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Dyspnoea Over Several Months  
in a Young Man

To the Editor,

We report the case of a male aged 19, a native of 
Equatorial Guinea with typhoid and malaria as the 
only relevant history. He arrived in Spain 18 months 
earlier and since then has had dyspnoea, chills, joint 
pain, fatigue and palpitations. For this reason, he 
came to the emergency room of our hospital and 
was admitted to cardiology for study.

The patient was tachycardic and had an elevated 
jugular venous pressure. Auscultation revealed a third 
tone, a pansystolic III/IV murmur in the right sternal 
border and hypoventilation in both lung bases. He 
presented 6 cm pulsatile hepatomegaly and bilateral 
pitting oedema to the roots of both thighs.

Tests were normal. The electrocardiogram showed 
a common atrial flutter with a ventricular response 
of 100 beats/min. Chest radiography revealed 
cardiomegaly at the expense of right cavities and 
bilateral pleural effusion.

An echocardiogram was performed which showed 
a striking dilation of the right atrium and obliteration 
of the apex and inlet tract of the right ventricle with 
severe infundibular dilation. The tricuspid valve 
was in its normal position, but with thickening and 
retraction of its leaflets (Figure 1A). Colour Doppler 
showed severe tricuspid regurgitation (Figure 1B). 
The left cavities were normal.

A catheterisation was conducted, which revealed 
increased right ventricular pressure (34/21 mm Hg, 
with dip-plateau morphology) and the right atrium 
(18 mm Hg). The right ventriculography confirmed 
the obliteration of the apex and body of the right 
ventricle, severe tricuspid regurgitation and 
aneurysmal dilatation of the right atrium. Coronary 
arteries were normal.

Cardiac magnetic resonance confirmed the 
findings described by the above techniques and 
showed enhancement at the apex of the right 
ventricle, compatible with fibrotic tissue (Figure 2).

Given these findings, we considered the following 
diagnostic possibilities:

1. Ebstein’s disease: does not meet the 
echocardiographic diagnostic criteria, since there is 
not a 2 cm displacement of the tricuspid septal leaflet 
with respect to the mitral.
2. Agenesis of the right ventricle: requires right-

left shunt with cyanosis, and clinical manifestations 
appear in the neonatal period.
3. Loeffler’s disease: is more typical in temperate 

countries, and usually has a more acute presentation 
and with eosinophilia.

report revealed that the mass corresponded to a 
paraganglioma, which was considered benign by 
the extension study. A year later the patient is still 
asymptomatic with normal catecholamine analytical 
results.

This tumour is extremely rare. The absence of 
symptoms and signs indicating pheochromocytoma 
or other cardiac symptoms makes it difficult to 
diagnose. Seventy-five percent of patients have 
abnormal chest x-rays, as in our case. Although 
sensitivity is low for intrapericardial tumours. 
Metaiodobenzylguanidine scintigraphy, chest CT 
and MRI scans are essential for diagnosis and 
location. In our case, PET-CT was performed, of 
which we unfortunately have no record. In magnetic 
resonance images, paragangliomas are highly 
vascular tumours and the capacity of this technique 
for the diagnosis and anatomic characterisation of 
the tumour is greater than CT, as there is more tissue 
contrast even without administering contrast drugs.7 
This, therefore, is the technique of choice. In our 
patient, catecholamine determinations were negative 
and no symptoms indicating tumour secretory 
activity had been noticed. All intrapericardial 
paragangliomas require resection.
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4. Tropical endomyocardial fibrosis: manifests as 
a restrictive cardiomyopathy with obliteration of the 
entry tract and the apex of one or both ventricles.

Our patient meets most of the clinical, 
echocardiographic and angiographic criteria for 
diagnosis of tropical endomyocardial fibrosis or 
Davies’ disease.

At the time of diagnosis, the patient was in 
functional class III, New York Heart Association 
(NYHA). With medical treatment (diuretics, beta 
blockers, anticoagulants, ACE inhibitors and 
aldosterone inhibitors), there was a significant 
clinical improvement, with reversion of the atrial 
flutter to sinus rhythm, so it was decided to instigate 
an initial conservative management and leave 

other therapeutic options open in case there was a 
deterioration in functional capacity.

Tropical endomyocardial fibrosis is a restrictive 
cardiomyopathy of unknown aetiology, endemic 
to tropical and subtropical countries. Patients are 
usually young, the onset of the disease and its clinical 
manifestations are insidious, and its prognosis is 
poor.

The first published reference to this disease is 
attributed to A.W. Williams, who published his 
findings on two patients in Uganda who died of 
congestive heart failure due to large patches of 
fibrosis affecting the ventricular walls. J. Davies was 
the first to study this condition in 1948 and recognise 
its endemic nature.

The most common-affectation is biventricular 
(50%), followed by left univentricular in 40% of 
cases and right univentricular in 10%.1

The diagnosis is based on clinical, echocardiographic 
and angiographic findings. More recently, cardiac 
MRI2 has been used to confirm the diagnosis and for 
follow-up after medical and/or surgical treatment.

