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A 65-Year-Old Woman With
Multiple  Papules in a Unilateral
Segmental Distribution�

Pápulas múltiples  con distribución unilateral y
segmentaria  en mujer de  65 años

To  the  Editor:

Basaloid  follicular  hamartoma  (BFH)  is  an  uncommon  benign
neoplasm  that may  be  familial  or  acquired,  generalized
or  localized.  Because  the  malignant  transformation  of  this
tumor  to  basal  cell carcinoma  has  been  reported,  it is  con-
sidered  a  premalignant  lesion.1

The  characteristic  histologic  features  of  BFH  are  the pro-
liferation  of strands  of  basaloid  epithelial  cells that  originate
in  the  infundibular  portion  of hair  follicles,  branch  outward,
and  are  surrounded  by  a  loose fibrous  stroma.  There  is  usu-
ally  a  clear  transition  between  tumor  cells  and  the adjacent
stroma.  The  tumor  cells  do  not usually  display  pleomor-
phism,  nuclear  atypia,  or  mitotic  activity.2

BFH  treatments  include  surgical  excision,  cryotherapy,
laser  therapy,  topical  imiquimod  or  retinoids,  and  photo-
dynamic  therapy.3,4 In  case  of  malignant  transformation  to
basal  cell  carcinoma,  surgical  removal  is  the treatment  of
choice  because  it has the  lowest  recurrence  and  complica-
tion  rates.

We  report  the  case  of  a  60-year-old  woman  who  com-
plained  of a  pruritic  lesion  on  her  chest  that  had  grown  in
recent  months.  She  also  reported  having  had many  small
lesions  on  the  right  side  of her  chest,  pubic  area  and
groin  since  the age  of  30 years,  although  she  never  sought
care  because  they  were  stable  and  asymptomatic.  She  did
not  report  hair loss,  ptosis,  difficulty  swallowing,  or  any
other  systemic  symptoms,  and  she  could  not  recall  simi-
lar  complaints  in relatives.  A  physical  examination  revealed
multiple  skin-colored  erythematous  papules  on  the right  side
of  her  chest,  right  breast,  pubic  area,  and groin.  The  lesions
followed  Blaschko  lines,  and  some  were  comedones  mea-
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suring  less  than  1  cm  in diameter  (Fig.  1).  Above  the right
breast  was  an erythematous  plaque  measuring  1  cm.  The  sur-
face  was  pearly  and  dermoscopy  revealed  telangiectases  and
blue-gray  globules.

A  biopsy  of  the supramammary  plaque  showed  nests  of
basaloid  cells  that originated  in  the epidermal  basement
membrane;  they  were  separated  by fragments  of  healthy
epidermis.  The  periphery  was  pale, and  mitotic  figures  and
apoptotic  bodies  were numerous.  The  lesion  also  contained
areas  where  basaloid  cells  proliferated,  arranged  in strands
with  pilar differentiation,  low  mitotic  activity,  and  a  loose
fibroblastic  stroma  (Fig.  2).

A diagnosis of  basal  cell  carcinoma  arising  in a  BFH  was
based  on  the  clinical  history,  physical  examination,  and
biopsy.

This  type of  acquired,  segmental,  unilateral  BFH  can
appear  at  birth or  develop  in adolescence.  Unlike  gener-
alized  familial  forms,  this  phenotype  is  not associated  with
hypotrichosis,  cystic  fibrosis,  or  other  autoimmune  diseases
such  as  myasthenia  gravis  or  systemic  lupus  erythematosus.5

A diagnosis  of  BFH does not require  laboratory  tests  or
imaging.  However,  a  complete  medical  history  and  physical
examination  is  essential  even  though  associations  between
localized  BFH  and  systemic  diseases  have  not  been  reported.
If there  is  clinical  suspicion  of  autoimmune  disease,  antin-
uclear  antibody  and  antiacetylcholine  receptor  tests  should
be  ordered  in addition  to  any  other  tests  the patient’s  symp-
toms  suggest.

The main  differential  diagnoses  are infundibulocystic
basal  cell  carcinoma  (IBCC)2 and  trichoepithelioma,5 which
are  also  hair  follicle  tumors.  BFH  tends  to  center  around  the
follicle  and  involve  the interfollicular  dermis  less  than  IBCC.
Deep  infiltration,  epidermal  ulceration,  and rapid  growth
would  suggest  IBCC.  Some  authors  nevertheless  consider  BFH
and  IBCC  to  be the same  diagnosis  because  their  morphology
is  so  similar  and  both  express  cytokeratin  20.6

Trichoepithelioma  can  be  distinguished  from  BFH  by  the
greater  stromal  cellularity  of  the former.  In  addition,  a  tri-
choepithelioma  shows  fissures  caused  by  retraction  as  the
tumor  stroma  separates  from  the adjacent  dermis.

