Mid-Dermal Elastolysis
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Mid-dermal elastolysis (MDE), which presents as
fine wrinkling of the skin or perifollicular
papules, is extremely rare. This entity is distin-
guished from other elastolytic disorders by its
characteristic bandlike loss of elastic fibers lim-
ited to the mid dermis. We report a case of MDE
that developed gradually in an otherwise healthy
woman without prior cutaneous disease. The cur-
rent theories on the pathogenesis of MDE also
are discussed.

id-dermal elastolysis (MDE) is a rare

acquired condition that was originally

described in 1977 by Shelley and Wood.!
Localized patches of wrinkled skin following lines
of cleavage or perifollicular papules are the 2 usual
presentations. Although MDE is believed to be a
result of postinflammatory destruction of elastic
fibers, many patients have developed MDE without
preceding inflammation or other symptoms. We
report the case of a patient with a classic presenta-
tion of this disorder, supporting the concept that
MDE is an idiopathic distinct entity.

Case Report

A 37-year-old white woman, without a significant
medical history, presented with a 2-year history of
asymptomatic, widespread, well-demarcated but
irregularly shaped areas of skin wrinkling. These
lesions appeared first on her lower abdomen, slowly
spreading to her upper abdomen, chest (Figure 1),
flexor surfaces of her upper extremities, upper and
middle back, neck, and left distal thigh. Subse-
quently, she experienced 2 episodes of exercise-
induced anaphylaxis. There was no family history
of similar lesions, cutaneous disease, or connective
tissue disease.
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Figure 1. Wrinkling and patulous follicles on the lower
chest and abdomen.

Findings from the physical examination revealed
soft, skin-colored to lightly erythematous, well-
demarcated, atrophic plaques studded with patulous
follicles, distributed mainly on the patient’s trunk
(Figure 2) and lower extremities. A biopsy speci-
men after Verhoeff-van Gieson staining showed
diminished elastic tissue in the middle portion of
the dermis, with focal preservation adjacent to
dermal appendages (Figure 3). Results of laboratory
evaluations (eg, complete blood cell count, serum



electrolytes, erythrocyte sedimentation rate, urinal-
ysis, lipid panel, antinuclear antibody, Sjégren syn-
drome antibodies) were unremarkable. The patient
was treated with colchicine for 2 months without
improvement. Her prior medications included an
oral contraceptive and sertraline.

Comment

Originally described in 1977 by Shelley and Wood,!
MDE is a rare, localized, acquired, nonfamilial con-
dition characterized by a bandlike loss of elastic tis-
sue limited to the mid dermis. Although the clinical
course is variable, MDE usually affects women in
their 3rd to 5th decades of life, appearing as either
fine wrinkling of the skin parallel to skin cleavage
lines or as perifollicular papules.”? Lesions are
asymptomatic and typically involve the trunk and
arms, and rarely, the thighs and face. Most patients

Figure 2. Wrinkling of the
skin parallel to skin cleavage
lines on the lower chest.

Figure 3. Diminished elastic
tissue in the middle

portion of the dermis, with
focal preservation adjacent
to appendages (Verhoeff-
van Gieson, original magni-
fication X10).

report slow progression over several months to
years, subsequently reaching a stable stage. Since its
initial description, fewer than 20 cases of this entity
have been described to our knowledge.’

The pathologic features of MDE include the char-
acteristic bandlike loss of elastic fibers limited to
the mid dermis. This finding helps differentiate this
disorder from other elastolytic disorders, which
include cutis laxa (generalized elastolysis), aneto-
derma (macular atrophy), perifollicular elastolysis,
and postinflammatory elastolysis and cutis laxa
(intermediate condition consisting of macular atro-
phy and acquired cutis laxa). In addition, a lympho-
cytic perivascular infiltrate with histiocytes among
collagen bundles may be seen.*

Although several theories have been proposed to
explain the loss of elastic fibers seen in MDE, the
etiology and pathogenesis of this condition remain
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unclear. Several lines of evidence suggest a postin-
flammatory etiology. For example, the first patient
described in the literature had a history of urticaria
before the onset of wrinkling.! Likewise, MDE has
been observed in areas of the body previously
involved with granuloma annulare and in patients
exposed to UV light.” Moreover, ultrastructural
analyses of MDE cases have demonstrated the pres-
ence of phagocytized elastic fibers in mononuclear
cells.* Similar ultrastructural findings have been
reported in acquired cutis laxa, where elastic tissue
is absent from the entire reticular dermis and
also may be preceded by inflammation or in associ-
ation with a;-antitrypsin deficiency. The loss of
protection normally provided by this tissue enzyme,
which has potent elastase activity, may result in
enhanced connective tissue damage by elastases
produced by inflammatory cells in the skin. Like-
wise, postinflammatory elastolysis and cutis laxa, a
similar condition reported in Africa and South
America, tends to follow an inflammatory phase
that may be triggered by insect bites.® Many other
case reports, however, have described patients with-
out a clear history of prior inflammation, associated
dermatologic conditions, or significant UV expo-
sure. Thus, MDE may represent a distinct idiopathic
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entity or may reflect the end stage or intermediate
reaction of multiple inflammatory processes.
Treatment options for MDE are generally disap-
pointing and include colchicine, topical tretinoin
(0.01% gel), and topical steroids. Surgical interven-
tion to remove sagging tissue is generally unsuccess-
ful because new folds develop at sites of removal.
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