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WHEN ANSWERS CANNOT BE FOUND IN THE TEXTBOOK – MAKING DECISIONS IN CHILDREN WITH PROFOUND DISABILITIES
A. Lorber
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We present the cases of 4 children with major congenital heart diseases, in whom the cardiac anomaly was only part of a serious debilitating congenital condition with overall poor prognosis. These children are barely communicative or responsive, with profound mental and physical disability, and their life expectancy is limited.

1. A 19 month old child with trisomy 13 (including anophthalmia, renal and limb anomalies) and tetralogy of Fallot.

2. Tetralogy of Fallot with small pulmonary arteries in an infant with Goldenhar syndrome (extreme cleft palate, microtia).

3. Severe obstructive hypertrophic cardiomyopathy in a child with hydrocephalus and profound mental retardation and developmental delay.

4. Complex heart defect (including multiple ventricular septal defects, severe pulmonary stenosis and patent ductus arteriosus) in a trisomy 18 infant with severe epilepsy and recurrent aspiration pneumoniae.

Managing the treatment in these special patients requires not only medical assessment but also ethical and practical considerations. An open, sincere discussion with the families has to take place in order to ascertain that they fully understand the child's condition and also to appreciate their wishes. Some of these patients may not withstand cardiopulmonary bypass. Low-risk Palliative procedures rather than complete surgical correction may be favored in select cases as compassionate measures in view of the grave prognosis.
