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A b8-year-old woman with linear porokeratosis
involving the right hand and arm had distal digital
narrowing and nail dystrophy with radiographic
changes. Whereas isolated cases of bone resorp-
tion and flexion deformities with porokeratosis of
Mibelli are known to occur, fo our knewledge,
bony abnormalities in association with linear
porokeratosis have not been reported.

orokeratosis is a disorder of keratinization first

described by Mibelli! as one or more slowly

progressing hyperkeratotic plaques with promi-
nent peripheral ridging and central atrophy. Five
variants are recognized: porokeratosis of Mibelli;
disseminated superficial actinic porokeratosis; poro-
keratosis palmaris, plantaris et disseminata (PPPD);
punctate porokeratosis; and linear porokeratosis.!
These may represent different phenotypic expres-
sions of a common genetic defect—the peripheral
expansion of a mutant clone of epidermal cells.?
Porokeratosis of Mibelli, disseminated superficial
actinic porokerarosis, and PPPD have autosomal
dominant inheritance.

Case Report

A 58-year-old woman presented with a 20-year
history of hyperpigmentation and erythemartous fis-
suring of her right hand. Examination revealed lin-
ear erythematous plaques with central atrophy and
rolled borders on the right palm extending to the
palmar and lateral surfaces of the thumb and second
and third fingers. The second and third fingers also
demonstrated disral narrowing with nail dystrophy
and limited extension (Figures 1 and 2). Linear
hyperpigmented parches were seen on the extensor
surface of her right forearm and upper arm.
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Figure 1. Linear erythematous plaques with centra!
atrophy and raised borders.

Skin biopsy results showed a narrow column of
parakeratoric cells with underlying dermal infiltrate
{Figure 3). Radiographic examination of the hands
demonstrated rapering of the soft tissues of the right
second and third fingers with erosion of the tufts
(Figure 4). Laboratory data results indicated an
erythrocyte sedimentation rate of 33, a negative
antinuclear antibody, and negative anti-Scl-70 anti-
bodies, ribonucleoproteins, Smith, and Ro/SSA and
La/SSB antigens.

Partially effective treatments included twice-
daily 5% 3-fluorouracil solution (under occlusion
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Figure 2. Distal narrowing
and nail dystrophy with
overlying skin lesions.

Figure 3. Characteristic
narrow column of para-
keratotic cells (cornoid

lamellae)(H&E, original

magnification x4).

at night) with beramethasone valerate ointment,
tretinoin solution 0.5%, intralesional triamcin-
olone 5 mg/mL, flurandrenolide tape, and combi-
nation tretinoin cream 0.1% and 5% 5-fluorouracil
solution. The patient declined treatment with
isotretinoin, erretinate, or dermabrasion. Daily
treatments with tazarotene 0.5% gel, clobetasol
propionate ointment, and ammonium lactate 12%
lotion twice resulted in moderate plaque thinning
and no fissure recurrence. Follow-up hand films
showed no progression of bony changes.
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Comment

Linear porokeratosis usually presents at birth or in
childhood™* (late onset in adults has been infre-
quently reported’), with sporadic occurrence. Papules
or plaques with threadlike rims are distributed in a
linear fashion following Blaschko lines. Ulcerations
within lesions are rarely seen.’

Histopathology results of all variants of poroker-
atosis show the characteristic cornoid lamella, a
tightly packed column of parakeratotic cells extending
through the stratum comeum, overlying dyskeratotic




cells, and vacuolated keratinocytes. Absent granular
layer and central areas of liquefaction degeneration
with colloid body formation are seen, in addition to
upper dermal lymphocytic infiltrate.f

Porokeratoric lesions tend to increase in size and
number over time. Development of intralesional
squamous cell carcinoma, basal cell carcinoma, or
Bowen's disease is well reported in the literature.
The highest risk of malignant degeneration is in
large, long-standing, or linear lesions.” [t has been
suggested thar allelic loss in linear porokeratosis
may explain the higher susceptibility to malig-
nancy.” Overexpression of the tumor suppressor
gene p33 has been shown in linear porokeratosis, as
well as in its variants.”

Treatment of porokeratosis with rtopical agents
such as kerarolytics, 3-fluorouracil, corticosteroids,
retinoids, and calcipotriol has had variable success.'®!!
Oral retinoid therapy has led to improvement
(with relapse on discontinuation) and worsening of
disease.'*"’ Surgical modalities such as curettage,
excision, cryotherapy, and electrodesiccation have
been utilized with recurrence after superficial proce-
Successful use of carbon dioxide laser™* and
dermabrasion'?'® without recurrence of the disease
or scarring has been reported.

Facial involvement in porokeratosis is rare. A
report was made by Rahbari et al'” of 2 patients with
facial porokeratosis of Mibelli with extensive
destructive changes. Bhutani et al'® described a
patient with porokeratosis of Mibelli and PPPD
who was noted to have bony resorption of the tips
of the fingers and toes, flexion deformities of the

dures.'*

_inear Porokeratosis

Figure 4. Tapering of soft
tissues of right second and
third fingers with tuft erosion.

interphalangeal joints, and nail dystrophy. A simi-
lar loss of hand distal phalanges in addition to flex-
ion deformities has been reported in a patient with
extensive (approximately 100 lesions) bilateral
symmetric porokeratosis of Mibelli.'* Ramesh et al*®
reported pseudoainhum of the toes associated with
porokeratosis of Mibelli. A patient with generalized
distribution of porokeratosis following Blaschko
lines (generalized linear porokeratosis) had syn-
dacryly of the right second and third toes underly-
ing skin lesions.”” To our knowledge, bony
abnormaliries in association with localized linear
porokeratosis, as seen in this patient, have not been
previously reported.
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