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Epithelioid sarcoma of the upper limb
with nine years of evolution�,��

Dear  Editor,

Epithelioid  sarcoma  (ES)  is a rare  histopathological  subtype
of  soft  tissue  sarcoma,  accounting  for less  than  1%  of  all
adult  soft  tissue  sarcomas.1 It  mainly  affects  the limbs  of
young  patients  and involves  dermis,  subcutaneous  tissue,  or
deeper  soft  tissues.  The  etiology  remains  unknown,  with  a
high  percentage  of  lymph  node  and  lung  metastasis.2 The
authors  report  a  case  of  a  49-year-old  male  patient,  who
presented  multiple  painful  ulcers  on  the  left upper  limb  for
nine  years,  which  increased  in number  and  extension  and  did
not  heal.  The  condition  started  with  a left  wrist  injury  after
blunt  trauma  with  a hammer.  Upon dermatological  examina-
tion,  the  authors  observed  the  presence  of multiple  ulcers
with  bloody,  elevated,  infiltrated  edges,  some  with  a  puru-
lent  floor,  others  with  a  granular  and  bloody  floor, grouped,
of  varying  sizes,  affecting  the entire  extension  of  the left
upper  correct  to  CC  BY  limb  (Figs.  1 and  2). There  were  also
nodules,  one  of  them soft  and  erythematous-violaceous,  and
others  with  exulcerated  surfaces,  in a linear  distribution  on
the  left  shoulder.  He  presented  weight  loss  of  10  kg in  the
last  year.  The  patient  also  had  severe  and  continuous  pain,
requiring  frequent  use  of  analgesics  and anti-inflammatory
drugs.  He  had already  undergone  several  oral,  parenteral,
and  local  antibiotic  therapies,  without  improvement.  The
initial  hypotheses  were  mycobacteriosis  and  deep  mycoses.
Chest  radiography  showed  linear  dense  areas  in the  pul-
monary  bases  and  a small  nodular  image  projected  in  the  left
lung  field  measuring  approximately  0.3  cm.  Histopathologi-
cal  examination  showed  an infiltrative  neoplasm  consisting
of  epithelioid  and  spindle  cells  with  eosinophilic  cytoplasm
and  irregular  nuclei  with  evident  nucleoli,  fibrosis  of  the
adjacent  tissue,  and  focal  necrosis  (Fig.  3). The  immunohis-
tochemical  examination  showed  expression  for  cytokeratins
AE1/AE3,  CD34,  and  complete  loss  of  INI-1  expression.  These
findings  are  consistent  with  the diagnosis  of  ES.  The  ES
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�� Study conducted at  the Centro Universitário do Estado do Pará,
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initially presents  as  painless,  localized,  slowly  growing  nod-
ules,  which  evolve  to  chronic  ulcers  that  do not  heal,  with
raised  margins,  usually  in the distal  limbs  of  young  adults,
although  there  are reports  of  cases affecting  children  and
the elderly.  Despite  its  slow  growth,  it  can  be  an extremely
aggressive  tumor  with  a clinical  course  characterized  by
high  rates of  local  recurrence  and metastatic  potential,
especially  for  lymph  nodes  and lungs.3,4 Histopathologically,
it  presents  a nodular  arrangement  of  epithelioid  neoplas-
tic  cells  with  central  degeneration  and  necrosis.  Vascular
invasion  is  rare.  Neoplastic  cells  are  oval  or  polygonal
and  large,  similar  to  rhabdomyosarcoma.  The  spindle  cells
resemble  fibrosarcoma  or  malignant  fibrohistiocytoma.2 In
immunohistochemical  analysis,  ES  characteristically  shows
reactivity  for  epithelial  markers,  as  well  as  for mesenchymal
markers.  It  is  consistently  positive  for cytokeratin,  EMA,  and
vimentin  expression.  There  is  a  positive  reaction  with  CD34

Figure  1  Multiple  ulcers  with  raised  and  infiltrated  edges,

some  with  a  purulent  floor  and  others  with  a  granular  and  bloody

floor.

Figure  2 Detail  of  multiple  ulcers  with  raised  and  infiltrated

edges.
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Figure  3  Histopathological  examination  showing  an  infiltra-

tive neoplasm  consisting  of  epithelioid  and  spindle  cells  with

eosinophilic  cytoplasm  and irregular  nuclei  with  evident  nucle-

oli (Hematoxylin  &  eosin,  ×400).

in  almost  50%  of cases.  INI-1  is deficient  in approximately
90%  of  cases.1,4 Complete  surgical  resection  is  the basis  of
curative  therapy  for  ES.  Some  authors  strongly  recommend
radical  local  excision,  with  amputation,  as  the first  oper-
ative  procedure.5 The  authors  report  a  rare  case  of upper
limb  ES,  with  long  evolution  before  the diagnosis;  attention
is  drawn  to  the important  role  of the  dermatologist  in  the
clinical  recognition  of  this  neoplasm.
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Etanercept-induced palisaded
neutrophilic granulomatous
dermatitis�,��

Dear  Editor,

A  37-year-old  female  was  referred  to  this  hospital,  com-
plaining  of  fever  and induration  and  swelling  of the chest
wall.  She  had  rheumatoid  arthritis  and  been  treated  with

� How to cite this article: Ishikawa M, Yamamoto T. Etanercept-
induced palisaded neutrophilic granulomatous dermatitis. An Bras
Dermatol. 2021;96:117---9.

�� Study conducted at the  Department of  Dermatology, Fukushima
Medical University, Fukushima, Japan.

non-steroidal  anti-inflammatory  drugs  and  methotrexate  for
six  years,  as  well  as  etanercept  (25  mg per  three  weeks)
for two  years,  prior  to  presentation.  Physical  examina-
tion  revealed  a  reddish  induration  with  tenderness  and
swelling  of  the  left breast  (Fig.  1).  It was  also  accompa-
nied  by  a  number  of  tiny pustules.  Laboratory  data  showed
positive  anti-nuclear  antibody  (1:160),  elevated  C-reactive
protein  (14.91  mg/dL),  anti-SS-A  antibodies  (> 240  U/mL),
and  positive  Schirmer’s  test  (left  eye;  2  mm).  The  patient
had  not  been  diagnosed  as  having  Sjögren’s  syndrome  until
presentation  at  this  hospital.  A  biopsy  specimen  showed
basophilic  degeneration  of  collagen  fibers  mixed  with
numerous  nuclear  debris  in  the  upper  dermis  (Fig.  2).  There
was  also  mild  interface  dermatitis.  Immunohistochemistry
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