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Abstract

Pityriasis rubra pilaris (PRP) is a rare inflammatory cutaneous condition characterized by
widespread erythematous scaly plaques and palmoplantar keratoderma.' PRP skin
involvement can cause functional impairments and emotional distress? leading to
decreased quality of life. There is no clinical tool explicitly developed for PRP. Clinical
trials®* that have shown the efficacy of IL-17A inhibitor therapy have used the Psoriasis
Assessment and Severity Index (PASI)® to measure the clinician-reported outcome of
disease severity and the Dermatology Life Quality Index (DLQI)® to measure the patient-
reported health-related quality of life. Despite PRP and psoriasis sharing similar clinical
features, the PASI does not capture unique aspects of PRP. The Individual Pityriasis Rubra
Pilaris Area and Severity Index (iPRPASI) was developed as a patient-reported outcomes
measure to capture the more nuanced features of PRP, such as the high prevalence of
palmoplantar keratoderma. An assessment of the validity, reliability, and responsiveness
of the iPRPASI is conducted in this study. The correlation between the iPRPASI and the
PASI, as well as the iPRPASI and the DLQI, was examined to establish the validity of the
iPRPASI. Significant correlations were found between iPRPASI and PASI (r2 = 0.902, p <
0.001), as well as between iPRPASI and DLQI (r2 = 0.810, p < 0.001). The iPRPASI
demonstrated reliability through a high Cronbach alpha value of 0.931. In measuring
responsiveness to changes in disease severity over time, the iPRPASI showed a higher
correlation with changes in PASI scores (r2 = 0.880, p 0.001) than changes in DLQI scores
(r2 = 0.609, p 0.001). The iPRPASI is comparable to the currently used PASI in terms of
validity, reliability, and responsiveness. Future uses of the iPRPASI could include clinical
trials that include remote visits, and clinical practice to measure response to therapy by
clinicians who lack expertise in this rare disease.
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