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del tratamiento en el primer ano del mismo, y el presente
analisis puede ser de utilidad en la toma de decisiones tera-
péuticas, que en cualquier caso deben ser individualizadas
para cada paciente.

Bibliografia

1. PuigL, Carrascosa JM, Carretero G, de la Cueva P, Lafuente-Urrez
RF, Belinchdn 1, et al. Directrices espanolas basadas en la eviden-
cia para el tratamiento de la psoriasis con agentes bioldgicos,
2013. I. Consideraciones de eficacia y seleccion del tratamiento.
Actas Dermosifiliogr. 2013;104:694-709.

2. Ferrandiz C, Garcia A, Blasco AJ, Lazaro P. Cost-efficacy
of adalimumab, etanercept, infliximab and ustekinumab for
moderate-to-severe plaque psoriasis. J Eur Acad Dermatol Vene-
reol. 2012;26 Suppl:768-77.

3. Martin S, Feldman SR, Augustin M, Szapary P, Schenkel B. Cost
per responder analysis of ustekinumab and etanercept for mode-
rate to severe plaque psoriasis. J Dermatolog Treat. 2011;22:
138-43.

4, Liu Y, Wu EQ, Bensimon AG, Fan CP, Bao Y, Ganguli A,
et al. Cost per responder associated with biologic therapies for
Crohn’s disease psoriasis, and rheumatoid arthritis. Adv Ther.
2012;29:620-34.

5. Puig L, Lopez A, Vilarrasa E, Garcia I. Efficacy of biologics in
the treatment of moderate to severe plaque psoriasis: A syste-
matic review and meta-analysis of randomized controlled trials
with different time points. J Eur Acad Dermatol Venereol. 2013,
doi:10.1111/jdv.12238.

6. Nomenclator DIGITALIS-INTEGRA (diciembre 2013). Ministerio
de Sanidad, Asuntos Sociales e Igualdad. [consultado 21
Dic 2013]. Disponible en: http://www.msc.es/profesionales/
farmacia/nomenclatorDI.htm

7. Conselleria de Sanitat. Catalogo de procedimientos de enfer-
meria en hospitalizacion de dia. Version 2002. Catalogos SIE.
Generalitat Valenciana: Conselleria de Sanitat Valencia; 2003.

8. BIOBADADERM. Registro espafiol de tratamientos sistémi-
cos en psoriasis. [consultado 21 Dic 2013]. Disponible en:
https://biobadaser.ser.es/biobadaderm/

L. Puig*, A. Lopez-Ferrer y E. Vilarrasa

Servicio de Dermatologia, Hospital de la Santa Creu i Sant
Pau, Universitat Autonoma de Barcelona, Barcelona,
Espana

* Autor para correspondencia.
Correo electrénico: |puig@santpau.cat (L. Puig).
http://dx.doi.org/10.1016/j.ad.2014.03.006

Chronic recurrent annular
neutrophilic dermatosis
associated with rheumatoid
arthritis
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Dermatosis neutrofilica anular cronica
recurrente asociada con artritis reumatoide

To the Editor:

Chronic recurrent annular neutrophilic dermatosis (CRAND)
is a descriptive term first used by Christensen et al." 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
RAZ: 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 (300mg/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 conside-
red 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 revea-
led a large plaque with polycyclic erythematous-edematous
borders 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 medi-
cation use in the preceding month. There was also no fever,
malaise, myalgia, or lymphadenopathy. The following blood
tests showed normal findings: hemogram, biochemistry, C
protein reactive, and screening for auto-antibodies. The
chest and knee X-rays were also unremarkable. Microscopic
examination of a skin biopsy revealed discrete spongiosis
in the epidermis and a moderate superficial perivascu-
lar inflammatory infiltrate composed of lymphocytes 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 with-
drawn. 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 tomo-
graphy scan and mammography were performed, with unre-
markable 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
50mg/d was commenced. In February 2013, annular pla-
ques appeared on both shoulders and the proximal aspects
of her arms. Colchicine was added and the symptoms resol-
ved within a few days. Currently, the patient is receiving
dapsone 100mg/d plus colchicine and has experienced no
further episodes.
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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.

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.

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 predisposing
factors for neutrophilic illness: lymphedema and RA. Lymp-
hedema, which can lead to the accumulation of protein-rich
interstitial fluid containing high levels of cytokines and che-
mokines that might attract neutrophils,®# has been reported
as a risk factor for Sweet syndrome.> RA, in turn, has been
associated with a wide range of neutrophilic dermatoses.®
However, to our knowledge, this is the first report concer-
ning RA-associated CRAND.

