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Introduction

Wegener’s  granulomatosis  (WG)  is  a  systemic  vasculitic
disease  characterized  by  necrotizing  granulomas  and
vasculitis  of  small  vessels.1,2 Upper  airway  tract  involve-
ment  is  frequent  over  the  course  of  the  disease.1,3

Cytoplasmatic  pattern  antineutrophil  cytoplasmic  antibod-
ies  (c-ANCA)  are  highly  specific  for  WG  in  the  active
phase.1,3 Proteinase  3-ANCA  (PR3-ANCA)  positivity  is  usu-
ally  associated  to  progression  from  localized  to  systemic
disease.2

Case Report

A  51-year-old  woman  presented  with  bilateral  hearing
loss  with  one  month  of  evolution  associated  with  otalgia
and  tinnitus.  After  antibiotic,  short-term  systemic  corti-
costeroids  and  topical  nasal  corticosteroid  she  remained

symptomatic.  Eardrums  were  thickened  with  effacement
of  normal  morphology.  She  was  admitted  in  Otorhinolaryn-
gology  department  for  tympanostomy  tubes  placement.
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ure-tone  audiogram  showed  severe/profound  progressive
ilateral  mixed  hearing  loss  with  air-bone  gap  of  50  dB
n  right  ear  and  40  dB  on  the  left,  with  neurosensorial
orsening  at  high  frequencies  (Fig.  1).  Computerized  tomo-
raphy  (CT)  scan  revealed  complete  bilateral  medial  ear
lling  (Fig.  2a).

She  developed  a  right  peripheral  facial  palsy  (stage  II/VI
n  the  House---Brackman  scale).  She  presented  mild  leukocy-
osis  (11.3  ×  109/L  ---  88.5%  neutrophils)  with  sedimentation
ate  of  69  mm/h  and  C-reactive  protein  of  5.01  mg/dL.  Mas-
oidectomy  of  the  right  ear  revealed  caseous  material  in  the
iddle  ear  and  hypertrophy  of  the  mucosa;  mastoid  was  aer-

ted.  Biopsies  of  ear  mucosa  were  inconclusive  (Fig.  2b).
acteriological,  mycological  and  mycobacteriological  cul-
ures  were  negative.

There  was  a  worsening  in  lung  function  showing  bilateral
leural  effusion,  with  elevation  of  inflammatory  param-
ters  except  leukocytosis.  Enzyme-linked  immunosorbent
ssay  (ELISA)  serology  testing  for  c-ANCA  and  PR3-ANCA
as  positive.  Herpes  simplex  and  Epstain---Barr  virus  anti-
ody  serology  were  negative  for  active  infection.  Mantoux
kin  test  was  negative.  Biopsy  of  the  nasal  mucosa
howed  no  granulomas.  The  diagnosis  of  WG  was  made
ased  on  these  findings.  She  started  on  methylpredis-
lone  1  g/day  therapy.  During  the  hospitalization  the

atient  developed  a  non-ST-elevation  myocardial  infarc-
ion,  from  which  recovered.  She  was  discharged  on  oral
ethylprednisolone  and  three  monthly  cycles  of  cyclophos-
hamide.  Four  months  later  she  developed  right  per

served.
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Figure  1  Pure  tone  audiogram  before  mastoidectomy.
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Figure  2  (a)  Right  ear  CT  scan.  (b)  Middle  Ea

rbicular  pain  and  the  CT  scan  was  compatible  with
G  involvement  of  the  lachrymal  gland.  She  restarted

yclophosphamide  and  systemic  corticosteroids  and  was
ischarged  with  oral  prednisolone  with  stable  bilateral
rofound  neurosensorial  hearing  loss  with  no  other  symp-
oms.

iscussion

G  is  a  systemic  vasculitic  disease,  although  some  forms  are
imited  to  the  respiratory  tract.1,2 If  untreated,  WG  usually
s  a  rapidly  progressive  disease  with  82%  mortality  within  a
ear.1,3

The  ear  is  involved  in  19%---61%  of  all  cases  but  is  unusual
o  be  the  first  and  only  sign  of  disease  in  WG.1,3 Facial
erve  palsy  has  been  reported  during  the  course  of  the
isease  but  is  extremely  rare  as  a  presenting  feature.3 Pul-
onary  involvement  is  frequent,  including  pleural  effusion.4
n  localized  cases,  it  is  frequently  difficult  to  make  a  definite
istologic  diagnosis.1,3,5

ANCA  are  detectable  in  nearly  100%  of  patients
ith  active  generalized  disease  WG,  but  only  60%  in

2

cosa  microscopy  ---  ‘‘unspecific  inflammation’’.

ocalized  form.  High-sensitive  PR3-ANCA  ELISA  yields  a
ensitivity  of  96%  and  a  specificity  of  98.5%.2,5 ESR  and
-ANCA  levels  are  useful  markers  for  monitoring  disease
ctivity.3

A  combination  of  glucocorticoids  and  cyclophosphamide
s  the  standard  treatment  for  WG.  It  is  important
o  start  the  treatment  before  irreversible  changes
ccur.4

This  case  revealed  an  aggressive  progression,  starting
ith  otological  manifestations,  diagnosed  by  serological  and
linical  features.

In conclusion,  WG  is  a  challenging  diagnosis  and  should
e  considered  in  refractory  inflammatory  states  of  the
ar.
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