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Disseminated Giant Hyperkeratotic Porokeratosis and Treatment with Acitretin: A Case Report
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Porokeratosis (PK) is a disorder of clonal hyperproli-
feration of keratinocytes. It has several clinical mani-
festations characterised by variably sized papules or
plaques with a fine peripheral keratotic rim and central
atrophy accompanied by a histological finding of cornoid
lamella (1).

Cutaneous lesions vary in their appearance and dist-
ribution. Disseminated superficial actinic porokeratosis
(DSAP) is characterised by numerous papules and
plaques distributed over sun-exposed sites. Coexistence
of disseminated superficial and disseminated warty PK
is very rare (2).

Arecent review on DSAP found no published control-
led trials evaluating its treatment (3). The knowledge
base for treatment is derived exclusively from case
reports. To our knowledge, none of the published cases
of disseminated superficial and warty PK describe the
results of systemic treatment with acitretin.

CASE REPORT

An 86-year-old man presented to the University of
Tartu Dermatology Clinic in late 2012 with a 10-year
history of a persistent progressive eruption on his
gluteal region, thighs and legs. He was treated for
presumed verrucous warts with salicylic acid ointment
and cryotherapy without success.

He reported that the eruption first appeared on the
dorsal aspect of his foot in the form of 1-2 cm plaques.
The patient denied any pruritus. However, extensive
hyperkeratotic plaques over the ankles caused him consi-
derable discomfort. There were no similar familial cases.
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On clinical examination, the patient appeared well.
A small (not tender, freely moveable) lymph node
was palpable in the left axillar region. Cutaneous
examination revealed: (i) several plaques (4—6 cm in
diameter) with gross hypertrophic verrucous surfaces
confined to the periphery (Fig. 1A) on both legs; (i)
multiple brownish to pink annular macules with raised
peripheral ridges (2 mm to 7 cm), with an atrophic and
desquamative centre and well-demarcated keratotic and
filiform border on the extensor surfaces of the thighs,
and on the extensor surface of the patient’s right arm;
(ii7) brownish verrucous annular plaques in the gluteal
region (bilaterally).

A biopsy was taken from 2 types of lesions: one from
the margin of a delicate annular plaque on the left shin,
and one from the well-defined verrucous margin of a
lesion on the patient’s left foot. Histological examina-
tion confirmed the diagnosis of PK in both specimens
(Fig. S1"). PK has also been reported in association with
dermal amyloid deposition as a result of apoptosis of ke-
ratinocytes (5), and this was also documented in this case.

A comprehensive metabolic screening was normal.
Abdominal ultrasonography showed a left polycystic
kidney but no enlarged lymph nodes in the abdominal
or pelvic cavities. Chest radiograph was normal. Human
papilloma virus test (PCR based) from the lesions on
the foot was negative.

A complete blood count revealed marked changes in
the white blood cell count (WBC; 21.53 (normal range
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Fig. I.Clinical images of some of the skin
lesion at the time of diagnosis (A) and
after 8 weeks treatment with acitretin (B).
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3.5-8.8 E9/1) with neutropenia (13% (normal range
40-80%) and lymphocytosis (85% (normal range 20—
40%) together with an increase in the absolute lympho-
cyte count (18.41 E9/1)). The patient was referred to a
haematooncologist and was diagnosed with chronic
myeloid leukaemia (treatment was not initiated).

For the treatment of PK, acitretin (30 mg daily)
was prescribed. After 8 weeks (May 2013) marked
improvement was observed for the grossly verrucous
lesions (Fig. 1B) and treatment continued. The patient’s
symptoms resolved (he had no discomfort). At 16 weeks
follow (August 2013) up further improvement was
observed. Since then the contact with patient is lost.

DISCUSSION

Reaching a final diagnosis in a case of multiple types
of PK is somewhat arbitrary. Our patient had clinical
signs of (i) PK of Mibelli (verrucous patches in the
gluteal region); (i7) disseminated superficial actinic PK
(on the shins and forearms); (7ii) and giant hyperkera-
totic plaques on the ankles and feet. Whether the latter
(giant hyperkeratotic plaques) constitute an extension
of the disseminated superficial actinic PK (2, 4, 5) or
disseminated PK of Mibelli (6, 7) is hard to determine.

The different types of PK are differentiated solely on
clinical criteria. DSAP is the most common form of PK.
In addition, disseminated forms have also been described
for PK palmaris et plantaris (1) and PK Mibelli (6, 7).

Apart from these clinical variants, a number of morp-
hological forms — giant PK, hypertrophic verrucous, and
reticulate PK have been reported (1). Hyperkeratotic
or giant forms of PK have been described for PK of
Mibelli (6-9), disseminated superficial actinic PK (2,
4, 5), and linear PK (10).

The use of oral retinoids (etretinate, acitretin) in PK
has yielded conflicting results. Whereas good results
have been obtained in some patients (11, 12), worsening
of lesions during the treatment (13) and unusual side ef-
fects (developing digitate keratoses following treatment
with etretinate) (14) have also been reported. Intuitively,
systemic treatment has benefits over local treatment for
disseminated and/or markedly hyperkeratotic lesions.

Previous reports of the coexistence of different forms
of PK (disseminated PK, DSAP, PK of Mibelli) and
haematological malignancies have described PK emer-
ging after treatment for haematological malignancy. To
our knowledge there is a scarcity of case reports on PK
emerging before the diagnosis and treatment of haema-
tological malignancy. However, it has been speculated
that immunosuppression associated with malignancy
and chemotherapy may exacerbate or initiate the de-
velopment of PK in patients predisposed to alterations
in cutaneous growth dynamics (15).
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In conclusion, coexistence of 2 or more variants of PK
in a single patient can occur and whether the different
morphological forms of PK (giant, hypertrophic verru-
cous) consist different forms of PK or a variation on the
clinical spectrum of disease warrants further research.
Evidence for the treatment of PK is equivocal. Based
on our experience in this case, systemic treatment with
acitretin (especially for the disseminated warty forms
of PK) should be considered as an option.
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