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represents  an important  component  of  the total  cost  of
treatment  in  the first  year.  The  present  analysis  may  be use-
ful  as  regards  treatment  decisions,  which  must  always  be
made  on a  case-by-case  basis.

References

1. Puig L, Carrascosa JM, Carretero G, de la Cueva P, Lafuente-Urrez

RF, Belinchón I, et  al. Directrices españolas basadas en la eviden-
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Chronic recurrent annular
neutrophilic dermatosis
associated with rheumatoid
arthritis

Dermatosis neutrofílica anular crónica
recurrente asociada con artritis reumatoide

To the  Editor:

Chronic  recurrent  annular  neutrophilic  dermatosis  (CRAND)
is  a  descriptive  term  first  used by  Christensen  et al.1 in
1989  to  define  a condition  with  findings  suggestive  of Sweet
syndrome,  but  without  accompanying  fever  or  general  symp-
toms.  We  present  a  rare  case  in which  a  patient  with
rheumatoid  arthritis  (RA)  developed  an extremely  painful
form  of  CRAND  with  a  unique  clinical  course.

A  66-year-old  woman  had  been diagnosed  with  RA  22
years  earlier.  She met  5 of the  criteria  established  for
RA2:  morning  stiffness,  arthritis  of  hand  joints,  symmetric
arthritis,  positive  serum  rheumatoid  factor,  and  compati-
ble  radiographic  changes.  Since  then,  she  had been  taking
metamizole  and  nonsteroidal  anti-inflammatory  drugs  and
had  achieved  good  control.  Eight  years  after  the  diagnosis,
she  experienced  a  severe  flare-up  and  developed  bilateral
rheumatoid  nodules  on  her  elbows.  Leflunomide  (300  mg/d
for  5  days  and  maintenance  with  20  mg/d)  was  added  and
no  adverse  effects  were  noted.  She  unilaterally  decided  to
stop  taking  leflunomide  4 years  ago  because  she  consid-
ered  that  her  disease  was  well  controlled.  Since  then,  she
has  only  taken  metamizole  occasionally.  She underwent  a
total  left  knee  arthroplasty  2  years  before  being  referred
to  our  dermatology  department  in January  2011  with  a
painful  lesion  that had appeared  a  month  earlier.  The  patient
explained  that  the lesion had begun  around  the ankle  and

spread  toward  her left  knee.  Physical  examination  revealed
a  large  plaque  with  polycyclic  erythematous-edematous  bor-
ders  around  the superior  aspect  of  the  knee  (Fig.  1A).
Lymphedema  was  present  as  a  complication  of  the knee
arthroplasty.  There  were  no  reports  of  infection  or  med-
ication  use  in the preceding  month.  There  was  also  no
fever,  malaise,  myalgia,  or  lymphadenopathy.  The  following
blood  tests  showed  normal  findings:  hemogram,  biochem-
istry,  C  protein  reactive,  and screening  for auto-antibodies.
The  chest  and  knee  X-rays were  also  unremarkable.  Micro-
scopic  examination  of  a skin  biopsy  revealed  discrete
spongiosis  in the  epidermis  and  a  moderate  superficial
perivascular  inflammatory  infiltrate composed  of  lympho-
cytes  and  numerous  neutrophils  in  the  dermis  (Fig.  2A
and  B).  There  was  no  edema  or  evidence  of vasculitis.
Oral  prednisone  40  mg/d  resolved  this episode  and was
progressively  withdrawn.  In  March  2012,  the  inflammatory
margins  progressed  centrifugally  to  the medial  aspect  of
the  thigh  (Fig.  1B).  Another  skin  biopsy  was  performed  and
showed  the same  results.  In order  to  rule  out underlying
malignancy,  a  cranial---cervical---thoracic---abdominopelvic
computed  tomography  scan  and  mammography  were per-
formed,  with  unremarkable  results.  Serum  tumor  markers
were  all  normal.

