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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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Figure  1  Blisters,  vesicles,  and  detachment  of  the  epidermis.

Figure  2  Detachment  of  the  epidermis.

no  adequate  randomized  studies,  some  drugs  have  shown
promise.

Corticosteroids  were  among  the  first drugs used;  how-
ever,  their  use  is  currently  controversial.  Although some
studies  demonstrate  a  worse  prognosis,2 there  are others
that  show  benefits  with  the administration  of  high  doses  over
a  short  period  of  time.3

IVIg  used to  be the most  consensual  therapy  for  the treat-
ment  of  this  syndrome.  However,  a meta-analysis  published
in  2012  concluded  that  this  drug is  not  associated  with  a
better  prognosis.4

TNF-alpha  inhibitors  seem  promising  drugs  in the treat-
ment  of  TEN.  There  are some  case  reports  where  a  single
dose  of infliximab  or  etanercept  interrupted  the  progres-
sion  of the  disease  and  induced  regression  of  the  skin
lesions.5

In  fact,  the case  we  reported  is  in  line  with  these  findings
since  the  patient  did  not show  any  improvement  after  IVIg
administration  but  had  a great  response  to  infliximab  and
high-dose  dexamethasone.
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Uremic stomatitis�

Dear  Editor,

A  42-year-old  male  patient  was  seen  at the Dermatology
Service  due  to  the presence  of whitish  lesions  on  the oral
mucosa,  affecting  mainly  the tongue.  Moreover,  he reported
significant  dysgeusia  and  a  lack  of appetite.  He  had  chronic
kidney  disease  and had been  undergoing  conservative  treat-
ment  so  far.  The  examination  of  the oral  cavity  showed
whitish  plaques  with  threadlike  projections  adhered  to  the
lateral  borders  of  the  tongue  (Figs.  1 and  2)  and a  white
plaque  on  the  left  cheek  mucosa  (Fig.  3). He had  ketone
breath  on  examination.  The  patient  was  awaiting  dialysis
and  had  a  serum  creatinine  level of  17  mg/dL,  with  uremia
of  200  mg/dL.  After  a  few  hemodialysis  sessions,  the  lesions
regressed  significantly.

Figure  1  Whitish  plaque  with  threadlike  projections  adhered

to the  left  lateral  border  of the  tongue.

� Study conducted at the Irmandade Santa Casa de Misericórdia
de Porto Alegre, Porto Alegre, RS, Brazil.

Uremic  stomatitis  is  an underreported  disease  of  the
oral  mucosa,  possibly  associated  with  long-term  uremia  in
patients  with  chronic  kidney  disease.1 It  was  first  men-
tioned  by  Lancereaux  in 1887  and described  by  Barie  in
1889  as  an  uncommon  but  characteristic  complication  of
advanced  kidney  disease.2 It has  a low incidence2 which
notably  decreased  with  the advent  of dialysis,  and is
rarely  seen nowadays.3 The  etiology  remains  unknown,  and
it  has  been  suggested  that  it  may  be due  to  high  lev-
els  of  ammonia  compounds.1 Ammonia  is  formed  through
the  action  of  bacterial  ureases  that  modify  salivary  urea,
which  is  elevated  in  renal  patients.  The  clinical  char-
acteristics  are poorly  defined  and  are rarely  detailed  in
publications.1 The  affected  patients  may  complain  of pain,
dysgeusia,  and a  burning  sensation.1,4 Four  clinical  types
of  uremic  stomatitis  have  been  described:  pseudomembra-
nous,  ulcerative,  hemorrhagic,  and hyperkeratotic.2 The
ulcerative  type  is  the most common,2 with  an  erythe-
matous  appearance,  and  the  hyperkeratotic  type is  a
rare  alteration  that  can  occur  in  long-term  renal  fail-
ure.  Diagnosis  is based  on  clinical  signs  and  symptoms,
and  histopathology  is  characterized  by  epithelial  hyperpla-
sia  and  unusual  hyperparakeratinization.1,5 Lichen  planus,
hypertrophic  candidiasis,  oral  hairy  leukoplakia,  and  vita-
min  deficiencies  are  important  differential  diagnoses.4 The
treatment  consists  in improving  blood  urea  levels.2 The
manifestations  usually  persist  for  two  to  three  weeks.  Hydro-
gen  peroxide  washes  can  contribute  to  the  elimination  of
anaerobic  bacteria  that  produce ammonia.1 Despite  the  high
frequency  of  patients  with  kidney  disease,  only a  few  cases
of  uremic  stomatitis  have been  published.  Investigations  are
required  for  a  better  understanding  of the pathogenic  mech-
anism  of this  disorder.
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