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Abstract: We report a clinical case of pseudoxanthoma elasticum-like papillary dermal elastolysis. A 36-year-old female presented to
our institution with a 30-year history of spontaneously erupting papules on her anterior neck. These lesions had gradually increased in
both number and size without any identifiable trigger. Physical examination revealed numerous densely distributed, firm, pale-yellow
subcutaneous papules localized to the anterior neck, right supraclavicular region, right shoulder, and right posterior neck. Dermoscopy
demonstrated pale or milky-white structureless areas with globular or irregular morphologies. Some lesions exhibited slight con-
fluence. Focal linear or atypical vessels were observed between the lesions, but no classic frog-spawn appearance or typical vascular
structures were present. Histopathologic examination of serial sections showed mild acanthosis and papillomatosis. The superficial
dermis exhibited mild vascular dilatation accompanied by a sparse perivascular inflammatory infiltrate. Crucially, elastic tissue staining
revealed fragmented and markedly reduced elastic fibers within the papillary dermis. Consequently, the diagnosis of pseudoxanthoma
elasticum-like papillary dermal elastolysis was established.
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Introduction

Pseudoxanthoma elasticum-like papillary dermal elastolysis (PXE-PDE) is a dermatosis with a strong predilection for the
neck. It typically presents as multiple pale-yellow or skin-colored, nonfollicular papules that may gradually coalesce into
plaques. Patients are generally asymptomatic.' The exact etiology of the disease remains unclear. Current medical
literature suggests potential associations with aging, ultraviolet radiation, abnormal elastogenesis, and genetic factors.”
Histopathologically, elastic tissue staining demonstrates a loss of the elastic plexus in the papillary dermis alongside the
presence of melanocytes.® The condition lacks systemic involvement and is primarily a cosmetic concern. Given the
current absence of effective therapeutic options, establishing an accurate and efficient diagnosis is critical. PXE-PDE is
an uncommon and relatively underrecognized acquired elastolytic dermatosis. Although more than 50 cases have been
reported in the literature, its clinical recognition remains challenging because it may mimic pseudoxanthoma elasticum
and other elastolytic disorders. The lesions most commonly involve the neck and supraclavicular areas, but other sites,
including the shoulders, upper trunk, axillae, and antecubital regions, may also be affected.* The present case deserves
attention because the patient was relatively young and had a remarkably long 30-year disease course, suggesting possible
early onset, whereas PXE-PDE is more commonly described in older women. Previously reported frog-spawn-like
structures were not observed in the present case.’

Clinical Data
Medical History

A 36-year-old female patient presented to our outpatient clinic on April 15, 2025. She developed pale-yellow papules on
her anterior neck 30 years ago without an identifiable trigger. These lesions gradually increased in both number and size.
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She remained asymptomatic and had not received any prior treatment. Current presentation showed numerous firm, pale-
yellow, miliary subcutaneous papules. They were densely distributed across the anterior neck, right supraclavicular
region, right shoulder, and right posterior neck. Throughout the disease course, the patient reported no fever, weight loss,
or exposure to known allergens. Her general well-being, appetite, and sleep were normal. She denied any other
significant medical history or a family history of similar conditions.

Physical Examination

The patient was in good general health. Systemic examination revealed no remarkable findings. Dermatological
evaluation identified multiple miliary, pale-yellow papules localizing to the anterior neck, right supraclavicular region,
right shoulder, and right posterior neck (Figure 1). The papules were densely clustered. The lesions were flat, firm, and
slightly refractile, with no tenderness elicited upon palpation.

