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Case Presentation
White fibrous papulosis of the neck
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Abstract

We present a 76-year old woman with a five-year history of asymptomatic, white papules that were grouped on the lateral and
posterior aspects of the neck, inferior axillae, and central mid-back. The histopathologic findings showed thickened collagen
bundles. A diagnosis of white fibrous papulosis of the neck was made, which is believed to be a manifestation of intrinsic aging.
There are no treatments for white fibrous papulosis of the neck. One hypothesized approach is the application of a topical anti-
oxidant to reduce free-radical induced aging.




Case synopsis

History: A 76-year old woman presented to the Skin and Cancer Unit with a five-year history of asymptomatic papules. She first
noted the papules on the lateral aspects of her neck. She reported gradual spread to the posterior aspect of the neck over the next
two years. She sought care with a dermatologist, who suspected a diagnosis of pseudoxanthoma elasticum. A punch biopsy was
obtained. The patient received a possible diagnosis of scleromyxedema. She reported to our department for evaluation.

Past medical history was not contributory. Her current medications include a multivitamin. She denied a smoking history. She
denied any family members with similar skin findings.

Two punch biopsies from the posterior neck and the left inferior axilla were obtained.

Physical examination: Multiple, 3-mm, white, round papules were located at the base of the posterior aspect and on the lateral
aspect of the neck. There were similar papules grouped below the axillae and on the central position of the mid-back.

Laboratory data: A complete blood count, complete metabolic panel, serum protein electrophoresis, and urine protein
electrophoresis were normal. Anti-nuclear antibodies; anti-topoisomerase, anti-Smith , anti-small nuclear ribonucleoproteins,
anti-Ro/SSA, anti-La/SSB, anti-aminoacyl-tRNA synthetase, anti-centromere, anti-thyroglobulin, and anti-thyroid peroxidase
antibodies; and rheumatoid factor were negative. The serum angiotensin-converting-enzyme level was normal.

Histopathology: There are slightly thickened, haphazardly-oriented, collagen bundles within the dermis. A colloidal iron stain
fails to show increased connective-tissue mucin.

Discussion

Diagnosis: White fibrous papulosis of the neck

White fibrous papulosis of the neck (WFPN) was first described in 16 patients in 1985 [1]. In a subsequent case series, 32 cases of
asymptomatic, white papules mainly around the neck of elderly Japanese patients were clinically, histopathologically, and
ultrastructually examined [2]. The papules were described as approximately two-to-three millimeters in diameter, round-to-oval,
clearly-marginated, and unrelated to the hair follicles [1-2]. The histopathologic features showed thick collagen bundles in the
papillary to mid-dermis. Ultrastructurally, variations in the diameters of collagen fibrils within the lesions were reported when
compared to perilesional normal skin [2]. This entity has since been described in patients of different ethnic backgrounds, which
included Iranian, Saudi Arabian, Chinese, Korean, South American, Sicilian, and European patients [3-9].

WHFPN is a rare condition that has been reported in both men and women older than 40 years of age at the time of presentation
[10]. The etiologic factor has been attributed to intrinsic cutaneous aging as well as to ultraviolet radiation exposure [1-10,12-14].
Dermoscopy of the lesions shows clearly circumscribed, homogenous, white areas, which include dotted or short, thin vessels
without follicular involvement [12]. The differential diagnosis includes dermatofibromas, acrochordons, anetoderma,
trichodiscoma, connective-tissue nevi, eruptive vellus-hair cysts, milia, eruptive xanthomas, dermatofibrosis lenticularis
disseminata, molluscum contagiosum, and pseudoxanthoma elasticum (PXE) [1,6,9,12]. Of great importance in the differential
diagnosis is PXE because of its systemic involvement. PXE causes calcification of the elastic fibers in the skin, retina (angioid
streaks), and cardiovascular system, which leads to serious complications. However, PXE is a rare genetic condition that is
caused by a mutation in the ABC6 gene and usually develops during childhood [14].

Pseudoxanthoma-like elasticum papillary dermal elastolysis (PXE-PDE), which is a second age-related fibroelastolytic syndrome,
was described in 1989. Patients are typically elderly women who present with yellow papules that often coalesce to form
cobblestone plaques that predominantly involve the neck, supraclavicular regions, and flexural areas [13-14]. The absence or loss
of elastic fibers in the papillary dermis and the absence of calcifications or fragmentation of the elastic fibers are characteristic of
PXE-PDE. Similar to WFPN, this entity also has been associated with intrinsic aging [12-14]. As a result, the name
fibroelastolytic papulosis of the neck (FEPN) was proposed in 1997 to include both WFPN and PXE-PDE [6].

Although FEPN has been proposed to include both WFPN and PXE-PDE, there are additional elastolytic disorders that should be
noted. These include mid-dermal elastolysis (MDE), linear focal elastolysis (LFE), and papillary dermal elastolysis (PDE) [14].
MDE is a rare condition that is induced or aggravated by ultraviolet light exposure and presents with clinical features of fine
wrinkles on the trunk, lateral neck, and upper extremities [14]. In MDE, there is loss of elastic fibers in the mid-dermis whereas
the elastic tissue of the papillary and deep dermis are unaffected [14]. LFE is another uncommon condition that presents as
asymptomatic palpable yellow striae-like bands across the lower back of elderly men [14]. Histopathologic features include



increased, clumped, and fragmented elastic fibers in the mid and deep dermis, which are separated by normal collagen [14].
Papillary dermal elastolysis is characterized by the presence of focal clumps of elastic fibers that alternate with areas that lack
oxytalan and eulanin fibers in the papillary dermis [15].

WHFPN is described as an age-related dermatosis. Although there is no natural regression of this condition, there are no treatments.
One hypothesized approach is the application of a topical anti-oxidant to reduce free-radical induced aging [10].
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