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A unique case of polyfibromatosis: The aggressive polyfibromatosis syndrome
Department of Internal Medicine, Catholic University of Daegu
Seung hie Chung*, Sang Hyon Kim, Hak Jun Kim, Chae-Gi Kim, Jung Yoon Choe
Polyfibromatosis  syndrome is a rare condition characterized by fibrosis of the adventitial dermis
associated  with Dupuytren’s contracture, knuckle pads, and plantar fibromatoses. Our case is a unique
form of polyfibromatosis, because of its association with an erosive arthropathy and an aggressive
tendency to keloid formation. This “aggressive polyfibromatosis syndrome” was first reported in  1985.
Our case is the third to be reported world wide, and the first in Korea. The pathogenesis of this
rare  condition is  unknown. There may be a common triggering factor stimulating fibroblast and
osteoclast  proliferation  or  inhibiting the apoptosis of these cells, consequently leading to dermal
contractures, keloid formation, and joint erosions. A 44 vear old male with multiple keloids visited our
rheumatology  department due to progressive deformities of his hands and feet. Though he had a
tendency to keloid formation since the age of three, his family history was unremarkable. Keloids
were visible on his BCC vaccination site, a thoracostomy scar, and both arms and right leg due
to blunt traumas. A painless deformity of his hands and feet had progressed slowly since 30 vears
of age, which had started as a Dupuytren’s like contracture in his fingers. His toes also showed
severe plantar contractures with ulcerated keloids, to which he denied any antecedent trauma. There
was no sign of active inflammation in any of his joints. Serologies for rheumatic diseases, general
chemistry, and hematologic exams were all normal. X-rays revealed bilateral erosive arthopathies of his
hands and feet. Biopsies of the cutaneous lesions showed changes consistent with keloid formation.
Owing to the aggressiveness of his arthropathy and cutaneous lesions, we have started him on IV

cyclophosphamide pulse therapy.
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