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A Case of Pachydermoperiostosis
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Purpose: Pachydermoperiostosis is a rare hereditary
disease characterized by finger clubbing, periosteal re-
action, and pachydermia. The underlying pathogenic
mechanism of this disease remains unclear. This dis-
ease is known to be associated with a variety of dis-
eases such as cranial suture defect, bone marrow fail-
ure, hypertrophic gastropathy, Crohn's disease, and fe-
male escuchen.

Methods: A 50-year-old male had digital clubbing of
both hands, coarse hypertrophic skin changes of face,
progressive thickening and furrowing on the scalp(cutis
verticis gyrata), persistent pain in the limbs and joints.
Other cutaneous features include moderate blepharopto-
sis, pole-like lower legs and feet.

Results: We performed surgical excision for hyper-
trophic skin change of scalp because of frequent eczem-
atous skin change, severe itching sensation and cos-
metic problem. Diagnosis is confirmed by bony pro-
liferative periosteal reaction, pathologic findings, and
characteristic clinical findings.

Conclusion: Pachydermoperiostosis is manifested
by finger clubbing, and hypertrophic skin changes
causing coarse facial features with thickening and peri-
osteal bone formation. We experienced a case of pa-
chydermoperiostosis. Brief review of related literature is
given.
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Fig. 1. Facial appearance and hands of the patient.
Thickening and furrowing of the skin and scalp and mild
ptosis of the eyelids. (Above, left) Deepfolds furrows on
forehead, acneic scars, (Above, right) furrowing of the
scalp(cutis verticis gyrata), (Below) clubbing finger.
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Fig. 2. Roentgenographic findings showed diffuse cortical
thickening(both tibia AP).
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Fig. 3. (Left) The epidermis reveals follicular pluggings and dermis reveals slighty increased amount of dense collagen and
pilosebaceous units(Hematoxylin and eosin stain, x 40). (Right) The dermis is strongly stained with alcian blue 2.5. negative
with colloidal iron stain, reveals dense collagen deposit(Alcian blue 2.5 stain, x 100).
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HHH, small dermatan- sulfate proteoglycan
decorin®] A2 S7tEe] Stk Hix
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