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Congenital ulcerated nodule:
self-healing Langerhans cell
histiocytosis�

Dear  Editor,

A  full-term  male newborn  born  by  vaginal  delivery,  after  an
uncomplicated  gestation,  was  observed  at our department
on the  first  day of life  for  a  congenital  cutaneous  lesion.
At  physical  examination,  we  observed  on  the  left scapular
region  an  8 mm  ulcerated  nodule,  with  a central  black  crust,
a  bright  elevated  pink  border,  and  a peripheral  erythema
(Fig.  1).  Dermoscopy  revealed  a  central  reddish-black  crust,
with  a  rim  of  sparse  red  globules,  and  a pink  border  with
fine  white  scale  (Fig.  2).  No  other  lesions  were evident,  and
the remaining  physical  examination  had  no  abnormalities.
Eye  red  reflex  and  otoacoustic  emissions  screenings  were
normal.  His  family  history  was  unremarkable.  A punch  biopsy
was  made.

Histopathology  showed  an  ulcerated  lesion  with  an
infiltrate  composed  of  large  epithelioid  cells  with  a  kidney-
shaped  nucleus,  with  epidermotropism  (Fig.  3).  Mitotic
figures  were  observed.  The  background  infiltrate  was  com-
posed  of  lymphocytes,  plasma  cells  and a  significant  number
of  eosinophils  (Fig.  4). Immunostaining  was  positive  for  CD1a
(Fig.  5A),  langerin  (Fig.  5B), S100  protein  and  CD45,  and
negative  for  CD68  and  CD34.  A presumptive  diagnosis  of
solitary  congenital  self-healing  Langerhans  cell  histiocytoma
was  made.  Complete  Blood  Count  (CBC),  Erythrocyte  Sedi-
mentation  Rate  (ESR),  coagulation  times,  kidney  and liver
function  tests  and  lactate  dehydrogenase  were  within  the
normal  range  for  the age.  The  newborn  underwent  chest
radiography  and  abdominal  ultrasound,  which  revealed  no
abnormalities.

The  infant  maintains  regular  follow-ups.  At  6  months
appointment,  no  systemic  involvement  was  noticed  and
there  was  a  complete  involution  of  the  skin  lesion.  The  over-
all  well-appearing  state  of  the  neonate,  lack  of  systemic
signs,  and  spontaneous  involution  of  the  lesion,  associated
with  the  histopathology  and immunohistochemistry  findings,
were  compatible  with  congenital  self-healing  histiocytosis.

� Study conducted at the Department of  Dermatology of  Centro

Hospitalar de  Leiria, Leiria, Portugal.

Discussion

Langerhans  cell  histiocytosis  (LCH)  is  a rare  neoplasm,  cha-
racterized  by  a pathological  Langerhans  cell  proliferation.1

LCH  can  present  as  a  single  organ  or  multi-systemic  involve-
ment,  with  a wide  spectrum  of manifestations,  ranging  from
self-resolving  skin  lesions  to  disseminated  forms.2 The  prog-
nosis  depends  on  the extent  of systemic  involvement,  with
the  single-system  disease  having  a good  prognosis.2

Congenital  self-healing  Langerhans  cell histiocytosis
(CSHLCH)  is  a rare  variant  of  LCH.3 It usually  presents  as  mul-
tiple  papules  or  nodules  (from  the ‘‘blueberry  muffin  baby’’
spectrum),  but  uncommonly  a  solitary  lesion  may  occur.3,4

LC  histiocytoma  (or  solitary  CSHLCH)  is  considered  a  unimod-
ular  or  paucinodular  CSHLCH  variant.  It  presents  as  a single
reddish  nodule  at birth  or  within  the first  weeks  of  life,  that

Figure  1 Ulcerated  lesion  with  central  crust  and  elevated

pink  border  located  on the  left  scapular  region.
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Figure  2  Dermoscopy  with  central  reddish/black  crust,  a  pink

border  with  fine white  scale  and  sparse  red  globules  between

the crust  and  the  border.

