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SPOT DIAGNOSIS (IMAGE GALLERY)

A RARE CONGENITAL DEFORMITY OF THE SHOULDER
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A 14 years boy with normal developmental milestones presented with prominence of both his shoulder blades
for the last few years interfering with the movements of both shoulders (shoulder elevation < 60 degree on
both sides). There was prominence (winging) of both the scapula with a higher in position than normal (Figure
1). He was short and had bilateral webbing of neck. There was bilateral atrophy of supraspinatus, infraspinatus
and deltoid muscle. No features of neuropathy or myelopathy were noted.

What is the likely diagnosis?

Bilateral Sprengel Shoulder. Sprengel deformity is a complex anomaly that is associated with malposition
and dysplasia of the scapula. (1) It is the most common congenital malformation of the shoulder girdle. (2) The
scapula is originally a cervical appendage that descends to the thorax by the end of the third month of intrauterine
life. Failure of descent of the scapula from the C5-T1 position to the T2-T7 position results in the deformity. (3)
An arrest in the development of bone, cartilage, and muscle accompanies. The trapezius, rhomboid, or levator
scapulae muscle may be absent, hypoplastic, or contain multiple fibrous adhesions. Weakness of serratus anterior
may lead to winging of the scapula. Other muscles may also be hypoplastic. There is limited scapulothoracic
motion and limited shoulder abduction. (4) Antero-posterior radiography of the chest and shoulders usually
diagnoses the condition. (5) In mild cases treatment is generally unnecessary. Physical therapy and exercises
may be used. Surgery may be required (in patients more than 6 years of age) with significant cosmetic concerns
and significant restriction of shoulder abduction. (6) .
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