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Clinical case

Maladie d’Ebstein révélée en postpartum par une insuffisance cardiaque : 
à propos d’une observation au Niger et revue de la littérature

Résumé 

La maladie d’Ebstein est une malformation 

congénitale rare au tableau clinique divers. La 

grossesse bien que tolérée dans certains cas, dans 

d’autres, elle peut précipiter l’apparition des 

symptômes dont l’insuffisance cardiaque qui est 

l’une des manifestations aggravant le pronostic du 

patient. En Afrique subsaharienne, peu d’auteurs ont 

écrit sur cette pathologie. A notre connaissance, ce 

cas représente la première observation documentée 

au Niger. Nous rapportons le cas d’une femme 

primipare de 18 ans, à 5 mois du postpartum, référée 

d’une région du Niger (Zinder) à environ 800 km de 

Niamey dans un tableau d’insuffisance cardiaque. 

L’échocardiographie transthoracique a confirmé 

le diagnostic de maladie d’Ebstein. Un traitement 

symptomatique a été instauré. Faute du plateau 

technique local avancé en chirurgie cardiaque, la 

patiente a été référée à l’étranger mais l’intervention 

n’a pas pu être réalisée pour des raisons financières. 

Elle est décédée dix mois plus tard. Cette étude 

vise à rapporter un premier cas clinique de maladie 

d’Ebstein diagnostiqué au Niger, à faire une revue de 

la littérature et à souligner les difficultés rencontrées 

dans la prise en charge des cardiopathies congénitales 

dans un contexte à ressources limitées. 

Mots-clés : Maladie d’Ebstein, Insuffisance cardiaque, 

Postpartum, Niger.

Abstract

Ebstein’s anomaly is a rare congenital heart defect. 

Its clinical presentation is heterogeneous, and heart 

failure being a major prognostic factor. In Sub-

Saharan Africa, only a limited number cases of 

Ebstein’s anomaly have been reported. To the best of 

our knowledge, this represents the first documented 

case from Niger. We report the case of an 18-year-

old primiparous woman, presented with signs of heart 
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failure. She was referred from Zinder region (Niger), 

located over 800km from Niamey. Transthoracic 

echocardiography confirmed the diagnosis of 

Ebstein’s anomaly. Symptomatic treatment was 

initiated. Due to the unavailability of adequate local 

technical facilities, the patient was referred abroad 

to a specialized cardiac surgery center. However, the 

procedure could not be performed because of financial 

limitations, and the patient died ten months later. This 

study aims to report the first clinical case of Ebstein’s 

anomaly diagnosed in Niger, to provide a review of 

the literature, and to highlight the challenges faced in 

management of congenital heart defects in resource-

limited settings.

Keywords: Ebstein’s Anomaly, Heart failure, 

postpartum, Niger.

Introduction

Ebstein’s anomaly is a rare congenital heart disease 

arises from failed delamination (separation of the 

valve tissue from the myocardium), a process that 

normally occurs between 7th and 12th weeks of 

intrauterine life [1]. It is characterized by apical 

displacement of tricuspid valve due to adherence 

of the septal and posterior leaflets to the underlying 

myocardium. This results in the atrialization of a 

portion of right ventricle to varying degrees [2]. The 

condition accounts for less than 1% of all congenital 

heart diseases. [2] Its incidence is estimated at 0.17 to 

0.72 per 10,000 live births [3]. 

This anomaly was firstly described by Wilhelm 

Ebstein in 1866 during an autopsy [4]. Although the 

etiology is not fully understood, some studies have 

reported an association between the anomaly and 

genetic factors, such as mutations in the myosin 

heavy chain 7 (MYH7) gene [5,6]. The anomaly is 

associated with various manifestations: it can be 

non-symptomatic for so long, or revealed by heart 

failure symptoms, arrhythmias or cyanosis [7,8]. 