The clinical course depends on the functional 
level, the severity of the fibrosis and degree of 
regurgitation. Patients in class III or IV have a 50% 
2-year mortality, and death occurs from progressive 
heart failure or sudden death. Predictive mortality 
factors in a series of 145 patients3 were the presence 
of cyanosis, NYHA functional class III-IV and 
diastolic pressure of the right atrium >20 mm Hg.

Although surgical mortality can be high (15%-
20%), in a published series monitored over 7 years,4 
overall survival at 17 years was 55%. That is, surgery 
(endocardial decortication with valve repair or 
replacement)5 should be recommended to patients in 
advanced functional levels, to improve their survival 
and functional class.

One year after being discharged from hospital, 
our patient has had periodic checks and is in NYHA 
functional class II and in sinus rhythm, with good 
adherence to treatment.

Figure 1. A: echocardiogram (apical); aneurysmal 
dilatation of the right atrium, with spontaneous echo 
contrast, obliteration of the apex and right ventricle 
input tract with severe infundibular dilatation and 
tricuspid valve in normal position with thickened 
and retracted leaflets. B: Doppler. Severe tricuspid 
regurgitation.

Figure 2. Cardiac magnetic resonance: aneurysmal dilatation of the right 
atrium and right ventricle outflow tract. Highlight in the right ventricular 
apex, compatible with fibrotic tissue.
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Echocardiography and Abdominal 
Aorta

To the Editor,

Abdominal aortic aneurysm (AAA) affects 1.5%-
2% of the general adult population and 6%-7% of 
those over 60 years, and its incidence is increasing1 
due to ageing and atherosclerosis (associated 
with 75% of cases); up to 91% of AAAs affect the 
infrarenal aorta. Its risk factors include being aged 
over 60 years, male gender, smoking, hypertension, 
family history of AAA and atherosclerosis 
(coronary, peripheral or cerebrovascular).2 There is 
also a genetic predisposition, affecting up to 30% of 
first-degree relatives.

Although 75% of AAAs are asymptomatic 
and are found by chance on an imaging test, its 
complications can be fatal, especially its rupture, 
which has a 60% pre-hospital mortality and 50% 
for those who undergo emergency surgery (total 
mortality, 85%).1-3

Therefore, early diagnosis of AAA has important 
therapeutic prognostic implications for allowing 
elective reconstructive surgery or planning its control, 
thus reducing its morbidity and mortality. Although 
abdominal ultrasound is the technique of choice 

for diagnosis, monitoring and screening for AAA1-3 
over various studies in different populations at risk 
has found that during conventional transthoracic 
echocardiography (TTE) all the abdominal aorta 
can be studied2,3: the suprarenal by subcostal 
access and infrarenal with bifurcation by placing 
the transducer at the left paraumbilical level (with 
the patient supine) or right paraumbilical (with the 
patient semisupine on left side, with less interference 
from intestinal gas). The abdominal aorta is shown 
in more than 95% of cases, and it is estimated that 
AAA is detected in up to 3%-5.7% of the TTEs 
performed for any reason.1,2

This study, which requires no additional equipment 
and increases total exploratory time by less than 5 
min.1-3

For example, we describe the case of 2 patients 
admitted for acute myocardial infarction:

– A 72-year-old woman with cardiovascular risk 
factors and ischaemic heart disease. After studying 
the abdominal aorta during TTE (for sub-costal and 
paraumbilical access), a large aneurysm was seen 
of the entire abdominal aorta, 6.5×5.5 cm, calcified 
with severe circumferential mural thrombosis and 
effective diameter <2.6 cm in diameter (Figure 1). A 
CT scan confirmed the findings.

– A male patient, 68 years old, smoker, 
dyslipidemic with severe ischaemic heart disease. 
After performing the final aortic study during the 
TTE (subcostal access and paraumbilical), an AAA 
infrarenal of 5.8×5.1 cm was seen with severe and 
calcified eccentric mural thrombosis and a fresh, 
mobile thrombus attached that left an effective 
aortic diameter of <2.7 cm (Figure 2).

Several studies have shown that screening for 
AAA in the general population is not cost-effective. 
Therefore, it has been advised to study only those 
patient groups where the incidence of AAA is 
greater. In short, we can define 2 populations for 
screening1,2: a) males over 50 and women over 65 
years and b) those with risk factors associated with 
AAA.

In recent recommendations on TTE, The 
European Association of Echocardiography cited 
previous documents in which the aorta is scarcely 
evaluated and the focus is only on subcostal access.4 
No explicit recommendation was made, despite 
the ease, low cost, speed, and paraumbilical access 
during ETE, as well as the usefulness of studying 
the entire abdominal aorta, as shown by the clinical 
cases. AAA screening is proposed in patients who 
are being studied by TTE for any reason, and 
who belong to one of the two populations at risk. 
This aortic study should be performed by the 2 
ultrasonography entries described.


