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Figure  3  Histological  examination  showed  dyskeratotic  cells

in the  thinned  epidermis  with  cornoid  lamella,  and  absence  of

granular  cell  layer.  Superficial  perivascular  lymphocytic  infil-

trate in  the  dermis  was  also  observed  (Hematoxylin  &  eosin,

×200).
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Granulomatous arteritis limited to
the skin: case report and etiologic
differential diagnosis�

Dear  Editor,

Vasculitis  constitutes  a  heterogeneous  group  of conditions
characterized  by  inflammation  in the blood  vessel  wall,  with
narrowing  or  occlusion  of  the vascular  lumen.  A 43-year-old
man,  without  comorbidities,  had  presented  multiple  erythe-
matous  nodules  on  the  anterior  surface  of  the  lower  limbs for
the  past  ten  years,  with  outbreaks  and  remissions  (Fig.  1).
He  had  no  local  or  systemic  symptoms.  A  skin  biopsy  was
performed  and  histopathology  disclosed  a  nodular  infiltrate
with  epithelioid  histiocytes  and  multinucleated  giant  cells,
on the  wall  and around  a  medium-caliber  vessel,  with  occlu-

� Study conducted at the Hospital do Servidor Público Estadual
de São Paulo, Instituto de Assistência Médica ao Servidor Público
Estadual de São  Paulo, São Paulo, SP, Brazil.

sion  of the lumen  by  a fibrinoid  thrombus  (Figs.  2 and  3).
Verhoeff-van  Gieson  staining  demonstrated  the presence  of

Figure  1 (A and  B),  Erythematous  nodules  on  the  extensor

surface  of the  lower  limbs.
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Figure  2  (A)  Infiltrate  in the  wall  of a  medium-caliber  vessel  with  the  lumen  occluded  by  a fibrinoid  thrombus  (Hematoxylin  &

eosin, ×200).  (B)  Presence  of  the internal  elastic  lamina  (Verhoeff-van  Gieson).

an  internal  elastic  lamina  in the  wall  of  the affected  ves-
sel  (Fig.  2B).  Fungi  and AFB  screening  using  Grocott  and
Faraco  stains,  respectively,  were  negative.  Chest  and  sinuses
tomography  showed  no  alterations,  as  well  as  whole  blood
count,  renal  function,  and  measurement  of  complement
fractions.  As for ANCA,  it was  positive  for  a-ANCA  1/20  (neg-
ative  for  c-ANCA  and  p-ANCA).

Based  on  the histopathological  findings,  the  diagnosis  was
granulomatous  vasculitis.  The  term  granulomatous  vasculi-
tis  can  be  confusing,  as  it  is  used in two  different  contexts:
(1)  granulomatous  inflammation  in the vessel  wall  and  (2)
extravascular  granulomatous  inflammation  associated  with
necrotizing  vasculitis.  The  latter,  better  termed  ‘‘vasculitis
with  granulomatosis’’,  has  as  prototypes  granulomatosis
with  polyangiitis  (GPA)  and  eosinophilic  granulomatosis  with
polyangiitis  (EGPA),  which  rarely  have  true  granulomatous
arteritis.1

Granulomatous  vasculitis  is  a common  finding  in the
skin  lesions  of  large-vessel  vasculitis.1 In temporal  arteritis,
there  is usually  a history  of  headache  and  muscle  weakness,
with  the  skin  being  unusually  affected.  Takayasu’s  arteritis,
which  mainly  affects  the  aorta  and its  branches,  may  also
unusually  affect  the skin,  with  the histopathological  find-
ing  of  giant  cell  arteritis.1,2 The  patient  described  in the
present  case  report  had  no  symptoms  consistent  with  these
conditions.

Rarely,  granulomatous  arteritis  is a  cutaneous  manifesta-
tion  of  systemic  diseases  such as  sarcoidosis,  inflammatory
bowel  disease,  hepatitis  C  and  post-herpes  zoster.  More-
over,  there  are  cases  associated  with  medications  such as
montelukast.1,3 These  possibilities  were excluded  through
detailed  anamnesis  and  complementary  tests.

GPA  and  EGPA  are  ANCA-associated  vasculitis,  where
histopathological  analysis  of  the skin  lesions  usually  discloses
extravascular  granulomas  and small  and  medium  - size  ves-
sels  necrotizing  vasculitis.4 More  rarely,  these  vasculitis  may
present  with  granulomatous  inflammation  of  the  vessel  wall
and  they  are  associated  with  systemic  involvement,  which
was  not  seen  in this patient.1

Figure  3  Detail  of  the  infiltrate,  consisting  predominantly  of

epithelioid  histiocytes  (Hematoxylin  &  eosin,  ×400).

