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Abstract Reactive perforating collagenosis is a rare perforating dermatosis clinically charac-
terized by intensely pruritic hyperpigmented papules, plaques, and nodules with a central
keratotic plug. Histopathology reveals transepidermal elimination of collagen fibers. Its patho-
physiology is still under investigation, but the acquired form has been linked to systemic
conditions such as diabetes mellitus and chronic kidney disease. However, it has also been
described as a paraneoplastic syndrome. The authors present the case of a 65-year-old diabetic
patient in which a myeloproliferative neoplasm was suspected.

© 2020 Published by Elsevier Espana, S.L.U. on behalf of Sociedade Brasileira de Dermatologia.
This is an open access article under the CC BY license (http://creativecommons.org/licenses/
by/4.0/).

Case report On physical examination, multiple umbilicated, hyper-
pigmented papules with a central keratotic plug were

A 65-year-old diabetic female with poor metabolic control ~ observed (Figs. 1 and 2), as well as inguinal and cervical lym-
(HbA1c 14.9%) presented with a two-month history of pru-  Phadenopathies measuring up to 2cm in diameter. Mucous
riginous lesions on the trunk and extremities. membranes were unaffected.

Laboratory tests revealed mild anemia with mild
eosinophilia (hemoglobin 10.9g/dL, 940 eosinophils/mL),
elevated erythrocyte sedimentation rate (93 mm/h), and

* How to cite this article: Hasb(n C., Sandoval M, Gonzélez- elevated lactate dehydrogenase (1000 units/L).
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"7 This study was conducted at the Department of Dermatology,
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Figure 3  Photomicrograph showing a cup-shaped depression
of the epidermis, with an overlying keratin plug contain-
ing collagen fibers, keratinous debris, and inflammatory cells
(Hematoxylin & eosin, x100).

Figure 1 Clinical presentation of a 65-year-old female

with generalized umbilicated, hyperpigmented, and excoriated
papules and nodules.

Figure 2 On magnification, a central keratotic plug is visible.

Skin biopsy showed a cup-shaped depression of the
epidermis, with an overlying keratin plug containing col-
lagen fibers, keratinous debris, and inflammatory cells on
H&E stained sections. Van Gieson staining demonstrated
vertically oriented collagen fibers extruding through the epi-
dermis (Figs. 3 and 4).

The patient was treated with antihistamines and triamci-
nolone. A secondary study for a myeloproliferative neoplasm
was negative; she was referred to an endocrinologist to
improve metabolic management.

Figure 4  Photomicrograph showing vertically oriented colla-
gen fibers extruding through the epidermis (Van Gieson, x400).

Discussion

Reactive perforating collagenosis (RPC) is a rare disease in
the spectrum of perforating dermatoses, showing epider-
mal perforation and transepidermal elimination of collagen
and/or elastic fibers as histologic features.'

RPC may be classified into hereditary and acquired forms.
The hereditary type appears in early childhood and is genet-
ically determined by autosomal inheritance, whereas the
acquired form (ARPC) accompanies systemic diseases, most
commonly diabetes mellitus (DM) and chronic kidney disease
(CKD).2 However, ARPC has also been associated with both
myeloproliferative and solid neoplasms.?

Clinically, the disease presents with erythematous and/or
hyperpigmented papules, plaques, and nodules. Lesions
present a central umbilicated or crateriform hyperkeratotic
plug, are intensely pruritic, and the Koebner phenomenon is
observed. After healing, atrophic, hypo- or hyperpigmented
scars are common.>* These lesions appear in areas of super-
ficial trauma and are most likely due to itching. In diabetic
patients, vasculopathy of the dermis has been proposed as a
synergistic factor.” The palmoplantar region, intertriginous
areas, and mucous membranes are generally unaffected.>°

RPC is a clinical diagnosis that requires histopathologi-
cal confirmation, and its features depend on the stage of
the disease. Initially, degenerate collagen fibers and necrosis
are seen extending into the reticulated dermis; epidermal
hyperplasia may also be present. In more advanced lesions,
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the epidermis develops a cup-shaped depression with an
overlying basophilic keratin plug consisting of inflammatory
cells and keratinous debris. Vertical collagen fibers, which
stain red with elastic Van Gieson staining and blue with Mas-
son’s trichrome staining, can be observed on the base of the
ulcer and extruding through the epidermis.’

Treatment goals are improvement of the pruritus and
skin lesions and, most importantly, management of asso-
ciated internal diseases. Primary therapy based on topical
corticosteroids, antihistamines, or antibiotics has been rec-
ommended. In case of failure, second-line therapy with
allopurinol should be considered.?”’

This case emphasizes the need to consider a diagnosis of
ARPC when faced with chronic pruritic lesions, especially in
the context of DM and CKD. However, even in this scenario,
when clinical suspicion for an associated neoplasm is high,
a basic study for internal malignancies must be performed.
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