Gerbode Defect of Congenital Variety
iNn an Infant: A Case Report
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ABSTRACT

Gerbode defect is a rare communication from left ventricle to right atrium. It is of two types: congenital versus acquired OR Direct (type |)
versus Indirect (type Il). Acquired forms are more common and increasingly reported than congenital. We report a second Indian case of
such a rare defect and highlight the salient points of all such previously reported cases to make aware the clinicians and paediatricians
of need of early diagnosis and timely surgery/ referral for successful outcome.

CASE REPORT

A two-month-old female baby presented with complains of fever
and cough for 4 days and rapid breathing for 1 day. There was no
history of cyanosis, repetitive chest infection. Baby was born as full
term through normal vaginal delivery.

At the time of admission, baby was having respiratory rate of 82/
minute with subcostal and intercostal retractions, flaring of alae
nasi, heart rate 152/min. Respiratory system examination revealed
bilateral extensive wheez and crepts. There was pansystolic murmur
of grade 3/6 in left parasternal area with hepatomegaly of 2.5 cm.
Anthropometric parameters revealed (Wt. 3.2 kg < - 3 z scores; and
length 52 cm ~ 3 z score; and head circumference 34 cm < - 3 z
scores).

Blood biochemistry was normal. Chest radiograph showed
apical lobe consolidation with irregular rt. heart border. 2D-ECHO
showed acyanotic heart disease with two VSD of size 3.0 mm
(perimembranous) and 3.3 mm (muscular) with small PFO 2.8 mm
with mild pulmonary regurgitation with indirect Gerbode defect
from left ventricle to right atrium. ECHO revealed cardinal findings
suggestive of Gerbode Defect (Dilated right atrium and high pressure
gradient of 144.7 mm of Hg (N: 65-144 mm of Hg) across the defect
[Table/Fig-1]. TORCH profile was negative and blood culture was
sterile.

Baby was managed with restricted and sodium free fluid, intravenous
furosemide, digoxin, antibiotics. Condition improved over 5 days
and baby started taking orally. Attendants were counselled about
the disease and need of surgical management of defect.

DISCUSSION

The present child presented to us in heart failure with underlying
murmur consistent with diagnosis of VSD. Echocardiography
revealed a communication between left ventricle and right atrium
besides two 2 VSD (perimembranous 3.0 mm, muscular 3.3
mm) and patent foramen ovale (PFO ~ 2.8 mm). The dilated right
atrium and high pressure gradient of 144.7 mm of Hg (N: 65-144
mm of Hg) across ventriculo-atrial defect confirmed the diagnosis
of Gerbode defect in present case. The child was managed with
conservative treatment and referred to surgical centre for correction
of defect. LV-RA communication was a Gerbode defect (indirect
type, congenital variety). The left ventricular to right atrium (LV-
RA) shunt was first reported by Gerbode et al., in year 1958 [1].
It is of two types: direct (defect above tricuspid leaflet, Type ) and
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[Table/Fig-1]: Echocardiograph showing jet going from Left ventricle to right
atrium.

Indirect (defect below tricuspid leaflet, Type Il) [2]. Gerbode defect
could be congenital or acquired after trauma, infective endocarditis,
post surgery and spontaneous closure of VSD [3-5]. Literature
search revealed acquired defect are more common since advent
of more surgical closure of VSD, both in paediatric and adults [6].
We found only 10 reports of congenital defects in English literature
through search engines of Pubmed and Google scholar [2,7-10].
We summarised data of 11 cases (age < 18 years) including ours
and reached to important findings [Table/Fig-2]. There were 5 males
and 6 females with no sex predilection. Direct defect (7/10) was the
most common anatomical location. Three cases were of indirect
type including ours. Our patient was the youngest to be reported
to have diagnosed at age of 2 months. Maximum number (9/11) of
cases was symptomatic at presentation and defect was detected
by Echocardiography. VSD was the most common additional
cardiac shunt present in five of eleven cases. Surgery was the most
important intervention done to save all children except one where
child was kept in follow up as he was asymptomatic [7]. There have
been many reports of acquired variety in adult population from
Indian subcontinent. But, congenital forms are rarely picked and
reported. H Swamy Rajesh reported in a 10-year-old male child in
year 2012 [8].
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Serial Number Parameter Kelle et al., Acar et al., Rajesh et al., Panduranga et al., Otaigbe et al., Present Study (n=1)
(n=6) (n=1) (n=1) (n=1) (n=1)
1 Age 1.6 years (median 14 years 10 years 13 years 4 months 2 months
age at time of repair);
range (0.4-19 years)
2 Sex 2 males. 4 females Male Male Male Female Female
3 Clinical presentation Symptomatic Asymptomatic Symptomatic Asymptomatic Symptomatic Symptomatic
4 Type of defect Congenital (direct) Congenital Congenital Congenital Congenital Congenital (indirect)
(combined) (indirect) (indirect)
5 Associated cardiac | Patent arterial duct & Perimembranous Small to medium 0.5¢cm Perimembranous Two VSD;
findings right sided aortic arch VSD sized VSD perimembranous VSD (7mm) Perimembranous
(1), left superior caval subaortic VSD (8 mm); muscular
vein (3), anomalous (8.3 mm); PFO (2.8
left hepatic vein (2), mm)
6 Intervention Surgery None Surgery Surgery Surgery Surgery
7 Outcome Alive Alive (under follow Alive Alive at 6 months Alive at post Alive at follow up of 6
up) follow up operative period months

[Table/Fig-2]: Depicting clinical, cardiac and outcome profile of Congenital Gerbode Defect of eleven patients (including present case) [2,7-10].

CONCLUSION

This literature search highlights rarity of congenital variety of Gerbode
defect. We report only second case of such rare defect from India.
The review highlights salient parameters (no age predilection, direct
more common congenital variety, symptomatic at presentation,
required surgical correction in majority) from all reported cases
so far to aware the treating clinicians and paediatricians of such
rare defect that needs timely surgical correction/referral for better
survival and outcome.
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