In a pregnant woman, the maladaptation to the 

cardiovascular physiological changes especially 

during the third trimester, can unmask a previously 

undetected anomaly [9]. Prenatal diagnosis is now 

possible using fetal echocardiography [10]. However, 

in low-resource countries, prenatal or early diagnosis 

remains a major challenge. 

This paper presents a rare case of Ebstein’s anomaly 

and highlights the need to strengthen health systems 

in low-income countries to ensure timely and effective 

care.

Clinical case

•	 Case History and Examination
An 18-year-old primiparous woman, with no significant 
medical history, born from a consanguineous 
marriage, was admitted to the cardiology center of 
Niamey National Hospital in Niger. She presented 
with abdominal distention and lower limb oedema. 
Clinical examination revealed additional signs of right 
heart failure, including spontaneous jugular veins 
distention, hepatomegaly, and ascites. On cardiac 
examination, tachycardia was noted, along with a 
systolic heart murmur 5/6 at tricuspid area. Pulmonary 
auscultation revealed diminished vesicular breath 
sounds at the right lung base. Cyanosis and digital 
clubbing were observed. Other systemic examinations 
revealed no other abnormalities. Vital signs on 
admission were as follows: normal Blood pressure 
102/64mmHg, tachycardia with a heart rate of 115 
beats per minute, tachypnea at 22 breaths per minute, 
and oxygen desaturation (SpO2  level) of 70% on 
room air. The patient was afebrile, with a temperature 
of 36.6oC. Anthropometric measurements included a 
weight of 54 kg and a height of 1.56m. 
•	 Investigation
Routine laboratory tests were within normal limits 
(Table I). A 12-lead electrocardiogram revealed 
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sinus tachycardia at a rate of 115 beats per minute, 
left axis deviation, right atrial enlargement and right 
ventricle hypertrophy (figure 1). Chest radiography 
demonstrated marked cardiomegaly, with a 
cardiothoracic ratio of 0.76. A right-sided pleural 
effusion was observed in the lower lung field (figure 2). 
Transthoracic echocardiography (TTE) demonstrated 
apical displacement of the tricuspid valve leaflet, with 
mitro-tricuspid valve insertion distance of 50mm, 
consistent right ventricle atrialization. An atrial septum 
defect of the ostium secondum type was identified, 
with a right-to-left shunt. Right ventricle systolic 

function was preserved, with a tricuspid annular plane 
systolic excursion (TAPSE) of 24 mm. Moderate 
tricuspid regurgitation was also noted. Overall, the 
echocardiographic findings were consistent with 
Ebstein’s anomaly (figure 3). The TTE of her child 
revealed no abnormalities. Symptomatic medical 
management, including diuretics, oxygen therapy, 
hygienic-dietary measures led to short-term clinical 
improvement. Despite initial clinical improvement, 
the patient could not undergo surgery due to financial 
constraints and died ten months later.

Table: Laboratory tests.

Laboratory tests Value of patient Laboratory reference Decision

Complete blood 
count

RBC 4.1x1012/L 4x1012-5x1012/L

Normal 
Hb 13.3g/dl 12-16g/dl

WBC 8.82x109/L 5x109-10x109/L

Platelets 150x109/L 150x109-300x109/L

Blood Ionogram
Sodium 139 µmmol/l 135-145 mmol/l

Normal
Potassium 4,8 mmol/l 3.5-5.1 mmol/l

Serology (viral hepatitis B and C; HIV) Negative Negative Normal

Azotemia 6,2mmol/l 2.9-8.2 mmol/l Normal

Creatinine 60 µmol/l 50-110 µmol/l Normal

Glycemia 5.02 mmol/l 3.9-6.1 mmol/l Normal

Figure 1: A 12-lead electrocardiogram (EKG) showed a sinus tachycardia with 115 bpm, left axis deviation, 
right atrial enlargement, right ventricle enlargement, QS aspect in inferior leads.
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Figure 2: Chest X‑ray (posterior-anterior view) showing a cardiomegaly with a cardiothoracic ratio of 0,76 
and liquid pleural effusion in lower zone of right lung field.

