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CASE REPORT
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Summary
Introduction:  Intraparotid  locations  are  extremely  rare  in  Kimura  disease,  especially  in  Europe.
Case report:  A  31-year-old  man  presented  with  intraparotid  Kimura  disease,  managed  by
parotidectomy.
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Hypereosinophilia Discussion/conclusion:  The  case  was  analyzed  in  the  light  of  a  review  of  the  literature,  focusing
on the  diagnostic  and  anatomopathologic  problems  encountered,  and  the  physiopathology  and
treatment of  this  pathology.  Any  parotid  mass  found  in  a  patient  of  Far-Eastern  origin  showing
hypereosinophilia  should  suggest  a  diagnosis  of  intraparotid  Kimura  disease.
© 2012  Elsevier  Masson  SAS.  All  rights  reserved.
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Introduction

Kimura  disease,  or  eosinophilic  lymphogranuloma,  is  a  rare
condition,  first  reported  in  China  in  1937  [1]  and  described
anatomopathologically  by  Kimura  [1].  It  is  endemic  in  the  Far
East  (China  and  Japan)  [2—4].  Parotid  locations  are  excep-
tional,  with  less  than  40  cases  described  in  the  literature;
cases  reported  in  Europe  are  even  rarer.

Case report

Mr.  VH.,  31-years-old,  of  Cambodian  origin,  consulted  for

a  left  parotid  mass  4  cm  in  diameter.  He  had  undergone
surgery  for  a  mass  located  in  the  same  region,  10  years
previously;  no  records  of  this  were  available.  There  was
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o  facial  palsy  or  satellite  adenopathy.  The  tumor  was
obile  and  non-inflammatory.  Biological  analysis  found

ypereosinophilia  (8100  leukocytes,  17.2%  eosinophilic)  and
trongly  elevated  total  IgE.

On  MRI  (Fig.  1),  the  tumor  signal  was  heterogeneous
nd  intermediate  on  T2-weighted  images.  Apparent  diffu-
ion  coefficient  ratio  was  elevated  1.6-fold.  There  were
mall  (subcentimetric)  ipsilateral  level  Ib  and  V  cervical
denopathies,  with  homogeneous  signal.  A  diagnosis  of
ecurrence  of  pleomorphic  adenoma  was  considered.  Cyto-
ogic  biopsy  was  not  undertaken,  as  the  patient  was  severely
sychotic,  making  cooperation  difficult.

Left  parotidectomy  was  performed  under  VII  nerve  moni-
oring  (4-channel  NIM  nerve  monitor),  with  wide-margin
onobloc  resection,  conserving  the  capsule  and  including

he  superficial  and  deep  facial  lobes.  A  ring  of  sterno-

leidomastoid  muscle  adhering  to  the  lesion,  the  facing
usculo-aponeurotic  system  and  the  cutaneous  scar  left  by

he  previous  operation  were  resected.  The  facial  nerve  and
xternal  carotid  artery  were  conserved.

served.
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Figure  1  a  :  T1-weighted  sequence  ;  b  :  T2-weighted  sequence.  Pre-operative  MRI  showing  a  4  cm  diameter  tumoral  mass  infil-
t ous  s
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rating subcutaneously  and  in  contact  with  the  skin  facing  a  fibr
s infiltrative,  with  heterogeneous  intermediate  signal  on  T2-we

Extemporaneous  anatomopathologic  examination  found
 benign  aspect,  possibly  with  intraparenchymatous  nodes.
ostoperative  course  was  free  of  facial  palsy  or  other
omplications.  On  macroscopic  cross-sectional  examination,
he  parotid  showed  several  more  or  less  well-contoured
ubcentimetric  tan-colored  nodules.  Histology  found  the
arotid  parenchyma  partially  destroyed  by  a  large  follicu-
ar  mass  suggestive  of  an  intraparotid  node  (Fig.  2).  The
esion  was  separated  from  the  rest  of  the  parotid  gland  by
brous  trabeculae,  though  infiltrating  the  gland  here  and
here,  dissociating  the  glandular  structures,  surrounding  the
eural  structures  and  dissociating  the  striate  muscle  fibers.

he  follicular  hyperplasia  comprised  large  clear-centered
ollicles  homogenized  by  a  mixed  population  predomi-
ated  by  small  lymphocytes  with  a  few  centroblasts.  These

igure  2  Histologic  aspect  of  parotid  parenchyma  partially
estroyed  by  a  large  follicular  lymphoid  mass  (HES  ×  40).
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car  showing  in  hyposignal  on  T2-weighted  sequence.  The  tumor
ed  sequence.

