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a  circumscribed  morphology.  Postoperative  alopecia  is  due
to  hypoxia  caused  by  pressure  on  the  reclined  head  dur-
ing  a  long  general  anesthetic.  Alopecia  areata  has  a more
complex  and  multifactorial  etiology  and  pathogenesis.  In
the  majority  of cases,  the diagnosis  of  transitory  rectan-
gular  alopecia  after endovascular  embolization  is  based  on
the  history  of  radiation  to  the area  and the  artifactual  mor-
phology  of the lesions  (typically  rectangular).  However,  the
absence  of  inflammation  and  the presence  of dystrophic
hair  shafts  can  make it difficult  to  distinguish  the  condition
from  alopecia  areata.1 In these  cases,  histopathology  of  a
biopsy  from  the affected  area  is  useful  to  differentiate  the
2  entities.  From a histopathological  point of  view,  transitory
rectangular  alopecia  after  endovascular  embolization  should
theoretically  show  changes  compatible  with  anagen  efflu-
vium,  associated  with  a minimal  inflammatory  infiltrate,
although  the findings  will  depend  to  a  large  extent  on  the
moment  at which  the  biopsy  is  performed.  In  our  case,  the
biopsy  showed  a  minimal  inflammatory  infiltrate  and all  the
follicles  were  in catagen  after  the  abrupt  cessation  of their
cycle.  We  did not  observe  a  honeycomb-like  morphology  of
the  infiltrate  around  the follicular  bulb,  typical  of  alopecia
areata,  or  signs  of  radiodermatitis  in the interfollicular  epi-
dermis  or  in the follicular  epithelium.  The  absence  of areas
of  scarring  confirmed  the  transitory  nature  of  the alopecia,
as  was  observed  clinically.

With  the progressive  increase  in  the number  and  com-
plexity  of endovascular  embolization  techniques,  treating
ever  more  complex  lesions  and  requiring  longer  fluoroscopy
times,5---7 it is  likely  that  consultations  for  transitory  rectan-
gular  alopecia  after  endovascular  embolization  will  increase
in  the  near  future.  It is  therefore  important  that  der-
matologists  are aware  of  the clinical  characteristics  and
histopathologic  features  of  this condition,  so  that  they  can
reassure  patients  and inform  them  that  the clinical  course
will  be  favorable.
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Giant Vascular Eccrine
Spiradenoma�

Espiradenoma  ecrino vascular  gigante

To  the  Editor,

Giant  vascular  eccrine  spiradenoma  is  a  rare  variant  of
eccrine  spiradenoma  characterized  by  its  size  (> 2 cm  diam-
eter)  and  high  vascularity,  a feature  that  often  leads  to  it
being  confused  with  tumors  of  vascular  origin.  We  present  a
case  of  this  rare  tumor.

A 54-year-old  woman  presented  with  a  tumor  that  had
been  present  for  years,  measuring  2.3  ×  2 ×  2.6  cm,  located
on  the  medial  aspect  of  the  left  arm  (Fig.  1A).  The  tumor
was  a  reddish,  dome-shaped  lesion,  ulcerated  on one side,

� Please cite this article as: Jorquera Barquero E, Lara Bohórquez

C, de Alba Rioja I.  Espiradenoma ecrino vascular gigante. Actas

Dermosifiliogr. 2015;106:850---852.

Figure  1 A,  Cutaneous  component  with  a  dome-like  peduncu-

lated vascular  appearance  and  ulceration  at the superior  pole.

B, MRI  showing  an  exophytic  multilobulated  mass  with  a  blood

supply  from  and  drainage  to  the  basilic  vein  (arrow).
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Table  1  Clinical  Characteristics  of  Giant  Vascular  Eccrine  Spiradenomas.

