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                                    Abstract
Spinal muscular atrophy type 3 (SMA3), or Kugelberg-Welander disease, is a relatively mild form of spinal muscular atrophy characterized by proximal muscle weakness and hypotonia caused by the degeneration of the lower motor neurons in the spinal cord and the brainstem nuclei. The onset of the disease usually occurs in childhood or adolescence, after ambulation has been acquired, distinguishing two subtypes of the disease: SMA3a (onset <3 years) and SMA3b (onset >3 years). Muscle weakness affects mainly the legs and hip muscles and progresses to the shoulders and arms. Difficulties walking, running, and climbing stairs are common. Finger trembling and scoliosis are also frequent.
SMA3 is caused by deletions in the SMN1 gene, encoding the survival motor neuron protein (Table 68.1). The disease severity is inversely correlated with the number of copies of the second SMN2 with patients with SMA3 having three or four SMN2 copies.
The use of wheelchair may be required in some patients during childhood (mainly SMA3a), while others retain the ability to walk into adulthood (mainly SMA3b). SMA3 progresses slowly and life expectancy is usually normal. However, deformities of the vertebral column are frequent, and complications may lead to respiratory restriction.
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