
Mme Pierrette D, 56 ans

• Souffle connu depuis l’enfance

• Cyanosée à l’effort

• 3 grossesses, sans souci

• Pas de suivi cardiologique depuis longtemps, car « elle 
a eu peur »

• Revient car plus essoufflée à l’effort depuis quelques 
mois





Pour quelles raisons peut-elle être 
plus essoufflée?

• Elle doit avoir une IT sévère
• C’est à cause du shunt G-D de la CIA
• C’est l’âge!
• C’est la cyanose secondaire au shunt D-G



Maladie d’Ebstein



• Anomalie rare, <1% des cardiopathies congénitales

• Maladie de la valve tricuspide et du VD:
ü Non délamination des feuillets septal et postérieur
ü Déplacement apical et vers RVOT de l’anneau fonctionnel
ü Dilatation de la portion atrialisée du VD
ü Anomalies du feuillet antérieur (fenestrations, attaches)
ü Dilatation de la jonction AV (anneau vrai)

Concerning a very rare case of insufficiency of the tricuspid valve 
caused by a congenital malformation 

Ebstein W. Arch Anat Physiol 1866

Attenhofer Jost et al. Circulation 2007
Anderson et al. Mayo Clin Proc 1979
Qureshi et al. Trends Cardiovasc Med 2018



• Niveau de déplacement maximal: commissure feuillets S et P
• Quand >8 mm/m2 par rapport au feuillet antérieur mitral : 

maladie d’Ebstein

Attenhofer Jost et al. Circulation 2007
Anderson et al. Mayo Clin Proc 1979
Edwards. Prog Pediatr Cardiol 1993



Quelles complications en l’absence de réparation?
• Arythmies A/V
• Cyanose
• Embolie paradoxale
• EI
• Insuffisance cardiaque D
• Insuffisance cardiaque G
• Mort subite

Imagerie multimodalités+++ (ETT/IRM) pour:
• Mobilités/Attaches du feuillet antérieur
• Voie pulmonaire
• Quantification de l’IT
• Fonction du VD
• Lésions associées
• NCVG



Classification de Carpentier

Carpentier et al. J Thorac Cardiovasc Surgery 1988
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Table 25. Double-Chambered Right Ventricle: Routine Follow-Up and Testing Intervals 
Frequency of Routine Follow-Up 

and Testing 
Physiological 
Stage A* (mo) 

Physiological 
Stage B* (mo) 

Physiological 
Stage C* (mo) 

Physiological 
Stage D* (mo) 

Outpatient ACHD cardiologist 24–36 24 6–12 3–6 
ECG 24–36 24 12 12 
TTE 24–36 24 12 12 
Exercise test† As needed 24 24 12 
*See Tables 3 and 4 for details on the ACHD AP classification system.  
†6-minute walk test or CPET, depending on clinical indication. 
ACHD indicates adult congenital heart disease; CPET, cardiopulmonary exercise test; ECG, electrocardiogram; and TTE, 
transthoracic echocardiogram. 

4.3.4. Ebstein Anomaly 

 Recommendations for Ebstein Anomaly 
Referenced studies that support recommendations are summarized in Online Data Supplement 42. 
COR LOE Recommendations 

Diagnostic 

IIa B-NR 
1. In adults with Ebstein anomaly, CMR can be useful to determine 

anatomy, RV dimensions, and systolic function (S4.3.4-1, S4.3.4-2). 

IIa B-NR 
2. In adults with Ebstein anomaly, TEE can be useful for surgical planning if 

TTE images are inadequate to evaluate tricuspid valve morphology and 
function (S4.3.4-1). 

IIa B-NR 

3. Electrophysiological study with or without catheter ablation can be 
useful in the diagnostic evaluation of adults with Ebstein anomaly and 
ventricular preexcitation but without supraventricular tachycardia 
(S4.3.4-3, S4.3.4-4). 

IIa B-NR 

4. In adults with Ebstein anomaly, electrophysiological study (and catheter 
ablation, if needed) is reasonable before surgical intervention on the 
tricuspid valve even in the absence of preexcitation or supraventricular 
tachycardia (S4.3.4-5). 

Therapeutic 

I B-NR 

5. Surgical repair or reoperation for adults with Ebstein anomaly and 
significant TR is recommended when one or more of the following are 
present: HF symptoms, objective evidence of worsening exercise 
capacity, progressive RV systolic dysfunction by echocardiography or 
CMR (S4.3.4-6–S4.3.4-10).  

