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To the editor:

Porokeratotic eccrine and hair follicle nevus (PEHFN) is an extremely rare disorder of keratinization with eccrine and hair follicle involvement.1-3

A 7-year-old boy without any relevant medical history and with no family history of consanguinity had skin lesions located on his right forearm, right wrist, and upper right trunk. The lesions had their onset at birth as linear white plaques, and over the following 2 years, the lesions became more extensive leading to multiple hyperkeratotic plaques distributed in a linear pattern following the lines of Blaschko (Fig. 1). The patient was otherwise well, and the clinical examination was normal. A skin biopsy revealed a psoriasiform epidermal hyperplasia with cornoid lamellae overlying epidermal invaginations, with dyskeratotic keratinocytes and absent granular layer. These multiple parakeratotic foci occurred characteristically above both acrothrichia and acrosyringia (Fig. 2). There were also sparse dermal lymphocytic perivascular infiltrates with a few eosinophils.

[image: Figure 1]FIGURE 1. Multiple hyperkeratotic papules and plaques following the lines of Blaschko.



[image: Figure 2]FIGURE 2. Psoriasiform epidermal hyperplasia associated with a cornoid lamellae characteristically above both acrosyringia and acrothrichia (hematoxylin-eosin stain, original magnification ×40).



PEHFN is a rare nevus of eccrine and hair follicle components, with only 5 cases reported previously (data summarized in the Table 1).1-3 This entity, along with the porokeratotic eccrine ostial and dermal duct nevus (PEODDN), is recently considered a subvariant of the unifying term “porokeratotic adnexal ostial nevus.”3

[image: Table 1]TABLE 1. Summary of Reported Cases of PEHFN



It is a sporadic condition, and lesions are typically present mainly in full-term newborns as multiple, asymptomatic, Blaschko-linear, hyperkeratotic papules and plaques involving bilaterally the distal part of the extremities, although proximal extremities, trunk, face, and scalp can also be affected. There is only 1 isolated report of unilateral lesions located on the forearm, wrist, and palm.1 PEHFN is most likely a mosaic condition due to postzygotic somatic mutations during embryogenesis. This abnormal clone of epidermal cells may be prone to malignant degeneration, as has been documented in PEHFN.3

The differential diagnosis of PEHFN includes keratinocytic nevi, linear porokeratosis, and PEODDN. PEODDN and PEHFN are considered adnexal hamartomas with histological features of porokeratosis, and according to studies on multiple sections, both are probably variants of the same process.4-6

There is no effective treatment for PEHFN. Topical 10% urea and retinoids may be beneficial. Ultrapulsed carbon dioxide laser and simple surgical excision should be reserved for cases with limited body involvement.
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Case/Sex/Reference

Number Onset UorB Distribution Morphology Clinical Course
1P Bith B Face, neck, arms, trunk, Erythematous and atrophic Spread clinically becoming
buttocks, groin, legs, back crosions; fissures in a more hyperkeratotic with
of hands and feet, palms blaschkoid pattern fragile atrophic plaques
2/F Birth B Trunk, arms, legs, back Hyperkeratotic, whorled, linear Stable until age 32, then
of fourth finger and plaques with hypopigmented developed erythema, pruritic
nail, plantar aspect atrophic center; erythematous blisters, then ulcers, and
of feet papules and tense bullac finally SCC in lesional skin
distributed within areas of
hyperpigmentation
3/F Birth B Right arm, left hand, Rough, pink to gray-brown, Thickened over time,
left inner linear, lichenified plaques with transitioning from erythema
thigh/inguinal area peripheral rim of scale: annular to gray-brown plagues
macules with atrophic centers
4/F? Birth B Palms, soles, back of Brown, keratotic, lincar papules Increased in size
the hands, feet, accompanied by filiform proportionately as
trunk, scalp keratotic plugs and spines: patient grew
onychodystrophy and alopecia
5/F! Bith U Scalp, trunk, extremities Brown hyperkeratotic plaques Increased in size
and filiform papules in a proportionately as
linear distribution patient grew
6/M (present Birth U Right forcarm, right wrist, Hyperkeratotic, whorled, lincar Increased in size

case)

upper right trunk

plaques with hypopigmented
atrophic center

proportionately as
patient grew

B, bilateral; F, female; M, male; SCC, squamous cell carcinoma; U, unilateral
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