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Schimke Immuno-osseous Dysplasia with

Progressive Hip Subluxation : A Case Report

Naoyuki Nakamura, M. D,, et al.
Department of Orthopaedic Surgery, Kanagawa Children’'s Medical Center

We report a case of a nine-year-old girl presenting left meralgia. She had been ealier diagnosed
at four years old presenting short stature, as having Schimke immuno-osseous dysplasia in multiple
lentigines, with short-trunk dwarfism, barrel chest, bulbous nasal tip, ovoid slightness flat body of
vertebra, proteinuria, T lymphocyte dysfunction. There was no relevant family history. On
admission she underwent bone marrow transplant, and was examined for standing dysbasia due to
the left meralgia. She had no motor paralysis. and no intellectual impairment. The left hip showed
restricted range of motion, with pain on passive movement. The femoral head was in subluxation,
and X-ray showed narrowing in the joint space with osteosclerosis in the acetabulum. There was
some relief in symptoms after the first bone marrow transplant, but she developed acute
pancreatitis or acute respiratory distress syndrome, and died at 105 days after transplantation.
Schimke immuno-osseous dysplasia is a rare disorder, and can be fatal. It might develop from
coxalgia that could be misdiagnosed as spondylo-epiphyseal dysplasia.
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