Reference  Age/Sex  Size,  cm  Anatomic  Location  Clinical  Diagnosis

Cotton  et  al1 74/male  5 Abdomen  Angiosarcoma

84/female  2 Occipital  scalp  Sebaceous  cyst

Hey et  al2 63/female  3.5  ×  1.5 Thigh  Venous  thrombosis

Senol et  al3 60/male  3-4  Chest  Angioma  or thrombosis

Ko et  al4 56/female  2 Back  Angiolipoma  or  neuroma

Yamakoshi et  al5 76/male  5 ×  3.4  ×  2.6  Shoulder  Not  stated

Kim et  al6 49/female  2.5  ×  2.5  Arm Vascular  malformation

Tremezaygues  et al7 81/male  1.5  ×  2.6  × 2.9  Forearm  Not  stated

Hatano et  al8 52/female  3.5  ×  2.2  Arm Pilomatricoma

Krishnan et  al10 31/male  2.5  Chest  Not  stated

Nokamura et  al9 79/male  7 ×  7 x  6 Chest  Chronic  expansive  hematoma

Moragon Gordon  et  al  60/female  5 ×  6 Breast  Not  stated

Our case  54/female  2.3  ×  2  x  2.6  Arm Hemangioma

and  hard  to  palpation.  The  patient  attended  because  the
mass  had  increased  in  size  and at some point there  had
been  a  small  amount  of  bleeding.  Magnetic  resonance  imag-
ing  (MRI)  was  performed  to  investigate  the  clinical  suspicion
of  a  tumor  of  vascular  origin.  The  different  projections  (sag-
ittal  plane  on  T2;  transverse  plane  on  T1,  T2,  FFE  T2,  and
STIR)  showed  a  mass  located  in the subcutaneous  cellular  tis-
sue,  which  was  presumed  to  be  of  vascular  origin  given  that
it  was  described  as  being  dependent  on  and  draining  into
the  basilic  vein  (Fig.  1B).  The  lesion  was  mottled  and  multi-
lobulated.  There was  no  intramuscular  component  and  the
surrounding  tissues  were  unchanged.  On the basis  of  these
findings,  we  proceeded  to  surgical  excision  and  histopatho-
logical  study.  The  tumor,  situated  in the  mid-dermis  and
deep  dermis,  was  composed  of several  well-demarcated
lobules  separated  by  fine  bands  of  fibrous  tissue  with  abun-
dant  dilated  and  congested  vascular  structures  (Fig.  2). The
lobules  were  arranged  in aggregates  of  cells,  some  with  a
basaloid  appearance  and  others  with  a  larger,  clearer  cyto-
plasm,  arranged  in  cords,  trabeculae,  and  solid  nests  with
duct-like  structures.  On  immunohistochemical  study,  most
of  the  cells  expressed  pan  cytokeratins,  and  the luminal  cells
expressed  carcinoembryonic  antigen  (CEA).

Spiradenomas  are rare  benign  tumors  derived  from  the
inferior  portion  of eccrine  sweat  ducts,  and  they  usually
develop  on  the  head,  neck,  trunk,  and,  less  often,  the  limbs.
Their  main  clinical  characteristic  is  that  they  are generally
painful.  Typically,  spiradenomas  present  in  patients  aged
between  15  and  35  years  of age  and  they  are  usually  soli-
tary,  although  different  clinical  presentations  have  been
described.

In  1986,  Cotton  et al1 described  two  cases of  eccrine  spi-
radenoma  that  they classified  as  giant  vascular  type  due
to  their  large  size and high  vascularity.  Since  then,  to the
best  of  our  knowledge,  12  further  cases  have  been described
(Table  1). The  first  description  referred  to  a classic  spirade-
noma,  measuring  over the established  2 cm  diameter,  with
the  most  salient  feature  being  its  high  vascularity.  Many
authors  have  described  this high  vascularity  as  the  result  of
a  stromal  involution  process  due  to  ageing  of  the  lesion.7,9

This  concept  is  defended  by  some authors,9 but  in our  case
the  information  supplied  by  MRI  supported  the existence  of  a
tributary  vessel.  This  vessel  made  it easy  to  mistake  the  mass

for  a vascular  tumor,  and it would  also  have  promoted  tumor
growth.  The  most  notable  feature  in this  case  was  the find-
ing  of an afferent  vessel  to  the tumor  with  drainage  into  the
basilic  vein,  leading  the  radiologist  to  suspect  a slow  flow
vascular  malformation.  Similarly,  the  marked  vasculariza-
tion  of  these tumors  means  that  most  eccrine  spiradenomas
are  clinically  diagnosed  as  benign  or  malignant  neoplasms