progresses  to  crusting  and  ulceration.5 Cutaneous  lesions
typically  regress  within  a  few  months.6 Neonates  are  usually
healthy,  with  no  systemic  involvement.5,6 A  recent retro-
spective  review  of 82  neonates  showed  complete  involution
of  the  lesion  in all  cases  who  have not  been  submitted  to
excision.  Furthermore,  the authors  observed  no progression,
recurrence,  or  multisystemic  involvement,  with  a  median
follow-up  of 15  months.6

Histopathology  is  characterized  by  a  dense  dermal  infil-
trate  composed  of large  cells  with  abundant  eosinophilic

cytoplasm  and round-oval  or  kidney-shaped  nucleus,  accom-
panied  by  an infiltrate comprising  lymphocytes  and
eosinophils.4,6 Histopathological  differences  have  been
between  solitary  CSHLCH  and  multiple  papular  or  nodu-
lar  forms.  In the  former,  there  is  a  deeper  infiltrate  of
the  whole  dermis  and  often  extends  to  superficial  subcutis,
superficial  ulceration  or  crusting,  frequent  parakeratosis
and  necrosis,  and little  or  no  epidermotropism.  In soli-
tary  CSHLCH,  there  are large-sized  cells,  sometimes  with
‘‘ground-glass’’  cytoplasm  and  numerous  mitoses.5 Diag-
nosis  is  confirmed  by positive  immunostaining  for CD1a,
S100,  and langerin,  markers  of Langerhans  cells.  Electron
microscopy  reveals  the  characteristic  Birbeck  granules,6

but  usually  is  not  needed.  There  is  some  variability  in
dermoscopy  reports  of  LCH,  due  to  the clinical  spectrum
and  different  lesion  stages.  Reddish-lilac  color  of  nodular
lesions,  with  peripheral  telangiectasias,  violaceous  lacunae
and  clods,  and  whitish  areas  may  be present.7,8 However,
dermoscopy  descriptions  are sparse  in the  literature.

There  are no  specific  guidelines  for  the  manage-
ment  and  follow-up  of  solitary  CSHLCH.  Initial  work-up
should  include  a complete  physical  examination  (exclude
other  skin  or  mucosal  lesions,  lymphadenopathy,  or  hep-
atosplenomegaly),  laboratory  analysis  (CBC,  ESR, C-reactive
protein,  coagulation  studies,  hepatic  and renal  function
tests,  blood  and  urine  osmolarities)  and  imaging  exams
(abdominal  ultrasound,  chest  X-Ray,  complete  skeletal
radiographs).9

In  summary,  solitary  CSHLCH  diagnosis  should  be raised  in
the  presence  of  a  single  ulcerated  congenital  lesion  and  usu-
ally  portends  a  good  prognosis.  CSHLCH  diagnosis  is  made  in
retrospect  after  work-up  and  follow-up  of these  patients,10

showing  a spontaneous  resolution  and  absence  of systemic
involvement.

Figure  3  Ulcerated  lesion  with  an infiltrate  composed  of  epithelioid  cells  with  kidney-shaped  nucleus,  with  epidermotropism

(Hematoxylin & eosin,  ×100).
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Figure  4  Infiltrate  composed  of  epithelioid  cells  with  kidney-shaped  nucleus,  accompanied  by  lymphocytes,  plasma  cells  and  a

significant number  of  eosinophils  (Hematoxylin  &  eosin,  ×200).

