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amiliar white sponge nevus�

ear  Editor,

hite  sponge  nevus  is  a  rare  and  benign  disease  with
utosomal  dominant  inheritance  and  variable  penetrance,
rimarily  affecting  the  oral  mucosa.  It  is  found  in  approx-
mately  one  in  200,000  people.  This  condition  was  initially
escribed  by  Hyde  in  1909  and  presents  as  white  or  grey
atches  with  a  spongy  appearance.  These  patches,  typi-
ally  located  on  the  buccal  mucosa  bilaterally,  do  not  peel
ff  when  scraped.  They  also  appear  on  the  lips,  alveolar
idges,  and  the  floor  of  the  mouth.1,2 We  herein  present  two
ffected  members  of  a  single  family.

moderate  acanthosis  with  regular  elongation  of  crests  and
intracellular  edema,  alongside  foci  of  parakeratosis  and
some  dyskeratotic  cells  displaying  paranuclear  eosinophilic
condensations.  Only  the  upper  layers  were  affected.  In
the  underlying  chorion,  a  few  slightly  dilated  capillaries
and  a  mild,  nonspecific  perivascular  chronic  infiltrate  were
observed.  The  Periodic  Acid-Schiff  (PAS)  technique  did  not
reveal  any  fungi  (Fig.  3).  Both  clinical  and  histopathologi-
cal  findings  were  consistent  with  the  diagnosis  of  familial
white  sponge  nevus.  Neither  patient  wished  to  receive  any
treatment  as  they  had  no  symptoms  or  clinical  complaints.

White  sponge  nevus  is  a  benign  and  rare  keratinopathy,
primarily  affecting  the  oral  mucosa.  It  was  first  described
by  Hyde  in  1909  and  Cannon  coined  the  term  ‘‘white  sponge
nevus’’  in  1935.  Although  it  follows  an  autosomal  dominant
A  61-year-old  woman,  with  no  significant  medical  or  sur-

ical  history,  sought  consultation  due  to  the  presence  of
symptomatic  lesions  in  the  oral  mucosa  that  had  been
resent  since  childhood.  Examination  revealed  plaques  with
iffuse  borders,  that  were  non-infiltrated  and  with  a  whitish,
elvety  surface.  These  were  located  bilaterally  on  the  buc-
al  mucosa  and  the  dorsal  tongue.  The  lesions  could  not  be
emoved  by  scraping  and  no  other  skin  or  mucosal  lesions
ere  observed  (Fig.  1).

Her  23-year-old  son  also  sought  consultation  for  the  pres-
nce  of  similar,  asymptomatic  lesions  that  had  been  present
ince  birth.  The  lesions  were  of  the  same  characteristics,
ffecting  the  bilateral  buccal  mucosa  and  the  dorsal  tongue
Fig.  2).

A  punch  biopsy  was  performed  on  one  of  the  lesions
n  the  61-year-old  patient’s  buccal  mucosa.  It  showed

transmission  pattern  with  incomplete  penetrance,  there
have  been  reported  cases  without  a  family  history.1---3 The
most  frequently  associated  mutations  are  found  in  the  genes
encoding  Cytokeratins  4  (KRT4)  and  13  (KRT13).4,5 Lesions
usually  appear  during  childhood  or  adolescence  without  a
preference  for  either  sex.  They  present  as  asymptomatic
white  or  greyish  plaques,  asymmetrical,  with  irregular  bor-
ders  and  a  spongy  appearance,  and  are  usually  found
bilaterally  in  the  oral  mucosa.  Lesions  may  also  appear  on
the  nasal,  esophageal,  vaginal  or  rectal  mucosae.2 Both
cases  in  the  present  report  had  bilateral  lesions  on  the  buc-
cal  mucosa  and  on  the  dorsal  tongue.  The  diagnosis  can  be
made  with  a  detailed  patient  history  and  meticulous  clinical
examination.  A  histopathological  analysis  may  be  performed
purely  to  corroborate  the  initial  diagnosis.6 The  main  his-
Figure  1  (A)  Whitish  lesions  on  the  buccal  mucosa.  (B)  Plaq

� Study conducted at the Complejo Asistencial Universitario de
eón, León, Spain.

61
ue  with  a  whitish,  velvety  surface  on  the  dorsal  tongue.
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Figure  2  (A)  Her  son  with  a  well-demarcated  white  patch  present
appearance  on  the  dorsal  tongue.