CRAND is very rare and only 4 cases have been repor-
ted to date. Its etiology is unknown and no association
has been detected with drugs, infections, or systemic ill-
ness. Clinically, it is characterized by recurrent outbreaks

of generalized painful annular plaques with erythematous-
edematous borders and a lilaceous center.®” Fever, general
symptoms, leukocytosis, and neutrophilia are absent. The
present case is unique because of its clinical course.
Inflammatory 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. Histopathological examination shows a neutrophilic
infiltration in the mid and upper dermis, with no signs of
vasculitis.” Corticosteroids are useful for resolving occasio-
nal events.® Treatment with potassium iodide has also been
attempted.” The neutrophilic infiltration in our patient led
us to use dapsone, which inhibits neutrophil chemotaxis. The
combination of dapsone 150mg/d and colchicine has been
successful and there have been no further recurrences.
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In conclusion, we have reported a rare and interesting
case of CRAND that had several unique aspects: a stri-
king 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
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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Alopecia cicatricial en pitiriasis
rubra pilaris tipo 1 clasica del
adulto

® CrossMark

Scarring Alopecia in Classic Adult Type |
Pityriasis Rubra Pilaris

La pitiriasis rubra pilaris (PRP) es una enfermedad inflamato-
ria con una incidencia estimada de 1 en 5.000 a 1 en 50.000
pacientes dermatologicos. Su etiologia es desconocida’. Cla-
sicamente se describen 5 grupos segln sus caracteristicas
clinicas y la edad del paciente? (PRP tipos I-v, clasificacion
de Griffiths). Mas recientemente, Miralles et al.? afiadieron
un nuevo grupo al observar diferencias clinicas en aquellos
casos asociados a la infeccion por el virus de la inmunode-
ficiencia adquirida (VIH). El tipo 1 (adulto clasico) es el mas
frecuente. Remite por completo en el 80% de los casos en
el término de 3 afos'; en el 20% ocurren recurrencias. En
la actualidad, su tratamiento de eleccion son los retinoides
sistémicos (acitretino).

Presentamos, por primera vez, un caso de PRP tipo |
clasica del adulto que asocid, en su segundo brote, una alo-
pecia cicatricial diseminada de rapida evolucion en el cuero
cabelludo. Se trata una mujer de 41 anos sin anteceden-
tes patologicos que consultd por una erupcion pruriginosa,
de 3 semanas de evolucion, junto con una queratodermia
palmoplantar cérea de tinte anaranjado (fig. 1 A). En el
tronco y la porcion proximal de las extremidades, pre-
sentaba lesiones eritematoanaranjadas, dejando areas de
piel aparantemente sana (fig. 1 B-D). La biopsia cutanea

practicada con orientacion diagndstica de PRP tipo 1 cla-
sica del adulto confirmé el diagnéstico al observarse una
hiperqueratosis paraqueratosica alternante asociada a una
acantosis psoriasiforme (figs. 2 A y B). Se inici6 tratamiento
con 25mg diarios de acitretino oral, y a los 8 meses de
tratamiento la erupcion remitié por completo por lo que
decidimos el cese de la terapia oral con acitretino tras 10
meses. Después de 10 meses sin lesiones la paciente con-
sulté por un nuevo brote de lesiones cutaneas similares a
las iniciales. En este rebrote aparece una alopecia severa
de aspecto cicatricial en placas irregulares en el cuero
cabelludo, con areas alopécicas con brillo nacarado y fina
descamacion y eritema perifolicular. Su evolucion fue ful-
minante y en 2 semanas solo se observaban placas atroficas
alopécicas sin eritema ni descamacion (fig. 3). La biopsia de
cuero cabelludo, practicada en la zona periférica de una de
las placas alopécicas, incluyendo foliculos y eritema perifoli-
cular, mostroé una importante fibrosis estrellada perifolicular
reemplazando foliculos, sin observarse indicios de infiltrado
inflamatorio alguno (figs. 2 C yD). La inmunofluorescencia
directa (IFD) resulté negativa. La analitica sanguinea no
mostro alteraciones, siendo negativas las determinaciones
de anticuerpos antinucleares, crioglobulinas, anticuerpos
contra el citoplasma de los neutrofilos y se descart6 infec-
cion por hepatitis B, C, VIH y sifilis. La erupcion cutanea
remitio en 4 meses de tratamiento con acitretino oral, pero
la alopecia cicatricial persistio sin cambios. La paciente usa
desde entonces una peluca, no ha vuelto a sufrir mas brotes
de PRP y la alopecia cicatricial ha sido irreversible, mante-
niéndose estable cuando en 2013 ya se ha cumplido el tercer
ano de seguimiento.
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