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ABSTRACT 

Pityriasis rubra pilaris (PRP) is a rare idiopathic papulosquamous inflammatory disorder. There are 6 distinct subtypes of PRP.  Here 

we report a case with type II PRP. A 45-year-old male presented with 8 months history of recurrent very itchy skin lesions. Skin 

examination revealed multiple well defined scaly erythematous patches on his scalp, back and chest. A 4 mm punch kin biopsy 

shows hyperkeratosis, parakeratosis, thick and shortened rete redges. A diagnosis of pityriasis rubra pilaris type II was made. The 

Patient was started on acitretin 25 mg capsules once daily, topical betamethasone diprpionate 0.05% ointment once daily with 

excellent response. 

 

Keywords: Pityriasis Rubra Pilaris, Psoriasis, Lichen ruberpilaris, Devergie disease, Lichen ruberacuminatus 

 

 

1. INTRODUCTION 

Pityriasis rubra pilaris (PRP) is a rare idiopathic papulosquamous inflammatory disorder (Brown and Badri, 2018). Its prevalence is 

approximately 1 case per 400 000 of the population (Petrof et al., 2013). It affects men and women equally and also affect children 

(Christian et al., 2018). PRP has 6 distinct subtypes according to Griffiths’ classification based on morphology, clinical characteristics, 

age of onset and prognosis (Table 1) (Petrof et al., 2013). 

 

Table 1 Classification of PRP according to Griffiths 

Type Distributions  Percentage Prognosis Clinical characteristic  

I   

 Classical        

adult 

Generalized 55 
clear 

within 3 years 

Spreads caudally. The patient is usually erythrodermic 

with yellowish palmoplanter keratoderma (PPK) 

(Quenan and Laffitte, 2016). 

II 

Atypical adult 
Generalized 5 Chronic 

Ichthyosiform scaling especially on legs, in association 

with eczematous lesions, alopecia and PPK with a 

coarse and lamellated scale (Ivanova et al., 2012). 

 

III   

Classical 

juvenile 

Generalized 10 

Most often 

clear 

within 1–3 

years 

- Similar to adult-onset type I but the clinical course is 

more favorable. 

- Affects children more commonly in two peaks, 1–2 

years and adolescents (Gaia et al., 2017). 

 

IV 

Circumscribed 

Juvenile 

Localized 25 Variable  

- Pre-pubertal onset 

- Sharply demarcated, scaly and erythematous 

plaques with follicular hyperkeratosis on elbows and 

knees (Christian et al., 2018). 
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V 

Atypical 

juvenile 

Generalized 5 Chronic 

- Early onset during childhood 

- Most cases of hereditary PRP are of this type 

- Characterized by follicular hyperkeratosis. 

- The skin on the hands and feet may appear 

scleroderma-like (Petrof et al., 2013). 

 

VI 

 HIV-related 
Generalized <5 Chronic 

- Similar to type I, in HIV-positive patients 

- Symmetrical, pruritic eruption composed of 

erythematous and desquamating follicular papules 

 - Associated with acne conglobata, hidradenitis 

suppurativa and lichen spinulosus (Wang et al., 2018). 

 

 

Topical treatment as monotherapy may be helpful in less severe cases including emollients, keratolytic agents, topical 

corticosteroids, tazarotene and topical calcineurin inhibitors (Brown and Badri, 2018; Christian et al., 2018). Systemic treatment 

includes oral retinoids, methotrexate, cyclosporine and biologic agents (Quenan and Laffitte, 2016; Gaia et al., 2017; Wang et al., 

2018; Maloney et al., 2017). 

 

2. METHODOLOGY  

Informed consent was obtained from the patient. 

 

Case report 

Forty five-year-old male presented with 8 months history of recurrent very itchy skin lesions. The skin lesions were responding well 

to clobetasol ointment but recur after stopping the treatment. Review of systems was unremarkable and no history of joint pain. 

Skin examination revealed multiple well defined scaly erythematous patcheson his scalp, back and chest (Figure 1). Hair, nail and 

mucous membranes examinations were normal. A 4 mm punch skin biopsy from the lesion showed hyperkeratosis, parakeratosis, 

thick and shortened rete redges (Figure 2). A diagnosis of pityriasis rubra pilaris type II was made. The patient was started on 

acitretin 25 mg capsules once daily, topical betamethasone diprpionate 0.05% ointment once daily with excellent response. 

 

 

 

 

Figure 1 Skin examination shows multiple well defined scaly erythematous patches on the back. 
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Figure 2 Skin biopsy shows hyperkeratosis, parakeratosis, thick and shortened rete redges.  

 

3. DISCUSSION 

Pityriasis rubra pilaris (PRP) type II is a rare idiopathic papulosquamous inflammatory disorder. Type II PRP presents as multiple areas 

of eczematous dermatitis on the body, palmoplantar keratoderma and ichthyosiform scaling on the lower extremities. Pruritus 

presents in 20% of PRP patients (Wang et al., 2018; Maloney et al., 2017; Andreas et al., 2015). Our patient showed typical 

eczematous dermatitis of type II PRP; however, he lacks other cutaneous features. 

The differential diagnosis includes psoriasis and atopic eczema. However, lack of personal and family history of atopy, the scalp 

involvement and the well-defined skin lesions in our patient are against atopic dermatitis. Presence of scaly patches rather than 

plaques is against psoriasis. The histopathology of psoriasis and PRP looks similar. However, there are few differences between the 

two (Table 2) (Brown and Badri, 2018; Wang et al., 2018). Although our case did not show all histopathological features of PRP, the 

existing features in our cases are enough for diagnosing PRP. Our patient was responding well to topical clobetasol. However, when 

it is stopped the lesions recurred. Therefore, we started our patient on oral acitretin, he responded well to acitretin with no 

recurrences. 

 

Table 2 Histopathological differentiation between pityriasis rupra pilaris and psoriasis 

 

Differentiating points Pityriasis rubra pilaris Psoriasis 

Hyperkeratosis of the skin  

Hyperkeratosis with alternating vertical and 

horizontal ortho- and parakeratosis 

(“checkerboard pattern”) 

Diffuse hyperkeratosis and 

parakeratosis 

Hyperkeratosis of the hair 

follicle 

Follicular hyperkeratosis with parakeratosis in 

the shoulders of the follicular plug  
Absent 

Granular cell layer Thickened granular cell layer Thinor absent granular cell layer 

Acanthosis Short and thick rete redges  Long and thick rete redges 

Acantholysis and focal 

acantholytic dyskeratosis 
Present (rare) Absent 

Vascular dilation in the 

dermal papillae 
Limited  Multiple 

Neutrophilic migration 

towards the epidermis and 

Munro microabscesses 

Absent Present 
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4. CONCLUSION 

PRP type II is a rare idiopathic papulosquamous inflammatory disorder. Atopic dermatitis, psoriasis and type II PRP look similar 

clinically; however, careful history, skin examination and the histopathological findings are very helpful in making differentiation 

between these diseases. 
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