erminal  centers  showed  dendritic  follicular  cells,  hyper-
rophic  hyperplastic  Warthin-Finkeldey  cells,  and  clusters
f  polynuclear  eosinophils  (forming  little  pseudonecrotic
lusters)  (Fig.  3).  The  interfollicular  areas  showed  vascular
yperplasia  with  polynuclear  eosinophils.  On  immunohisto-
hemistry,  the  lymphoid  follicle  phenotype  was  CD20+  CD5−
D10+  BCL2− BCL6+,  expressing  an  elevated  mitosis  index.
nti-cytokeratin  antibodies  showed  no  lympho-epithelial

esion.
Kimura  disease  was  diagnosed.

iscussion
imura  disease  is  a  rare  condition,  endemic  in  the  Far  East
China  and  Japan)  but  exceptional  in  Europe.  Less  than  200

igure  3  Presence  of  polynuclear  eosinophil  infiltrate  with
seudonecrotic  clusters  inside  a  germinal  center  (HES  ×  400).
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Intraparotid  Kimura  disease  

cases  have  been  reported  in  the  literature,  with  less  than
40  involving  a  parotid  location.  Victims  are  typically  males
in  their  30s:  the  sex  ratio  is  between  4  and  7  [2—5].  It
is  an  inflammatory  pathology  of  unknown  etiology:  intense
immune  reaction  to  an  unknown  antigen  stimulation  has
been  suggested  [5].

Clinically,  the  disease  presents  as  painless  pruriginous
cutaneous  head  and  neck  nodules,  progressively  increasing
in  volume;  the  skin  is  not  inflammatory  [5].  Associ-
ated  locations  have  exceptionally  been  reported:  kidney
(extramembranous  glomerulonephritis),  nerve,  orbit,  sper-
matic  cord  [2].  The  present  patient  had  no  associated
lesions.  Blood  analysis  found  hypereosinophilia  and  total  IgE
elevation.

Salivary  gland  involvement  is  rare;  most  cases  are  iso-
lated  [6—8]  and  only  three  series  have  been  published  [2—4].
Takeishi  et  al.  [2]  reported  a  series  of  11  patients  (mean  age,
31  years),  presenting  with  temporal  frontal  skin  lesions;  two
(18%)  showed  parotid  involvement,  treated  by  parotidec-
tomy  and  radiation  therapy,  with  recurrence  in  both  cases.
According  to  Iwai  et  al.  [3],  in  a  series  of  nine  patients  with
parotid  location,  parotid  Kimura  disease  should  be  consi-
dered  in  case  of  more  than  10%  hypereosinophilia  associated
with  a  parotid  mass,  in  agreement  with  the  present  case.
Park  et  al.  [4],  in  a  series  of  28  Kimura  patients,  reported
23  with  parotid  involvement;  on  MRI,  lesions  showed  in  iso-
or  slightly  hyper-signal  on  T1-weighted  images  and  intense
hyper-signal  on  T2,  slightly  enhanced  on  contrast  medium
injection;  this  description  matches  the  present  case  (Fig.  1a
and  b),  with  some  atypia  attributable  to  the  previous  surgi-
cal  scar.

Anatomopathologic  examination  of  the  cutaneous  and
salivary  lesions  found  florid  hyperplasia  of  the  germinal  cen-
ters  (Fig.  2)  and  polynuclear  eosinophil  infiltration  of  the
interfollicular  compartments  (Fig.  3).  The  closest  histologic
differential  diagnosis  would  be  exceptional  angiofollicular
hyperplasia  with  eosinophilia  [9]  which,  however,  mainly
affects  Western  females,  is  not  associated  with  IgE  eleva-
tion,  and  is  clinically  restricted  to  cutaneous  and  not  parotid
involvement.

Treatment  is  surgical,  but  recurrence  is  frequent  (as  in

the  present  case).  Corticosteroids  have  been  recommended
in  case  of  renal  involvement  [8],  with  possible  recurrence
at  end  of  treatment.  In  a  few  cases,  postoperative  radiation
therapy  has  been  applied,  but  failed  to  prevent  recurrence

[

89

2,10]. The  physiopathologic  mechanism  my  lie  in  TH  cell
nd  TH2  cytokine  activation  inducing  B  cell  activation  and
osinophilic  infiltration;  such  an  activation  cascade  suggests
hat  cyclosporine  therapy  could  be  appropriate  [10].

onclusion

imura  disease  with  parotid  location  is  extremely  rare,  but
hould  be  considered  in  case  of  a  parotid  mass  associated
ith  hypereosinophilia  and/or  strongly  elevated  IgE  levels

n  Far-Eastern  patients.
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