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Introduction
A 22-year-old Sri Lankan male presented to the National Hospital of Sri Lanka, with a six-year history of painful large
joints involving bilateral knees, ankles and wrists. Examination revealed a young male with a normal physique and
intelligence. He had grade IV clubbing with swollen ankle and knee joints with effusions (Figure 1). He had a coarse facial
appearance due to hypertrophic scars caused by severe acne. There were thick oily skin and pronounced folds on his
forehead, which is also known as cutis verticis gyrate (Figure 2). These features appeared gradually and were progressive.
He also had seborrheic dermatitis on his chest. Mucosal and cutaneous examination of the rest of the body was normal.
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Figure 1. a) Swollen knee joints, b) Swollen ankle joints and toe clubbing, c), d) Finger clubbing.
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Figure 4. Widened ends of tibia and fibula
with marginal erosions and joint effusion.

Figure 2. Acne and cutis verticis gyrate.

His laboratory investigations were normal. Plain x rays
of long bones revealed a periosteal reaction with
subperiosteal bone formation in the diaphysis (Figure 3).
There was widening of the distal end of tibia and fibula at
the ankle joints with marginal erosions and joint effusion
(Figure 4).
The constellation of pachydermia, clubbing, and
periosteal reaction in the long bones suggests a clinical
diagnosis of hypertrophic osteoarthropathy (HOA) [1]. A
search for an underlying heart, lung, liver, and intestinal
disease to account for secondary HOA was negative. After
ruling out the secondary causes of HOA, based on the
clinico-radiological correlation, the diagnosis of the
complete form of primary pachydermoperiostosis (PCP)
was established.

He was commenced on non-steroidal anti-inflammatory drugs, low dose steroids, and colchicine for
arthropathy. Acne and pachyderma were treated with
retinoids. The patient had a major cosmetic concern about
his cutis verticis gyrate for which he is currently receiving
botulinum toxin injection. At present, he is being followed
up regularly in the medical, plastic, and reconstructive
surgery and dermatology clinics.
PCP is a rare and important disease. The diagnosis
of PCP requires a great deal of caution owing to its rarity
and varied presentation. Practicing clinicians should be
aware of the characteristic cutaneous manifestations of
PCP and should be looked for in any patient with HOA.
The family history of PCP should be sought after
suspecting the diagnosis [2]. Although the management
of primary PCP is supportive, patients should be followed
up and monitored for complications of the disease as
well as for the subsequent development of secondary
aetiology [3,4].
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