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ASE LETTER

ruptive  superficial  porokeratosis  in a  patient  with
ephrotic syndrome�

Abstract  A  34-year-old  female  was  referred  to  our  department,  complaining  of  multiple
asymptomatic  lesions  that  appeared  two  weeks  previously.  The  patient  had  active  nephritis  with
nephrotic syndrome  and  was  treated  with  immunosuppressive  therapies.  Physical  examination
revealed  multiple  well-circumscribed  rounds  of  flat  brownish  plaques  with  slightly  elevated
borders,  some  of  which  were  covered  by  scales.  The  number  of  lesions  was  nine  in  total.  Skin
biopsy specimens  showed  dyskeratotic  cells  in  the  thinned  epidermis  with  cornoid  lamella,  and
the absence  of  a  granular  cell  layer.  The  development  of  porokeratosis  was  considered  to  be

related to  immunosuppressive  therapy  or  the  activity  of  nephritis.

a  de  Dermatologia.  Published  by  Elsevier  España,  S.L.U.  This  is  an
he  CC  BY  license  (http://creativecommons.org/licenses/by/4.0/).
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 34-year-old  female  was  referred  to  our  department,  com-
laining  of  multiple  asymptomatic  lesions  that  appeared
wo  weeks  previously.  Physical  examination  revealed  multi-
le  well-circumscribed  rounds  of  flat  brownish  plaques  with
lightly  elevated  borders,  some  of  which  were  covered  by
cales  (Figs.  1  and  2).  The  number  of  lesions  was  nine  in
otal:  six  lesions  on  the  right  lower  leg,  and  a  solitary  lesion
n  the  left  lower  leg,  left  thigh  and  right  upper  extrem-
ty.  Skin  biopsy  specimens  showed  dyskeratotic  cells  in  the
hinned  epidermis  with  cornoid  lamella,  and  the  absence
f  a  granular  cell  layer.  Superficial  perivascular  lympho-
ytic  infiltrate  in  the  dermis  was  also  observed  (Fig.  3).
he  lupus  band  test  was  negative,  and  immunostaining  for
uman  papillomavirus  was  also  negative.  The  patient  was
ospitalized  to  the  Department  of  Nephrology  and  Hyperten-
ion  in  our  university  hospital  for  nephrotic  syndrome  and
reated  with  oral  prednisolone  (25  mg/day),  cyclosporine

50  mg/day),  and  mizoribine  (150  mg/day).  The  patient  did
ot  have  steroid-induced  diabetes.  Laboratory  data  showed
bnormal  levels  of  triglyceride  (701  mg/dL),  total  choles-

� Study conducted at the Fukushima Medical University,
ukushima, Japan.
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igure  1  Physical  examination  revealed  multiple  reddish  ker-
totic lesions  on  the  right  lower  extremity.

erol  (607  mg/dL)  and  low-density  lipoprotein  cholesterol
405  mg/dL).  Serum  immunoglobulin  (Ig)  G,  complements,
ntinuclear  antibodies,  anti-DNA  antibodies,  anti-Sm  anti-
odies,  and  rheumatoid  factor  were  all  within  normal
anges.  Although  the  kidney  function  was  normal,  protein-
ria  with  hyaline  casts  was  observed,  and  immunofluores-
ence  examination  of  renal  biopsy  revealed  granular  depo-

ition  of  IgM  and  IgG  on  the  basement  membrane.  Because
eposition  of  complement  component  1q  was  additionally
etected,  she  was  initially  suspected  of  lupus  nephritis;
owever,  she  lacked  other  symptoms  compatible  with  sys-
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Figure  2  Close-up  view  showed  well-circumscribed,  slightly
elevated  reddish  macule  with  scales.

Figure  3  Histological  examination  showed  dyskeratotic  cells
in the  thinned  epidermis  with  cornoid  lamella,  and  absence  of
granular  cell  layer.  Superficial  perivascular  lymphocytic  infil-
t
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rate in  the  dermis  was  also  observed  (Hematoxylin  &  eosin,
200).

emic  lupus  erythematosus.  Topical  corticosteroid  ointment
as  applied,  but  she  discontinued  the  topical  therapy.

Eruptive  porokeratosis  is  characterized  by  rapid  onset
f  porokeratosis,  which  occasionally  presents  with  more
han  100  lesions  involving  multiple  regions,  in  association
ith  paraneoplastic,  immunosuppressive,  inflammatory,  and
ther  conditions.1 It  is  known  that  porokeratosis  develops
n  association  with  systemic  immunosuppression  or  under
mmunosuppressant  therapies;  however,  it  is  still  unclear
s  to  how  immunosuppression  is  associated  with  the  devel-
pment  of  porokeratosis.2 One  possible  mechanism  is  that
mmunosuppression  induces  an  epidermal  keratinocyte  pop-
lation  either  directly  or  indirectly.2 The  abnormal  clone  of

eratinocytes  proliferates  in  a  disorderly  manner  and  dis-
urbs  the  normal  growth  of  the  epidermis.3 Patients  with
enal  failure  rarely  develop  multiple  porokeratosis.4,5 Since
enal  dysfunction  can  induce  various  immune  regulatory
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R
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 PRESS
.  Yamamoto

lterations,  these  cases  are  suggested  to  be  a  new  sub-
ype  of  porokeratosis  related  to  immunosuppression.5 In  the
resent  case,  the  patient  was  initially  diagnosed  with  lupus
ephritis.  She  may  develop  systemic  lupus  erythematosus
n  the  future;  however,  the  criteria  of  lupus  nephritis  have
ot  been  fulfilled  as  of  this  moment.  In  any  case,  the
atient  had  active  nephritis  with  nephrotic  syndrome  and
as  treated  with  immunosuppressive  therapies.  The  devel-
pment  of  porokeratosis  was  therefore  considered  to  be
elated  to  immunosuppressive  therapy  or  the  activity  of
ephritis.  Although  we  are  uncertain  as  to  what  was  the
irect  trigger  for  rapid  onset  of  multiple  keratosis,  given
hat  the  patient  still  showed  normal  kidney  function  despite
aving  proteinuria,  immunosuppressive  therapies  may  have
ed  to  the  development  of  multiple  porokeratosis  in  the
resent  case.
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