scalp with 

associated  regional  lymphadenopathy. This disease 

is also  reported  to be associated with connective 

tissue disease and  nephrotic syndrome. Onset  of  

Kimura’s  disease is insidious and lesions  are 

benign, gradually increasing  in size over months or  

years. The over  all  prognosis  is  good.  Although   

spontaneous  involution  is  rare. 

         Diagnosis of   Kimura’s disease is frequently 

difficult. Biopsy of involved  lymphnode  or lesion 

itself is frequently required for definitive  

histopathological diagnosis. Histopathological  

findings in  Kimura’s disease are same regardless of 

site of involvement. It is characterized by lymphoid 

follicles formation with prominent germinal matrix 

infiltration of  eosinophills and at a times with  micro 

abscesses, fibrosis with increased  post capillary 

venules and vascular proliferation.Vessels remain 

thin walled with cuboidal endothelial cells, 

polykaryocytic  giant cells of  Warthin  Finkeldey  

type are common features(5).FNAC can be 

performed for diagnosis of Kimura’s disease. 

  In   our case 7 year male child  had left  parotid  area  

swelling with generalized lymphadenopathy  with  

hepato-splenomegaly which recovered transiently  

with  antibiotics  and oral NSAIDS.  But landed with 

nephrotic syndrome with generalized  reticulo 

endothelial system stimulation  which responded well 

with steroids and cetrizene. The patient is being 

followed for last 7 years, had frequent episodes of 

relapse in nephrotic syndrome which responded to 
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oral prednisolone,  gradually developed  night  

blindness with signs of vit. A deficiency  . He was 

treated with Vit. A supplementation for 7 days.  He 

responded well with clinical and laboratory findings, 

and recovery from nephrotic  syndrome within 3 

weeks. last 2 years patient is totally symptom free, no 

relapse in nephrotic syndrome. 

DIFFERENTIAL DIAGNOSIS: - Reactive 

lymphadenopathy, Lymphoma, Sailivary gland 

tumour nodal metastasis . Kimura’s  disease  lesions  

are  frequently  misdiagnosed  as  Angioma,  

lymphangioma  or  hemangioma 

Treatment 

Till date definite  treatment  Protocol is not 

established(6). Treatment should aim to preserve 

function with prevention of recurrences and long 

term sequales. Conservative treatment with steroids, 

radiotherapy,  cryotherapy,  laser fulguration and 

cytotoxic  agents like cyclosporine and  

pentoxyphylline have been used with variable results. 

Cetrizene is proved to be an effective agent in 

complete remission in a steroid dependant 

patients(7). Irradiation should be considered in 

patients resistant to the steroid or to prevent the 

patient from deleterious effect of long term use of  

steroid(8). American colledge of rheumatology 

advocates treatment initially using steroids followed 

by azathioprine, omeprazole, calcium, Vit.D 

supplements. Surgical excision is mainstay of 

treatment(9) but recurrances are known. 

Conclusion 

Kimura’s disease is a rare chronic inflammatory 

disorder of unknown etiology.It involves 

subcutaneous tissue,lymph nodes of head and neck 

region and/or salivary gland . Histopathological  

examination is diagnostic. Laboratory studies 

characteristically reveal elevated serum IgE level and 

peripheral blood eosinophillia. Recovery from 

nephrotic  syndrome and lympho proliferative 

reactivity is good with routine management with  

prednisolone.                                                                       
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