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a Department  of  Dermatology,  Universidad  CES,  Medellín,
Colombia
b Department  of  Dermatology,  Epidemiologist,  Universidad
CES,  Medellín,  Colombia
c Department  of  Radiology,  Expert  in  Dermatological
Ultrasound,  Responsible  for  Sonoderma,  Medellin,
Colombia

Corresponding  author.
E-mail:  cristinaveleza@gmail.com  (C.V.  Arroyave).

Received  19  May  2021;  accepted  20  July  2021

A

h
0
o
a
l

I
a
s
r
r
i

p
a

1,3
ultrasonography in assessment of nail-related disorders. Skeletal
Radiol. 2012;41:1251---61.

ultiple familial
richoepithelioma: report of a
isfiguring case�

ear  Editor,

his  case  describes  a  40-year-old  woman,  with  nor-
ochromic  asymptomatic  papules  and  nodules  on  the  face,

calp,  and  upper  back  since  puberty,  which  gradually

ncreased  in  number  and  size  (Fig.  1).

She  reported  difficulty  in  getting  a  job  due  to  the  skin
esions.  She  denied  other  comorbidities  and  medication  use
nd  reported  that  other  family  members  had  similar,  but  less
xtensive  lesions  (Fig.  2).

Dermoscopy  (Fig.  1)  and  histopathology  (Fig.  3) were
ompatible  with  trichoepitheliomas.  It  was  not  possible  to
erform  genetic  testing  due  to  its  unavailability.

Treatment  was  administered  with  imiquimod  5%  cream
wice  a  day  and  0.5%  topical  tretinoin  at  night  for  six
onths,  progressing  with  skin  irritation  and  without  signifi-

ant  improvement  of  the  lesions.
Multiple  familial  trichoepithelioma  (MFT)  is  a  rare  auto-

omal  dominant  genodermatosis  associated  with  genetic
utations  in  the  tumor  suppression  and  cylindromatosis

CYLD)  genes  located,  respectively,  on  chromosomes  9p21
nd  16q12-q13.1-3.  These  genes  favor  the  proliferation  and
ifferentiation  of  the  germ  cells  of  the  pilosebaceous  units,
nabling  the  development  of  trichoepitheliomas.1,2

MFT  affects  more  women  due  to  its  lower  expressive-
ess  and  genetic  penetrance  in  males.1,2 There  is  no  racial
redilection3 and  a  family  history  is  generally  positive.1,2

� Study conducted at the Service of Dermatology, Complexo Hos-
italar Padre Bento de Guarulhos, Guarulhos, SP, Brazil.
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t  manifests  in  childhood  or  adolescence,  with  the  appear-
nce  of  papulonodular,  normochromic,  or  erythematous,
hiny  lesions,  which  mainly  affect  symmetrically  the  central
egion  of  the  face.1,2 They  can  also  affect  the  scalp,  cervical
egion,  and  upper  chest.1,2 Over  the  years,  the  lesions  can
ncrease  in  number  and  size.1,2

The  phenotype  in  MFT  is  variable.4 While  there  are
atients  with  few  lesions,  others  have  multiple  confluent
nd  deforming  lesions.4 This  generates  important  aesthetic

onsequences  and  psychosocial  suffering. Malignant  trans-
ormation  of  trichoepitheliomas  into  trichoblastic  or  basal
ell  carcinoma  may  also  occur,  although  it  is  rare.1,2

The  dermoscopy  of  trichoepitheliomas  shows  small,
ne-caliber  arboriform  vessels,  chrysalises  and  milium  pseu-
ocysts  over  white,  pink  and,  less  frequently,  yellowish  or
rown  areas.3

Histopathology  indicates  the  presence  of  keratin  pseudo-
ysts  and  lobules  of  monomorphic  basaloid  cells  arranged
n  a  cribriform  pattern,  surrounded  by  abundant  fibrous
troma.1,2

The  diagnosis  of  MFT  depends  on  clinical-
istopathological  findings.3,5 The  genetic  study  is  useful  for
ounseling,  but  not  essential.3,5

Several  syndromes  present  with  facial  papules  and  nod-
les,  such  as  Brooke-Spiegler,  familial  cylindromatosis,
azex-Dupré-Christol  and  tuberous  sclerosis.3,5 Hence,  both
linically  and  histopathologically,  it  is  important  to  rule  out
ther  associated  complications  that  indicate  another  diag-
osis.

Both  MFT  and  familial  cylindromatosis  (FC)  are  consid-
red  different  spectrums  of  Brooke-Spiegler  syndrome  (BSS),
ue  to  the  mutation  in  the  common  CYLD.4 However,  in
SS  there  are  multiple  spiradenomas,  cylindromas,  and  tri-
hoepitheliomas,  while  in  FC  there  are  only  cylindromas,
nd  in  MFT,  only  trichoepitheliomas.4
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Figure  2  Pedigree  showing  autosomal  dominant  in
The  treatment  of  MFT  is  not  well  established  in  the  liter-
ture  and  is  difficult  due  to  the  multiplicity  of  lesions,  the
redominantly  facial  location,  and  the  progressive  nature  of
he  lesions.  Among  available  treatments,  surgical  excision,
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ance  pattern  of  multiple  familial  trichoepithelioma.
adiofrequency  ablation,  dermabrasion,  cryotherapy,  radio-
herapy,  and  lasers  stand  out.5 There  have  also  been  reports
f  pharmacological  therapies  with  sirolimus,  imiquimod,
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