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Dear Editor,

Pityriasis rubra pilaris (PRP) is a rare inflammatory disorder of
unknown etiology (Roenneberg and Biedermann, 2018). Herein,
we present a diagnostically challenging case of a patient with
extensive cutaneous PRP.

A 28-year-old black woman presented with a history of eczema
and a 1-year history of numerous fine, pruritic bumps that began
on the hands and progressed to involve much of the body surface.
A variety of over-the-counter topical treatments were unsuccess-
ful. On physical examination, widespread monomorphic follicular
papules were identified on the trunk and extremities with accentu-
ation in areas of friction on the shoulders. Palmoplantar xerosis
with hyperkeratosis was also noted. The patient was diagnosed
with follicular eczema and lost to follow-up.

Three years later, the patient presented with more severe dis-
ease. Scalp flaking and pruritus were present. Diffuse monomor-
phic follicular keratotic papules on the trunk and extremities
were still observed (Fig. 1). Perioral hyperkeratosis and hyperpig-
mentation with sharply demarcated sparing of the vermilion
border were noted. Well-demarcated, symmetrical, mildly erythe-
matous patches with peripheral scaling were identified adjacent to
areas of uninvolved skin in the inframammary and inguinal folds
(Fig. 2). The hands and feet exhibited xerosis with hyperkeratosis,
fissuring, and a few scattered punctate keratotic papules. Nail dys-
trophy was present.

The diagnosis of PRP was made after bilateral knee punch biop-
sies demonstrated psoriasiform acanthosis, mild spongiosis, follic-
ular plugging, and prominent hyperkeratosis with alternating
parakeratosis and orthokeratosis. Shortly after diagnosis, the
patient became pregnant, and topical corticosteroids were pre-
scribed with the intent to begin biologic therapy after delivery. Lit-
tle improvement was noted at her 4-month follow-up visit.

PRP often begins with reddish-brown, hyperkeratotic follicular
papules that coalesce into salmon-colored, scaly patches and pla-
ques adjacent to normal, uninvolved skin (islands of sparing). Scaly
erythema of the scalp and prominent orange-yellow waxy palmo-
plantar keratoderma are also characteristic (Roenneberg and
Biedermann, 2018; Ross et al., 2016). However, clinical presenta-
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tions may vary widely, ranging from extremity-limited disease to
diffuse erythroderma (Roenneberg and Biedermann, 2018). Fur-
thermore, cutaneous findings at early stages may be especially
variable and only later evolve into more classic features of PRP, fre-
quently leading to initial misdiagnoses and multiple biopsies
(Engelmann et al., 2019). Due to shared features with eczematous
and other papulosquamous disorders, such as psoriasis, diagnostic
confirmation is challenging and requires the presence of both clin-
ical and classic histopathologic features (Engelmann et al., 2019;
Roenneberg and Biedermann, 2018; Ross et al., 2016).

Hyperkeratotic follicular papules, palmoplantar disease, and
scaly patches with islands of sparing were observed in our patient.
However, the clinical diagnosis remained unclear because the clas-
sic coloring was absent throughout her disease course. This altered
coloration may be attributed to this patient’s dark skin, a feature
shared by other dermatologic conditions in this patient population
(Lester et al., 2019). These patients are also more likely to exhibit
follicular variants of eczematous eruptions and other disorders
on the differential (Silverberg, 2017), which further contributes
to the difficult and initially missed diagnosis of follicular eczema
in our patient.

Classic coloration and patterns play a central role in the timely
recognition of dermatologic disease (Adelekun et al., 2021; Lester
et al.,, 2019). Providers must be aware that dermatologic conditions
may manifest uncharacteristically in skin of color, thereby exacer-
bating the diagnostic difficulty of already rare and challenging dis-
eases. Increased representation of this population in the
dermatologic literature and textbooks, as well as additional teach-
ing and clinical exposure throughout residency, may facilitate
improved diagnostic accuracy among clinicians (Adelekun et al.,
2021; Lester et al., 2019), leading to reduced misdiagnoses and
improved outcomes.
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Fig. 1.

Fig. 2. Well-demarcated, mildly erythematous patches in the inframammary folds
with islands of sparing.
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