In September  2012  the patient  experienced  another  out-
break,  which  extended  up  as  far  as  the  gluteus  and left
hip  and  thoracic  side  (Fig.  1C). Treatment  with  dapsone
50  mg/d  was  commenced.  In February  2013,  annular  plaques
appeared  on  both  shoulders and the proximal  aspects  of
her  arms.  Colchicine  was  added  and  the  symptoms  resolved
within  a  few  days. Currently,  the  patient  is  receiving  dap-
sone  100  mg/d  plus  colchicine  and  has  experienced  no
further  episodes.

We  have  presented  a  case  in  which a patient  with  RA
developed  a  painful  form  of  CRAND  with  a  unique  wave-like
clinical  course.  Our  patient  had  2  of the main  predis-
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Figure  1  Clinical  view.  (A)  January  2011.  (B)  March  2012.  The  inflammatory  margins  progressed  centrifugally  upwards  to  the

medial aspect  of  the thigh.  (C)  September  2012.  The  margins  reached  the  left  hip  and  gluteus.

posing  factors  for  neutrophilic  illness:  lymphedema  and
RA.  Lymphedema,  which  can  lead  to  the accumulation
of  protein-rich  interstitial  fluid containing  high  levels  of
cytokines  and  chemokines  that might  attract  neutrophils,3,4

has  been  reported  as  a  risk  factor  for  Sweet  syndrome.3

RA,  in  turn,  has  been  associated  with  a  wide  range  of  neu-
trophilic  dermatoses.5 However,  to  our knowledge,  this  is
the  first  report  concerning  RA-associated  CRAND.

CRAND  is  very  rare  and  only 4 cases  have  been  reported
to  date.  Its  etiology  is  unknown  and  no  association  has
been  detected  with  drugs, infections,  or systemic  illness.
Clinically,  it is characterized  by  recurrent  outbreaks  of
generalized  painful  annular  plaques  with  erythematous-
edematous  borders  and a  lilaceous  center.6,7 Fever,  general
symptoms,  leukocytosis,  and  neutrophilia  are  absent.  The
present  case  is  unique  because  of  its clinical  course.  Inflam-
matory  margins  advanced  upwards  only,  from  the ankle  to

the arms,  in  a striking  wave-like  pattern,  and  there  have
been  no  recurrences  in  2  years  of follow  up.  Histopatho-
logical  examination  shows  a  neutrophilic  infiltration  in the
mid  and  upper  dermis,  with  no signs  of vasculitis.1 Cor-
ticosteroids  are  useful for resolving  occasional  events.6

Treatment  with  potassium  iodide  has  also  been  attempted.7

The  neutrophilic  infiltration  in our  patient  led  us to  use
dapsone,  which  inhibits  neutrophil  chemotaxis.  The  com-
bination  of  dapsone  150  mg/d  and colchicine  has  been
successful  and there  have  been  no  further  recurrences.

In  conclusion,  we  have reported  a  rare  and interesting
case  of  CRAND  that  had  several  unique  aspects:  a  strik-
ing wave-like  clinical  course,  a  novel  association  with  RA,
and  successful  treatment  with  dapsone  plus  colchicine  to
prevent  additional  outbreaks.  Although  CRAND  may  be con-
sidered  a controversial  entity  due  to  its rarity,  we  consider
that  this descriptive  term  is  the most  suitable  to  describe

Figure  2  Histopathological  features.  (A  and  B)  Moderate  superficial  perivascular  inflammatory  infiltrate  composed  of  lymphocytes

and numerous  neutrophils  in  the  dermis,  with  no signs  of  edema  or  vasculitis.
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the  present  case  since  our  patient  did  not  fulfill  the  criteria
for  any  other condition  and  experienced  chronic,  relapsing
annular  neutrophilic  lesions.
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Scarring Alopecia in Classic
Adult Type I  Pityriasis Rubra
Pilaris�

