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Window: A Case Report
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source are credited. The term "aortopulmonary window" (APW), often referred to as "aortopulmonary septal defect," refers to a
rare congenital medical disorder where there is an improper direct link between the main pulmonary artery
and the ascending aorta. It can be combined with other cardiac congenital conditions or be an isolated
lesion.

Herein, we report the incidental discovery of a minor, restrictive aortopulmonary septal defect in a 60-year-
old male who denied having any clinical symptoms. Incidentally detected APW in adulthood is uncommon
and, hence, can be readily overlooked, a fortiori, in asymptomatic patients.
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Introduction

Aortopulmonary window (APW) refers to an improper connection between the ascending aorta and the main
pulmonary artery (MPA) with integral and distinct aortic and pulmonary valves, which results in a left-to-
right shunt [1-2]. Adult APW presentation is infrequent and rarely reported in the literature; hence, there is
limited data on the management of APW beyond early childhood [2]. We report a rare case of a very late,
incidental discovery of an aortopulmonary window with no clinical symptoms and no associated congenital
abnormalities.

Case Presentation

A 60-year-old Moroccan male with a history of well-controlled hypertension presented to our cardiology
department for a routine echocardiography study.

The patient denied any chest pain, tiredness, or dyspnea. Physical inspection showed a normal blood
pressure of 130/60 mmHg, a normal heart rate of 80 bpm, a respiratory rate of 16 cpm, a normal oxygen
saturation of 97%, and no heart murmur.

On the parasternal short axis view, echocardiography revealed modest connectivity between the ascending
aorta and the right side of the pulmonary trunk of about 4 mm in width (Figure 1), with a left-to-right shunt
on color Doppler (Figure 2).
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FIGURE 1: Bi-dimensional echocardiography, on short axis view,
demonstrating the small size of the aortopulmonary window (white
arrow), above the pulmonary valve
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FIGURE 2: Color Doppler echocardiographic view showing flow across
the aortopulmonary septal defect

The left atrium, right, and left ventricles, as well as the pulmonary trunk, were all mildly dilated. Mild
regurgitation of the mitral and tricuspid valves was also detected (Figure 3).
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FIGURE 3: The apical four-chamber view visualizes mildly dilated left
(LV) and right ventricles (RV) with a ventricular septal bulge and mild
dilatation of the left atrium (LA). Transthoracic echocardiography also
reveals the presence of the crista terminalis, which is a normal variant
in the right atrium (RA) (arrow).

Although there was a little reduction in left chamber function, no congenital defects were found to be
related. Additionally, there was echocardiographic evidence of an intermediate probability of pulmonary
hypertension (PH) and preserved right ventricular function.

Sadly, the patient was lost for follow-up and hasn’t undergone any further investigations.

Discussion

A rare congenital heart defect called the aortopulmonary window (APW), which affects 0.2% to 0.6% of all
congenital heart diseases, is defined by improper communication between the ascending aorta and the main
pulmonary artery [3]. The two opposing conotruncal ridges that divide the truncus arteriosus into the aorta
and pulmonary trunk fail to fuse, which leads to this medical condition [4].

John Elliotson gave the first description of this condition in 1830 [5], while Mori and Richardson both
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categorized it in 1978 and 1979, respectively [6, 7]. Mori's categorization, which divides APW into three
morphological kinds, is more commonly used: type I, proximal: the rounded defect is present between the
ascending aorta and the pulmonary trunk, above the semilunar valves; and type II, distal: the
communication involves the pulmonary bifurcation, is situated at the level of the right pulmonary artery
(RPA), and is shaped like a spiral curve. The aortopulmonary septum is completely absent in type III, a
compound type that combines types I and II, as a result of a combination of proximal and distal
abnormalities, simulating a common truncus arteriosus [6]. Recent studies reported that type I is the
commonest type in terms of frequency, followed by type II and type III [8].