Atypical  ANCA  is characterized  on  indirect  immunoflu-
orescence  by  concomitant  perinuclear  and  cytoplasmic
staining,  and  it is  mainly  associated  with  drug-induced
vasculitis.4 Although  positive,  it was  not considered  rele-
vant  to  the  clinical  context,  as,  in addition  to  showing  low
titers,  there  was  no history  of  medication  or  illicit  drug use.

Cutaneous  polyarteritis  nodosa  (PAN) manifests
histopathologically  as  necrotizing  arteritis.2 The  liter-
ature  has  only  one  mention  of  the  possibility  of  this
condition  manifesting  granulomatous  inflammation  with
multinucleated  giant  cells  in the  vascular  lumen  in  2 of 20
cases  of PAN,  which clinically  had  the presence  of  a  nodule
in  90%,  livedo reticularis  in 80%,  and  ulceration  in  35%  of  the
cases.5 This  case  report  describes  a case  of  granulomatous
vasculitis  limited  to  the skin.  Despite  extensive  research,  no
causal  factor  was  found,  and  clinical-laboratory  follow-up
as  an  outpatient  was  chosen.
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Therapeutic approach of Lyell
syndrome with infliximab and
dexamethasone pulse: report of a clinical
case�

Dear Editor,

Toxic  Epidermal  Necrolysis  (TEN)  is  a rare,  life-threatening
mucocutaneous  disease.

A  23-year-old  female  presented  with  TEN  after  treat-
ment  with  diclofenac,  metamizole  and  etoricoxib.  She was
febrile,  with  oral, ocular,  and  perineal  mucositis  and a  mac-
ulopapular  rash  involving  an estimated  body  surface  area  of
20%.  She  was  admitted  to  the  dermatology  department,  skin
biopsies  were  collected,  and  Intravenous  Immunoglobulin
(IVIg)  was  started.  However,  her clinical  condition  worsened,
so  she  was  transferred  to the  burn  unit.

Upon  admission,  the patient  had  an extensive  macu-
lopapular  rash.  There  were also  positive  Nikolsky  signs  in
her  face,  back,  palms  and feet  soles,  and involvement  of
the  oral,  ocular,  vaginal  and  perineal  mucous  membranes
(Figs.  1 and  2). Additionally,  given  the  upper  airway  edema,
she  was  orotracheal  intubated.

� Study conducted at the Hospital de Santa Maria, Centro Hospi-
talar Universitário Lisboa Norte, Lisboa, Portugal.

Under  immunoglobulin  therapy,  there  was  a  clinical  wors-
ening,  with  an increase  in the body surface  involvement,
from  85%  to 100%.  In addition,  she  developed  multiorgan
failure  with  hematological,  cardiovascular,  hepatic,  gas-
trointestinal  and  renal  dysfunction.

On the eighth  day of hospitalization,  the  patient  received
a  single  infliximab  dose  (5 mg/kg,  EV)  and  was  started  on
a pulse  of  dexamethasone  (100  mg,  EV  ×  1/day)  for  three
days.  After administration  of  infliximab  and  dexamethasone
pulse,  the patient  evolved  favorably  with  the  progressive
resolution  of  multiorgan  dysfunction,  and  on  the nineteenth
day,  the  patient  presented  epithelialization  of  the  entire
body  surface.

According  to  literature,  TEN  is  a  severe  idiosyncratic
reaction,  mostly  drug-induced.  It is  characterized  by  a
detachment  of  the skin  and mucous  membranes  at the  level
of  the  dermis-epidermis  junction  as  a  result  of  the  necrosis
of  keratinocytes.

The  diagnosis  of  TEN  is  clinical.  It  is  characterized  by  a
prodromal  phase  with  flu-like  symptoms  that  precede  the
appearance  of  mucocutaneous  lesions.  The  confirmation  of
the  diagnosis  involves  a skin  biopsy.1

In  patients  with  probable  drug-induced  TEN,  early  diag-
nosis  and  immediate  removal  of  the  drug are  essential  to
improve  the prognosis.

Apart  from  supportive  care,  there  is no  established
treatment.  However,  several  immunosuppressants  and
immunomodulators  have been  used,  and  although  there  are
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