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Abstract  Sarcoidosis  is  a  multisystem  granulomatous  disorder  of  unknown  aetiology.  Cutaneous
involvement  occurs  in  up  to  30%  of  patients  and  skin  findings  are  often  the  initial  presenting
symptom.  The  facial  atrophic  form  of  sarcoidosis  without  associated  ulceration  in  adolescents
has rarely  been  described  in  the  literature.  We  report  a  case  of  13-year-old  male  patient  with
a facial  atrophic  sarcoidosis  who  was  successfully  treated  with  the  combination  of  prednisone
Prednisone;
Sarcoidosis

and hydroxychloroquine.
©  2020  Sociedade  Brasileira  de  Dermatologia.  Published  by  Elsevier  España,  S.L.U.  This  is  an
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arcoidosis  is  a  common  systemic,  noncaseating  granuloma-

ous  disease  of  unknown  aetiology.  Cutaneous  sarcoidosis,
he  ‘‘great  imitator’’,  can  baffle  clinicians  because  of  its
iverse  manifestations  and  its  ability  to  resemble  both
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ommon  and  rare  cutaneous  diseases.  Morphologically,
laques  and  papules  are  the  most  commonly  observed  cuta-
eous  lesions.1 Rare  presentations  including  psoriasiform,
chthyosiform,  erythroderma,  and  atrophic  and  ulcerative
orms  have  been  reported.2 Histopathologically,  the  typi-
al  features  of  sarcoidosis  are  naked  granulomas  with  few
nflammatory  cells.3

ase report

 13-year-old  man  presented  with  a  2-year  history  of
ultiple  depressed  skin  lesions  on  his  face.  The  lesions

nitially  presented  as  asymptomatic  erythematous  patches

hich  had  gradually  developed  depressed  centres  over  time.
here  was  no  history  of  trauma,  ulceration,  fever,  cough,
reathlessness,  sensory  loss,  or  intralesional  steroid  used
o  treat  the  lesions.  Before  presenting  to  our  hospital,  he
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Figure  1  (A)  Clinical  presentation  at  the  first  visit.  Multiple,  well-defined,  erythematous  plaques  involving  the  face.  (B)  The
lesions are  depressed  with  a  cliff  drop  border.  (C)  Granulomatous  reaction  pattern  characterized  by  multiple  granulomas  in  the
upper dermis  (Haematoxylin  &  eosin,  ×50).  (D)  Epithelioid  cell  granulomas,  without  central  necrosis  in  association  with  a  sparse
lymphocytic  infitrate  (Haematoxylin  &  eosin,  ×200).  (E)  Clinical  presentation  at  the  end  of  treatment,  showing  that  most  of  the
skin lesions  disappeared.  (F)  With  only  a  few  reddish  patches  left.
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42  

ad  been  diagnosed  as  lupus  vulgaris  in  another  hospital
nd  had  been  given  antituberculous  therapy  for  6  months.
owever,  the  skin  lesions  had  gradually  progressed  during
reatment.  On  physical  examination,  multiple  erythema-
ous  plaques  with  a  slightly  atrophic  appearance  were  seen
n  the  patient’s  face  (Fig.  1A  and  B).  A  full  neurological
xamination  was  carried  out,  and  the  patient  was  found
o  have  intact  sensation.  There  was  no  palpable  enlarge-
ent  of  peripheral  nerves.  Laboratory  findings,  including
lood  and  urine  routine  examination,  biochemistry  inves-
igations  and  antinuclear  antibody  test,  were  within  normal
imits.  Purified  protein  derivative  test  proved  to  be  negative,
nd  a  posterior-anterior  chest  X-ray  revealed  bilateral  hilar
ymphadenopathy.  The  skin  biopsy  showed  dermal  numer-
us  compact  epithelioid  granulomas,  surrounded  by  a  collar
f  sparse  lymphocytes  with  no  evidence  of  acid-fast  bacilli
r  fungi  (Fig.  1C  and  D).  There  was  no  polarizable  foreign
aterial  within  the  granulomas.  We  finally  diagnosed  the
atient  with  atrophic  cutaneous  sarcoidosis.  The  patient  was
tarted  on  0.5  mg/kg/day  of  prednisone  (25  mg/day)  and
.0  mg/kg/day  of  hydroxychloroquine  (300  mg/day).  After

 months,  partially  regression  of  the  erythematous  plaques
nd  the  bilateral  hilar  lymphadenopathy  was  achieved.  Pred-
isone  was  tapered  by  5  mg/month  and  was  discontinued  4
onths  later.  Then,  oral  administration  of  hydroxychloro-
uine  was  given  for  the  consecutive  3  months.  After  9
onths  of  treatment,  the  patient  presented  an  almost

omplete  clinical  response  without  bilateral  hilar  lym-
hadenopathy  (Fig.  1E  and  F).

iscussion

utaneous  sarcoidosis  with  atrophic-appearing  lesions  is
ncommon  and  has  primarily  been  reported  in  association
ith  ulcerative  lesions,  mostly  on  the  lower  legs  of  young
nd  middle-aged  people.2,4 The  facial  atrophic  form  of  sar-
oidosis  without  associated  ulceration  in  adolescents  has
arely  been  described  in  the  literature.  In  the  absence  of

 definitive  diagnostic  test  for  sarcoidosis,  most  cases  are
iagnosed  by  histology  and  exclusion  of  other  causes  of  gran-
lomatous  inflammation.  Major  differential  diagnoses  of  the
resent  case  were:  leprosy,  systemic  lupus  erythematosus,
nd  lupus  vulgaris.  Clinically,  leprosy  may  spontaneously
esolve,  leaving  atrophic  skin.  Diagnosis  of  leprosy  is  made
y  demonstration  of  acid-fast  bacilli  in  skin  biopsy  or  smear,
linical  symptoms  and  neural  involvement.  The  diagno-
is  of  systemic  lupus  erythematosus  could  be  ruled  out
ecause  antinuclear  antibodies  were  negative  and  there
ere  no  systemic  symptoms.  Ineffective  antituberculous
herapy  could  exclude  lupus  vulgaris.  Histopathologically,
arcoidal  granulomas  can  also  be  seen  in  multiple  entities,
ncluding  foreign  body  reactions,  infections,  and  immuno-
eficiency  syndromes.5 It  is  important  to  rule  out  infectious
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rganisms  and  foreign  substances.  In  our  patient,  the  diag-
osis  of  sarcoidosis  was  supported  by  the  presence  of  hilar
ymphadenopathy  and  histopathological  findings.  The  rar-
ty  of  cutaneous  atrophic  sarcoidosis  makes  it  difficult  to
erform  rigorous  clinical  trials  and  most  of  the  informa-
ion  regarding  treatments  comes  from  case  reports.  The
lcerative-atrophic  lesions  tend  to  heal  by  using  combi-
ation  therapy  with  prednisone,  hydroxychloroquine,  and
ither  mycophenolate  mofetil  or  thalidomide.4 Although  it
ad  been  reported  that  the  atrophic  form  was  resistant  to
reatment,6 our  case  responded  well.

In  conclusion,  we  diagnosed  and  curatively  treated
 patient  with  cutaneous  atrophic  sarcoidosis.  In  such
atients,  the  long-course  combination  therapy  with  pred-
isone  and  hydroxychloroquine  may  achieve  the  clinical
ure.
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