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extended to 76 mm, and MR became severe (ef‑
fective regurgitant orifice, 0.24 cm2; MR volume, 
41 ml). The patient was on bisoprolol, digox‑
in, amiodarone, ramipril, torasemide, eplere‑
none, allopurinol, and acenocoumarol. There‑
fore, 15 years after the index surgery, the Heart 
Team discussed possible options. Cardiac com‑
puted tomography was performed in preproce‑
dural planning. Surprisingly, it revealed a ful‑
ly patent LCx. It originated from the right aor‑
tic sinus and had a retroaortic course, passing 
between the aorta and left atrium (Figure 1A–1D). 
This brought new insight into what happened 
in 1999. The LCx was not ligated, but the lack 
of knowledge about its anomalous origin re‑
sulted in improperly administered cardioplegia, 
which led to further unfavorable consequences. 
Finally, the patient was referred for percutane‑
ous treatment of MR with MitraClip. Unfortu‑
nately, he did not manage to undergo the pro‑
cedure due to sudden cardiac death.

Coronary anomalies in patients with congen‑
ital heart disease are rare.2 Based on the cur‑
rently available data, the European Society of 
Cardiology (ESC) practice guidelines recom‑
mend routine assessment of the coronary ar‑
teries in valvular heart disease only to diag‑
nose coronary artery disease.1 The same recom‑
mendations appeared in the latest guidelines 
released during the ESC Congress in 2020.3 Ac‑
cording to these guidelines, cardiac comput‑
ed tomography in patent ductus arteriosus 
is only indicated when additional quantifica‑
tion of left ventricular volumes or evaluation 
of pulmonary artery anatomy is required.1 So, 

In recent years, the number of grown‑up pa‑
tients with congenital heart disease (GUCH) 
has been steadily increasing due to the remark‑
able improvement in the survival of individuals 
with this disease.1

In 1999, a 23‑year‑old male patient with pat‑
ent ductus arteriosus (recognized during qual‑
ification for a surgery) and severe aortic regur‑
gitation (diagnosed in early childhood and fol‑
lowed up) underwent cardiac surgery. During 
the procedure, a sudden aortic annulus rupture 
resulted in extension of cardiopulmonary by‑
pass duration and the need to replace the aortic 
valve (with a tilting‑disc Medtronic Hall pros‑
thesis; Medtronic; Fridley, Minnesota, Unit‑
ed States). Intraoperative echocardiography 
showed massive inferolateral myocardial in‑
farction. Left circumflex artery (LCx) ligation 
was suspected, but no coronary imaging was 
performed. After 3 months, the patient was 
discharged with heart failure and ejection frac‑
tion (EF) of 20%. In the following years, he re‑
quired numerous hospitalizations, including 
an implantation of a cardiac resynchroniza‑
tion therapy defibrillator (CRT‑D). He turned 
out to be a CRT super‑responder and showed 
an improvement in the EF (increase to 40%) 
along with left ventricular diastolic diameter of 
60 mm, left atrial diameter of 46 mm, moderate 
functional mitral regurgitation (MR) with effec‑
tive regurgitant orifice of 0.19 cm2, MR volume 
of 29 ml, and mild pulmonary hypertension. 
Unfortunately, later, his clinical status slow‑
ly, but continuously, deteriorated. The EF low‑
ered to 20%, left ventricular diastolic diameter 
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even though back in 1999 neither of the cit‑
ed ESC guidelines were available for  the sur‑
geons who operated on our patient, today, if 
the guidelines would be followed step by step, 
one can easily imagine a repetition of such 
clinical scenario.

GUCH patients referred for cardiac surgery 
often do not meet the eligibility criteria for pre‑
operative imaging of coronary arteries. Howev‑
er, they still fulfil the requirement for individ‑
ualization of medical therapy, since behind ev‑
ery GUCH patient there is an individual clini‑
cal history and a unique coexistence of congen‑
ital cardiac defects.
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�Figure 1  Cardiac computed tomography imaging; A – anomalous course of the left circumflex artery (LCx) originating from 
the opposite (ie, right) sinus of Valsalva (marked with red dots); B – separate take-off of the left arterior descending artery (LAD); 
C – the tilting‑disc aortic valve prosthesis (Medtronic‑Hall) indicated by the arrow; D – another view of the anomalous course of 
the LCx from the right sinus of Valsalva (marked with red dots)
�Abbreviations: CRT‑D, cardiac resynchronization therapy defibrillator; LA, left atrium; LV, left ventricle; RCA, right coronary artery; 
RV, right ventricle
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