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Cause of Death in the Japanese Prader-Willi syndrome With and Without Growth Hormone Treatment
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Dokkyo University School of Medicine, Koshigaya Hospital

Patients with Prader-Willi syndrome (PWS) often devel-
op several potentially life-threatening conditions including
hypotonia, respiratory failure, hypothalamic dysfunction,
massive obesity, and diabetes mellitus. Indeed, sudden
deaths or obesity-related deaths are recognized with this
disorder.

However, exact causes have not been revealed because
of the paucity of case reports of death with this syndrome.
Growth hormone (GII) treatment has been started world-
wide and several cases of death have been reported, sug-
gesting a possible pathogenetic relationship between GH
treatment and death. In this study we report 13 deceased
patients who have not been treated with GH and searched
for causes of death. Ages at death ranged from 9 months to
34 years. None of them were treated with GH. Under the
age of 3 years, causes of death in general were associated
with viral infection leading to rapid demise. Over the age of

20 years, causes of death were associated with overweight.

Two individuals died in bathtubs and similar events have
been reported previously. The tub drowning deaths could
be related to poor respiratory control caused by hypotha-
lamic dysfunction. In the discussion we analyze causes of
death in patients with the use of GH. Ten reported cases
were available in the literature. Generally causes of death
with GH use were similar to those without GH. However,
exacerbation of obstructive respiratory disturbance by GH
use was also observed. This could have caused the unex-
pected death. In conclusion, we emphasize that close obser-
vation during viral infection in young children and weight
control in adults are essential to reduce the frequency of
death in this syndrome. Monitoring of respiratory function

before and after starting GH is mandatory.

Key Words : Prader-willi syndrome, Sudden death, Growth

hormone, Obesity, Respiratory insufficiency



