Journal of IMAB
ISSN: 1312-773X
https://www.journal-imab-bg.org

OPEN a ACCESS
BY SA

https://doi.org/10.5272/jimab.2020263.3285

Journal of IMAB - Annual Proceeding (Scientific Papers). 2020 Jul-Sep;26(3)

Case report

POROKERATOSIS PALMARIS, PLANTARIS, ET
DISSEMINATA IN A PATIENT WITH VITILIGO AND

RHEUMATOID ARTHRITIS

Stoyan 1. Pavlov

Clinic of Dermatology and Venereology, University hospital St. Marina - Varna,

Bulgaria.

ABSTRACT

Porokeratosis is a clonal disorder of the keratiniza-
tion of the epidermis, manifested by atrophic papules or
patches, surrounded by the hyperkeratotic ridge-like bor-
der, that corresponds to cornoid lamella histologically. We
reported an association of a rare form of that distinctive
disease — Porokeratosis Palmaris et plantaris disseminate
with vitiligo in a 62-year-old female with rheumatoid ar-
thritis on immunosuppressant treatment.
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INTRODUCTION

Described by Vittorio Mibelli in 1893, porokeratosis
currently accomplished at least six clinical forms:
Dissminated superficial actinic porokeratosis (DSAP); Lin-
ear porokeratosis (LP); Porokeratosis of Mibelli (PM); Punc-
tate porokeratosis (PP); Porokeratosis palmaris et plantaris
disseminata (PPPD) and Disseminated superficial
porokeratosis (DSP). [1] These six types, as well as the other
more rare forms of porokeratosis, like dorokeratosis
ptychotropica, facial porokeratosis, giant porokeratosis,
hypertrophic verrucous porokeratosis, reticulate
porokeratosis and eruptive pruritic papular porokeratosis,
have a common histologic feature, called cornoid lamella,
a column of parakeratotic cells, that corresponds to the el-
evated circumference of the porokeratosis lesion. [2] There
is a 7% to 10% risk of malignant transformation usually
into squamous cell carcinoma, Bowen’s disease, and rarely,
to basal cell carcinoma. [1, 3, 4]

The described case, to the best of our knowledge, is
the first report in the literature of an association of rare spo-
radic form of PPPD and two autoimmune diseases (vitiligo
and rheumatoid arthritis). Thus, the role of immunity as a
mediator of the development of the porokeratosis can be
discussed.
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CASE DESCRIPTION

A 62-year female with a history of vitiligo from
adolescence is reported. Depigmented macular skin le-
sions initially appeared on the upper limbs (Fig. 1), then
were distributed to the thorax, abdomen and face, which
tend to recover spontaneously after few months but reap-
peared afterwards on the approximate skin regions. The
disorder started more than 10 years ago, when multiple,
clustered, dot-like depressions, encircled by the frame of
desquamated epithelium appeared on the palms and the
feet (Fig. 2). Two years ago, round keratotic papules of
0.5 to 1 cm in size, surrounded by the well-defined and
slightly elevated peripheral rim arose on the skin of the
trunk at the area of the neckline (Fig. 4), on the perium-
bilical abdomen (Fig. 3), as well as on the arms. Similar
skin manifestations were not found in her relatives. His-
topathology of the specimen biopsied from the hyperk-
eratotic lesion of patient’s arm established acanthosis and
hyperkeratosis with parakeratotic cornoid lamella in the
epidermis, and focal mononuclear infiltrate and marked
solar elastosis in the dermis. Therefore, the report is con-
clusive to porokeratosis (Fig. 5).

Fig. 1. Depigmented macular skin lesions.
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Fig. 2. Dot-like depressions, encircled by the frame
of desquamated epithelium appeared on the palms.

Fig. 3. Keratotic papules surrounded by slightly el-
evated peripheralrim.

Fig. 4. Keratotic papulesat the area of the neckline.
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Fig. 5. Parakeratotic cornoid lamella in the epider-
mis, H&Ex40.

The patient’s medical history is positive for seron-
egative Rheumatoid arthritis with multiple locations, II-
stage with a 20-year duration and treatment with Methyl-
prednisolone (mean dose of 8 mg per day) and intermit-
tent administration of Resochin (250 mg, two times per
day). The laboratory tests — blood count and biochemis-
try (AST, ALT, GGT, urea, creatinine and glucose) were
normal. The microscopic investigation and the fungal cul-
ture were negative, as well as the serology for syphilis
(VDRL and TPHA). The patient was referred for annual
medical examinations by a dermatologist due to the avail-
able risk of malignant transformation of the lesions. In
addition, photoprotection and cosmetic makeup were rec-
ommended for sun-exposed areas of the body affected by
vitiligo.

DISCUSSION

In 1971, Stephen Guss described PPPD, as a distinc-
tive form of the porokeratosis in 9 persons of 4 genera-
tions of the family, in which a consecutive involvement
of the palms, feet and trunk was reported, including sur-
faces not exposed to ultraviolet radiation.[5] Afterwards,
PPPD was assessed not only in patients with a familial,
autosomal-dominant inheritance pattern but also as iso-
lated cases, similar to our subject, probably due to a spo-
radic mutation. [6, 7]

Cause for development of the genetic defect in the
keratinization, leading to the formation of the parakera-
totic cells in the epidermis and the cornoid lamella is con-
sidered to be a mutagenic effect of the UV-light, that is
manifested in the Disseminated superficial actinic
porokeratosis (DSAP). Other predisposing factors are an
immune suppression (in leukemia, human immunodefi-
ciency virus infection, advanced liver diseases and organ
transplantation), the pro-inflammatory state found in dia-
betes mellitus, Crohn disease, ulcerative colitis, dermato-
myositis and rheumatoid arthritis and some medications.
(3, 8]

Similar to DSAP, characteristic for PPPD is the es-
tablishment of numerous disseminated lesions, but in
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contrast to DSAP, PPPD is not limited to sun-exposed ar-
eas, and the involvement of palms and feet is manda-
tory.[9-12]

Interestingly, in our reported case, part of the le-
sions was located strictly in the areas of solar insolation,
like the neck, arms and shoulders at the same regions af-
fecting by vitiligo. On the other hand, we found conflu-
ent porokeratosis lesions of the umbilical skin, that is
never exposed to UV-radiation. Therefore, we can suggest
that iatrogenic immunosuppression and pro-inflammatory
cytokine status, related to the long-standing rheumatoid
arthritis are predisposing factors for porokeratosis exten-
sion to the non-sun-exposed surfaces. The assessed in-

volvement of porokeratosis outside the regions of vi-
tiligo, where extensive actinic-induced degenerative proc-
esses are suggested, confirm the concept that other fac-
tors, such as genetic, inflammatory and drug-induced in-
jury can cause porokeratosis. [1, 2]

CONCLUSION

The reported clinical case is a manifestation of the
rare PPPD, started on the skin of the thorax and the abdo-
men at the periumbilical region that is distributed in con-
sequence to the palms, feet and to the extremities predomi-
nately in the areas, engaged by vitiligo.
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