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A 41-year-old woman presented with brown hyperkeratotic plaques in a blaschkoid distribution on the left side
of her body, including face, neck, torso, arm, hand, leg, and foot (Fig 1). There was a sharp line of delineation in
the midabdomen between normal and pathologic skin. The patient reported having these lesions since the age
of 1 year. She noted difficulty healing and also noted that upon injury to the lesion, wounds would heal thicker,
rougher, and darker. She denied family history of skin disease. A biopsy specimen of the left arm was obtained
and stained with hematoxylin-eosin (Fig 2).
Question 1: What is your diagnosis?

A. Lichen planus (LP)

B. Incontinentia pigmenti

C. Linear epidermal nevus

D. Linear porokeratosis with dysplasia

E. Darier disease

Answers:

A. LP e Incorrect. LP typically has deeper purple,
polygonal papules with fine white lines and char-
acteristic Wickham striae. LP most commonly occurs
on the limbs and dorsal aspects of the trunk, with
nails and mucous membranes commonly involved.1

B. Incontinentia pigmenti e Incorrect. Inconti-
nentia pigmenti usually occurs in female infants
with a staged presentation progressing in order
from vesicular, verrucous, hyperpigmented, and
hypopigmented and atrophic blaschkoid lesions.
Abnormalities can also be seen in teeth, hair, and
nails. One-third of patients have ocular and neuro-
logic abnormalities.2

C. Linear epidermal nevus e Incorrect. Linear
epidermal nevi are benign hamartomatous growths
of epidermal cells that typically occur at birth.
Lesions are described as brown- to skin-colored
plaques, and patches can be Blaschkoid and often
have a midline distribution.3

D. Linear porokeratosis with dysplasia e Correct.
Porokeratosis results from abnormal keratinization
and presents in numerous phenotypes, such as
disseminated superficial actinic porokeratosis of
Mibelli, or punctate. Linear porokeratosis accounts
for 3.5% to 15% of all cases of pororkeratosis. With a
slight female predominance, linear porokeratosis
normally presents at early childhood as an eruption
following the lines of Blaschko.4

E. Darier disease e Incorrect. Darier disease pre-
sents as skin-colored papules in a seborrheic
distribution normally on the face and chest with
lesions typically having a rough texture resembling
sandpaper.5

Question 2: What is the pathognomonic histo-
logic finding of porokeratosis?

A. Jagged saw tooth acanthosis

B. Cornoid lamella

C. Abundant melanophages

D. Papillomatosis and hyperkeratosis

E. Corp grains

Answers:

A. Jagged saw tooth acanthosis e Incorrect. Jag-
ged sawtooth acanthosis is a feature of LP.1

B. Cornoid lamella e Correct. Classic histology
for porokeratosis shows a coronoid lamella at a
458 angle, hyperkeratosis, and either atrophy or
acanthosis of the central lesion.4 However, in
longstanding porokeratosis, the classic cornoid
lamella can be difficult to identify. This patient’s
histology showed moderate-to-severe cytologic
atypia of keratinocytes, present through most of
the epidermis. The illustrative biopsy is that of
squamous cell carcinoma (SCC) in situ on a
background of long-standing linear porokeratosis
(Fig 2). Of note, this patient had numerous SCCs
that were treated with topical 5-fluorouracil and
electrocurettage and desiccation. Probability of
malignant transformation ranges from 7.5% to
19% in long-term follow up—the larger and
longer the lesion, the greater the risk of malignant
transformation.4

C. Abundant melanophages e Incorrect. Abun-
dant melanophages are seen in incontinentia
pigmenti.2

D. Papillomatosis and hyperkeratosis e Incorrect.
Epidermal nevi are characterized by hyperkeratosis,
acanthosis, and papillomatosis.3
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E. Corp grains e Incorrect. Dariers disease is
characterized by corp grains and ronds, dyskeratotic
cells with elongated pyknotic nuclei, and acantho-
lytic cells in lacunae, respectively.5

Question 3: The patient noted difficulty healing
and that upon injury to the lesion, wounds
would heal thicker, rougher, and darker. What
is the significance of this statement?

A. Postinflammatory hyperpigmentation

B. Koebner phenomenon

C. Keloid formation

D. Scar formation

E. SCC

Answers:

A. Postinflammatory hyperpigmentation e Incor-
rect. Common reaction of body to inflammation or
injury however does not commonly result in thicker
and rougher lesions.

B. Koebner phenomenon e Correct. The Koebner
phenomenon is defined as spreading of the lesion to
uninvolved skin through trauma, dermatoses,
or therapeutics. The patient most likely was experi-
encing spreadof her linear porokeratosis after trauma
to unaffected skin. The Koebner phenomenon has
been described inmany dermatologic disease, one of
which includes porokeratosis of Mibelli and dissem-
inated superficial actinic porokeratosis.6 No reported
cases of Koebnerization have been reported with
linear porokeratosis, but this is likely a phenomenon
as with other subtypes of porokeratosis.

C. Keloid formation e Incorrect. Keloids are over-
growth of scar tissue that exceeds the scar margins.
Keloids can heal thicker and darker but are typically
smooth and firm in nature. Our patient did not have
any history of keloid formation.

D. Scar formation e Incorrect. Scar formation is a
definite possibility, but usually scars are not initially
pigmented or rough.

E. SCC e Incorrect. SCCs are more likely to result
in those patients with linear porokeratosis; howev-
er, the description does not coincide with a typical
description of SCC. SCCs have multiple presenta-
tions but usually present as a hyperkeratotic,
erythematous papule or nodule that may ulcerate.

Abbreviations used:

LP: lichen planus
SCC: squamous cell carcinoma
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