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Introduction:
Pachydermoperiostosis (PDP) or primary hypertrophic osteoarthropathy is a rare autosomal dominant inherited disorder which develops in childhood or teen-age and progresses slowly for 15-20 years, stabilising afterward. The common triad includes: digital clubbing,  pachydermia (thickening of the facial skin and/or scalp) and periostosis (periosteal new bone formation).
 Materials and Methods:
A 29-year-old male patient, with personal pathologic antecedents of hydrarthrosis of the left knee (for which a synovectomy had been allegedly performed two years before) presented for gigantic tumefaction of the right knee and arthralgia (bilateral knee, wrist and hand). The clinical examination shows thickening and folding of facial and scalp skin, clubbing of digits, induration and soft-tissue swelling of the extremities, „watch glass– like“ shape of the nail, massive tumefaction of the right knee, pseudoankilosis of the both knees and gait difficulties. The biological tests show no inflamatory findings, thus hands and bilateral knee X-Rays and US are demanded.
 Results:
The radiological investigations show bilateral, symmetrical and circumferential  periosteal reaction in the diaphyseal-metaphyseal region of the long bones (radius, ulna, femur, tibia and fibula) with compact multilamellar feature. The bones are deformed and thickened. The huge distension of the right suprapatellar bursae determines a massive opacity on its topography. The ultrasound reveals gigantic collection of the right knee joint with innumberable synovial proliferation nodules and also soft tissue hypertrophy of the nail matrix and bed. The pacient refused synovial fluid aspiration, synovectomy and the proposed treatment with nonsteroidal anti-inflammatory drugs and bisphosphonates.
Conclusion:
 In order to make a diagnosis of pachydermoperiostosis, careful analysis and clinical-imagistic correlation is required. Monitoring and radiological follow-up is strongly recommended, because of the high risk of malignant transformation. The most important differential diagnosis is the secondary hypertrophic osteoarthropathy (paraneoplastic syndrome), which was excluded in this case by a chest X-Ray.
Keywords:
 Periosteal Reaction, Digital Clubbing, Pachydermia