Alopecia cicatricial en pitiriasis  rubra  pilaris
tipo I clásica del adulto

Pityriasis  rubra  pilaris  (PRP)  is  an  inflammatory  disease  of
unknown  etiology1 with  an  estimated  incidence  ranging
from  1  in  5000  to  1 in 50  000  dermatology  patients.  The
established  Griffiths  classification  recognizes  5 groups  (types
I-V)  according  to  clinical  features  and  patient  age.2 More
recently,  Miralles  et al.3 added  a sixth  group  after  observ-
ing  clinical  differences  in cases  associated  with  human
immunodeficiency  virus  (HIV)  infection.  Type  I (classic  adult
PRP)  is the  most  common  subtype.  Complete  remission  is
achieved  within  3 years  of  onset  in 80%  of  cases,1 whereas
recurrence  occurs  in 20%  of  cases.  Systemic  retinoids,
specifically  acitretin,  are  the current  first-line  treatment.

We  report  for  the first  time  a  case  of classic  adult  type
I  PRP  associated  at first  recurrence  with  rapidly  developing
disseminated  scarring  alopecia  of  the  scalp.  The  patient  was
a  41-year-old  woman  with  no  relevant  past  history  who  pre-
sented  with  a pruritic  rash  that  had  appeared  3  weeks  earlier
at  the  same  time  as  an  orange-hued  waxy  palmoplantar
keratoderma  (Fig.  1, A).  The  trunk and  the  proximal  extrem-

� Please cite this article as: Martín Callizo C. Alopecia cicatricial

en pitiriasis rubra pilaris tipo I  clásica del adulto. Actas Dermosifil-

iogr. 2014;105:955---957.

ities  had  orange-red  lesions  with  some apparently  healthy
areas  of  skin  (Fig.  1,  B-D).  Skin  biopsy  confirmed  the sus-
pected  diagnosis  of  classic  adult  type  I PRP.  Findings  included
alternating  hyperkeratosis  and parakeratosis  as  well  as  pso-
riasiform  acanthosis  (Fig.  2, A and B).  Treatment  was  started
with  25  mg of  oral  acitretin  daily.  After 8 months  of  treat-
ment  the rash had  cleared  completely;  we  thus  decided  to
discontinue  treatment  2  months  later.  The  patient  returned
after  10  lesion-free  months  complaining  of a  new  crop  of  skin
lesions  similar  to  the original  ones.  This  new  bout  occurred
together  with  what  appeared  to  be  a  severe  form  of  scar-
ring  alopecia  forming  irregular  patches  on the  scalp.  The
hairless  patches  were  pearly  and shiny,  with  fine  scaling  and
perifollicular  erythema.  The  clinical  course  was  fulminant,
and  after  2 weeks  the only scalp  finding  was  atrophic  alope-
cia  patches  with  no  erythema  or  scaling  (Fig.  3). A  biopsy
specimen  obtained  from  the  periphery  of  one  of  the hair-
less  patches  and  comprising  some  follicles  and  perifollicular
erythema  exhibited  significant  perifollicular  stellate  fibro-
sis replacing  the follicles,  with  no  signs  of inflammatory
infiltrate  (Fig.  2,  C  and  D).  Direct  immunofluorescence  was
negative.  Blood  tests  showed  no  abnormalities;  test  results
for  antinuclear  antibodies,  cryoglobulins,  and  antineutrophil
cytoplasmic  antibodies  were  all  negative,  and hepatitis  B
and  C, HIV, and  syphilis  were  ruled  out.  The  rash cleared
after  4  months  of  oral  acitretin  treatment,  but  the  scarring
alopecia  persisted  without  change.  The  patient  has worn  a
wig  since  then  and  has  had  no  further  bouts  of PRP.  Her
scarring  alopecia  could  not  be  reversed  and  remains  stable
at  the  time  of  writing  in 2013,  after  3  years  of  follow-up
from  initial  presentation.

The  onset  of  scarring  alopecia  of the  scalp  in conjunction
with  a  second  bout  of  type  I  PRP  suggested  to  us  that  alope-
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