Figure  2 Organoid  pattern  of  cell  nests,  some  of  basa-

loid appearance  with  hyperchromatic  nuclei  and  others  with

large  clear  cytoplasms,  separated  by  fibrous  tracts  con-

taining abundant  dilated  and  congestive  vascular  structures

(hematoxylin-eosin  ×  10).
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of  vascular  origin.  The  most  important  differential  diagnoses
are  angiosarcoma,  which expresses  endothelial  markers  such
as  CD31  and  CD34,  and  chronic  expansive  hematoma,  which
presents  as  an encapsulated  tumor  filled  with  blood  and
neovasculature.

What  was  interesting  about  this  case,  apart  from  the
rarity  of  the  condition,  was  the ease  with  which  a giant  vas-
cular  eccrine  spiradenoma  could  be  mistaken  for  a lesion  of
vascular  origin.
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Refractory Hailey-Hailey Disease
That Responded Well  to
Photodynamic Therapy�

Enfermedad de Hailey-Hailey recalcitrante  con
buena respuesta a terapia fotodinámica

To  the  Editor:

Hailey-Hailey  disease  or  familial  benign  pemphigus  is  a  rare
hereditary  skin  disease.  This  chronic  and  recurrent  condi-
tion  can  cause  severe  discomfort  and be  difficult  to  control
with  conventional  treatments.  Photodynamic  therapy (PDT)
could  offer  an alternative  in cases  in which  other  treatment
options  have  failed.

The patient  was  a  56-year-old  male  who  for 30  years  had
experienced  several  outbreaks  a year  of  stinging,  itching,
and  burning  lesions  located  on  the neck  and  armpits.  The
lesions  interfered  with  his  daily  activities  and  had  a neg-
ative  impact  on  his  quality  of life. Physical  examination
revealed  bright,  well-defined,  highly  exudative,  eroded,
and  erythematous  plaques  with  some  surface  crusts  located
in  both  armpits  and  on  the lateral aspects  of  the neck
(Fig.  1). Histological  study  of  a biopsied  sample  from  one
of  the  lesions  demonstrated  an  epidermis  with  erosions
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and  intraepidermal  blisters,  marked  acantholysis,  and  the
typical  appearance  of  a dilapidated  brick  wall. The  patient
had  been  diagnosed  with  Hailey-Hailey  disease  and  had
received  multiple  treatments  with  astringents  such as
copper  and zinc  sulfate  (1:1000),  topical  and  systemic
steroids,  topical  vitamin  D  derivatives,  topical  tacrolimus,
and  acitretin.  Response  to  treatment  had  always  been  par-
tial  with  a  disease-free  interval  between  flares  lasting  only
a  few  weeks.  These  shortcomings  represented  an  impor-
tant  limitation  for the  patient.  He  agreed  to  undergo  a
single  session  of  PDT  to  see  what  the  response  would  be
and  to  assess  the tolerability  of  the  treatment.  First,  both
underarms  were  cleaned  with  physiological  saline  solution
and  methyl  aminolevulinate  (MAL)  cream  was  applied  under
occlusion  for 3 hours.  The  underarms  were  then  irradiated
with  a  red  light  (Aktilite  at 37  J/cm2)  for  7.5  minutes.  Dur-
ing the  period  of  exposure,  the  patient  experienced  a slight
sensation  of  pain  and  burning,  which was  well  tolerated.  The
response  on  follow-up  at 2  weeks  was  excellent:  the  erosions
had  healed,  the  exudate  and  erythema  had  disappeared,  and
the  patient  reported  an  improvement  in  his  quality  of  life
(Fig.  2).  Six  months  later,  the  patient  is  still  free  of lesions
and  has not  undergone  any  other  treatment.

Hailey-Hailey  disease  or  familial  benign  pemphigus  is  an
autosomal  dominant  genodermatosis  caused  by  a  mutation
in  the ATP2C1  gene.  It is  characterized  by  the  appearance  of
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