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INTRODUCTION

Congenital pericardial defects have an estimated 
frequency of 0.01%–0.04% and may be asymptomatic 
or present with cardiac strangulation. They are typically 
left sided and usually do not require intervention.[1] 
Iatrogenic pericardial defects are more rare and can 
present with late cardiac strangulation.[2]

CASE REPORT

An asymptomatic 20-year-old female  presented for 
surveillance echocardiography 6 years after a diagnosis 
of left femur osteosarcoma. She had undergone 
chemotherapy with anthracyclines and resection of 
the tumor along with radiation therapy to the leg. 
Three years after her diagnosis, she was found to have 
a metastasis in the lingula of the left lung. At surgery, 
the affected region of the lung was adherent to the 
pericardium, so a 3 cm × 3 cm piece of pericardium 
was resected. Her surveillance echocardiograms 
showed no changes for the 1st year after the surgery. 
Her current echocardiogram demonstrated an unusual 
contour to the posterolateral wall of the left ventricle, 

suggestive of a left lateral ventricular aneurysm, 
though the affected region was contractile and of normal 
thickness  [Video 1].

A magnetic resonance imaging (MRI) was obtained which 
showed a circumferential demarcating line of compression 
encircling the heart, indicating herniation through the 
pericardial defect [Figure 1]. It did not discern any 
significant coronary compression. Cardiac catheterization 
demonstrated complete occlusion of the left anterior 
descending and left circumflex coronary arteries in 
diastole [Figure 2]. The right coronary artery was not 
affected. She was taken to the operating room where the 
pericardial defect, which measured 10 cm × 15 cm, was 
revealed. The apex of the heart was herniated through 
this defect into the left chest. Two patches of bovine 
pericardium were required to completely close the defect, 
returning the heart to the mediastinum. There was no 
scarring of the heart to the edges of the defect or to the 
lung. She had an uneventful recovery.

DISCUSSION

Congenital defects can be complete or partial. A complete 
absence of the pericardium is associated with less 
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severe consequences and a better prognosis in general. 
Iatrogenic pericardial defects are associated with a higher 
rate of morbidity, as they consistently result in partial 
defects with the potential for herniation and resultant 
strangulation.[3] These defects are more common in 
adults undergoing surgery for lung cancer and are rare 
in the pediatric population. Echocardiography has been 
the primary diagnostic tool for this entity. More recently, 
cardiac MRI has replaced echocardiography as the 
standard. While the complete absence of the pericardium 
is often followed clinically, partial defects involving 
the left ventricle (both congenital and iatrogenic) are 
often managed operatively even when the patient 
is asymptomatic because of the potential for severe 
complications. Defects confined to the upper left heart 
border permitting only the appendage to protrude are 
the exception to surgical intervention since the risk for 
incarceration is minimal.[4]

Our case highlights an unusual complication as partial 
pericardiectomy is rarely undertaken in the pediatric 
population. Close follow-up of these patients with 
frequent echocardiography is needed to prevent serious 
complications.

Figure 1: Axial image of the heart showing a line of demarcation 
(yellow arrows) indicating the edges of the pericardial defect

Figure 2: Selective left coronary angiography demonstrates 
complete diastolic occlusion of the left anterior descending and 
left circumflex coronary arteries


