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Introduction

Benign  tumors  of the  larynx  are uncommon  compared
to  their  malignant  counterparts.  Even  less  common are
neoplasms  of  nervous  origin,  such  as  schwannomas  and
neurofibromas.  This  neurogenous  group  also  contains  less
frequent  varieties,  including  the  palisaded  encapsulated
neuroma  (or  solitary  circumscribed  neuroma).1,2

In general,  palisaded  encapsulated  neuromas  account
for  approximately  25%  of  all  tumors  of  peripheral  nerve
sheath  origin.  Solitary  circumscribed  neuroma  is  defined  as
a  neoformation  that  originates  from  a nerve  fiber,  with  vary-
ing  amounts  of  all  normal  components  of the  peripheral
nerve.3,4

It  is  considered  an uncommon  tumor  that  affects  middle-
aged  adults,  between  the  third  and  fifth  decades  of life,
affecting  both  genders  equally.  Ninety  percent  of  cases  are
located  on  the  face,  particularly  the nose  and  cheeks.  Less
than  10%  affect  other  sites,  such  as  the trunk  and  the upper
limbs.  Rarer  still  are other  locations,  including  mucosal
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sites,  such  as  the oral mucosa,  eyelids,  and  genitals.5---7 The
authors  report  a clinical  case  of  this  pathology  in an  anoma-
lous  location.

Case report

A 63-year-old  female  patient  was  referred  for  an otorhino-
laryngology  consultation  in May 2014  due  to  a  complaint  of
pharyngeal  foreign  body  sensation  for  nearly  one  year.  She
denied  dysphonia,  dysphagia,  or dyspnea.  The  clinical  eval-
uation  showed  normal  otoscopy  and  oroscopy;  the nasoscopy
disclosed  hypertrophic  rhinitis,  although  with  a reasonable
nasal  patency.

Upon  indirect  laryngoscopy  with  a  70◦ rigid  laryngoscope,
the  patient  had  a large,  pedunculated,  ‘cystic’ round  lesion,
adjacent  to the  posterior  commissure  to  the right.  Vocal
cords  exhibited  normal mobility  and there  were no  other
apparent  lesions.

In  July 2014,  she  was  submitted  to  suspension  microlaryn-
goscopy  with  complete  excision  of  the  lesion.  The  excised
lesion  was  rounded,  white,  and  showed  a  firm  consistency,
and  was  attached  adjacent  to  the pharyngeal  surface  of  the
right  arytenoid.

The  anatomopathological  analysis  revealed  a well-
defined  neoplasm,  consisting  of  proliferation  of  spindle  cells
arranged  in  short  fascicles,  whose  cells  had  undulated  nuclei
without  atypia.  No  mitotic  figures  were  identified.
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Figure  1  Neoplasia  with  well-defined  limits,  consisting  of  spindle  cells  arranged  in fascicles  with  undulated  nuclei  without  atypia

(A and  B).  Immunocytochemical  analysis:  C,  S-100  protein  (PS-100)  ---  diffusely  positive  spindle  cells;  D,  neurofilaments  (NFs)  ---

positive intratumoral  axons  for  NFs;  E,  EMA  --- partially  encapsulated  neoplasia.  Capsule  positive  for  epithelial  membrane  antigen

(EMA).

The  immunohistochemical  analysis  showed  diffuse  pos-
itivity  for  PS100,  a  characteristic  consistent  with  solitary
circumscribed  neuroma  (Fig.  1).

The patient  had no  signs of  any  associated  systemic  dis-
ease.  To  date,  she  has  had no  evidence  of recurrence,  after
eight  months  of postoperative  follow-up.

Discussion

Among  the  benign  neoplasms  of the larynx,  there  is  a
relatively  rare  category  that  encompasses  neoplasms  of  neu-
ral  origin.  This  group  includes  tumors  of peripheral  nerve
sheath,  a  relatively  rare  group  of  diseases  classified  accord-
ing  to  the  specific  characteristics  of  differentiation  of  their
cellular  and  extracellular  matrix  components.

