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WHAT IS  YOUR DIAGNOSIS?

Multiple  whitish papules  on  the posterior  neck  of an

elderly woman�,��
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Abstract  White  fibrous  papulosis  of  the  neck  is  a  rare  entity,  with  fewer  than  50  cases

described. It  is a  benign  pathology  whose  main  interest  lies  in  its  broad  differential  diagnosis,

especially with  pseudoxanthoma  elasticum.  The  authors  report  the  case  of  a  77-year-old  woman

with multiple  yellow-white  monomorphic  papules  on the  posterior  cervical  region,  with  years

of evolution.  Cutaneous  biopsy  revealed  a  nodular  area  in the  superficial  and  middle  reticular

dermis,  with  slight  thickening  of  the collagen  fibers  and  focally  enlarged  elastic  fibers,  aspects

highlighted in  the Verhoeff  staining  that  additionally  showed  absence  of  elastic  fibers  in the

papillary  dermis.

©  2020  Sociedade  Brasileira  de  Dermatologia.  Published  by  Elsevier  España,  S.L.U. This  is an

open access  article  under  the  CC BY  license  (http://creativecommons.org/licenses/by/4.0/).

Case report

A  77-year-old  woman,  who  was  otherwise  healthy,  presented
with  multiple  white-yellowish  millimetric,  monomorphic,
non-follicular  papules,  on  the posterior  cervical  region
(Figs.  1 and  2). These  lesions  had  been  present  for  several
years,  and  except  for  mild  pruritus,  were  asymptomatic.
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Physical  examination,  including  peripheral  pulses  and car-
diovascular  evaluation,  revealed  normal  findings.  Cutaneous
biopsy  revealed  an ill-defined  nodular  area  in the superficial
and  mid-reticular  dermis,  characterized  by slight thickening
of  the collagen  fibers  and by focally  enlarged  elastic  fibers
(Fig.  3). These  findings  were  highlighted  in  the  Verhoeff-Van
Gieson  staining,  which further  showed  absence  of  elastic
fibers  in the papillary  dermis  (Fig.  4).  Calcification  of  elastic
tissue  was  not  seen.

Discussion

Clinicopathological  correlation  favored  the hypothesis  of
white  fibrous  papulosis  of  the neck  (WFPN).  In  this
context,  the authors  decided on  a  watch-and-wait  approach;
the  lesions  currently  remain  stable.
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Figure  1  Multiple  small  whitish  papules  on  the  posterior  cer-

vical  region.

Figure  2  Multiple  small  whitish  papules  on  the  posterior  cer-

vical  region.

Figure  3  Mild  solar  elastosis  and  thickening  of  collagen  bun-

dles in  the  superficial  and  mid-reticular  dermis  (Hematoxylin  &

eosin,  ×40).

WFPN  was  first described  by  Shimizu  et  al.  in  1985.
A  few  years  later, the same  authors  reported  this  condi-
tion  in  a  group  of  32  Japanese  patients.1 Although  initially
reported  mainly  in Japanese  men,  it also  affects  Caucasian
women,  from  the  5th  to  the  9th  decades  of  life.2 WFPN  is  a
rare  acquired  fibroelastolytic  disorder,  which  presents  clin-
ically  as  yellowish-white  round  or  oval  papules  that  occur
more  frequently  on  the posterior  neck  region,  but  also  on
the  back,  without  associated  systemic  manifestations.  Its
etiopathogenesis,  not  fully  understood,  seems  to  be  related
to  intrinsic  skin  photoaging,  but  is  probably  multifactorial.3,4

Figure  4  Thickening  of  collagen  bundles  and  multifocal

coarse  thickening  of  the elastic  fibers  (Verhoeff,  ×200).

The  clinical  relevance  of  this entity  lies  in its  broad  differ-
ential  diagnosis,  especially  with  pseudoxanthoma  elasticum
(PXE),  a  genetic  disease  caused  by  a mutation  in the  ABCC6
(ATP-binding  cassette  sub-family  C  member  6)  gene  and  is
associated  with  ectopic  mineralization  of  the  skin,  eyes,  and
blood  vessels.5,6 However,  in contrast  to  the latter,  WFPN
usually  appears  late  in life,  is  not  associated  with  systemic
complications,  and  does  not require  further  investigation.3

Histological  examination  reveals  dermal  fibrosis  consisting
of  circumscribed  areas  of  thickened  collagen  bundles  in the
papillary  and  mid-reticular  dermis,  as  well  as  a variable  loss
of  dermal  elastic  tissue.3,6 Despite  its  benign  nature,  WFPN
may  be  cosmetically  undesirable  and sometimes  itchy.  Until
now,  no  effective  treatments  have been  established.2 Some
topical  agents  like  tretinoin  and antioxidants  were tried,  but
improvement  was  not  notable.2,7 Surgical  excision  may  be an
alternative  choice  of  treatment  in cases  with  circumscribed
lesions.2 Moreover,  since  WFPN  is arguably  a feature  of  pho-
toaging  or  intrinsic  aging,  fractional  non-ablative  laser  has
been  recently  tried with  good results.2 However,  none  of  the
treatments  present  sufficient  evidence  in the  literature.
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