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Abstract  This  study  reports  the  clinical  case  of  a  42-year-old  patient  with  ulcerated  lesions
who was  followed  up  by  general  practitioners  with  the  diagnosis  of  recurrent  cellulitis.  However,
when referred  to  the  Dermatology  division  a  diagnosis  of  Behçet’s  syndrome  was  established
based on  clinical  criteria.  Although  there  are  defined  clinical  criteria  for  this  syndrome,  some-
times its  diagnosis  can  be  challenging,  due  to  lack  of  knowledge  of  the  disease  and  extremely
heterogeneous  clinical  phenotype.  The  authors  highlight  the  potential  difficulties  in  establish-
ing the  diagnosis  considering  the  multiple  clinical  findings  during  the  investigation  process,

contributing  to  the  risk  of  increased  morbidity  and  mortality.
© 2021  Sociedade  Brasileira  de  Dermatologia.  Published  by  Elsevier  España,  S.L.U.  This  is  an
open access  article  under  the  CC  BY  license  (http://creativecommons.org/licenses/by/4.0/).
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ase report
his  is  a  case  report  of  a  male  patient,  42  years  old,
ith  ulcerated  lesions  on  the  lower  limbs  for  12  months.
e  had  been  treated  in  the  primary  health  care  ser-

� How to cite this article: Sbroglio LL, Araújo KM, Santos BPL,
ripp AC. Case for diagnosis. Ulcerated lesions: a diagnostic chal-

enge in Behçet’s syndrome. An Bras Dermatol. 2021;96:494---6.
�� Study conducted at the Hospital Universitário Pedro Ernesto,
io de Janeiro, RJ, Brazil.
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ices  as  a case  of  recurrent  cellulitis.  Due  to  therapeutic
ailure,  after  cycles  of  antibiotics  and  low  doses  of  corti-
osteroids,  he  was  referred  for  evaluation  at  the  authors’
ermatology  Unit.  The  initial  clinical  examination  revealed
apulopustular,  purpuric  and  ulcerative  necrotic  lesions
redominantly  located  on  the  lower  limbs  (Fig.  1).  The
iagnostic  hypotheses  were  Behçet’s syndrome  (BS),  gran-
lomatosis  with  polyangiitis,  eosinophilic  granulomatosis
ith  polyangiitis,  and  endocarditis.  Complementary  exams

autoantibody  screening,  investigation  for  infectious  dis-

ases,  echocardiography,  electroneuromyography  of  the
ower  limbs,  chest  and  sinuses  computed  tomography  and
undoscopy)  showed  no  alterations.  The  skin  biopsy  was  non
pecific  (Fig.  2)  and  the  pathergy  test  was  positive  (Fig.  2).
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Figure  1  Purpuric  lesions  on  the  hands;  papulopustular,  pur-
puric,  and  ulceronecrotic  lesions  on  the  lower  limbs,  and
ulceronecrotic  lesions  on  the  gluteal  region  and  elbow.

Figure  2  (A),  (Left)  Anatomopathological  analysis  showing
diffuse  cicatricial  fibrosis  and  vascular  proliferation  (Hema-
toxylin &  eosin,  ×40).  (Right)  Anatomopathological  analysis
showing  perivascular  inflammation  with  a  predominance  of  neu-
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Figure  3  Scrotal  ulcers  and  acne-like  lesions  on  the  malar
regions.
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rophils  (Hematoxylin  &  eosin,  ×200).  (B),  (Left)  Pathergy  test
ith positive  reading  (right).

he  HLA-B  typing  test  showed  the  presence  of  allele  51.  Dur-
ng  the  follow-up,  he  had  acne-like  lesions  on  the  face  and
ainful  ulcers  on  the  scrotum,  with  no  lesions  in  the  oral
ucosa  (Fig.  3).

hat is your diagnosis?

)  Granulomatosis  with  polyangiitis
)  Endocarditis

c)  Behçet’s syndrome
)  eosinophilic  granulomatosis  with  polyangiitis

iscussion

ased  on  the  most  recent  international  criteria,  the  diag-
osis  of  BS  was  established.1 Treatment  with  colchicine

.5  mg/day  associated  with  prednisone  0.5  mg/kg/day  was
tarted,  with  disease  improvement  (Fig.  4).  The  patient  is
ndergoing  follow-up  by  a  multidisciplinary  team,  with  no
ystemic  involvement  to  date.  BS  is  a  multisystemic  vasculi-
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igure  4  Patient  with  progressive  improvement  of  the  condi-
ion after  starting  drug  treatment  (July  2019).

is  with  acute  inflammatory  outbreaks  that  affect  vessels  of
ny  caliber.1,2 The  multifactorial  etiopathogenesis  suggests
nvironmental  agents  (differences  in  the  manifestation  pat-
ern  in  endemic  and  non-endemic  areas),  complex  genetic
actors,  mainly  associated  with  the  HLA-B51  ---  MHC  class  I
llele,  which  is  important  in  neutrophil  activation.3

The  initial  and  most  common  characteristics  are  recur-
ent  oral  and  genital  mucosal  ulcerations,  which  are
ommonly  painful  and  multiple,  with  well-defined  edges,
esolving  with  punched  out  scars.  Pustular,  purpuric,
lcerated  lesions,  erythema  nodosum-like,  and  migratory
hrombophlebitis  have  been  described.4 The  concept  of
S  phenotyping  is  used,  with  four  main  phenotypes:  skin-
ucosal  involvement,  skin,  mucosal  and  joint  involvement,

ascular  disease,  and  ocular  involvement.1 There  is  no
linical  finding  or  complementary  examination  which  is
athognomonic.5 The  most  recent  international  diagnostic
riteria  do  not  include  oral  ulceration  as  mandatory.6

Misdiagnoses  have  been  associated  with  insufficient  col-
ection  of  semiological  data  and  the  tendency  that  some
rofessionals  have  towards  a  greater  appreciation  of  tech-
ology  (laboratory  and  imaging  tests).  In  this  case,  no
pecific  complementary  exam  contributed  to  the  diagno-
is,  since  it  is  entirely  based  on  clinical  criteria,  with  the

xception  of  the  pathergy  test.

The  treatment  aims  at  symptom  remission,  not  being
urative.5 Topical  agents  (corticosteroids,  calcineurin

5
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nhibitors  and  antibiotics)  are  used  for  mucocutaneous
esions;  for  extensive/refractory  lesions  or  those  associ-
ted  with  musculoskeletal  conditions,  colchicine,  systemic
orticosteroids,  non-steroidal  anti-inflammatory  drugs,  and
apsone  are  used;  for  eye  symptoms,  azathioprine,
yclosporine,  mycophenolate  mofetil,  thalidomide,  and
ethotrexate  are  used  and  for  systemic  involvement,
ulse  therapy  with  corticosteroids  and  cyclophosphamide
nd  anti-TNF-alpha  are  the  treatment  of  choice.  The  fol-
owing  treatments  are  under  study:  phosphodiesterase-4
nhibitor,  interleukin-1  receptor  antagonist,  IL-6  and  IL-
2/23  inhibitors.7,8

In  the  case  reported  here,  despite  the  exuberance  of
he  cutaneous  lesions,  there  were  no  lesions  on  the  oral
ucosa,  which  may  have  influenced  the  delay  in  the  diag-

osis.  Considering  BS  in  the  presence  of  ulcerated  lesions  in
he  lower  limbs,  especially  if  associated  with  genital  and/or
ral  lesions,  is  crucial  for  specific  conduct  to  be  adopted,
educing  unnecessary  treatments  and  the  negative  impact
n  the  patients’  quality  of  life.
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