Challenges of scoliosis in bilateral upper limb amelia – sparing lumbar segments essential for function
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Abstract 
Amelia is described as a congenital abnormality in which there is a complete absence of at least one limb. Although amelia can occur in isolation, in cases with bilateral upper limb amelia, it has been reported than 100% of the patients also present with scoliosis.  Despite this high incidence of scoliosis for the condition, there is a paucity of data on surgical correction in amelia.  Key features when planning the Lowest Instrumented Vertebra (LIV) are that function could be significantly impaired if a long fusion is undertaken.  Strong consideration for non fusion techniques or selective fusion should be given. We report a case of a 17-year-old boy presenting with bilateral upper limb amelia and atypical left thoracic scoliosis. The patient is fully independent and utilises his legs for all daily living activities. The Cobb angle was 86° from T6-T12, left side convex with Risser 5 and Sanders . The fulcrum unbending Cobb was   66°, indicating a stiff curve (23% flexibility).  Skeletal maturity and stiffness precluded the use of Anterior Scoliosis Correction Vertebral Body Tethering (ASC VBT).  The Harrington stable zone was L4 but the last touched vertebra (LTV) was L3. Selective thoracic fusion was performed from T3-L1 with 4 discs in the lumbar segment spared.  SRS-22 preoperative was 2.8 and at 2 years was 3.55. Arthrodesis inevitability leads to loss of flexibly and motion in the areas of spinal fusion. Maintenance of function and sparing fusion levels is a surgeon’s aim but at the risk of further surgery required for curve progression due to adding-on effect.  Due to maturity and stiffness ASC VBT was contra-indicated. This is a successful case report of a selective thoracic fusion in a patient with bilateral upper limb amelia where the theoretical LIV was more distal. This is an important case report that contributes to the extremely limited cases in the literature where orthopaedic intervention for amelia has been performed.
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