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                                    Abstract
Ulnar ray deficiency is a rare anomaly occurring in 1:50,000 to 1:100,000 live births. It is usually seen as sporadic but may also be seen as familial or syndromic. Embryologically, ulnar ray deficiency occurs secondary to a deficiency of the Sonic Hedgehog that is the main controller of the anteroposterior axis of limb development. The clinical features are classified by various classification systems of the deformities seen at the shoulder, elbow, forearm (i.e., degree of deficiency of the ulna), fingers, and thumb. Functional assessment of the limb/hand dictates the indications for surgery. Surgical management includes: excision of the ulnar anlage, wedge osteotomy for bowing of the radius, de-rotational osteotomies, excision of the radial head, one-bone forearm operation, thumb/first web space reconstruction, forearm lengthening, and other procedures such as correction of concurrent syndactyly and clinodactyly.
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