Other cardiac abnormalities, namely, ventricular and atrial septal defects, coronary artery abnormalities, or
conotruncus malformations such as transposition of the great arteries and tetralogy of Fallot, as well as
coarctation of the aorta and an interrupted aortic arch, can all be associated with APW [3-9], or they can be
isolated as in our case.

Few cases of late-presenting APW in adults have been documented, and practically all of them presented
with Eisenmenger; patients were between the ages of 18 and 60. Patients with symptoms and those who
were asymptomatic up until the ages of 22, 27, and 50 have both been reported. The longest-lasting
documented instance was among these reported cases, with one patient aged 46 years and another deceased
at the age of 60. Additionally, two reported cases of APW in symptomatic females between the ages of 22
and 30 who hadn't experienced Eisenmenger syndrome were found in the literature search [10-11].

Research indicates that the median survival age for uncorrected APW is 33 years, the longest known survival
time for untreated APW with Eisenmenger syndrome is 60 years, and our patient has impressively survived
without any evidence of Eisenmenger syndrome [12-13]. The combination of a very late discovery of type 1
APW in a remarkably asymptomatic patient and the ultrasonographic diagnosis of an isolated small
aortopulmonary septal defect and its restrictive nature makes our case interestingly unique in all aspects.

Conclusions

Aortopulmonary window (APW) is a congenital heart disease that is rarely reported in the literature, with
hemodynamic consequences inherently attributed to large defects. Yet, small defects with no clinical
symptoms and a longer survival rate into adulthood do occur, albeit rarely. Hence, with an appropriately
high index of suspicion, practitioners should be cognizant of this entity in order to avoid misdiagnosis or
underdiagnosis and to improve follow-up.

Additional Information
Disclosures

Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
info: All authors have declared that no financial support was received from any organization for the
submitted work. Financial relationships: All authors have declared that they have no financial
relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
relationships or activities that could appear to have influenced the submitted work.

References

1. Zografos PM, Protopapas EM, Hakim NI, Alexopoulos C, Sarris GE: Remarkably still repairable large
aortopulmonary window in an adult patient. World ] Pediatr Congenit Heart Surg. 2020, 11:117-9.
10.1177/2150135119878703

2. ElDick], El-Rassi I, Tayeh C, Bitar F, Arabi M: Aortopulmonary window in adults: a rare entity leading to
Eisenmenger syndrome. Echocardiography. 2019, 36:1173-8. 10.1111/echo.14368

3. Cui M, Xia B, Wang H, Liu H, Yin X: A rare case of adult aortopulmonary window combined with anomalous
origin of the right pulmonary artery from the aorta leading to Eisenmenger syndrome. ] Int Med Res. 2021,
49:300060520984656. 10.1177/0300060520984656

4. Barnes ME, Mitchell ME, Tweddell JS: Aortopulmonary window. Semin Thorac Cardiovasc Surg Pediatr Card
Surg Annu. 2011, 14:67-74. 10.1053/j.pcsu.2011.01.017

5. Elliotson J: Case of malformation of the pulmonary artery and the aorta . Lancet. 1830, 1:247-51.

6. Mori K, Ando M, Takao A, Ishikawa S, Imai Y: Distal type of aortopulmonary window. Report of 4 cases . Br
Heart J. 1978, 40:681-9. 10.1136/hrt.40.6.681

7. Richardson JV, Doty DB, Rossi NP, Ehrenhaft JL: The spectrum of anomalies of aortopulmonary septation . |
Thorac Cardiovasc Surg. 1979, 78:21-7.