Because  of  the  coincidence  of  unilateral  BFH  and basal
cell  carcinoma  lesions  distributed  along  Blaschko  lines  in
this  case,  segmental  Gorlin  syndrome  had  to  be  consid-
ered  in the  differential  diagnosis.7 However,  such a  diagnosis
was  unlikely  because  of the absence  of  a  family  history
of  this syndrome  or  characteristic  signs  such as the  pres-
ence  of  basal  cell  carcinoma  from  an  early  age,  keratocystic
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Figure  1  A,  Multiple  erythematous  papules  on the  right  chest  and  breast  were  distributed  along  Blaschko  lines.  The  supramammary

plaque (enlargement,  upper  right  figure)  had a  pearly  surface  with  telangiectases  and  globules.  B,  Papules  and  comedones  in the

right pubic  area  and  groin.

Figure  2  Nests  of  basaloid  cells  among  focal  areas  where  strands  of  basaloid  cells  proliferate  with  pilar  differentiation,  scant

mitotic activity,  and  a  loose  stroma.  Hematoxylin-eosin.
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odontogenic  tumors  in the maxilla,  palmoplantar  pitting,  or
developmental  skeletal  abnormalities.  The  unilateral  distri-
bution  along  Blaschko  lines  could  be  owing to the  presence
of  a  somatic  mutation  early  in embryonic  development.

Although  detection  of  a  mutation  in the  patched  1 gene
(PTCH1)  in  healthy  or  affected  skin,8 or  in peripheral  blood
lymphocytes,  would  have been  useful  for distinguishing  BFH
from  segmental  Gorlin  syndrome  in our  patient,  this  gene
test  was  unavailable  in  our  hospital.

In conclusion,  although  BFH  is  a  very  rare  benign  neo-
plasm,  diagnosis  is  important  so  that periodic  follow-up  can
be  scheduled  in  the interest  of  early  detection  of  basal  cell
carcinoma.  BFH  lesions  can  develop  morphologic  changes  or
grow  and  should  be  biopsied.
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Topical Rapamycin: An
Additional Therapeutic Option
for Tufted Angioma in Adults�

Rapamicina  tópica: otra opción  terapéutica
del angioma en penacho  en el adulto

To  the  Editor:

Tufted  angiomas  are  relatively  rare  benign  vascular  prolife-
rations,  which  were  previously  referred  to as  progressive

capilliary  hemangiomas  or  angioblastomas.1 They  appear
mainly  in  patients  under  5 years  of  age,  although  adult-onset
cases  have  been  reported.  They  present  as  erythematous-
violaceous  plaques  or  nodules  affecting  the upper  trunk and
limbs  or  the  neck.  Histologic  examination  is  necessary  to
establish  a definitive  diagnosis.2 We  report  the cases  of  3
adults  with  tufted  angiomas  diagnosed  in  our  hospital  in
the  past  20  years,  highlighting  the usefulness  of  topical
rapamycin  in one  case.

� Please cite this article as: Escudero-Góngora MM, Corral-Magaña

O, Gómez C, Martín-Santiago A. Rapamicina tópica: otra opción ter-

apéutica del angioma en penacho en el  adulto. Actas Dermosifiliogr.

2018;109:192---194.

Case Reports

The  first  patient  was  a 51-year-old  woman  with  no  past
medical  history  of interest,  who  presented  with  a  lesion
that  was  vascular  in appearance.  She  reported  onset  some
9  years  earlier.  Initially  the lesion  had  been  asymptomatic,
but  in the 6 months  before  the consultation  it  had grown  and
become  painful.  The  clinical  presentation  was  a  mottled,
erythematous  lesion  on  the front  and  right  side  of  the  neck,
characterized  by  superficial  telangiectasias.  The  slightly
indurated  lesion  was  about  7  cm  wide  and  we  detected
no  thrill  or  increase  in temperature  (Fig.  1A). Dermoscopy
revealed  an erythematous  reticular pattern  (Fig.  1B).  Histo-
logic  examination  showed  a proliferation  of  vessels  grouped
into  lobules  distributed  throughout  the reticular  dermis  in a
cannonball  pattern  (Fig.  1C).  These  findings  led to  a diagno-
sis  of  tufted  angioma.  As  the  lesion  was  painful,  treatment
with  rapamycin  0.4%  was  started  using  a  topical  preparation
comprising  rapamycin  powder  in  a cream  base.  After  5
months  of  treatment,  the  lesion was  no  longer  palpable,
the  coloration  had  diminished  (Fig.  1D),  and  the  patient
reported  no pain.

The  second  patient  was  a  24-year-old  woman  with  a  his-
tory  of  familial  Mediterranean  fever,  who  presented  with
an erythematous-violaceous  macular  lesion  2 cm  in diame-
ter,  which  had first  appeared  11  years  earlier  (Figs.  2A and
B).  The  asymptomatic  lesion  was located  on  the left  breast.
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