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Two decades of follow-up of a 60-year-old cyanotic patient 
with an unoperated univentricular heart
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Univentricular heart is a rare congenital 
heart malformation, and a life span of over 
60 years is very unusual in this population 
[1]. A 60-year-old woman with this congenital 
heart defect due to non-restrictive ventricular 
septal defect (VSD) with consequent cyanosis 
(oxygen saturation = 75%), transposition 
of the great arteries (TGA), and pulmonary 
stenosis has been followed up for 20 years in 
our outpatient center. She was stable on her 
first visit. The examination revealed central cy-
anosis and a systolic murmur in the second left 
intercostal space and parasternal on the right 
side. On ECG, she had regular sinus rhythm, 
atrioventrivular (AV) block I, and right bundle 
branch block. Transthoracic echocardiography 
showed a heart with single ventricular physiol-
ogy (82 mm) resulting from bidirectional VSD, 
ventricular wall — 13 mm, TGA with pulmo-
nary trunk stenosis (max gradient 102 mm Hg), 
and its post-stenotic widening (Figure 1). The 
function of both ventricles was moderately 
impaired. Pulmonary function was preserved 
with no future of restriction in spirometry. 

During the first 5 years of follow-up, the 
patient’s condition was stable (New York Heart 
Association [NYHA] class II), and there were 
only single ventricular and supraventricular 
extrasystoles. The first severe clinical compli-
cation appeared in 2008, with a well rehabili-
tated ischemic stroke.  Aspirin 75 mg/day was 
used. Subsequent hospitalization took place 
in 2019 due to worsening heart failure (HF) 
and pre-syncope, which resulted from signifi-
cant posthemorrhagic anemia caused by mas-
sive epistaxis during home oxygen therapy, 
aggravated by thrombocytopenia. Aspirin was 
discontinued. I.e. a further incident leading 
to decompensation bleeding occurred after 
tooth extraction in 2020. In both cases, clinical 
improvement followed monitored HF treat-

ment (low doses of diuretic, beta-blocker, al-
dosterone antagonist), blood transfusion, and 
iron supplementation. Two hospital admis-
sions in 2022 were caused by HF exacerbation 
due to the deterioration of ventricular systolic 
function. Due to unsatisfactory improvement 
after diuretic treatment, levosimendan was 
added, making the patient’s general condition 
better with decreased N-terminal prohor-
mone of brain natriuretic peptide (NT-pro- 
BNP). The last hospitalization (2023) occurred 
because of aggravation of the hemodynamic 
conditions. Apart from diuretics, the patient 
required catecholamines and intravenous 
iron supply. The patient, treated with these 
preparations orally, remains in home therapy 
under our supervision, in serious but sta-
ble condition.

Unoperated univentricular patients reach 
adulthood only when there is a hemodynamic 
balance between two-way communication 
between the systemic and pulmonary cir-
culation, which ensures sufficient oxygen 
supply within pulmonary stenosis and pro-
tects against severe pulmonary hypertension 
[2]. In our patient, over the years, inevitable 
complications have appeared due to leakage 
between the cavities (increasing pulmonary 
resistance, impaired ventricular function) 
and cyanosis, mainly in the form of throm-
boembolic complications, which are typical 
of these patients, due to an increase in blood 
viscosity resulting from chronic hypoxia [3]. 
The main management strategy is to provide 
medical care that will not disturb their fragile 
pathophysiological balance. It is important 
to use anticoagulants carefully and only in 
exceptional situations. Hemoglobin should be 
maintained at a higher level than the normal 
range, using iron supplementation for this 
purpose. Heart failure should be treated with 
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all possible and available drugs. However, excessive reduc-
tion of preload (diuretics, angiotensin-converting enzyme 
inhibitors) and high doses of negative inotropes should be 
avoided [4].  These patients should have close contact with 
an adult congenital heart disease center [5].
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Figure 1. A. Echocardiography, parasternal long axis view. B. Echocardiography, four-chamber apical view; arrow indicates the ventricular 
septal defect

Abbreviations: Ao, aorta; LA, left atrium; PT, pulmonary trunk; RA, right atrium
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