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Univentricular heart (UVH) is a complex and congenital cardiac malformation that both
atria are connected to a functional single ventricle (1). The prognosis is poor when this
malformation is not operated (2). Although rare cases have been reported in literatures,
surviving into adulthood without surgery is mostly difficult. This article is about an adult
patient with single ventricle who was not operated, but the patient had a prosthetic valve
and the coexistence of these two situations make the case very interesting.
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INTRODUCTION

Responsible for 1-—2% of all congental heart defects (3,4).
UVH has various physiological and functional defects (5). The
patients with UVH survive into adulthood by modern surgical
tecnique, cardio protection and perioperative management in
today (6). But unoperated UVH causes mostly death in infants
(7) and it is almost unusual to survive into late adulthood (8).
In this case, we discussed an asymptomatic adult the patient
had unoperated single ventricle who had prosthetic valve.

Case Report

46-year-old asymptomatic male patient admitted to the
outpatient clinic for general control and warfarin dose
adjustment. The patient have unoperated single venticle and
when this malformation noticed, he was eigth years. Although
the operation was suggested, his family did not accept due to
high risk for compications and mortality. In the following
years, the patient was operated because of serious mitrale
regurgitation. He only took warfarin treatment due to
mechanic mitrale valve. Physical and mental development of
the patient was normal. He had 178 cm height and 75 kg
weight. The patient's fingers were mild clubbing but the
general appearance of the patient was not cyanosis. His blood
pressure was measured as 120/60 and pulse 72 / min. His
oxygen saturation was 95% with pulsi oximeter and his breath
rate was normal. 3/6 systolic ejection murmur and metalic
valve sound were detected in the apical region in oscultation.
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His electrocardiyogram was sinus rhtym and right axis. His
cardiothrocic index was compatible with cardiomegaly in
telecardiography. In transthoracic echocardiography, apical
four-chamber examination; two separate atrioventricular
valves opened to a single ventricular cavity and there was a
bulboventricular foramen. Also it was observed that
rudimenter ventricular cavity was superior and front position
which is called outlet chamber. Other features on
echocardiography were repectively functional prosthetic
mechanic valve, mild pulmoner stenosis and moderate
pulmoner artery pressure (42 mmhg).The ejection fraction was
measured as 47% by Simpson method. The patient was
diagnosed with double inlet morphological left ventricle with
current echocardiographic findings. According to the valve
operation epicrisis, the patient had normal related with great
arteries vessels. Low dose ACEI/ARB was added to warfarine
for optimum medical treatment. Infective endocarditis
prophylaxis and cardiac catheterization were recommended to
patient.

DISCUSSION

A single ventricle is characterized as lacking two well-
developed ventricles (9). In today the new term that is labeled
functional univentricular heart has been created (10). Fuctional
UVH can be defined that only one ventricle provides systemic
and pulmoner circulation of heart (11). Single ventricle can be
classfied according to great arterial positions, pulmoner atresia
or stenosis, AV connection and ventricular morphology (12). If
single venticle has biventricular AV connection, it is
designated doublet inlet, if it has no AV connection, it can be
mentioned undetermine ventricle (13). The ventricle
morpology can be classified according to the shapes of
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ventricle, rudimentary ventricular position and the precence of
infundibulum. If the ventricle wall is straight and it has
anterosuperior placement rudimentary ventricle and finally
single ventricle does not include infundibulum, the morpology
of ventricle is left. Unlike if the ventricle has trabecular
structure and does not include infindubulum or posteroinferior
placement rudimantary ventricle, it is right ventricular
morpology. When the ventricle does not provide these
morphologic properties, it is called undetermine ventricle (14).
The left ventricular type is most common in patients(60%-
66%). The incidence of other types are 10%-24% for right
ventricular morphology and <10% for indetermine type.(15)

Figure. Echocardiographic apical 4-chamber imaging with
single ventricle and prosthetic valve

The long term survival and clinical presentation of patients
depend on pulmoner blood flow, pulmonar vascular resistance,
aortic flow, ventricular morphology, functions of ventricle
and the presence / absence of AV valves. In presence of
moderate pulmary stenosis ( if Qp is nearly normal), mild or
no heart failure and mild systemic desaturation; the long-term
survival may be possible because of providing the balance of
adequate oxygenation (pulmonary circulation) and volume
load of the ventricle (systemic circulation). On the other hand
there are no reports of long term survival with right and
undetermine ventricle type. Also the presence of seperated AV
valves with no moderate or severe regurgitation and the
absence of critical subaortic obstruction may effect the long-
term survival(16). In this case, the patient had properties that
affect survival positively such as moderate pulmanary stenosis
(SPAB: 42 mmhg ), doublet inlet left ventricle type and nearly
normal cardiac systolic function. Also he had no moderate or
severe valve regurgitation except prosthtetic valve. But his
ventricle can be effect overload volume before mitrale valve
replacement even if he was asymptomatic before surgery. It
can be only explained in this way; he had moderate or severe
regurgitation and then the regurgitation caused over volume
load. Finally his ventricular systolic function mild decreased
due to over volume load. Nevertheless he had long-term
survival because of well balanced two circulation systems.

Life expectations of patients without surgery is 4-14 years(8).
The oldest single ventricular adult patient in the literature
belongs to Goldenberg(17). There are very few adult patients
(50-60 years) with single ventricle in the world have been
reported(16). Ammash et al. (1996) specified that patients that
had well developed pulmonary circulation can reach into six

decades with good functional capacity (18). Four patients with
21, 23, 28 and 45 age years were reported exclude our patient
yet in Turkey (19). Although surgery is recommended in
childhood; atrial arrhythmia, venous congestion, protein-
loosing enteropathy, thromboembolism and heart failure may
occur post operative period and long-term (16). The most
common causes of death are arrhythmia, heart failure and
sudden cardiac death (19). But the operation in early ages is
associated with better exercise tolerance and quality life. In
adults with front of fontan operation, the quality of life,
physican function, mental health is lower (1). So older adult
patients may be followed and treated conservatively because of
high morbidity and mortality risks of operation (16).

We agree that the patient had long-term survival due to left
morphologic type ventricle, well devoloped pulmonary
vascular system and nearly normal systolic functions.
However, we did not recommend him operation because he
was asymptomatic and his exercise capacity was good. Also
the operation was associated with increased mortality and
complication risk. Moreover he might not benefit from surgery
due to his adult age. So only we informed him about
arrhythmic, neurological and hematologic problems in long
term.
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