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camento  a  ser  combinado,  uma  vez  que  ele  apresenta  efeitos
imunomodulatórios  semelhantes  ao inibir  a síntese  de  novo

de  purina  via  inosina  monofosfato  desidrogenase.  Embora  a
recorrência  seja  muito  comum,  não  foi  observada  após  dois
anos  de  acompanhamento  deste  caso.  O  autor  acredita  que
o  metotrexato  pode ser um  tratamento  promissor  para  a DK.
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Xantogranuloma necrobiótico
com lesões anulares
disseminadas�,��

Prezado  Editor,

O xantogranuloma  necrobiótico  (XN) é  uma  histiocitose  não
Langerhans,  descrita  inicialmente  em  1980,1 que  se carac-
teriza  por  placas  e nódulos  amarelados  com tendência  a
ulceração,  podem  infiltrar  principalmente  a região  perior-
bitária,  a  superfície  flexora  das extremidades  e o  tronco.
Não  há  predileção  por  gênero  e  acomete  pacientes  de  meia-
-idade.

Relatamos  o  caso  de  um  homem  de  73  anos atendido  no
ambulatório  de  dermatologia.  Referia  surgimento  de lesões
amareladas  no  tronco  havia  dois  anos.  Ao  exame  físico,
foram  evidenciadas  placas  anulares  infiltradas  com  centro
claro  e bordas  eritematosas  no  tórax,  abdome  e membros
inferiores  assintomáticas  (figs.  1 e  2).  Uma  das lesões  do
abdome  estava  ulcerada.  Referia  diagnóstico  prévio,  havia
cerca  de  20 anos, de  granuloma  anular.  Foi  feita  biópsia  da
lesão  do  abdome  (fig.  3) com hipóteses  diagnósticas  de  XN,
necrobiose  lipóidica,  granuloma  anular  e  xantoma.  A  his-
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topatologia  revelou  comprometimento  total  da  derme  por
processo  crônico  granulomatoso  com  numerosas  células  de
Touton,  algumas  bizarras,  áreas  de necrobiose  com  restos
nucleares  e  de  esclerose  do colágeno.  Os  achados  favo-
receram  o  XN.  Frente a esse diagnóstico,  foi  pesquisada
gamopatia  monoclonal  e  a imunofixação  urinária  revelou
banda  monoclonal  correspondente  à cadeia  leve kappa
(Bence  Jones);  na  imunofixação  sérica  foi detectada  banda
monoclonal  IGG  kappa.  O  paciente  foi encaminhado  para  o
serviço de  hematologia,  no qual  fez  biópsia  de medula  óssea,
sem  critérios  para  doenças  hematológicas  no  momento  do
inquérito.  O  paciente  atualmente  está em  uso de  dapsona,
apresenta  melhoria  parcial  das lesões.  Segue em  observação
em  conjunto  com  a hematologia.

O  XN  apresenta  achados  cutâneos,  predominantemente
placas  amareladas  em  área  periorbital,  tronco  e  extremi-
dades,  associadas  na  maioria  das  vezes  à  paraproteinemia;
além  disso, pode coexistir  com envolvimento  sistêmico  de
múltiplos  órgãos,  como  coração,  trato  respiratório,  baço,
rins,  ovários,  fígado,  músculo  esquelético  e sistema  ner-
voso  central.2 Até  80%  dos  pacientes  com  diagnóstico  de  XN
apresentam  ou apresentarão  paraproteinemia  monoclonal,
predominantemente  do tipo gamopatia  monoclonal  IgG
kappa  ou  Lambda.1

A associação entre  o  XN  e  distúrbios  hematológicos  está
bem  documentada,  com  aumento  do risco  de doenças hema-
tológicas,  malignidades  e  doenças linfoproliferativas.3 Os
distúrbios  hematológicos  podem  surgir  até  oito anos  antes  ou
11  anos  após  o  aparecimento  de lesões  cutâneas.4 Por  essa
razão,  pacientes  diagnosticados  com  XN  requerem  cuidados
continuados  ao  longo  da  vida.