Figure  3  (A)  Photomicrograph  from  Hematoxylin  &  eosin  stained  

demonstrating  moderate  acanthosis  with  regular  elongation  of  crests
dyskeratotic cells  displaying  paranuclear  eosinophilic  condensations

tological  findings  include  the  presence  of  acanthosis  with
intercellular  edema  and  vacuolization,  as  well  as  parak-
eratotic  or  orthokeratotic  hyperkeratosis  in  the  superficial
layers.  This  entity  may  resemble  a  wide  spectrum  of  oral
disorders  that  may  present  as  diffuse  white  plaques.  The  dif-
ferential  diagnosis  should  include  oral  candidiasis,  frictional
leukokeratosis,  leukoedema,  leukoplakia,  lichen  planus,  and
even  squamous  cell  carcinoma.  The  manifestation  of  the
lesions,  including  the  plaque  dimensions,  the  affected  areas,
and  their  distribution,  may  change  with  time.  To  date,  no
standard  treatment  exists,  although  various  therapies  such
as  topical  and  oral  tetracyclines  and  chlorhexidine  rinses
have  been  tried  with  variable  results.  The  beneficial  effect
of  tetracycline  may  stem  from  the  modulation  of  epithe-
lial  keratinization.  Vitamins  (like  beta-carotene  and  topical
applications  of  retinoic  acid),  antihistamines,  and  laser
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 on  the  buccal  mucosa.  (B)  Plaque  with  a  whitish  and  a  spongy

from  the  left  buccal  mucosa  sample  of  the  61-year-old  woman
 and  intracellular  edema  (Hematoxylin  &  eosin,  ×40).  (B)  Some

 (Hematoxylin  &  eosin,  ×400).

blation  have  also  been  employed.1,3,7 Specific  treatment
s  not  generally  required  because  this  condition  is  benign
nd  not  expected  to  progress  malignantly.

In  conclusion,  we  describe  two  new  cases  of  familial
hite  sponge  nevus,  a  rare  entity  that  should  be  considered
n  the  differential  diagnosis  of  other  ‘‘white’’  oral  lesions
ith  potential  malignancy.  Adults  may  display  oral  manifes-

ations  of  white  sponge  nevus  that  clinically  resemble  other
hitish  oral  lesions,  which  can  lead  to  a  delayed  diagnosis
ased  on  microscopic  findings.  Early  and  accurate  diagno-
is  of  the  condition  is  crucial  to  prevent  the  application  of
nnecessary  treatments.
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öfgren’s syndrome
anifestation of acute

arcoidosis: short-term
esolution with association of
nti-inflammatory drugs�

ear  Editor,

 43-year-old  woman,  with  no  previous  comorbidities,
ame  to  the  outpatient  clinic  after  being  referred  by
he  Infectious  Diseases  Division.  Twenty-one  days  before,
he  had  developed  a  painful  lesion  on  her  left  calf,
ry  cough  and  persistent  fever  (38 ◦C).  After  five  days,
esions  characterized  as  violet  nodules  appeared  on  the

There  was  joint  edema  and  erythema  on  the  knees  and
left  metacarpophalangeal  joints.  She  denied  previous  use  of
medication.

A  chest  tomography  was  requested  (Figure  3),  which
showed  perihilar  lymph  node  disease  and  peripheral  cen-
trilobular  micronodules.  Recent  serology  for  syphilis,  HIV,
hepatitis  B  and  C,  and  blood  cultures  were  negative.
There  was  an  increase  in  erythrocyte  sedimentation  rate
(66  mm/h)  and  C-reactive  protein  level  (8.8  mg/dL).  The
tuberculin  skin  test  (PPD)  and  antinuclear  factor  were  nega-
tive.  The  24-h  urinary  calcium  and  angiotensin-converting
enzyme  levels  were  unchanged.  Subcutaneous  adipose
tissue  histopathology  showed  changes  compatible  with
erythema  nodosum  ---  septal  lymphocytic  panniculitis,  with-
out  vasculitis,  with  granuloma  formation  and  presence
egs  (Figure  1)  and  upper  limbs  (Figure  2).  A  thorough
hysical  examination  was  performed,  with  palpation  of  the
oints  of  the  hands,  wrists,  elbows,  knees,  and  ankles.

� Study conducted at the Department of Infectious Diseases, Der-
atology, Imaging Diagnosis and Radiotherapy, Faculty of Medicine,
niversidade Estadual Paulista, Botucatu, SP, Brazil.

o
o
a
t

g
o
t

61
f  multinucleated  giant  cells  (Figure  4).  The  patient
cular  fundus  examination  showed  no  alterations.  No
deno/visceromegaly  was  identified  on  clinical  examina-
ion.

The  signs  and  symptoms  allowed  the  diagnosis  of  Löf-

ren’s  syndrome  (LS),  considered  an  acute  manifestation
f  sarcoidosis  and  occurring  in  5%  to  10%  of  cases  of
he  disease.1,2 The  patient  was  treated  with  prednisone
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