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ABSTRACT

Porokeratotic eccrine ostial and dermal duct nevus (PEODDN) is a rare nevoid condition characterized by
asymptomatic grouped keratotic papules and plaques with a linear pattern on the extremities, having distinct
porokeratotic histopathological features. The lesions usually present at birth or in childhood. We present here
a case of late-onset PEODDN in a 23-year-old man who had lesions on the palm, forearm, arm and the chest
along the lines of Blaschko, strictly localized to the left side of the body.
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Porokeratotic eccrine ostial and dermal ductal
nevus (PEODDN) s a rare benign nevoid disorder
characterized by porokeratotic histopathologic
features. Believed to be an eccrine hamartoma,
this disorder of keratinization usually presents at
birth or during childhood with multiple punctate
or keratotic papules localized to the extremities.
The lesions usually display linear distribution
along the Blaschko’s lines.!"! Involvement of the
palms and soles is characteristic, and lesions
are often systematized.?? Lesions are usually
persistent and grow as the patient grows up.®
Not more than 50 cases of this disorder have
been reported in the English literature (PubMed
search) till date. We report a case of adult-onset
widespread unilateral PEODDN along the lines
of Blaschko for its rarity.

A 23-year-old otherwise-healthy young man
presented with multiple elevated skin lesions on
his left upper extremity and upper chest for five
years. Lesions initially appeared on the left palm
as multiple horny elevations and subsequently
developed over the entire left upper extremity
and left side of the chest in a linear fashion.
The condition was stable for three years. The
lesions were accompanied by mild itching. Past
and family medical history were unremarkable.
The patient had consulted several physicians
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and applied various topical medications without
any benefit.

Clinical examination revealed skin-colored to
brownish, discrete, verrucous papules, nodules,
and plaques in a linear configuration following
Blaschko’s lines distributed over the left forearm,
arm, and the left side of the upper chest strictly
respecting the midline [Figures 1 and 2]. There
were depigmented macules and scars along the
lateral border of the forearm, reportedly owing to
burns sustained a few months previously. There
were multiple small keratotic and pitted papules
linearly arranged along the medial border and
central part of the palm [Figure 3]. A few of the
palmar lesions had coalesced to form plaques.
Apart from these keratotic papules, numerous
punctate pits were also visualized over the palm.
The rest of the mucocutaneous and systemic
examination was within normal limits. Routine
laboratory tests, serum chemistry panel and
human immunodeficiency virus serology were
normal.

We considered linear lichen planus, nevus
comedonicus and PEODDN as differentials
and skin biopsy specimens were obtained.
Histopathology showed hyperkeratosis,
acanthosis and papillomatosis and no dermal
infiltrate. Cornoid lamella-like columns of
parakeratosis were seen invaginating the
epidermis. Granular layer were absent beneath
these columns [Figures 4 and 5]. Dilated
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Figure 1: Verrucous papules and nodules on the upper extremity and
upper chest along the lines of Blaschko

Figure 3: Punctate pits and pitted papules, linearly arranged on the
central portion and lateral border of the left palm

Figure 5: Multiple cornoid lamella-like keratotic invaginations of the
epidermis (H and E, x50)
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Figure 2: Close-up view showing papulonodular lesions along the
Blaschko’s lines on the chest and upper arm

B 1 B S
Figure 4: Broad parakeratotic column occupying an epidermal
invagination beneath which the granular layer is absent (H and E, x100)

acrosyringia were however not visualized in the sections
examined. The absence of interface dermatitis ruled out lichen
planus. Nevus comedonicus was excluded by the absence of
grouped undeveloped hair follicles filled with cornified debris
devoid of hair shafts. Linear porokeratosis was not included in
the differentials as the patient did not have the characteristic
plaques with furrowed borders. Based on the distinct clinical
findings corroborated by the histology, the case was diagnosed
as PEODDN and the patient was referred for ablative laser
therapy.

Porokeratotic eccrine ostial and dermal duct nevus was first
described by Marsden et al. in 1979 as “comedo nevus of
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the palm.”™ The condition owes its present name to Abell
and Read who described a linear nevus located on foot in
1980.%! The pathogenesis of the disease is unclear. Studies
point toward genetic mosaicism and a possible eccrine or
circumscribed epidermal abnormality of keratinization as
the putative pathomechanism of the entity.®®! Recent findings
indicate that PEODDN may be a mosaic form of keratitis
ichthyosis deafness (KID) syndrome and is caused by
somatic mutation in GJB2 encoding a gap junction protein
connexin-26."

The lesions are commonly present at birth or in childhood,
although cases of adult-onset PEODDN have been described.
A review of the literature by Valks et al. however showed
that the frequency of late onset disease may be as high as
26%.® Gender distribution is nearly equal. The lesions are
asymptomatic or mildly pruritic and predominantly occur on
the palms and soles as linear punctate pits or pitted papules.
Elsewhere, they consist of multiple verrucous, keratotic,
brown to flesh-colored papules often coalescing into linear
plagues. The lesions follow the Blaschko lines and may
be systematized.?? Several case reports have described
PEODDN associated with conditions such as hyperthyroidism
and sensory polyneuropathy, breast hypoplasia, Bowen
disease, deafness and development delay, seizure disorder,
hemiparesis, scoliosis, alopecia, onychodysplasia, and
squamous cell carcinoma.®

Depending on the morphology, extent and patterns of
involvement, the clinical differentials of PEODDN may include
nevus comedonicus, linear verrucous epidermal nevus,
inflammatory linear verrucous epidermal nevus (ILVEN),
linear psoriasis, linear porokeratosis, dilated pore nevus,
linear lichen planus, punctate palmoplantar keratoderma, and
punctate porokeratosis. The condition can be differentiated
from ILVEN by the absence of extremely pruritic bands of
eczematous or psoriasiform lesions and the presence of pitted
papules and punctate pits on palms and/or soles. Histological
features, however, can discriminate the clinical differentials.
Characteristic histopathological features of PEODDN include
orthokeratosis, and a column of parakeratosis occupying
an invagination of the epidermis, which, at the base of the
column shows loss of granular cells.®! Dilated acrosyringia
at the base of the invaginations point to an eccrine origin.
However, demonstration of an anatomic relationship between
the porokeratotic columns and the underlying acrosyringeal
duct may be barely visible.®! There may be histologic
involvement of acrotrichia and based on the observation
of overlapping histologic features, the name “porokeratotic
adnexal ostial nevus” was proposed to incorporate PEODDN
and porokeratotic eccrine and hair follicle nevus.™
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The course of PEODDN is usually stationary or sometimes
progressive. Long term involution of the lesions has been
observed rarely.l'™ The lesions are benign and no malignant
transformation had been reported. Treatment of PEODDN
is generally unsatisfactory. Small and localized lesions may
be surgically excised. There was little success with topical
corticosteroids, tar, psoralen ultraviolet A, ultraviolet B,
anthralin, keratolytics, and retinoids in our patient. Good results
with laser therapy, in the form of ultrapulse CO, laser and
combined erbium/CO, laser have been reported.®

We have reported a case of widespread PEODDN along the
lines of Blaschko for the rarity of the condition. The notable
features of our case were: Adult onset, presence of nodular
lesions, and truncal involvement. This entity should be taken
into consideration in the differential diagnosis of linear keratotic
eruptions.
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