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— The New England Regional Infant Cardiac
Program(1980) ; 0164/1000 live births
— The Baltimore-Washington Infant Study(1985) ;
0267/1000 live births
— The Oregon study(1990) ; 0162/1000 live births
15+/-4% died on the first day of life
70+/-5% died within the first week

91+/-3% died within 30 days
—Genetic factors ; autosomal recessive inheritance
and multifactorial inheritance
—Congenital brain anomalies associated with this
syndrome ; 29% of 41 infants dying from 1980
to 1985 in Norwood group

CEER R
—Major morphologic features
Levocardia, Concordant atrioventricular and
ventriculoarterial connections '
Aortic atresia or stenosis
Hypoplasia of ascending aorta
Mitral stenosis or atresia
Variable dergee of left ventricle hypoplasia
(Patent) arterial duct
(Restrictive) foramen ovale
Coarctation of aorta
—Significance of anatomic subtypes(?)
—Functional hypoplastic left heart syndrome ;
Bove(1994) '
—Patients with patent aortic or mitral valve but
with 2 or more of these ;
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—aortic annulus less than Smm

—mitral annulus less than 8mm

—nonapex forming left ventricle

—Patients with complete atrioventricular septal
defect with less than one third of common AV

valve commited to the left ventricle
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Fontan &4& 3 GAHQ]  #i(staged

reconstruction)
— Stage 1 reconstuction ; Norwood operation
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—Stage 2 operation ; bidirectonal Glenn or
hemiFontan

—Stage 3 operation ; Fontan operation with or

without fenestration

Al Zo] 2(Orthotopic cardiac allotransplantation)

4% 21 |
—Result of the management in the University
Hospital Consortium(2nd World Congress of
Pediatric Cardiology and Cardiac Surgery, 1997,
Hawaii)

894 cases in 61 hospitals between 1989 and
1994 ‘

Norwood procedure 359 cases(40%) with 53%
survival

Transplantation 47 cases(5%) with 58% survival

No treatment 123 cases(14%)
—Result of the staged reconstruction in the
University of Michigan(1997, Hawaii)

158 cases from January 1990 to August 1995

120 survivors(76%) after stage 1 operation, 5

late deaths -

90 survivors(97%) in 93 stage 2 operations, 1

late death

70 survivors(88%) in 80 Fontan operations
—Result of allotransplantation in the Loma Linda

University(1997, Hawaii)

Waiting mortality 19%(34/176)

Transplantation mortality 9%(13/142)

Coronary vasculopathy 7.5% of survivors

Retransplantation 4%(5/129)
—Risk factors in the stage 1 operation by
Michigan group

Significant non-cardiac conditions

Obstructed pulmonary venous return

Age > 1 month at Norwood
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