I C-LD 
6. Catheter ablation is recommended for adults with Ebstein anomaly and 

high-risk pathway conduction or multiple accessory pathways (S4.3.4-3, 
S4.3.4-11, S4.3.4-12). 

IIa B-NR 

7. Surgical repair or reoperation for adults with Ebstein anomaly and 
significant TR can be beneficial in the presence of progressive RV 
enlargement, systemic desaturation from right-to-left atrial shunt, 
paradoxical embolism, and/or atrial tachyarrhythmias (S4.3.4-11, S4.3.4-
13, S4.3.4-14). 

IIb B-NR 
8. Bidirectional superior cavopulmonary (Glenn) anastomosis at time of 

Ebstein anomaly repair may be considered for adults when severe RV 
dilation or severe RV systolic dysfunction is present, LV function is 

Stout et al. JACC 2018
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preserved, and left atrial pressure and LV end diastolic pressure are not 
elevated (S4.3.4-6, S4.3.4-15). 

Synopsis  

Ebstein anomaly is an uncommon congenital heart defect occurring in about 0.005% of live births 
(S4.3.4-16–S4.3.4-18). It is a malformation of the tricuspid valve and the right ventricle and varies in 
severity, including babies who do not survive infancy, asymptomatic adults diagnosed incidentally in the 
sixth and seventh decades of life, and many variations in severity between those extremes. Ebstein 
anomaly can occur with other defects including ASD, VSD, and PS. A patent foramen ovale, otherwise 
usually considered normal, may have significant impact in Ebstein anomaly. Accessory pathways and 
arrhythmias are relatively common. Patient surveillance and management varies depending on age, 
severity of the lesion, and associated abnormalities including HF, cyanosis, and arrhythmias. Surveillance 
includes echocardiographic and other advanced imaging to assess RV size and function, rhythm 
assessment, pulse oximetry, and stress testing. Treatments include medical and surgical therapy for 
patients with manifest symptoms as well as catheter-based structural and electrophysiological 
interventions when indicated. 

See Section 3.3 for recommendations on who should perform surgeries, cardiac catheterization, and 
other procedures in these patients; Section 3.4 for recommendations on diagnostic evaluation; and 
Table 26 for routine testing and follow-up intervals. 

Recommendation-Specific Supportive Text  

1. Deciphering the anatomy and size of the right atrium and right ventricle in Ebstein anomaly is often 
difficult using echocardiography alone, particularly in adults. Data obtained from CMR can inform clinical 
care and surgical planning or decision-making, because CMR data correlate well with intraoperative 
findings. 

2. Two-dimensional and 3D TEE can better define the anatomy and function of the tricuspid valve before 
surgery and provide valuable information in planning surgical repair. 

3. Approximately one third of adults with Ebstein anomaly and ventricular preexcitation have multiple 
accessory pathways, associated with a high risk of SCD. Adults with Ebstein anomaly also have a high 
prevalence of atrial tachyarrhythmia (S4.3.4-3, S4.3.4-4). In the setting of ventricular preexcitation, atrial 
tachyarrhythmia may expose the patient to a higher risk of lethal ventricular arrhythmia. In patients 
with clinical supraventricular tachycardia, management is according to existing GDMT (S4.3.4-19). A 
Pediatric & Congenital Electrophysiology Society (PACES)/HRS expert consensus document provides 
additional information on the management of arrhythmias (S4.3.4-20). 

4. Concealed accessory pathways are common in Ebstein anomaly and may coexist with manifest 
accessory pathways. In addition, preexcitation may be present but difficult to appreciate on the surface 
ECG. Tricuspid valve surgery can hinder transcatheter access to right-sided accessory pathways and the 
slow pathway in AV node reentry, such that it may be reasonable to assess for arrhythmia substrates 
and proceed with catheter ablation if identified, before surgery. 

5. Data demonstrate that delay of surgery until HF or RV systolic dysfunction ensues is associated with 
poorer outcomes; surgery before either of those develops is recommended (S4.3.4-6, S4.3.4-7, S4.3.4-
10). Ebstein anomaly is understood as not just valve disease but also a myopathic process. 
Consequently, threshold for operation may be different than in other RV volume-loading lesions, 
because there is more concern regarding the capacity of the myopathic Ebstein right ventricle to 
tolerate a volume load. Also, there are cohort series of Ebstein patients to inform decisions (S4.3.4-6, 
S4.3.4-7, S4.3.4-10). Surgical repair generally consists of tricuspid valve repair (preferred when feasible) 
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