The  World  Health  Organization  classifies  these  diseases
as:  traumatic  neuroma,  neurofibroma,  schwannoma,  pal-
isaded  encapsulated  neuroma  (or  solitary  circumscribed
neuroma),  granular  cell  tumor,  nerve  sheath  myxoma  (neu-
rothekeoma),  and  perineurioma,  in addition  to  peripheral
nerve  sheath  malignant  tumor.8 These  are basically  con-
stituted  by  any  of  the  three  types  of  cells  that form  the
peripheral  nerve  sheath,  including  Schwann  cells,  fibro-
blasts,  and  perineural  cells,  with  or  without axons.  Schwann
cells  are  primarily  responsible  for three  different  types  of
tumors:  neuromas,  schwannomas,  and neurofibromas,  which
differ  from  each  other  by  the  morphological  pattern  and
proportions  of  their  several  cell constituents.1---3,8

The  palisaded  encapsulated  neuroma  (or  solitary  cir-
cumscribed  neuroma)  is  defined  as  a  new  formation  that
originates  from  a  nerve  fiber,  with  varying  amounts  of  all
normal  components  of  the peripheral  nerve.

It was  identified  as  an entity  in 1972  by  Reed,  but
only  in  1994  did Megahed  describe  its  immunohistochemical
characteristics.9,10

It  is considered  an uncommon  tumor  that  affects  middle-
aged  adults,  between  the 3rd  and  5th  decades  of  life,
affecting  both  genders  equally.  Ninety  percent  of  cases are
located  in  the skin  of  the face  and  mucosal  sites  are  rare.5---7

Of  the  48 articles  found  during the  search  performed  in
MEDLINE  related  to  ‘‘neuroma  circunscrito  solitário/solitary
circumscribed  neuroma’’  and  ‘‘neuroma  capsulado  em
paliçada/palisaded  encapsulated  neuroma’’,  the  literature
described  no  cases  at  the  level of the larynx.  Considering
the  reviewed  studies,  the majority  referred  to  skin  lesions,
although  there  are some reviews  of oral  mucosa  or  oph-
thalmic  eyelid  lesions.  No  apparent  etiological  factor  was
described.

As  with  other  neural  lesions,  their  association  to
syndromes  of  considerable  clinical  relevance  has  been  iden-
tified,  such  as  neurofibromatosis  and  multiple  endocrine
neoplasia,  although  a clear  association  has not  been
identified.6

Histologically,  the solitary  circumscribed  neuroma  is  a
well-circumscribed,  partially  or  completely  encapsulated
neoformation,  consisting  of  one or  more  lobes.  The  cap-
sule  consists  of  a  thin  layer  of  elongated  and  parallel
cells,  interspersed  with  collagen  fibers  and, at times,  an
association  with  a peripheral  nerve  can  be observed.  The
neoformation  consists  of interspersed  fascicles  of  spindle
cells  that  correspond  to  Schwann  cells  separated  by artificial
crevices.  Cross-sections  and  special  stains  show a moder-
ate  number  of  short  and irregular  axonal  fragments.  It also
demonstrates  the presence  of  fragmented  or  degenerated
myelin  sheaths.  Masson  staining  discloses  collagen  bundles
in  a  tumor  stroma.  Histopathological  differential  diagnosis
is  traumatic  neuroma,  neurofibroma,  neurilemmoma,  and
leiomyoma.  In  the immunohistochemical  analysis,  the tumor
cells  are  strongly  positive  for  S-100  protein.2---5

S-100  protein  is  a  widely  used  immunohistochemical
marker  to  identify  tumors  of  neural  origin.  In normal  tis-
sues,  it  is  expressed  by  glial cells,  neurons,  Schwann  cells,
melanocytes,  and  Langerhans  cells.  The  vast majority  of
benign  tumors  of  the peripheral  nerve  sheath  show positive
immunohistochemical  labeling  for  S-100  protein.2---5,10

The  capsule  is  negative  for  S-100,  but  strongly  positive
for epithelial  membrane  antigen  (EMA).4,10

Treatment  consists  of surgical  excision,  and  even  when
exision  is  incomplete,  it evolves  without  recurrence.2,3

Conclusion

Solitary  circumscribed  neuroma  or  palisaded  encapsulated
neuroma  is  a typically  benign  skin  lesion,  but  can  also  occur,
albeit  rarely,  at the mucosal  level.  The  clinical  characteris-
tics  are not  specific and the  definitive  diagnosis  of solitary
circumscribed  neuroma  is  attained  through  histopathologi-
cal  analysis.

The  interest  of  this  report  is  based on  the rarity  of  the
solitary  circumscribed  neuroma.  To  the best of  authors’
knowledge,  clinically,  this case  represents  the  only one with
a  laryngeal  location  to  date.
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