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Abstract
Pityriasis rubra pilaris (PRP) is an uncommon inflammatory
dermatosis characterized by erythematous salmon-colored
plaques with islands of sparing and palmoplantar
hyperkeratosis. PRP in childhood can be classical
(generalised) or circumscribed (limited in extent). The
appearance is similar to in adults, with prominent
thickening of the skin of the palms and soles. Other affected
areas can be orange-red in colour
with follicular prominence. The treatment options are
limited due to systemic toxicity

In children. Here we have reported a case of juvenile
circumscribed PRP who had responded to oral isotretinoin.
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Introduction
Pityriasis rubra pilaris (PRP) is a rare papulosquamous disease

of unknown etiology characterized by follicular hyperkeratotic
papules, coalescence of orange-red plaques and orange-red
waxy keratoderma of palms and soles [1,2].The  presentation can
vary from localized subtypes to generalized involvement and
with islands of sparing. Griffith’s classification is used to classify
PRP into five clinical subtypes depending on onset, clinical
presentation and duration of disease[3,4].Later , a six th subtype,
associated with HIV was added as a distinct entity[5]. Type I or
classic adult subtype is the most common variant of PRP
whereas Type III and Type IV are more commonly seen in
children.

Case History
A 9-year-old female presented to our out-patient department

with a three months history of itchy, scaly, follicular papules on
bilateral knees (Figure 1). There is waxy keratoderma involving
the palms and soles (Figure 2). The lesions first appeared on
palms and soles and gradually spread to involve the elbows and

knees. “Nutmeg crater” sign was present at the back of the
proximal phalanges of the fingers (Figure 3). The face and the
trunk were spared. There was no family history of psoriasis,
ichthyosis or palmoplantar keratoderma. No history of preceding
infection, trauma to the skin, GI symptoms, muscle or joint pain.
The parent didn’t give consent for punch biopsy and
histopathological examination.

A diagnosis of Type IV PRP was made based on clinical
presentation     and  histopathological  feature [6,7] . Therapy  was
initiated with oral isotretinoin and emollient cream. The child
responded significantly after 2 weeks follow up with reduction
of the intensity of lesions and improvement in the general well-
being.

Discussion
PRP is a relatively uncommon disease. It typically involves

elbows and knees presenting ass follicular hyperkeratotic
papules. The disease has a variable relapsing and remitting
course and the age of onset is usually pre-pubertal. The principal
entity in the differential diagnosis is psoriasis. The distinctive
orange-red palmoplantar keratoderma, keratotic follicular
papules and the sharply defined areas of spared skin (islands of
sparing) and no family history of psoriasis helps to differentiate
PRP from psoriasis clinically. Histologically there is psoriasiform
dermatitis with irregular hyperkeratosis and alternating vertical
and horizontal ortho and parakeratosis (checkerboard pattern).
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There are follicular plugging with perifollicular parakeratosis
forming a shoulder effect. Early PRP of scalp can mimic
seborrheic dermatitis [9]. Children with acute onset PRP may be
confused with Kawasaki disease. A PRP like eruption can be seen
with Wong type dermatomyositis and cutaneous T cell
lymphoma.

Conclusion
The treatment option for PRP is primarily empiric because of

unknown etiology and unpredictable course of the disease with
spontaneous resolution in many patients. Topical therapies
include high potency corticosteroids, calcipotriol, keratolytics
and tretinoin. The systemic drugs include systemic retinoids,
methotrexate, cyclosporin, azathioprine, systemic
corticosteroids. Although UV therapy have the risk of
exacerbating the disease, there are some reports of success with
narrow   band    UVB   and    PUVA   with    oral retinoid.  Newer
treatment modalities include TNF α inhibitors ( etanercept,
infliximab, adalimumab),  Sekukinumab  and  Ustekinumab.  Our
patient has responded well to oral systemic retinoids.
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