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Porokeratotic eccrine ostial and dermal duct nevus

Deeptara Pathak, Raj Kubba, Asha Kubba

INTRODUCTION

Porokeratotic eccrine ostial and dermal duct nevus 
(PEODDN) is a rare variant of porokeratosis which is 
a disorder of keratinization and clinically presents as 
asymptomatic localized area of plugged pits in a linear 
distribution on palm and soles or a generalized form 
having characteristic histological feature of cornoid 
lamella, which is a thin column of parakeratotic cells 
with an absent or decreased underlying granular layer 
and dyskeratotic cells that involve the acrosyringia.[1]

CASE REPORT

A 20-year-old male presented with asymptomatic 
keratotic papules and plaques on right palm and right 
sole since 1 year of age. There was no family history of 
a similar condition.

Clinical examination showed gross morphologic 

features of keratotic papules (some discrete whilst 
others coalescing to form plaques in a linear 
configuration), distributed over right palm, extending 
from wrist area to thenar eminence and the palmar 
aspect of thumb and index finger. Few pits which had 
keratinous, comedo like plugs were seen in between 
the papules. Similar lesions were found on the right 
sole, extending from heel to medial aspect of foot as 
shown in Figures 1 and 2. Our clinical differential 
diagnosis was blaschkoid porokeratotic and linear 
verrucous epidermal nevus (VEN). General physical 
examination showed no abnormality. Patient was 
advised punch biopsy. The histopathological features 
were characteristic of PEODDN [Figure 3], showing 
orthokeratosis, and parakeratotic column filling a deep 
cup shaped invagination in the epidermis. Epidermis 
at the base of column showed loss of granular cells 
replaced by cluster of dyskeratotic cells. An eccrine 
duct was seen at the base of invagination consistent 
with acrosyringeal origin. Patient was referred for 
ablative laser surgery.

DISCUSSION

PEODDN was initially coined by Marsden et al, as 
comedo nevus of palm and showed keratotic plugs 
occluding the eccrine ostia by scanning electron 
microscopy. It was later redefined by Abell and 
Reed in 1980.[1] There are also other synonyms used 
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to describe PEODDN, such as linear eccrine nevus 
with comedons, palmar and plantar pseudocomedo 
porokeratotic sweat nevus, and porokeratotic eecrine 
ostial and hair follicle nevus.[2] The cause is still 
unknown. Earlier, it was hypothetized that it was an 
epidermal invagination which was widely dilated, 
keratin plugged acrosyringial duct with dermal duct 
continuing from the base.[2-4] Stoof et al,[3] proposed 
that the lack of carcinoembryonic antigen (CEA) 
expression by acrosyringial cells was due to abnormal 
development of the structure.[2] In recent years, 
immunohistochemistry with CEA staining the cuticle 
of the acrosyringium and dermal duct traversing the 
parakeratotic column but not the inner borders of 
the epidermal invagination, supports the theory that 
it represents an abnormally keratinizing epidermal 
invagination through which an acrosyryngium 

traverses.[1,5,6] Wang et al,[1] have demonstrated that 
abnormal keratinizing epidermal invagination may be 
due to increased proliferation as shown by keratin (Ki-
67) staining at the basal layer underneath the cornoid 
lamella.

PEODDN clinically presents as either multiple linear 
punctuate pits with comedo like plugs on palms and 
soles or keratotic plaques and papules that resemble 
linear VEN on other areas.[1,7] There are approximately 
45 reported cases in literature till now. Majority of the 
cases are localized to palm and soles except few which 
have involvement of other areas like trunk, buttock 
and rare widespread involvement along Blaschko’s 
lines. Presentation of PEODDN distributed along 
Blaschko’s lines may be due to genetic mosaicism as 
postulated by Cambiaghi et al.[8] PEODDN can present 
at the time of birth or early childhood or can have 
a late onset. It is mostly asymptomatic but can be 
associated with pruritus, hyperhidrosis or anhidrosis.[1] 
There are rare case reports of PEODDN associated 
with conditions like hyperthyroidism and sensory 
polyneuropathy, breast hypoplasia, Bowen disease, 
deafness and development delay, seizure disorder, 
hemiparesis, scoliosis, alopecia, onychodysplasia and 
squamous cell carcinoma.[2,4,8,9] It is unclear whether 
these associations are coincidental findings or have 
causal relationship. Coexistence of linear psoriasis 
has been reported and was hypothesized that it was 
due to somatic mutation in a rare gene which is in the 
spectrum of polygenic predisposition for psoriasis.[9]

Our case presented classically with asymptomatic 
localized involvement of right palm and sole with 

Figure 1: Keratotic papules and plaque on right palm wrist area, 
thenar eminence, palmar aspect of thumb and index finger in a 
linear pattern. Few pits are seen in between the papules

Figure 3: Punch biopsy from palm shows cornoid lamella with 
underlying eccrine duct (arrow) (H and E, ×100)

Figure 2: Keratotic papules and plaque with few pits having 
comedo like plugs on right sole extending from heel to medial 
aspect of foot
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keratotic papules and plaques with few pits having 
in between comedo like plugs in a linear fashion 
without any association. Histopathology is diagnostic 
of PEODDN which shows epidermal invaginations 
containing cornoid lamella that involves the 
eccrine ducts. Our case also showed characteristic 
histopathological features of PEODDN. There are 
reports in literature where the cornoid lamella involves 
eccrine ducts and hair follicles.[1,4,10] Differential 
diagnosis includes linear VEN, inflammatory linear 
VEN, linear porokeratosis, linear psoriasis, punctuate 
keratoderma and nevus comedonicus. All the above 
diseases lack the characteristic histological feature of 
cornoid lamella involving eccrine duct. The lesions 
may persist or may become more hyperkeratosis or 
may involute with time.

There are very few options available regarding 
treatment, mentioned in the literature. Surgical 
excision is an option for small and localized lesions in 
appropriate anatomical location. CO2 laser was found 
to be effective in a few cases. Ultrapulse CO2 laser 
has a much better cosmetic outcome in comparison 
to surgical excision and conventional CO2 laser, with 
minimal hypopigmentation and scaring. Topicals 
like keratolytics, retinoids, steroids, calcipotrial, and 
anthralin were found to be ineffective. Other modalities 
like phototherapy, cryotherapy, and electrocautery 
were found to have poor outcome.[3,6,7,9,10]

It is a rare disease in India and only one case report 
has been reported till date.[11] Biopsy is essential to 
make diagnosis and there is a need to identify new 
treatment options and to improve the existing options 
to do justice to this cosmetically disfiguring condition 
with psychological impact.
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