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A baby with Werdnig-Hoffmann Disease that did not Undergo Artificial Respiration Management

after Tracheal Intubation

George Imataka ”, Mayuko Okuya ", Keioko Tsukada ”, Hideo Yamanouchi'?, Osamu Arisaka "

Y Department of Pediatrics, Dokkyo Medical University, 321-0293 Tochigi, Japan
2 Department of Pediatrics, Saitama Medical University, 350-0495 Saitama, Japan

Werdnig-Hoffmann disease (WH) develops progressive
amyotrophy in the early infantile stage and does not prog-
ress to mental retardation. The heredity of WH is autosom-
al recessive. The life prognosis is poor, and breathing mus-
cular strength deteriorates by 2 years of age and the infant
dies of respiratory failure. This report describes the hospice
care of the boy of WH. A medical interview was provided
to the parents concerning hospice care of the child before-
hand. The parents did not want the patient to undergo a
tracheal surgical operation, or receive artificial respiration
management, or life-prolonging treatment, and, after in-
formed consent, the medical staff agreed to the parents re-
quests. Afterwards, the child developed severe aspiration-

related pneumonia at six months of age and thus required

hospitalization. The patient was treated with tracheal intu-
bation for acute respiratory failure and administered oxy-
gen. The condition of a patient was temporarily stable after
tracheal incubation. He thereafter received nasogastric tube
feeding. Unfortunately, the child died in six days after in-
dergoing tracheal intubation.

There are no guidelines for the hospice care of patients
with WH. It is important that the medical staff provides
hospice care that provides the maximum benefit to the fam-
ily and the child depending on each individual case. In-
formed consent should be obtained for the parents, with re-
gard to intubation and artificial respiration. The decisions
concerning intubation and artificial respiratory manage-

ment are important issues of medical ethics.