Laboratory and Auxiliary Investigations

Routine blood and urine tests were unremarkable. Hepatic and renal function profiles were within normal limits.
Serological testing for Treponema pallidum, hepatitis C virus, human immunodeficiency virus, and hepatitis B surface
antigen were all negative. Electrocardiography showed no abnormalities. Classic pseudoxanthoma elasticum was
considered in the differential diagnosis. The patient reported no visual impairment, intermittent claudication, chest
discomfort, gastrointestinal bleeding, or other symptoms suggestive of ocular, cardiovascular, gastrointestinal, or
peripheral arterial involvement. Because the lesions were localized, asymptomatic, and clinically benign, and because
the patient declined further examinations due to economic concerns, fundoscopy, formal peripheral arterial assessment,
calcification staining, and circulating pyrophosphate measurement were not performed. Therefore, the distinction from
classic pseudoxanthoma elasticum was based mainly on the clinical presentation, absence of systemic manifestations, and
histopathological findings. Dermoscopic examination of the skin lesions was performed using a digital dermatoscope
(Model: BN-PFMF-8001). Under non-polarized light at 20x magnification, the lesions appeared as yellow, structureless
areas with globular or irregular shapes, and some showed partial confluence (Figure 2A). Under polarized light at the

Figure | Numerous pale-yellow papules are visible on the right anterior neck and supraclavicular region (A). Abundant pale-yellow papules are also distributed across the
skin of the right shoulder and posterior neck (B).
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same magnification, focally distributed linear or atypical vessels were observed between the lesions, while no typical
frogspawn-like structures or vascular patterns were identified (Figure 2B). Histopathological examination of a biopsy
specimen from the anterior neck demonstrated mild epidermal acanthosis and papillomatosis. The superficial dermis
showed mild vascular dilatation accompanied by a sparse perivascular inflammatory infiltrate (Figure 3). Elastic tissue
staining revealed that elastic fibers within the papillary dermis were fragmented and markedly reduced (Figure 4). Based
on the clinical presentation, absence of subjective symptoms, laboratory findings, dermoscopic features, and histopatho-
logical results, a final diagnosis of pseudoxanthoma elasticum-like papillary dermal elastolysis was established.

Figure 2 Under non-polarized light at 20 magnification, the lesions appear as yellow, structureless areas with globular or irregular shapes, and some show partial
confluence (A). Under polarized light at 20% magnification, focally distributed linear or atypical vessels are visible between the lesions, while no typical frogspawn-like
structures or vascular patterns are observed (B).

Figure 3 Histopathological findings. Hematoxylin and eosin staining shows mild epidermal acanthosis and papillomatosis at low magnification ((A) %40). At higher
maghnification, mild vascular dilatation with sparse perivascular inflammatory infiltrate is observed in the superficial dermis ((B) % 100).

Figure 4 Elastic tissue staining. Elastic fibers within the papillary dermis are fragmented and markedly reduced at low magnification ((A) x40) and higher magnification ((B) % 100).
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Treatment

Because no established curative treatment is available for PXE-PDE, the patient was mainly advised to undergo clinical
observation and strict photoprotection with physical barriers. An empirical topical regimen, consisting of desonide cream
alternating with 0.1% tacrolimus ointment, was discussed as a symptomatic anti-inflammatory option, considering the
mild superficial perivascular inflammatory infiltrate observed histopathologically. However, the patient had no pain,
pruritus, or functional impairment, and she declined pharmacological treatment because of the cosmetic-only nature of
the lesions and economic concerns. At the one-year follow-up, the lesions remained stable without notable progression or
spontaneous regression.

Discussion

Pseudoxanthoma elasticum-like papillary dermal elastolysis is a dermatosis defined by the dissolution of the elastic fiber
network within the papillary dermis.' Clinically, it manifests as asymptomatic, pale-yellow, non-cystic papules. These
lesions often display a cobblestone or gooseflesh-like morphology and may coalesce into distinct plaques. Distribution is
typically symmetrical, heavily favoring the neck and supraclavicular regions.” The condition progresses indolently.
Affected sites lack any history of prior inflammation or trauma, and the disease is completely devoid of systemic
manifestations. Though primarily observed in the elderly population, the definitive etiology remains elusive. Current
perspectives suggest a complex interplay of intrinsic aging, ultraviolet radiation exposure, abnormal elastogenesis, and
genetic susceptibility.’ Establishing a diagnosis depends heavily on clinical presentation and specialized histological
evaluation. Routine hematoxylin and eosin (HE) staining generally yields non-specific findings. Conversely, elastic tissue
stains readily demonstrate the hallmark diagnostic features: a complete loss of elastic fibers in the upper papillary dermis
accompanied by a depletion of the elastic network in the deeper reticular dermis.®

