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1 |  INTRODUCTION

Congenital heart disease (CHD) is one of important predis-
posing factors for infective endocarditis; here, we described 
a complicated case of infective endocarditis with multiple 
septic emboli and dissected right coronary cusp in context of 
very rare congenital heart disease including severe hypopla-
sia of posterior mitral valve leaflet.

Congenital heart defect is one of the major underlying 
cardiac conditions in patients with infective endocardi-
tis. The incidence of endocarditis in adults with CHD has 
been reported to be 11 per 100 000 person- years compared 
with 1.5- 6 per 100 000 patient- years in general population. 
However, CHD- associated mortality has decreased to 10% 
because of improvement in the diagnosis of infective endo-
carditis, antibiotic therapy, cardiac surgery, and interven-
tional procedure.1 Herein, we aimed to describe a case of 
adult patient with a rare CHD who was complicated with 
infective endocarditis.

2 |  HISTORY OF PRESENTATION

A 23- year- old male patient was admitted to our hospital 
due to headache and decreased communication with others 
since 2 weeks ago. The patient also had history of general-
ized weakness, diarrhea, fever, and decreased appetite from 
4 months ago. He did not complain of dyspnea, chest pain, 
dizziness, paresis, and paresthesia.

During physical examination at admission, the patient's 
vital signs were as follows: blood pressure :110/80 mm Hg, 
pulse rate: 120 beats per minute, respiratory rate: 18 per min-
ute, temperature: 39.5°c, and O2 saturation: 90% in room 
air. The patient seemed ill and pail and had Broca aphasia. 
His skin was normal in inspection; no discoloration or lesion 
was found. In examination of thorax, we heard a diastolic 
murmur in precordium at aortic foci, holosystolic murmur 
in left parasternal border with decreased S1 intensity and S3 
gallop. Lung sounds were clear except at upper part of right 
lung, and no rales were heard. Abdomen was soft with mild 
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tenderness at left upper quadrant. His extremities were warm 
with no edema.

2.1 | Past medical history

The patient was an active person up to 4 months ago and had 
no specific medical disorder and no history of trauma.

2.2 | Differential diagnosis

According to patient's history and examination, differential 
diagnosis was central nervous system (CNS) infection or 
mass, infective endocarditis with emboli to CNS, and com-
plicated gastrointestinal (GI) infection.

2.3 | Investigations

Initial laboratory findings showed anemia with hemoglobin: 
7.6 g/dL, white blood cells: 10 000 per microliter, erythro-
cyte sedimentation rate: 48  mm/hr, and lactate dehydroge-
nase: 552 U/L. After that Brain Magnetic Resonance imaging 
(MRI) was done and showed hyperintense lesions in left pari-
etal and occipital regions with cortical, subcortical and white 
matter involvement in T2 sequence in favor of infarction 
(Figure 1— left panel). Abdominal sonography and computed 
tomography (CT) showed free fluid in pelvic and hypodense 
peripheral lesions without vascularity (37*20 mm) in lower 
pole of spleen in favor of infarction (Figure 1— right panel).

Chest CT scan revealed prominent cardiomegaly with 
increased venous congestion and a cavitary consolidation 
at posterior segment of right upper lobe of lung in favor of 
septic emboli (Figure 2). The patient underwent transthoracic 
echocardiography for the evaluation of his murmur, emboli 
source, and vegetation, and it revealed severe left ventricular 
(LV) enlargement and dysfunction with LV ejection fraction 
about 20%. Small (5 mm) perimembranous ventricular septal 
defect (VSD) with left to right shunt was seen. There was a 

prominent muscle bundle in right ventricular outflow tract 
(RVOT; more than 2 cm distance from pulmonary valve) that 
resulted in dynamic turbulent flow at this site with peak gra-
dient of 30 mm Hg suggestive of double chamber right ventri-
cle (DCRV). Reversed doming of anterior mitral valve leaflet 
due to severe aortic regurgitation (AR) with severe hypopla-
sia of posterior mitral valve leaflet was seen in the assessment 
of mitral valve with mild mitral regurgitation (MR) and no 
significant stenosis. Aortic valve was tricuspid with dissected 
right coronary cusp and multiple mobile echo densities on 
left and right coronary cusps suggestive of vegetation that 
resulted in severe AR. There was also a small subaortic web 
with no significant stenosis. (Figure 3, Videos S1- S4).

The patient was diagnosed infective endocarditis with 
multiple septic emboli and destructed aortic valve in context 
of congenital heart disease, and blood culture also was posi-
tive for Streptococcus Viridans.

2.4 | Management

Patient received a complete course of antibiotic therapy with 
vancomycin and gentamycin according to antibiogram and 
also heart failure medication and then underwent open- heart 
surgery of aortic valve replacement with resection of subaor-
tic web and VSD closure successfully.

3 |  DISCUSSION

This was a case of an adult with multiple congenital heart 
disease including VSD, DCRV, subaortic web, and severe 
hypoplasia of PMVL that presented with complications of 
aortic valve endocarditis including multiple emboli to brain, 
lung, and spleen.

The association between infective endocarditis and acute 
aortic dissection is extremely rare;2- 4 for example, Choe J 
et al reported a case of a 52- year- old man with sudden onset 
of dyspnea that brought to operation room with documented 
type A aortic dissection and severe AR. The operative 

F I G U R E  1  Left panel: Brain MRI 
showed hyperintense signals in parietal 
(red arrow) and occipital regions in T2 
sequence in favor of infarction. Right panel: 
Abdominal CT showed hypodense lesions 
in lower pole of spleen (white arrow) 
suggestive of infarction
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findings show infective endocarditis involved the left coro-
nary cusp of aortic valve and sinus of Valsalva, which causes 
dissection.5 Our patient had not any chest discomfort, and we 
think this localized aortic cusp dissection can be a complica-
tion of endocarditis, and otherwise, the painless aortic dissec-
tion is a very rare entity.6

Absence of PMVL is usually fatal in utero, while hypo-
plasia of it typically present in childhood with symptomatic 
mitral regurgitation 7 and its prevalence is estimated to be 
1/8800.8 A few cases have been described in asymptomatic 
adults with hypoplasia of PMVL. One is a 35- year- old man 
with frequent premature ventricular contractions that had 

F I G U R E  2  Chest CT of the patient that showed cardiomegaly with increased venous congestion (left) and a cavitary consolidation (red arrow) 
at upper lobe of right lung (right)

F I G U R E  3  Top left: parasternal short- 
axis view of aortic valve that is tricuspid 
with dissected RCC, top right: parasternal 
long- axis view that showed small subaortic 
web (green arrow) and also vegetation on 
aortic valve (red arrow), bottom left: 4 
chamber apical view showed left ventricular 
enlargement with severe hypoplasia of 
PMVL (red arrow), bottom right: parasternal 
short- axis view of small perimembranous 
VSD (green arrow) with left to right shunt. 
RCC: right coronary cusp, LCC: left 
coronary cusp, NCC: noncoronary cusp, 
PMVL: posterior mitral valve leaflet, VSD: 
ventricular septal defect



4 of 4 |   JAFARI et Al.

noncompaction LV and bicuspid aortic valve with severe hy-
poplastic PMVL and severe MR. Another case was an as-
ymptomatic 21- year- old man with systolic murmur that in 
his echocardiography hypoplasia of PMVL was showed with 
mild MR.9 In this patient, association of these rare conditions 
was very grateful.

3.1 | Follow- up

After successful heart surgery and patient recovery, he 
was discharged home, and in 6- month follow- up, he was 
uneventful.
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