8. Bin-Moallim M, Hamadah HK, Alhabshan F, Alghamdi AA, Kabbani MS: Aortopulmonary window: types,
associated cardiovascular anomalies, and surgical outcome. Retrospective analysis of a single center
experience. | Saudi Heart Assoc. 2020, 32:127-33. 10.37616/2212-5043.20

9. Murin P, Sinzobahamvya N, Blaschczok HCh, Photiadis ], Haun C, Asfour B, Hraska V: Aortopulmonary
window associated with interrupted aortic arch: report of surgical repair of eight cases and review of
literature. Thorac Cardiovasc Surg. 2012, 60:215-20. 10.1055/s-0031-1298061

10.  Myers PO, Lador F, Hachulla AL, et al.: Unrestrictive aortopulmonary window: extreme presentation as non-

2023 Belharty et al. Cureus 15(7): e42524. DOI 10.7759/cureus.42524 50f6


javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:void(0)
https://dx.doi.org/10.1177/2150135119878703
https://dx.doi.org/10.1177/2150135119878703
https://dx.doi.org/10.1111/echo.14368
https://dx.doi.org/10.1111/echo.14368
https://dx.doi.org/10.1177/0300060520984656
https://dx.doi.org/10.1177/0300060520984656
https://dx.doi.org/10.1053/j.pcsu.2011.01.017
https://dx.doi.org/10.1053/j.pcsu.2011.01.017
https://cir.nii.ac.jp/crid/1573105974666860160
https://dx.doi.org/10.1136/hrt.40.6.681
https://dx.doi.org/10.1136/hrt.40.6.681
https://pubmed.ncbi.nlm.nih.gov/449383/
https://dx.doi.org/10.37616/2212-5043.20
https://dx.doi.org/10.37616/2212-5043.20
https://dx.doi.org/10.1055/s-0031-1298061
https://dx.doi.org/10.1055/s-0031-1298061
https://dx.doi.org/10.1161/CIRCULATIONAHA.115.020819

Cureus

Eisenmenger in a 30-year-old patient. Circulation. 2016, 133:1907-10.
10.1161/CIRCULATIONAHA.115.020819

11.  Yiiksel 10, Kokli E, Arslan $, Ureyen GM, Kiigiikseymen S:  Aortopulmonary window in adulthood: surviving
at 22 years without intervention or pulmonary vascular disease. Turk Kardiyol Dern Ars. 2016, 44:332-4.
10.5543/tkda.2016.94224

12.  Kose M, Ucar S, Emet S, Akpinar TS, Yalin K: A case of aortopulmonary window: asymptomatic until the first
pregnancy. Case Rep Cardiol. 2015, 2015:935253. 10.1155/2015/935253

13.  Su-Mei AK, Ju-Le T: Large unrepaired aortopulmonary window--survival into the seventh decade .
Echocardiography. 2007, 24:71-3. 10.1111/j.1540-8175.2006.00353.x

2023 Belharty et al. Cureus 15(7): e42524. DOI 10.7759/cureus.42524 6 0of 6


https://dx.doi.org/10.1161/CIRCULATIONAHA.115.020819
https://dx.doi.org/10.5543/tkda.2016.94224
https://dx.doi.org/10.5543/tkda.2016.94224
https://dx.doi.org/10.1155/2015/935253
https://dx.doi.org/10.1155/2015/935253
https://dx.doi.org/10.1111/j.1540-8175.2006.00353.x
https://dx.doi.org/10.1111/j.1540-8175.2006.00353.x

	Late Identification of a Stealthy Aorto-Pulmonary Window: A Case Report
	Abstract
	Introduction
	Case Presentation
	FIGURE 1: Bi-dimensional echocardiography, on short axis view, demonstrating the small size of the aortopulmonary window (white arrow), above the pulmonary valve
	FIGURE 2: Color Doppler echocardiographic view showing flow across the aortopulmonary septal defect
	FIGURE 3: The apical four-chamber view visualizes mildly dilated left (LV) and right ventricles (RV) with a ventricular septal bulge and mild dilatation of the left atrium (LA). Transthoracic echocardiography also reveals the presence of the crista terminalis, which is a normal variant in the right atrium (RA) (arrow).

	Discussion
	Conclusions
	Additional Information
	Disclosures

	References