Figure 3: Transthoracic echocardiography in Apical incidence four chamber view showing: 3a. Aspect 
compatible with Ebstein’s anomaly. fRV: functional right ventricle, aRV: atrialized right ventricle, RA: right 
atrium, LV: left ventricle, LA: left atrium, *: septal leaflet of tricuspid valve.
3b. Normal tricuspid annular plane systolic excursion (TAPSE= 24mm) and atrial septal defect. 3c. Tricuspid 
regurgitation.
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Discussion

Ebstein’s anomaly is a rare congenital heart defect, 
accounting less than 1% of all congenital cardiopathies 
[2]. Genetic predisposition has been documented in 
the literature [5]. In the case of our patient, we cannot 
confirm a genetic etiology; however, we did observe 
second-degree consanguinity between her parents. 
As illustrated in our case, Ebstein’s anomaly can 
remain undiagnosed until adulthood. Although it may 
present as early as the neonatal period, its clinical 
expression is highly variable with right-sided heart 
failure, cyanosis, or arrhythmias and depends on the 
severity of the malformation as well as the presence 
of associated anomalies [2,7]. 
In our case, the patient was an 18-year-old 
primiparous who, upon admission, exhibited signs 
of right heart failure. As described by Ruys TEP et 
al. [9] these symptoms may have been exacerbated 
by maladaptation to the cardiovascular physiological 
changes that occur during pregnancy. While 
some individuals with Ebstein’s anomaly remain 
asymptomatic. Moradi B et al [11] described a case of 
an 86-year-old man who remained non-symptomatic.  
Electrocardiogram is a valuable diagnostic tool 
for both initial assessment and follow-up when a 
congenital anomaly is suspected [8]. Its findings are 
frequently abnormal and may include right atrial 
enlargement (RAE), right ventricular enlargement 
(RVE), arrhythmias such as atrial fibrillation, and 
preexcitation like Wolff-Parkinson-White syndrome 
[3]. To our patient, electrocardiogram showed both 
right atrial and right ventricular enlargement. Chest 
x-ray can be also performed to assess heart size 
and configuration [8]. In our case, it demonstrated 
cardiomegaly. Transthoracic echocardiography (TTE) 
remains the paraclinical tool of choice for diagnosis 
[3,12]. In adults, intraoperative transesophageal 
echocardiography is recommended if a detailed 
evaluation of tricuspid valve function and morphology 
is required, as these aspects are not always well 
assessed by TTE [11]. Cardiac magnetic resonance 
imaging may be used in complementarity with 

echocardiography to better evaluate right-sided 
chamber size and ventricular function, either during 
the preoperative assessment or follow-up phase 
[12]. In our case, transthoracic echocardiography 
facilitated us to make a diagnosis. The therapeutic 
attitude depends on clinical presentation, age at 
diagnosis, cardiothoracic ratio, the anatomy of the 
valve, the presence or absence of associated defects 
and the systolic function of the right ventricle 
[2,13-15]. Management typically involves either 
a conservative “wait and see” strategy or surgical 
intervention. Regardless of the chosen strategy, 
close follow-up is strongly recommended [8]. Attie 
F et al. [14] have reported a mortality rate reaching 
39% in symptomatic adults or those presenting with 
associated defects who did not undergo surgical 
intervention. The management of congenital heart 
diseases remains a major challenge in many African 
countries. To reduce mortality, countries with 
limited cardiac surgery capabilities should prioritize 
establishing partnerships with specialized centers 
possessing advanced technical platforms, while 
simultaneously strengthening their own infrastructure 
and expertise. This combined approach is essential to 
improve the quality of care and patient outcomes.

Conclusion 

Ebstein’s anomaly is a rare congenital heart defect 
with variable clinical presentation that can manifest 
at any age. In non-symptomatic individuals, early 
diagnosis enables timely therapeutic decision-
making. However, in resource-limited settings, 
delayed diagnosis and lack of surgical management 
are associated with poor prognosis.
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