Figure  5  Positive  immunostaining  for  CD1a  (A,  ×200)  and  langerin  (B,  ×100).
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Dermoscopy of circumscribed
palmar hypokeratosis�

Dear  Editor,

A  71-year-old  female  patient  of  Asian  descent  was  referred
to  the  Dermatology  Outpatient  Clinic  for  treatment  of
seborrheic  keratoses.  Two  years  later,  in one  of  the consul-
tations,  an  asymptomatic  lesion  on the left  thenar  region
was  observed  and  described,  characterized  at the  time  as
possible  excoriation.  However,  due  to  the persistence  and
increase  in  the  size  investigation  of  the lesion was  initi-
ated.  The  patient  denied  local  trauma.  The  lesion  remained
asymptomatic,  measuring  1.6  ×  1.2 cm, characterized  by  a
single,  rounded  area,  with  a depressed  center  and slightly
erythematous,  non-scaling,  with  well-defined  and  raised
borders  (Fig.  1).

Dermoscopy  was  performed  using  the  Dermlite  DL4®

device  (3  Gen,  San  Juan  Capistrano,  USA)  at level  0 (10×),
without  immersion  gel.  The  central  region  of  the lesion
showed  white  dots,  red  dots  and  whitish  striae,  with  regu-
lar  and  symmetrical  distribution  on  a  light  pink  background.
In  addition,  a border  with  peripheral  desquamation  similar
to  a  ‘‘step  ladder’’  was  observed  (Figs.  2---4). The  proposed
diagnostic  hypotheses  were  Bowen’s  disease,  porokeratosis,
granuloma  annulare,  and  self-inflicted  trauma.

A  skin  biopsy  was  performed,  and  histopathology
revealed  a well-circumscribed  area  in  which  there  was
a  decrease  in the stratum  corneum  (Fig.  5). After eval-
uating  the  literature  and considering  the result  of the
anatomopathological  examination,  the  authors  considered

� Study conducted at the Dermatology Clinic, Santa Casa de Mis-

ericórdia de São Paulo, São Paulo, SP, Brazil.

circumscribed  palmar  hyperkeratosis.  However,  the  patient
was  lost  to  follow-up  as  of  the  submission  of this  article.

Discussion

In 2002,  Perez  et  al.  published  a  series  of ten  cases,  in
which  they  described  a new  entity,  characterized  by  soli-
tary,  asymptomatic,  circular,  circumscribed,  erythematous
and  depressed  palmar  or  plantar  lesions  ---  mainly on  the
thenar  and  hypothenar  eminences  of the  palms.  At  the  time,
the  authors  described  it as  an  epidermal  malformation,  call-
ing  it circumscribed  palmoplantar  hyperkeratosis  (CPH)  and
reported  that  it is  more  prevalent  in elderly  patients  and
women,  preferentially  affecting  the palms.1

Since  then,  about  100 cases  have  been  described,  but
their  etiology  remains  unknown.  In  2013,  Rocha  & Nico
described  the  first  cases in Brazil,  corroborating  the  main
findings  of  Perez  et al.,  although  one  of the  cases  had more
than  one  lesion.2

The  first  dermoscopic  description  of  CPH  in  the litera-
ture  was  performed  by  Ishiko et al.,3 in 2007,  reporting
two  cases  in  Asian women.  Since  then,  the reports  have
grown  in frequency,  containing  descriptions  similar  to  the
case  reported  herein:  ‘‘step-ladder-like’’  desquamation  on
the  periphery  of  the lesion,  well-demarcated  erythema,
with  scattered  white  dots,  which correspond  to  the acrosy-
ringia,  and  small  reddish  dots, which could  correspond  to
enlarged  capillaries.3---7 Vilas Boas da  Silva  et  al. described
the  presence  of  whitish striae  in two  of  their  three  cases
reported.8

Several  etiological  hypotheses  have  been  made  since  the
first  report  by  Perez  et  al.  ---  which  suggested  the  possi-
bility of  a  benign  clonal  epidermal  malformation,1 ---  such
as  dynamic  proliferative  disorder,  a primary  disorder  of
keratinization  located  in  the  granular  layer  and  stratum
corneum,  trauma,  infection  of  keratinocytes  by  HPV,  and
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