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Abstract  Papillary  intralymphatic  angioendothelioma  (Dabska  tumor)  is  a  rarely  metastasizing
lymphatic  vascular  neoplasm  that  usually  affects  children  and  young  adults.  The  majority  of
these cases  occur  in  soft  tissues  of  extremities,  and  to  date  less  than  40  cases  have  been
described.  Despite  the  generally  indolent  evolution,  can  be  locally  invasive  with  the  potential
to metastasize.  We  describe  a  case  of  a  young  woman  presenting  with  a  plantar  lesion,  for  9
months and  histological  diagnosis  of  Dabska  tumor.  This  neoplasm  should  be  considered  in  the
differential  diagnosis  of  vascular  dermatoses,  allowing  early  diagnosis  and  treatment.  Long-term
follow-up should  be  performed.
Vascular  tissue © 2020  Published  by  Elsevier  España,  S.L.U.  on  behalf  of  Sociedade  Brasileira  de  Dermatologia.
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 35-year-old  female  patient  sought  a  dermatologist,  com-
laining  of  an  injury  to  the  sole  of  the  right  foot  9  months
rior.  She  reported  feeling  only  a  slight  size  increase.  Upon
linical  examination,  there  was  an  area  of  violaceous  stain-

ng,  with  poorly  defined  limits,  on  the  sole  of  the  right
oot  (Fig.  1).  Dermoscopy  showed  a  homogeneous  global
attern  of  violet  color,  with  pigment  distribution  in  fur-
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�� Study conducted at the Hospital Santa Izabel, Salvador, BA,
razil.
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ows  and  ridges,  as  well  as  dark  red  spots  inside  the  lesion
Fig.  2).  An  incisional  biopsy  was  performed,  whose  anato-
opathological  study  evidenced  an  intralymphatic  lesion,
ith  prominent  papillary  formations  and  vascular  axes  lined
y  rounded  and  hyperchromatic  cells,  projecting  into  the
umen  (hobnail  cells),  compatible  with  papillary  intralym-
hatic  angioendothelioma  ---  Dabska  tumor  (Figs.  3  and  4).
ide  surgical  excision  was  indicated  and  the  patient  contin-

es  to  be  monitored,  with  no  sign  of  metastasis.
Papillary  intralymphatic  angioendothelioma  (PILA  or  Dab-

ka  tumor)  is  a  rare  vascular  neoplasm,  defined  as  low
rade  malignancy  tumor,  with  high  tendency  of  local

ecurrence.1---3 Originally  considered  a  malignant  tumor  and
alled  malignant  endovascular  papillary  hemangioendothe-
ioma,  it  was  renamed  in  1998,  due  to  its  borderline
ehavior,  prominent  presence  of  lymphatic  vessels  and  the
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Figure  1  Violaceous  lesion,  with  poorly  defined  limits,  on  the
sole of  the  right  foot.

Figure  2  Dermoscopy  showed  homogeneous  global  pattern  of
violaceous  staining  with  blackened  red  dots,  distributed  inside
the lesion.

Figure  3  Histopathology.  Papillary  projections  with  vascular
axes lined  by  rounded  and  hyperchromatic  cells  ---  ‘‘Hobnail
cells’’ (Hematoxylin  &  eosin,  ×100).

Figure  4  Histopathology.  Higher  magnification  with  rounded
and hyperchromatic  cells  that  are  protruding  into  the  lumen  ---
‘
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‘hobnail  cells’’  (Hematoxylin  &  eosin,  ×400).

resence  of  intravascular  papillary  proliferation.2 To  date,
ess  than  40  cases  have  been  reported  in  the  literature,
ostly  affecting  soft  tissue.2 Affects  mainly  children  and

oung  adults,  and  may  be  present  at  birth,  without  predilec-
ion  for  sex.2 Its  diagnosis  is  often  a challenge  for  the
athologist  due  to  its  rarity,  multifocality  and  morpholog-
cal  characteristics.2 Clinically,  the  lesion  may  present  as  an
ntradermal  nodule  or  discrete  superficial  nodule,  with  slow
rowth,  purplish,  pink  or  bluish  coloration  and  large  varia-
ion  in  size  (up  to  40  cm).3 In  some  cases,  it  may  present  with
uperficial  ulceration  and/or  satellite  nodules.2,3 It  is  most
ommonly  located  in  the  dermis  and  subcutaneous  cellular
issue  of  the  extremities,  and  can  also  affect  the  trunk,  head
nd  neck,  with  rare  cases  described  in  deeper  locations  ---
uch  as  spleen,  tongue,  testis  and  bones.2---6 Histopathologi-
ally,  the  tumor  is  characterized  by  presenting,  in  the  dermis
nd/or  subcutaneous  tissue,  thin-walled  intercomposite
essels  lined  by  endothelial  hobnail  cells,  forming  the  char-
cteristic  intraluminal  papillary  projections,  which  assume

 focal  pattern  in  rosettes  or  ‘‘match-head’’.2,3,7 Glomeruli-
ike  structures  may  be  present.2,3,7 Mitoses  are  rare
nd  necrosis  is  absent.7,8 The  immunohistochemical  study
emonstrates  positivity  for  VEGFR-3  and  podoplanin  (D2-40)
n  the  hobnail  endothelial  proliferations,  indicative  of  lym-
hatic  differentiation.8---10 The  differential  diagnosis  is  made
ith  reactive  angioendotheliomatosis,  benign  intravascular
ndothelial  hyperplasia  and  retiform  hemangioendothe-
ioma,  which  present  negative  immunohistochemistry  for
odoplanin  (D2-40).3,9 It  has  a  generally  indolent  develop-
ent,  however,  it  may  be  locally  invasive,  with  rare  reports

f  dissemination  to  regional  lymph  nodes  and  even  distal
etastases.3 The  gold  standard  treatment  is  wide  surgi-

al  excision  with  free  margins,  which  presents  an  excellent
rognosis.2,3,7 Thus,  its  recognition  by  the  dermatologist
ecomes  important  to  determine  early  diagnosis  and  treat-
ent.  Long-term  clinical  follow-up  of  these  patients  is
andatory.2,3,8---10
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