
An aggressive giant cell 
tumour with a twist
Daniel D. Wong
Anatomical Pathologist
PathWest, QEII Medical Centre, WA



Disclosure of Relevant Financial Relationships

Nil to declare.

2



Clinical presentation

10-day-old baby girl with left facial weakness

Å Systemically well

Å No peripheral neurology

Å No antenatal or perinatal complications
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23mm
42mm

1 month post-presentation and biopsy
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CSF1 USP6
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75mm

Two months post-debulking surgery

Vincristine, dactinomycin, cyclophosphamide
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Ten months post-debulking surgery
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One month post-RTX

Ten months post-debulking surgery
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Keratin-positive giant cell tumour with HMGA2-NCOR2 fusion
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Keratin-positive GCT with HMGA2-NCOR2 fusion
Å 52 cases reported

Å 75% female; median 28 years (neonate - 87 years)

Å Median tumour size 30mm (20 å 140mm)

Å 70% soft tissues
Å Limbs, trunk, head & neck

Å All subcutaneous

Å 30% bone
Å Vertebral body, long bones (epiphysis), small bones, cranial, pelvic bones

Å 10% local recurrence, 5% metastatic rate (N=2, proximal leg subcutaneous)
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