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A 65-year-old woman with an unremarkable medical 
history was referred to our department with a 2-year 
history of multiple pruritic lesions on the lateral and 
posterior parts of her neck. She denied any history of 
preceding trauma or prolonged sun exposure at the 
affected sites. None of her family members had similar 
skin lesions. She had no history of renal disease 
or intake of drugs like D-penicillamine. Physical 
examination revealed multiple, yellowish-white, 
2 mm, non-follicular papules coalescing to form 
cobblestone-like plaques on her neck [Figure 1]. No 
other sites were involved. A representative lesion was 
biopsied and no histological abnormalities were found 
with routine hematoxilyn-eosin staining [Figure 2]. 
Special staining with acid orcein demonstrated loss of 
elastic tissue in the papillary dermis and an anomalous 
distribution and morphology of elastic fibers in the 
reticular dermis [Figure 3]. Blood tests, cardiovascular 
and ophthalmological examinations were completely 
normal.
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Figure 1: Multiple yellowish-white non-follicular papules forming 
cobblestone-like plaques on the neck

Figure 2: Panoramic view showing apparently normal skin 
(H and E ×20)

Figure 3: Orcein stain reveals loss of elastic tissue in the papillary 
dermis with an anomalous distribution and morphology of elastic 
fi bers in the reticular dermis (×400)
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ANSWERANSWER

Pseudoxanthoma elasticum-like papillary dermal 
elastolysis.

DISCUSSIONDISCUSSION

Pseudoxanthoma elasticum-like papillary dermal 
elastolysis was first described in 1992 by Rongioletti 
and Rebora.[1] It is a rare, acquired elastic tissue 
disorder that normally affects adult or elderly 
women and is characterized by multiple, tiny, 
flesh-colored or yellowish, non-follicular papules 
coalescing to form cobblestone-like plaques 
resembling pseudoxanthoma elasticum. Distribution 
is usually symmetrical and may involve the posterior 
and lateral aspects of the neck, axillae, flexor 
forearms, lower abdomen and inframammary folds. 
Pruritus maybe an associated symptom.[2] Unlike 
pseudoxanthoma elasticum, pseudoxanthoma 
elasticum-like papillary dermal elastolysis is not 
associated with any systemic manifestations. 
Histopathological findings on hematoxylin-eosin 
staining are non-specific and elastic tissue stains 
reveal a band-like area of elastolysis along the 
papillary dermis. Melanophages may be present 
in the same zone.[3] Some authors have postulated 
that the clinical appearance of lesions is due to the 
herniation of dermis through areas where elastic 
fibers are reduced or absent whereas others believe 
that the lesions are secondary to elastotic changes, 
rather than the elastolytic process.[4]

The factors that influence the causation of 
pseudoxanthoma elasticum-like papillary dermal 
elastolysis remain unclear. Different theories have 
been proposed such as ultraviolet radiation damage, 
intrinsic aging, genetic or inheritable factors and 
defective elastogenesis.[4]

Differential diagnosis of pseudoxanthoma 
elasticum-like papillary dermal elastolysis should 
include other cutaneous disorders of elastic tissue. 
History of renal disease and D-penicillamine 
intake has to be specifically ruled out, as this drug 
interferes with desmosine cross-linking of elastin. 
The other clinical differential diagnoses would be 
pseudoxantoma elasticum, white fibrous papulosis 
of the neck, late-onset focal dermal elastosis and 
elastoderma. Moreover, from a histopathologic point 

of view, mid-dermal elastolysis and upper dermal 
elastolysis should also be considered.

Pseudoxanthoma elasticum is an inherited disorder of 
elastic fibres which appears at a younger age and is 
characterized by the fragmentation and calcification 
of elastic fibers with associaed systemic symptoms, 
especially, ocular and cardiovascular manifestations. 
White fibrous papulosis of the neck presents clinically 
as white non-confluent papules on the neck and 
histologically with focal thickening of collagen 
bundles in the upper dermis. Late-onset focal dermal 
elastolysis is a rare disorder, clinically similar to 
pseudoxanthoma elasticum, but characterized by the 
presence of increased normal-appearing elastic tissue 
in the mid-dermis and reticular dermis. Elastoderma 
is an uncommon acquired disorder which presents 
with increased laxity and loss of recoil of the affected 
skin. Unlike other elastolytic disorders that produce 
increased skin laxity, elastoderma is characterized 
by an accumulation of elastin without calcification. 
Upper dermal elastolysis is characterized by a papular 
eruption on the neck, shoulders, upper part of the 
chest and back with selective loss of elastic tissue in 
the upper dermis. Mid-dermal elastolysis typically 
presents with patches and plaques of finely wrinkled 
skin and focal loss of elastic tissue in the mid-reticular 
dermis.[2-4]
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