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A 28-year-old man presented with recurrent haemoptysis. Chest com-
puted tomography revealed the presence of a congenital descending 
aorta to pulmonary vein fistula (cDAPVF, asterisk, Panels A and B) 
with an aberrant vessel originating from the descending aorta and drain-
ing into a dilated left lower pulmonary vein (LLPV), diffuse alveolar 
haemorrhage characterized by ground glass opacities and consolida-
tion, yet no parenchymal abnormalities to suggest sequestration (see 
Supplementary material online, Video S1). Echocardiography showed 
normal biventricular size and indices of systolic function. 4D flow mag-
netic resonance imaging highlighted the presence of a significant 
left-to-left shunt with an anterograde flow through the fistula of 
35 mL (Qp/Qs = 0.6; Panel C; Supplementary material online, Video 
S2). The first-ever reported thoracic endovascular aortic repair 
(TEVAR) with coverage of the cDAPVF was successful (Panels D and 
E) in achieving swift resolution of vascular congestion (see 
Supplementary material online, Video S1) and normalization of haemo-
dynamics (Qp/Qs = 1; Panels F–H; Supplementary material online, Video 
S3), with no recurrent haemoptysis at 1 year. Congenital descending 
aorta to pulmonary vein fistula is a rare vascular defect where aortic 
blood is shunted into the pulmonary venous circulation. Typically pre-
senting in infancy with heart failure symptoms and haemoptysis, 
cDAPVF may remain asymptomatic until adulthood. Progressive shunt-
ing can lead to dilatation of pulmonary veins, left atrium, and pulmonary 
artery. Haemoptysis may occur due to rupture of small pulmonary 
veins. The case emphasizes the need for distinguishing cDAPVF from 
other vascular abnormalities, including pulmonary sequestration, scimi-
tar syndrome, pulmonary varices, and arteriovenous malformations, as 
clinical implications and treatment can be profoundly different. It also 

highlights the role of multimodal imaging in supplying detailed anatom-
ical and haemodynamic information for correct diagnosis and effective 
therapeutic guidance and introduces TEVAR as a viable treatment 
option for cDAPVF.

Supplementary material
Supplementary material is available at European Heart Journal – Case 
Reports online.
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