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Abstract
Dilated Cardiomyopathy in the paediatric patient is a serious condition that asks much of the 
physician and stresses the family. (1)

We present the following 10 cases for whom, once the precise aetiology and ensuing appro-
priate therapeutic regimen had been established, conditions improved.

It is of fundamental importance to extensively research all underlying causes for reduced 
contractility while avoiding the temptation of the panacea of transplant surgery.

INTRODUCTION
Dilated Cardiomyopathy in the paediatric patient is a life-threatening condition that 
has a huge impact on the family unit and often poses difficult diagnostic problems 
with difficult therapeutic and prognostic implications.

All causes of reduced contractility should be evaluated in order to establish the ap-
propriate ensuing therapy.

CASES REPORT
Ten cases that evolved favourably (condition reverting to complete normality or bet-
tering of conditions) 4 of the cases, following complete evaluation, were classified 
as tachycardiomyopathy. (2-3-4)

A 5 year old boy who presented incessant ventricular tachycardia (170 bpm) associ-
ated with an EF of 10% attained normal contractility following medication and 2 
radiofrequency ablations for an ectopic ventricular focus of the right ventricle.



84	 Perspectives in Paediatric Cardiology 2012

130 bpm ventricular tachycardia

Focus in the right ventricle

Reduced contractility

Posebna izdanja ANUBiH CL, OMN 43, str. 83–94
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Normal contractility

Another 5 year old boy who had previously received surgery for Fallot’s tetralogy 
presenting with an EF of 20% and incessant tachycardia (140 bpm) and for whom 
transplant had already been suggested elsewhere, received radiofrequency ablation 
after diagnosis of atrial flutter; ensuing contractility is normal.

140 bpm fixed rate supraventricular tachycardia

C. Olteanu, et al.: Paediatric Age Dilated Cardiomyopathy (DCM): Report on a Few Cases
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Reduced contractility

Flutter diagnosis

Normal contractility

Posebna izdanja ANUBiH CL, OMN 43, str. 83–94
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A 30 day old newborn with polypnea, cyanosis and restlessness was admitted to 
hospital and found to have PJRT - Coumel type supraventricular tachycardia (250 
bpm) with an EF of 25%: on the tenth day of medication contractility was normal 
and sinus rhythm was achieved.

Reduced contractility

PJRT

C. Olteanu, et al.: Paediatric Age Dilated Cardiomyopathy (DCM): Report on a Few Cases
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Normal contractility

140 bpm atrial tachycardia

Reduced contractility

Posebna izdanja ANUBiH CL, OMN 43, str. 83–94
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A 12 year old who now presents EF of 50%: viral myocarditis at the age of 5 was 
treated with medical therapy.

Reduced contractility

Normal contractility

A 6 year old girl who was admitted to hospital with dyspnoea, asthenia and mus-
cle pains was found to have an EF of 45% and extremely low plasma levels of 
Carnithine: 0,7 micromoli/l (V.N. 21,7– 47,3).

Contractility normalized following administration of L- Carnithine at the dose of 
150 mg/Kg/die. (6, 7, 8, 9)

C. Olteanu, et al.: Paediatric Age Dilated Cardiomyopathy (DCM): Report on a Few Cases
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Normal contractility

A 2 year old who is currently asymptomatic was diagnosed, in utero, as having a di-
lation of the apex of the left ventricle: MR shows partial agenesis of the pericardium 
and aneurismal thinning of the myocardium.

Dilation of the apex of the left ventricle with partial agenesia of the pericardium

Posebna izdanja ANUBiH CL, OMN 43, str. 83–94
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Normal origin of the left coronary artery

A 7 year old boy, with Fallot’s disease, underwent two separate surgical procedures: 
the first operation of radical correction using a trans-annular patch required readmis-
sion to surgery following detachment of the inter-ventricular patch. Subsequently 
ventricular dysfunction and an EF of 20% posed indication for a transplant. He is 
now on medication and EF is up to 55%.

Reduced contractility

C. Olteanu, et al.: Paediatric Age Dilated Cardiomyopathy (DCM): Report on a Few Cases
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Normal contractility

2 newborns, diagnosed as having ALCAPA after presenting with life-threatening 
reduction of left ventricle EF, both required emergency surgery.

They are now 5 and 6 years old respectively and both have normal contractility.

DISCUSSION
“Tachycardiomyopathy is an abnormality of systolic or diastolic function of the 
heart, or both, usually resulting in heart dilatation and ultimately in heart failure 
caused by a high and/or irregular ventricular rate. This high and/or irregular ventric-
ular rate may result from any type of cardiac arrhythmia.” (Brugada P., Andries E.)

Tachycardiomyopathy and reduced contractility are two intertwining aspects that 
make diagnosis of the primary cause particularly difficult.

If contractility is ameliorated by reducing heart rate the correct diagnosis is 
Tachycardiomyopathy. One must bear in mind, however, that if tachycardia has been 
of long duration or of high frequency contractility it may, in these cases, be only 
partly ameliorated by reducing heart rate.

Tachycardia-induced damage to the myocardium determined reduced number of 
beta-receptors, reduced blood-flow in the coronary arteries, most notably in the sub-
endocardium, and alteration of Na+ and Ca++ channels that can determine lengthen-
ing of repolarisation time and further arrhythmias.

Incessant tachycardia is often paucisymptomatic and drug-resistant; these are cases 
where transcatheter ablation play an important role.

Pericardial agenesia is a rare malformation (1 case in 10000 – 14000) and is often 
asymptomatic and underdiagnosed. (10, 11, 12)

Posebna izdanja ANUBiH CL, OMN 43, str. 83–94
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It can be partial or complete. In the complete variant the heart is shifted to the left 
and interposition of lung tissue between heart and diaphragm is found.

The partial variant is more often symptomatic: stress related dyspnoea, precordial-
gia, ischemia, syncope and sudden death.

It is currently believed that symptoms are due to compression of the coronary arter-
ies arising from the edge of the “hole” in the pericardium.

Another hypothesis is that the deviation of the heart to the left determines angling of 
the large blood vessels and distortion of the coronary arteries.

Right cavities are falsely enlarged at ultrasound inspection.

Suspicion levels for ALCAPA must be kept high in cases of neonates with important 
myocardial hypokinesia and in older children with otherwise unexplained severe 
mitral insufficiency. (13, 14, 15, 16, 17)

CONCLUSIONS
Life-threatening reduction of EF must not impede extensive research into the cause 
of myocardiopathy in every single case as the precise diagnosis and ensuing correct 
choice of therapy can achieve normalization of cardiac function.
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