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apular acantholytic dyskeratosis of
he perianal region in a young
oman�

ear  Editor,

apular  Acantholytic  Dyskeratosis  (PAD)  is  an  uncommon,
hronic  and  recurrent  dermatosis  of  unknown  etiology,  con-
idered  a  possible  variant  of  Hailey-Hailey  Disease  (HHD).1---4

We  present  a  25-year-old  woman  with  an  18-month
istory  of  intense  itch  associated  with  perianal  papules;  pre-
iously  diagnosed  with  condylomas  treated  with  emollients,
miquimod  5%  cream,  and  trichloroacetic  acid  without
mprovement.  She  denied  a  history  of  venereal  disease  or
exual  risk  behaviors  and  also  reported  that  her  father,
Figure  1  Family  pedigree  showing  patient  relatives  with  HHD
confirmed  diagnosis.
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aternal  grandmother,  and  uncles,  had  been  diagnosed  with
HD  (Fig.  1).

Physical  examination  showed  multiple  grayish-white,
eratotic  papules  in  the  perianal  area  (Fig.  2).  There  were
o  similar  lesions  in  other  body  regions,  mucous  membranes,
r  nail  affectation.

A  2-mm  punch  biopsy  revealed  hyperkeratosis,  hyper-
ranulosis,  prominent  dyskeratosis,  acantholysis,  and
uprabasal  clefts  (Fig.  3).  Correlating  her  family  history  and
linicopathological  findings,  a  diagnosis  of  PAD  was  made.
opical  treatment  with  tacrolimus  0.1%  daily  provided  itch-
ng  relief,  with  clinical  persistence  of  the  papules.

PAD  of  the  genitocrural  area  is  most  frequent  in  young
omen.  Clinical  findings  are  characterized  by  multiple  pru-

itic  grayish,  whitish,  or  erythematous  verrucous  papules
hat  can  be  solitary  or  coalesce  in  plaques.  Papules  are  usu-
lly  located  on  warm  moist  areas  such  as  the  perineum,
enis,  scrotum,  vulva,  and  perianal  or  inguinal  folds.1,5 Most
esions  are  asymptomatic,  but  some  could  be  painful  or  itchy
s  in  this  case.1

Histology  shows  hyperkeratosis,  focal  parakeratosis,
cantholytic  and  dyskeratotic  cells  in  the  mid  and  lower
pidermis.4 The  main  histological  differential  diagnoses  are
HD,  warty  dyskeratoma,  and  Darier  Disease  (DD)  as  they
hare  similar  histopathological  features  included  in  the  spec-
rum  of  focal  acantholytic  dyskeratoses.1,4,5 These  patterns
ust  be  correlated  with  the  patient’s  clinical  findings  and

amily  history  in  order  to  ascertain  a  PAD  diagnosis.
HHD  is  a  rare,  autosomal  dominant  inherited  gen-

dermatosis,  with  complete  penetrance  but  variable
xpressivity.3 It  is  caused  by  mutation  of  the  ATP2C1  gene
3q21)  that  codes  for  the  Secretory  Pathway  Ca2+ ATPase
ype  1  pump  (SPCA1).5 The  non-functional  pump  gives  rise
o  calcium  dysfunction,  impairing  the  correct  protein  syn-
hesis  necessary  for  desmosome  formation,  resulting  in  a
eratinocyte  adhesion  defect.2 It  is  suggested  that  PAD  could
e  a  result  of  a  segmental  mosaic  mutation  of  ATP2C1  gene,
eing  a  localized  atypical  variant  of  HHD.3---5 Most  cases

ppear  to  be  sporadic,  and  there  are  very  few  reported
AD  cases  with  HHD  family  history.  This  disease  remains  to
e  fully  elucidated  and  there’s  still  uncertainty  about  if  it
orresponds  to  an  individual  entity.5

� Study conducted at the E.S.E. Hospital Universitario Centro Der-
atologico Federico Lleras Acosta. Bogota, D.C., Colombia.

t

a
i
b
T
d
i

69
igure  2  Multiple  grayish-white,  keratotic  papules  in  the
erianal area  and  perineum.

There  are  various  treatment  options  for  PAD  including
etracyclines,  cryotherapy,  systemic  and  topical  retinoids,
opical  tacrolimus  and  steroids,  CO2 laser  ablation,  or  sur-
ical  removal.3,5 It’s  important  to  consider  that  the  lesions
end  to  persist  for  years  or  can  recur  after  treatment.3

Genital  dermatoses  are  frequently  focused  on  as  sexu-
lly  transmitted  diseases,  especially  in  young  sexually  active
ndividuals.  PAD  diagnosis  is  challenging,  and  lesions  may
e  sometimes  difficult  to  distinguish  from  anogenital  warts.

his  case  highlights  the  importance  of  knowing  about  this
isease,  reducing  misdiagnosis,  and  avoiding  unnecessary
nterventions  that  could  affect  the  patient’s  quality  of  life.
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igure  3  Histopathological  findings.  Area  of  dyskeratosis,
cantholysis  and  suprabasal  clefts  (Hematoxylin  &  eosin,  ×20).
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emphigus vulgaris with exclusive
anifestation in one of monozygotic

wins: could environmental factors be
nvolved?�

ear  Editor,

emphigus  vulgaris  (PV)  affects  mainly  the  mucous  mem-

ies  are  produced  in  the  mucocutaneous  form  of  the  disease.
The  incidence  of  PV  has  been  increasing  in  the  northeastern
region  of  the  state  of  São  Paulo,  Brazil,  an  endemic  region
for  pemphigus  foliaceus  (PF),1 Susceptible/protective  HLA
alleles  for  PV,2 agricultural  activities,  and,  more  recently,
salivary  proteins  from  insect  bites3 have  been  described  in
association  with  PV.
ranes,  through  the  production  of  autoantibodies  against
esmoglein  (Dsg)  3.  Anti-Dsg1  and  anti-Dsg3  autoantibod-

� Study conducted at the Department of Internal Medicine, Hos-
ital das Clínicas, Faculty of Medicine, Universidade de São Paulo,
ão Paulo, SP, Brazil.

(
m
d
m
(
I

69
Reports  of  monozygotic  twins  affected  by  PV  are  rare4,5

Table  1).  The  present  report  describes  the  third  case  of
onozygotic  twin  sisters,  43-years-old,  of  which  only  one
eveloped  PV.  In  September  2018,  the  twin  with  PV  had
ultiple  oral  erosions  (Fig.  1a).  Direct  Immunofluorescence

DIF)  on  the  Tzanck  smear  showed  fluorescence  with  anti-
gG  on  the  keratinocytes  cell  membrane  (Fig.  1b);  the  oral
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