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Necrotic xanthogranuloma with
disseminated annular lesions�,��

Dear  Editor,

Necrotic  xanthogranuloma  (NX) is  a non-Langerhans  histio-
cytosis,  initially  described  in 1980,1 which is  characterized
by  yellowish  plaques  and  nodules  with  a  tendency  to  ulcera-
tion,  which  may  infiltrate  mainly  the periorbital  region,  the
flexor  surface  of  the extremities,  and  the  trunk.  There  is  no
predilection  for  gender  and  it  mainly  affects  middle-aged
patients.

A  73-year-old  man,  attended  the dermatology  outpa-
tient  clinic,  with  yellowish  lesions  on  the  trunk  that  had
benn  present  fortwo  years.  On  physical  examination,  he
showed  infiltrated  annular  plates  with  clear  centers  and
erythematous  borders  on  the  thorax  and  abdomen,  and
asymptomatic  lower  limbs  (Figs.  1  and  2).  One  of  the lesions
of  the  abdomen  was  ulcerated.  He reported  a  previous
diagnosis,  about  20  years  ago  ,  of  annular  granuloma.  A
biopsy  of  the  abdominal  lesion  was  performed  (Fig.  3)  with
the  diagnostic  hypotheses  of  necrotic  xanthogranuloma,
lipoidica  necrobiosis,  annular  granuloma,  and xanthoma.
Histopathology  showed  the  dermis  completely  compromised
by  a  chronic  granulomatous  process  with  numerous  Touton
cells,  some  bizarre,  and areas  of  necrobiosis  with  nuclear

� How to cite this article: Fasciani IA, Valente NYS, Luce MCA,

Kakizaki P. Necrotic xanthogranuloma with disseminated annular

lesions. An Bras Dermatol. 2020;95:117---9.
�� Study conducted at the Hospital do Servidor Público Estadual

de São Paulo (HSPE), São Paulo, SP, Brazil.

Figure  1  Lesions  on the  back.  Yellowish  infiltrated  annular

plaques  with  clear  centers  and  erythematous  borders.
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Figure  2  Detail  of  the lesion  on the abdomen.  Yellowish

plaques  on  the  abdomen.

Figure  3  Skin  biopsy.  Necrotic  xanthogranuloma.  Presence  of

collagen  necrobiosis  and  giant  cells.

debris  and  collagen  sclerosis.  The  findings  favored  necrobi-
otic  xanthogranuloma.  In view  of  this  diagnosis,  monoclonal
gammopathy  was  investigated,  and urinary  immunofixa-
tion  revealed  a  monoclonal  band  corresponding  to  the
kappa  light  chain  (Bence  Jones)  and  serum  immunofixation,
detected  by  the IgG  kappa  monoclonal  band.  The  patient
was  referred  to  the  hematology  service,  where  he under-
went  bone  marrow  biopsy,  without  criteria  for hematological
diseases  at the time  of the work  up  .  The  patient  is  cur-
rently  using  dapsone  and  presenting  partial  improvement
of  the  lesions.  He  has  been  followed  in conjunction  with
hematology.

NX  has  cutaneous  findings,  predominantly  yellowish
plaques  in  the  periorbital  area,  trunk,  and  extremities,  most
often  associated  with  paraproteinemia,  and  can  coexist  with
systemic  involvement  of  multiple  organs,  such  as  the heart,
respiratory  system,  spleen,  kidneys,  liver,  skeletal  muscle,
and  central  nervous  system.2 Up  to  80%  of  patients  diagnosed
with  NX  present  or  will present  monoclonal  paraproteine-
mia,  predominantly  of  the  monoclonal  gammopathy  type IgG
kappa  or  lambda.1

The  association  between  NX  and hematological  disorders
is  well  documented,  with  an increased  risk  of  hematological
diseases,  malignancies,  and  lymphoproliferative  disorders.3

Hematologic  disorders  may  occur  up  to  eight  years  before
or  11  years  after the appearance  of  cutaneous  lesions.4

For  this  reason,  patients  diagnosed  with  NX require  lifelong
care.

Other  changes  that  may  accompany  NX  are neutrope-
nia,  hypocomplementemia,  cryoglobulinemia,  or  hyper-
lipidemia.  Associated  diseases  include  multiple  myeloma,
chronic  lymphocytic  leukemia,  Hodgkin’s  disease,  non-
Hodgkin’s  lymphoma,  asthma,  and  Quincke’s  edema.

The  differential  diagnoses  for  NX  include  lipoid  necrobio-
sis,  juvenile  xanthogranuloma,  annular  granuloma,  foreign
body  granuloma,  subcutaneous  rheumatoid  nodules,  xan-
thomas  (disseminated,  normolipemic  flat,  primary,  and
secondary),  amyloidosis,  and Erdheim---Chester  disease.

In  histopathology,  NX  shows  typical  areas  of necrobio-
sis  surrounded  by  granulomas  composed  of  giant  Touton
cells,  foamy  histiocytes,  and  giant  foreign-type  giant
cells,  as well  as lymphocytes,  compromising  the entire
dermis.

In the  pathogenesis  of  NX,  it  is  suggested  that serum
immunoglobulins  bind  to  lipids,  depositing  in the  skin,  which
would  provoke  a  foreign  body reaction.  Another  hypothesis
is  that  paraprotein  would  bind  the Fc  portion  of  IgG  by  acti-
vating  a secondary  proliferation  of macrophages.  It  has  also
been  proposed  that  the paraprotein  in NX  has  the  functional
characteristics  of a  lipoprotein  that  can  bind  to  histiocyte
lipoprotein  receptors  and induce  granuloma  formation.1

The  etiology  of  this  disorder  remains  obscure  despite  theo-
ries  that  attempt  to  clarify  its  pathogenesis.  Consequently,
treatment  is  difficult,  without  a  recommended  first-line
therapy  and  a tendency  to  recurrent  skin  lesions.

