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Abstract

Objective: Tetralogy of Fallot (TOF) usually presents with a
large non-restrictive ventricular septal defect (VSD).

Case: We hereby report a rare case of prenatal diagnosis of TOF
with a restrictive VSD secondary to redundant tricuspid valve tis-
sue. Partial occlusion of the VSD resulted in prenatal progression
to myocardial hypertrophy and postnatally to right heart failure
with difficult management.

Conclusion: Prenatal signs of cardiac dysfunction in TOF should
prompt a detailed exam of the VSD. Parents and neonatologists
must be advised and delivery must be guaranteed in a tertiary cen-
ter.
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Introduction

Tetralogy of Fallot (TOF) usually presents with a large
non-restrictive ventricular septal defect (VSD). It has
been described postnatally that in rare cases, the VSD
can become restrictive and prompt cardiac failure."
We hereby present a rare case of prenatal diagnosis of
TOF with a restrictive perimembranous VSD.

Case Report

A 20-week primigravida case was referred for suspicion
of congenital heart defect. The exam at our Fetal
Medicine Unit confirmed diagnosis of TOF with

Ozet: Fallot tetralojisinin restriktif ventrikiiler septal
defekt ile prenatal tanisi

Amag: Fallot tetralojisi (FT) genellikle biiyiik non-restriktif ven-
trikiiler septal defekt ile seyretmektedir.

Olgu: Bu calismada, kalint trikiispit kapak dokusuna sekonder
restriktif VSD ile prenatal FT tanisinin nadir bir olgusunu sun-
maktayiz. VSD’nin kismi okliizyonu, miyokardiyal hipertrofinin
prenatal ilerleyisi ve postnatal olarak gii¢c yénetime sahip sag kalp
yetmezligi ile sonu¢lanmistir.

Sonuc: F1’de kardiyak disfonksiyonun prenatal belirtileri halinde
detayli VSD muayenesi diisiiniilmelidir. Ebeveynlere ve neona-
tologlara danismanlik verilmelidir ve dogum tersiyer bir merkezde
glivenceye alinmalidir.

Anahtar sozciikler: Fallot tetralojisi, restriktif, ventrikiiler septal
defekt.

severe pulmonary stenosis. An additional orofacial cleft
was found and array-CGH showed no pathological
findings. After parental counselling, follow-up scans
were performed monthly. At 34 weeks the fetus devel-
oped a symmetrical cardiomegaly with myocardial
hypertrophy and no additional signs of cardiac dys-
function. Tricuspid valve was competent but an
echogenic 7 mm subvalvular thickening partially
occluded the VSD during diastole resulting in a
restrictive VSD (peak flow 217 cm/s) (Fig. 1). A fol-
low-up scan was scheduled in 72h. However, the moth-
er was admitted two days later for premature rupture of
membranes and labor was induced after fetal matura-
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Fig. 1. Prenatal ultrasound. (a) A left ventricle outflow tract with a ventricular septal defect (*) and the redundant tricuspid valve (marked by
an arrow) in B mode. (b) Color Doppler flow through the ventricular septal defect in the four chamber view. LA: left atrium; LV: left

ventricle; RA: right atrium; RV: right ventricle.

tion. The diagnosis was confirmed postnatally (Fig. 2).
The neonate was initially managed with PGEI infusion
and placement of a ductal stent in the first week.
Difficulty in hemodynamic management urged a semi-
corrective surgery with transannular patch and closure of
the arterial duct 2 months later. Subsequent clinical
instability required corrective surgery at 3 months, with
resection of the accessory tricuspid valve tissue, model-
ling of the right outflow tract and closure of the VSD.
The patient is now extubated, stable with adequate ven-
tricular function, awaiting cleft palate surgery.

Discussion

TOF usually presents with a large non-restrictive
VSD. In rare cases of TOF, inter-ventricular flow can

be obstructed by accessory tricuspid valve tissue, a pro-
lapsed aortic valve or fibrous tissue originated from the
membranous hypertrophied ventricular septum, being
the first one the most common etiology.” This flow
restriction can cause suprasystemic right ventricular
pressure and subsequent right heart failure.” Accessory
tricuspid valve tissue is thought to arise from continu-
ous ventricular pressure due to a prolonged exposure
to critical pulmonary stenosis or pulmonary atresia and
results in an obstruction of the VSD. Faggian et al.
have described two types of accessory tissue according
to its mobility: mobile and fixed.” The first one, as in
our case, can be identified as a parachute-like leaflet
floating in the ventricular outflow tract, and may pro-
trude into the sub-aortic region causing ventricular
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Fig. 2. Postnatal ultrasound. (a) A five chamber view with the ventricular septal defect (*) and the redundant tricuspid valve (marked by an
arrow) in B mode. (b) Color Doppler flow through the ventricular septal defect in the five chamber view. LA: left atrium; LV: left ven-

tricle; RA: right atrium; RV: right ventricle.

outflow obstruction. To the best of our knowledge,
these findings have only been identified postnatally,
with an estimated incidence of 1.4% and is thought to
increase surgical mortality as well as be one of the caus-
es of cardiac congestive heart failure in TOF," requir-
ing early surgery to avoid right ventricular failure.
Preoperative knowledge of this lesion is expected to
reduce surgical mortality."”

Conclusion

TOF can be a progressive disease and therefore war-
rants periodic follow-up. Prenatal signs of cardiac dys-
function in TOF should prompt a detailed exam of the
VSD in order to detect and characterize a restriction to

the flow as a possible underlying cause for cardiac dys-
function. Parents and neonatologists must be alerted
and delivery must be guaranteed in a tertiary center
since cardiac dysfunction can be severe, difficult to
manage and require different surgeries to those usual-

ly scheduled.
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