Upon presentation at our institution, the patient’s diagnosis was definitively confirmed through clinical evaluation,
dermoscopy, histopathology, and elastic tissue staining. In clinical practice, this condition must be primarily differen-
tiated from pseudoxanthoma elasticum (PXE), mid-dermal elastolysis, white fibrous papulosis of the neck, and linear
focal elastosis.

Pseudoxanthoma elasticum (PXE):”* Pseudoxanthoma elasticum was the most important differential diagnosis in this
case. PXE is an inherited disorder of elastic tissue mineralization and may involve the skin, eyes, cardiovascular system,
and gastrointestinal tract. Its onset often occurs during adolescence or early adulthood, although the clinical presentation
and severity are highly heterogeneous. The onset of PXE most commonly occurs during the second decade of life,
although earlier or later presentations have been reported. Its clinical presentation and disease severity are highly
heterogeneous among affected patients. Histopathologically, PXE is characterized by fragmented and mineralized elastic
fibers, mainly in the mid-to-deep reticular dermis, with calcium-phosphate mineralization that can be demonstrated by
special stains such as von Kossa or Alizarin Red. In the present case, classic PXE was considered but was less favored
because the patient had localized cutaneous lesions, no clinical evidence of ocular, cardiovascular, gastrointestinal, or
peripheral arterial involvement, and elastic tissue staining showed fragmented and markedly reduced elastic fibers
predominantly within the papillary dermis. Nevertheless, fundoscopy, formal peripheral arterial assessment, calcification
staining, and circulating pyrophosphate measurement were not performed, which represents a limitation of this case.

Other resembling dermatoses were considered but were less compatible with the clinical and histopathological
findings. Mid-dermal elastolysis usually presents with well-demarcated wrinkled patches, perifollicular papules, or
persistent reticular erythema, with elastic fiber loss mainly located in the mid-dermis.”'® These features were absent
in our patient, whose elastic fiber changes were predominantly confined to the papillary dermis. White fibrous papulosis
of the neck was also unlikely because the lesions were yellowish rather than white, and histopathology did not show
prominent papillary dermal fibrosis or thickened collagen bundles.'""'* Linear focal elastosis was excluded because the
patient did not present with linear yellow striae on the trunk or back, and histology showed reduced and fragmented
elastic fibers rather than an accumulation of elongated elastic fibers.'*'*

There is currently no established effective treatment for this condition. Disease management relies primarily on
clinical observation. Because the patient was completely asymptomatic aside from the aesthetic impact of the papules,
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our intervention was limited to advising strict photoprotection. We strongly emphasized the use of physical barriers to
prevent ultraviolet radiation from potentially extending the affected area. The patient declined experimental therapies.
After one year of follow-up, her lesions have remained entirely stable, exhibiting neither expansion nor signs of
spontaneous regression.

Conclusion

This case describes PXE-PDE in a relatively young patient with a 30-year disease duration, suggesting a possible early-
onset and long-standing clinical course. Although PXE-PDE has been reported previously, this presentation may broaden
its recognized clinical spectrum and reminds clinicians that PXE-PDE-like lesions are not restricted to elderly patients.
Diagnosis should rely on clinicopathological correlation, especially elastic tissue staining showing fragmentation and
marked reduction of elastic fibers in the papillary dermis. Since no established curative treatment is available, observa-
tion and photoprotection remain reasonable management options for asymptomatic cases. The empirical topical regimen
was discussed only as an anti-inflammatory option, and the patient ultimately declined pharmacological treatment.
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