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Congenital intellectual disturbance and skeletal malformations are frequently accompanied by
congenital heart diseases. We have experienced 8 cases with such a combination :one with
supravalvular aortic stenosis syndrome, one with Holt-Oram’s syndrome and six with Down's
syndrome. All 6 patients with Down's syndrome underwent cardiac surgery ; three patients died
and three improved. .

In the present paper, a case involving a 6 year old boy with a combination of tetralogy of
Fallot and complete endocardial cushion defect requiring intracardiac repair is presented in detail.
Unfortunately, this patient died from low cardiac output syndrome 5 hours after the operation.

Surgical mortality is high in the congenital heart diseases associated with Down's syndrome,
High incidence of severe cardiac anomalies, severe pulmonary hypertension and decreased resistance
to infections are cited as probable reasons for the high surgical mortality. Therefore, the indica-
tion of open-heart surgery for the congenital heart diseases associated with Down's syndrome
should be carefully decided taking these factors into consideration.
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Congenital intellectual disturbance and skeletal malformations associated with

Associated CHD No.

Patient QOperation
Supravalvular aortic Supravalvular aortic 1 alive
stenosis syndrome stenosis
Holt-Oram's syndrome  Coronary A-V fistula (=)

. Down's syndrome VSD+PH, ASD, PDA+PH, 6 3 alive
TOF, TOF+ECD 3 dead

'V S D : ventricular septal defect

PH : pulmonary hypertention

A SD :atrial septal defect

P DA : patent ductus arteriosus

TOF : tetralogy of Fallot

E CD : endocardial cushion defect

Table 2. Down's syndrome patients with CHD
Case Age Sex Lesion Operation Result Method
1. E. N. 2 yrs. F. VSD+PH direct closure alive Hypothermia
2. K. H. 8 yrs. F. ASD ” ” ”
3 Y. 1 9yrs. F. PDA+PH division ” y
4. M. S. 2yrs. F. VSD+PH patch closure dead »
5 T. M. 6yrs. M. TOF+ECD total repair ” Combined Method
6. M. M 14 yrs, M. TOF 4 ” CPB*
(C P B*=Cardiopulmonary bypass)
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Fig. 1. Chest X-P (Case 5)
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Fig. 3. Angiocardiogram (Case 5)

REER TRPIRO PSR, KOIROFTS X OIMEIIRKEZED %o

b EMER Vol 27



Down fIEMRE & BFMLOEBOEOH
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Pulmonary valvulotomy and
pericardial patch reconstruction
. of outflow tract

Fig. 4. Operative findings (Case 5)
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Table 3. Type and incidence of congenital
heart disease in Down’s syndrome

Tsuzi® |Greenwood®| Park®

" No. % | N % N %

ECD 36 28.6 112 48.7 | 108 43.0
V3D 3% 27.8| 66 28.7| 8 3L9
ASD 27 21.5 6 2.6 24 9.5
TOF 10 7.91 19 83| 16 6.4

Lesion

PDA 9 7.1 16 6.9 11 4. 4
Other 9 7.1 11 4.8 12 4.8
Total 126 230 251
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