Outras  alterações que  podem  acompanhar  o  XN
são  neutropenia,  hipocomplementemia,  crioglobulinemia

https://doi.org/
http://www.abd.org
http://crossmark.crossref.org/dialog/?doi=10.1016/j.abdp.2019.03.007&domain=pdf
https://doi.org/10.1016/j.abd.2019.02.011
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
https://orcid.org/0000-0002-8739-3462
https://orcid.org/0000-0002-1514-4117
https://orcid.org/0000-0002-4631-4828
https://orcid.org/0000-0002-9726-9078
mailto:giohorcel@hotmail.com
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.abdp.2019.03.007&domain=pdf
https://doi.org/10.1016/j.abd.2019.02.010
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
https://orcid.org/0000-0001-9802-3179
https://orcid.org/0000-0003-1395-2521
https://orcid.org/0000-0002-4970-6907
https://orcid.org/0000-0002-4356-5031
mailto:renatadacostaalmeida@gmail.com
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.abdp.2019.03.007&domain=pdf
https://doi.org/10.1016/j.abd.2019.03.006
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0030
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0035
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0040
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0045
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
http://refhub.elsevier.com/S2666-2752(20)30013-8/sbref0050
https://orcid.org/0000-0003-0101-495X
mailto:drmahan@sina.com
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.abdp.2019.03.007&domain=pdf
https://doi.org/10.1016/j.abd.2019.03.007


118  CARTA  - CASO  CLÍNICO

Figura  1  Lesões  em  dorso.  Placas  amareladas,  infiltradas  anu-
lares  com  centro  claro  e bordas  eritematosas.

Figura  2  Detalhe  da  lesão  em  abdome.  Placa  amarelada  no
abdome.

ou  hiperlipidemia.  Doenças  associadas  incluem  mie-
loma  múltiplo,  leucemia  linfocítica  crônica,  doença de
Hodgkin,  linfoma  não Hodgkin,  asma  e  edema  de
Quincke.

O  diagnóstico  diferencial  de  XN  é  feito  com  a necro-
biose  lipoídica,  xantogranuloma  juvenil,  granuloma  anular,
granuloma  de  corpo  estranho,  nódulos  reumatoides  sub-
cutâneos,  xantomas  (disseminado,  normolipêmico  plano,
primário  e  secundário),  amiloidose  e  doença  de  Erdheim-
-Chester.

Na histopatologia,  o  XN  mostra  áreas  típicas  de necro-
biose  circundadas  por granulomas  compostos  por células
gigantes  de  Touton,  histiócitos  espumosos  e  células  gigantes

Figura  3  Biópsia  de pele.  Xantogranuloma  necrobiótico.
Presença de célula  gigante  e necrobiose  do colágeno.

multinucleadas  do  tipo  corpo  estranho,  além  de  linfócitos,
comprometem  toda  a  derme.

Na  patogênese  do  XN, sugere-se  que  as  imunoglobuli-
nas  séricas  se ligam a  lipídios,  depositam-se  na pele,  o  que
provocaria  uma  reação  de corpo  estranho.  Outra hipótese
é  que  a paraproteína  se ligaria  à  porção Fc  da  IgG  e  ati-
varia  uma  proliferação secundária  de macrófagos.  Também
foi  proposto  que  a  paraproteína  no  XN  tem  características
funcionais  de  uma  lipoproteína  que  pode  se  ligar  a  recep-
tores  de lipoproteínas  de histiócitos  e  induzir  formação  do
granuloma.1 A etiologia  desse  distúrbio  permanece  obscura,
apesar  das teorias  que  tentam  esclarecer  sua patogênese.
Consequentemente,  o  tratamento  é  difícil, sem terapia  de
primeira  linha  recomendada  e  tendência  a lesões  cutâneas
recorrentes.

Entre  as  opções  de tratamento  encontram-se  drogas
imunomoduladoras,  agentes  imunossupressivos,  corticoste-
roides,  agentes  alquilantes,  plasmaférese  e  radioterapia.5

No  entanto,  constatou-se  que  mesmo  com  o tratamento
as  lesões tendiam  a  ser progressivas,  com  recorrência  de
novas  lesões.  Devido  à raridade,  não  há tratamento  de pri-
meira  linha  recomendado.  Desse  modo,  a opção  terapêutica
deve ser escolhida  baseada  nas  condições  hematológi-
cas  associadas  ao  distúrbio,  bem  como  na  localização,
extensão  e  grau  de comprometimento  da  vida  do paci-
ente.
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Um caso de atrofodermia linear
de  Moulin�,��

Prezado  Editor,

Uma  menina  chinesa  de  15  anos  apresentou  história  de  10
anos  de  máculas  marrom-claras  assintomáticas  e  unilaterais
que  afetavam  o  braço  direito  e  o  lado  direito  do tronco.
Não  havia  histórico  de  lesões  cutâneas  ou  inflamação.  O
histórico  médico  e  familiar  não foi  significativo.  No exame
físico,  foram  observadas  máculas  atróficas  lineares  hiperpig-
mentadas  no  braço  e  tronco  direitos  que  seguiam  as  linhas
de  Blaschko  e acometiam  os aspectos  anterior  e  posterior.
A  pele  estava  levemente  atrófica  à  palpação.  Não  foram
observados  sinais  de enrijecimento  ou  inflamação  (fig.  1A-
-B).  Os  exames  laboratoriais  ---  inclusive  hemograma,  taxa
de  sedimentação  de  eritrócitos,  teste da  função  hepática,
perfil  renal  e  anticorpos  antinucleares  ---  foram  todos  negati-
vos  ou  dentro  da  faixa  normal.  A biópsia  de  lesão  evidenciou
epiderme  normal  com pigmentação aumentada  na camada
basal,  colágeno  dérmico  mais  compacto  e infiltração lin-
focitária  perivascular  de  pequeno  grau na  derme  superior
(fig.  2).  A  dermatoscopia  evidenciou  rede  marrom-clara  com
margens  pouco  demarcadas.  Foi  estabelecido  o  diagnóstico
de  atrofodermia  linear  de  Moulin  (ALM)  e iniciou-se  o  trata-
mento  tópico  com  creme  de  halometasona  a  0,5%  e creme
de  hidroquinona  a  2% por  dois  meses,  sem  melhora.

A  ALM  é  entidade  clínica  rara  e distinta,  caracteri-
zada  por  lesões  cutâneas  unilaterais,  hiperpigmentadas  e
atróficas  em  faixa,  que  seguem  as  linhas  de  Blaschko,
sem  inflamação  prévia  ou  aparência  esclerótica.  A doença

DOI referente ao artigo:
https://doi.org/10.1016/j.abd.2019.03.005

� Como citar este artigo: 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.

�� Trabalho realizado no Chengdu Second People’s Hospital,
Sichuan, China.

recebe  o  nome  do  pesquisador  que,  em  1992,  relatou  o
caso  de cinco  pacientes  com  faixas  pigmentadas  mais  ou
menos  atróficas  ao  longo  das  linhas  de  Blaschko.1 A  ALM
geralmente  evolui  como  lesão  atrófica  linear  nos  primeiros
meses,  deixa  então  de progredir  e persiste.  Sua  etiologia
permanece  incerta.  Todos  os  casos  relatados  até  o  momento
foram  esporádicos.  Ela pode  estar  ligada  a  um  mosaicismo
genético  ou  autoimunidade.  Um  estudo  do componente  atró-
fico  da  ALM por ultrassonografia  revelou  que  a  redução
do  volume  subcutâneo,  não a  diminuição  da  derme,  foi
a  causa  da  aparência  atrófica.2 Embora  sua  manifestação
clínica  seja singular,  a  histopatologia  da  ALM  é  bastante  dis-
creta.  A coloração com  hematoxilina  & eosina  geralmente
evidencia  hiperpigmentação  apenas  na  camada  basal  da
epiderme,  ausência  de colágeno  anormal  ou  fibras elásti-
cas  alteradas  na derme  ou  de qualquer  inflamação  óbvia.1

Pode  haver certo  grau  de infiltrado  linfocitário  perivascu-
lar,  acantose,  adelgaçamento  da  epiderme,  alterações no
colágeno  dérmico  e  redução ou  fragmentação do  tecido
elástico.2

López et  al.3 propuseram  os seguintes  critérios  diagnósti-
cos  para  a ALM: 1) Início  durante  a infância  ou  adolescência;
2)  Desenvolvimento  de lesões  unilaterais  hiperpigmentadas,
levemente  atróficas,  que  seguem  as  linhas  de Blaschko  no
tronco  ou  nos  membros;  3) Ausência  de inflamação prévia
ou  de esclerodermia  subsequente;  4) Curso  clínico  estável,
não  progressivo,  sem padrão  de remissão;  5) Achados  histo-
lógicos  de hiperpigmentação da  camada  basal  da  epiderme  e
derme  normal  com  tecido  conjuntivo  e  fibras  elásticas  inal-
terados.  Até  o  momento,  mais  de  30  casos  de ALM  foram
relatados  na  literatura.  No  entanto,  esse diagnóstico  pode
ter sido  superestimado.  Se  os critérios  diagnósticos  forem
rigorosamente  seguidos,  alguns  casos  não podem  ser clas-
sificados  como  ALM, pois  esses  autores  relataram  achados
histológicos  compatíveis  com  outras entidades  clínicas.3

A ALM  deve ser diferenciada  da  atrofodermia  de  Pasini
e Pierini  (APP),  que  apresenta  configuração,  atrofia  e
hiperpigmentação  semelhantes,  mas  não segue  as  linhas
de  Blaschko.  Além disso,  a ALM  é  diferente  da  morfeia
linear,  que  geralmente  apresenta  inflamação,  enrijecimento
ou  esclerodermia  anteriores.
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