Treatment  options  include  immunomodulatory  drugs,
immunosuppressive  agents,  corticosteroids,  alkylating
agents,  plasmapheresis,  and radiotherapy.5 However,  it
has  been  found  that  even  with  treatment  the lesions  tend
to  be  progressive,  with  recurrence  of  new  lesions.  Due  to
its  rarity,  there  is  no recommended  first-line  treatment.
Thus,  the  therapeutic  option should  be  chosen  based  on  the
hematological  conditions  associated  with  the  disorder,  as
well  as  on  the  location,  extent,  and degree  of  impairment
of  the patient’s  life.
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A case of linear atrophoderma
of  Moulin�,��

Dear  Editor,

A  15-year-old  Chinese  girl  presented  with  a 10-year  history
of  asymptomatic,  unilateral  light brown  patches  affect-
ing  the  right  arm and  right  side  of  the  trunk.  The  lesions
were  asymptomatic.  There  were  no  prior  skin  lesions  or
inflammation.  There  was  no significant  medical  or  family
history.  Physical  examination  found  linear  hyperpigmented
atrophic  patches  on  the right  arm  and  right  trunk following
Blaschko’s  lines,  involving  both  the  anterior  and  posterior
aspects.  The  skin  was  slightly  atrophic  on  palpation.  No
signs  of induration  or  inflammation  were  noted  (Fig.  1A  and
B).  Laboratory  investigations  ---  including  full  blood  count,
erythrocyte  sedimentation  rate,  liver  function  test,  renal
profile,  and  antinuclear  antibodies  ---  were all negative  or
within  the  normal  range.  Biopsy  of a lesion  showed  a  nor-
mal  epidermis  with  increased  pigmentation  of the basal
layer,  with  more  compact  dermal  collagen  and mild  upper
dermal  perivascular  lymphocytic  infiltration  (Fig.  2). Der-
moscopy  found  multiple  light  brown  networks  with  unclear
margins.  The  patient  was  diagnosed  with  linear  atropho-
derma  of  Moulin  (LAM)  and  started  treatment  with  topical
halometasone  0.5%  cream  and  hydroquinone  2%  cream  for
two  months,  with  no  improvement.

LAM  is a  rare  and  distinct  clinical  entity  characterized
by  acquired  unilateral,  hyperpigmented,  and atrophic  ban-
dlike  skin  lesions  following  the lines of  Blaschko,  without
prior  inflammation  or  sclerotic  appearance.  It is named  after
Moulin,  who, in 1992,  reported  on  five  patients  with  pig-
mented  and  more-or-less  atrophic  bands  along  Blaschko’s

� How to cite this article: Zhang L-W,  Ma M-S, Chen T, Fu L-

X. A case of linear atrophoderma of Moulin. An Bras Dermatol.

2020;95:119---21.
�� Study conducted at  the Chengdu Second People’s Hospital,

Sichuan, China.

lines.1 LAM  usually  progresses  as  a linear  atrophic  lesion  in
the first  few months;  then  the lesion  ceases  to  progress  and
persists.  The  etiology  of  LAM remains  unclear.  All  reported
cases  were  so  far  sporadic.  It  may  be connected  with  gene
mosaicism  or  autoimmunity.  A study  of  the  atrophic  compo-
nent  of LAM  by  ultrasonography  revealed  that  subcutaneous
volume  reduction  was  the cause  of  the  atrophic  appearance,
not dermal  atrophy.2 Even  though  the  clinical  manifesta-
tion  of  LAM is  rather  unique, the  histopathology  of  LAM is
quite  inconspicuous.  Hematoxylin  and eosin  staining  usu-
ally shows  hyperpigmentation  only in basal  epidermal  layers,
without  abnormal  collagen  or  elastic  fibers  in the dermis  or
any  obvious  inflammation.1 There  may  be some  perivascu-
lar  lymphocytic  infiltration,  acanthosis,  epidermal  atrophy,
altered  collagen  in  the  dermis,  and  decreased  or  fragmented
elastic  tissue.2

Lopez et  al.3 proposed  the following  diagnostic  cri-
teria  for  -LAM,  including:  (1)  Onset  during  childhood  or
adolescence;  (2)  Development  of  hyperpigmented,  slightly
atrophic,  unilateral  lesions  following  Blaschko  lines  on  the
trunk  or  limbs;  (3)  Absence  of  prior  inflammation  or  sub-
sequent  scleroderma;  (4)  A  stable,  non-progressive  clinical
course  without  a pattern  of  remission;  (5)  Histologic  find-
ings  showing  hyperpigmentation  of  the  basal  epidermis  and
a  normal  dermis  with  unaltered  connective  tissue  and  elas-
tic  fibers.  Up to  now,  more  than  30  cases  of  LAM have  been
reported  in the  literature.  However,  the condition  may  be
overestimated.  If the diagnostic  criteria  are strictly  adhered
to, the  diagnosis  of  LAM cannot  be  reached  in some  cases,  as
these  authors  reported  histologic  findings  that  are  compati-
ble  with  other  clinical  entities.3

LAM must  be  differentiated  from  atrophoderma  of Pasini
and  Pierini  (APP),  which  also  presents  with  similar  configura-
tion,  atrophy,  and  hyperpigmentation,  but  does  not  follow
Blaschko’s  lines.  In  addition,  LAM is  different  from  linear
morphea,  which  usually  presents  preceding  inflammation,
induration,  or  scleroderma.

Histopathologically,  morphea  shows  collagen  bundles
that are closely  packed  and  oriented  horizontally,  and  der-
mal  appendages  and  subcutaneous  fat  are progressively  lost.
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