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Diffuse Pruritic Keratotic Papules

Neena Edupuganti, DO; Joseph M. Dyer, DO; Onyebuchi Neita, PA-C

A 65-year-old woman presented to dermatology with

an intensely pruritic rash on the arms, legs, neck, and
face of several months’ duration. The patient reported
scratching the lesions but denied any recent trauma to
the affected areas. She previously had been evaluated by
her primary care provider, who prescribed cephalexin with
no improvement. Her medical history was remarkable for
chronic renal failure on dialysis, diabetes, hypertension,
and congestive heart failure. Physical examination of the
skin revealed hard white cutaneous nodules distributed
on the proximal posterior upper arms, bilateral proximal
pretibial regions, right elbow, and left knee. Two shave
biopsies from the right eloow and left knee were obtained
for histopathology.

WHAT’S YOUR DIAGNOSIS?

a. elastosis perforans serpiginosa
b. keratoacanthomas

c. perforating folliculitis

d. prurigo nodularis

e. reactive perforating collagenosis

PLEASE TURN TO PAGE E14 FOR THE DIAGNOSIS
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THE DIAGNOSIS:

Reactive Perforating Collagenosis

istopathology revealed invagination of the epi-

dermis with hyperkeratosis; prominent epidermal

hyperplasia; and a central basophilic plug of kera-
tin, collagen, and inflammatory debris. Transepidermal
elimination of bright eosinophilic altered collagen fibers
was seen (Figure). The findings were consistent with a
diagnosis of reactive perforating collagenosis (RPC).

Reactive perforating collagenosis, a subtype of perfo-
rating dermatosis, is a rare skin condition in which altered
collagen is eliminated through the epidermis.! There are 2
forms of RPC: the inherited form, which is very rare and
manifests in childhood, and the acquired form, which
manifests in adulthood and is associated with systemic
diseases, most notably diabetes and/or chronic renal fail-
ure, both of which our patient had been diagnosed with.*?
The clinical presentation of RPC includes erythematous
papules or nodules that evolve into umbilicated 4- to
10-mm craterlike ulcerations with a central keratotic
plug. The lesions favor a linear distribution along the
extensor surfaces of the arms and legs, trunk, and gluteal
area. Involvement of the head, neck, and scalp has been
reported less commonly, which makes our case particu-
larly unique.? Histopathologically, RPC is characterized by
a cup-shaped depression of the epidermis with an overly-
ing keratin plug containing inflammatory cells, keratinous
debris, and collagen fibers. Vertically oriented collagen
fibers are seen extruded through the epidermis.*

While the pathogenesis of RPC remains unknown, it is
believed that superficial trauma due to chronic scratching
results in transepithelial elimination of collagen. Due to
the association of acquired RPC (ARPC) with diabetes, it
also has been proposed that scratching can cause micro-
trauma and necrosis of the dermal structures, potentially
due to diabetic microangiopathy.® Additionally, RPC is
associated with overexpression of transforming growth
factor beta 3 in lesional skin, suggesting that transform-
ing growth factor beta 3 is involved with tissue repair and
extracellular remodeling in this condition.®

Treatment of ARPC should include the management
of underlying disease. While no definitive treatment has
been reported to date, topical corticosteroids, retinoids,
keratolytics, emollients, antihistamines, narrow-band
UVB phototherapy, and psoralen plus UVA phototherapy
have been used with varying degrees of improvement.
Typically, the lesions self-resolve within 6 to 8 weeks;
however, they often recur and usually leave scarring with
or without hyperpigmentation.>”'°

Acquired RPC can be misdiagnosed initially, as it
mimics several other conditions and commonly is associ-
ated with systemic diseases. While biopsy is necessary
for diagnosis, if it cannot be performed or the results
are indeterminate, dermoscopy can serve as a helpful
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diagnostic tool. The most common dermoscopic patterns
seen in RPC include a yellow-brown structureless area in
the center of the lesion with a peripheral surface crust and
surrounding white rim—thought to represent epidermal
invagination or keratinous debris. Additionally, inflam-
mation with visible vessels both centrally and peripherally
is represented by an outer pink circle on dermoscopy.>!
The differential diagnoses for RPC include perforating
folliculitis (PF), elastosis perforans serpiginosa (EPS), prurigo
nodularis, and keratoacanthomas. The primary perforating
dermatoses (PE, EPS, and RPC) are similarly characterized by
elimination of altered dermal material through the epidermis.
As these conditions manifest with similar features on clinical
examination, differentiation is made by the type of epidermal
damage and the features of elimination material, making his-
topathologic examination paramount for definitive diagnosis.
Perforating folliculitis manifests as erythematous, follic-
ular papules with a small central keratotic core or a central
hair. Histopathologically, PF reveals a widely dilated fol-
licle containing keratin, necrotic debris, and degenerated
inflammatory cells. Elastosis perforans serpiginosa mani-
fests clinically as hyperkeratotic papules in serpiginous
patterns rather than the linear pattern commonly seen
with ARPC. Histopathologically, EPS reveals thickened
elastic fibers, rather than collagen fibers as seen in ARPC,
extruded through the epidermis. Prurigo nodularis mani-
fests clinically as dome-shaped papules with possible exco-
riation and crusting. Histopathologic examination reveals
epidermal hyperplasia and hyperkeratosis; however, the

FIGURE. A shave biopsy revealed invagination of the epidermis
with hyperkeratosis; prominent epidermal hyperplasia; and a central
basophilic plug of keratin, collagen, and inflammatory debris.
Transepidermal elimination of the bright eosinophilic altered collagen
fibers was seen (H&E, original magnification X40).
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characteristic features of transepithelial elimination of col-
lagen and invaginations of epidermis differentiate ARPC
from prurigo nodularis.’*®® Keratoacanthomas manifest
clinically as an eruption of small, round, pink papules that
rapidly grow and evolve into 1- to 2-cm dome-shaped
nodules with central keratinaceous plugs, mimicking a cra-
teriform appearance. Histopathologic examination reveals
a circumscribed proliferation of well-differentiated kera-
tinocytes. Multilobular exophytic or endophytic cystlike
invaginations of the epidermis also are noted. The expul-
sion of collagen from the epidermis is more consistent
with ARPC.#
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