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A 22-year-old male presented with extensive skin folding on the forehead, severe acne and scaly
skin eruption with seborrheic distribution. No family history of similar condition or consanguinity
noted. Examination revealed cutis vertices gyrate over the forehead, seborrhoea, acne and
seborrheic dermatitis. Moreover, clubbing of his fingers and toes was noted and he had swollen
knee joints. Radiological evaluation revealed hypertrophic osteoarthropathy. Skin biopsy findings
showed sebaceous hyperplasia with thickening of the dermis with mucin deposition compatible
with pachydermoperiostosis. However no other associations were found after through
biochemical, haematological and radiological work up. primary PDP was diagnosed based on the
typical clinical and radiological findings. The patient was referred to plastic surgical clinic for
further management of cutis vertices gyrata where it was arranged Botox injections without
surgical correction-but later we discussed with them regarding the nature of the disease and offered
surgical correction for the patient. It was arranged the surgical correction instead of Botox.
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Figure 1: Skin biopsy findings showed sebaceous hyperplasia with thickening of the dermis
with mucin deposition compatible with pachydermoperiostosis.
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Figure 2: Radiological evaluation revealed hypertrophic osteoarthropathy.

It is important to arrange multidisciplinary approach for patients with uncommon diseases as this
case in order to improve the ultimate patient outcome. It was arranged the management of active
acne with oral doxycycline, topical adapalene and topical benzyl peroxide. Acne scars were
managed with subcission, TCA cross and several cycles of TCA peels. Different mode of therapy
was used as the patient was having acne scars with different morphology. Ablative laser was a
better option but patient had financial constraints. It was offered him to above available options.
Pachydermoperiostosis (PDP)is a hereditary disorder characterized by thickening of
skin(pachydermia) and new bone formation (periostosis), has autosomal dominant inheritance and
variable penetrance. Three forms of this entity have been identified: complete, incomplete, and
the forme fruste. Clinical diagnosis can be made when at least two out of following four features
are present- family history, hypertrophic skin changes, bone pain/radiographic changes, or
clubbing. Management of this entity is symptomatic. Disease progression typically ceases after 10
years but patients may leave with disabling complications. The case presented here is a complete
form of the syndrome, with most of the characteristic clinical and radiological features. Although
this syndrome has a strong association with heredity, in this case, there was no report of relatives
with similar characteristics.

Figure 3: Visible external clinical feature of Pachydermoperiostosis

Pachydermoperiostosis (PDP) or primary hypertrophic osteoarthropathy (PHO) is a rare hereditary
disease that was first described in 1868.(1) Its actual incidence is unknown,(2) but as evidenced by
the MEDLINE search, a total of 286 reported cases were found. Adolescent males are
predominantly affected, with male-to-female ratio of approximately 7:1.(3)
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Increased levels of prostaglandin E» (PGE2) resulting from defective degradation due to the
implicated gene mutations, HPGD and SLCO2A(1), appear to contribute to the pathogenesis of
PDP(4). The severity of pachydermia and associated histological changes have been correlated
with serum PGE: levels and SLCO2A(1) genotypes. PGE2 can mimic the activity of osteoblasts
and osteoclasts, which may be responsible for the acro-osteolysis and periosteal bone formation(5).
Moreover, the prolonged local vasodilatory effects of PGE2 may explain digital clubbing(6)(7).
Although it is known that one-third of PDP patients have a family history(3), the present patient
did not have relatives with suspected characteristics. A normal level of IGF-1 is strong evidence
that the patient does not have acromegaly, which is an important differential diagnosis(8).

Generally, onset of pachydermoperiosteosis is noted at the adolescent age and its long-term
persistence could create various disabilities and deformities. This situation simply directs to a state
which has a sociocultural hidden psychologic impact. Therefore, it is necessary to arrange early
detection which helps to integrate the patients into a well-organized rehabilitation care programme.
As pachydermoperiosteosis is identified as an autosomal dominant condition, providing early
genetic counselling can be considered as the most beneficial preventive strategy. As it is not
possible to revert skin and bone changes, it is essential to.
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