
	
	
Table 1. ACC/AHA 2025 GL on ACHD. Recommendations for Eisenmenger Syndrome 
 

Diagnostic 
In adults with suspected Eisenmenger syndrome, invasive hemodynamic  1 B-NR 
assessment should be performed to confirm the diagnosis and to exclude concomitant  
disease that contributes to right-to-left shunting or PAH. 
 
Adults with Eisenmenger syndrome should be managed by specialists   1 B-NR 
with expertise in both congenital cardiology and PAH to improve outcomes. 
 
Adults with Eisenmenger syndrome should be advised against pregnancy 3 Harm B-NR 
to decrease the risk associated with excess maternal morbidity and mortality. 
 

Therapeutic 
In adults with Eisenmenger syndrome and an LV ejection fraction   1 B-R 
>40% who are symptomatic or have reduced exercise capacity, initial 
monotherapy with PAH-directed therapy is recommended to 
improve symptoms, hemodynamics, and overall survival. 
 
In adults with Eisenmenger syndrome and an LV ejection fraction   1 B-NR 
>40% who remain symptomatic or have worsening exercise capacity on 
a single PAH therapy, dual combination therapy with an endothelin 
receptor antagonist and a phosphodiesterase-5 inhibitor is 
recommended to improve symptoms, hemodynamics, and overall survival 
 
In adults with Eisenmenger syndrome who present with atrial arrhythmias,  1 C-LD 
prompt restoration and maintenance of sinus rhythm is recommended  
to avoid hemodynamic deterioration. 
 
In adults with Eisenmenger syndrome, a regular exercise program in   2a C-LD 
combination with directed PAH therapy can be effective in 
improving exercise capacity. 
 
In adults with Eisenmenger syndrome and LV ejection fraction >40% who are   2b C-LD 
deemed to be at high risk for adverse outcomes† or who 
have rapidly progressive disease, inhaled or subcutaneous prostacyclin 
therapy may be considered as initial therapy or as an addition to 
other PAH therapy to improve symptoms, exercise capacity, and hemodynamics. 
 
In adults with Eisenmenger syndrome, anticoagulation therapy may   2b C-EO 
be considered for patients with high-risk features (atrial arrhythmia,  
new or enlarging pulmonary arterial thrombosis, or prior thromboembolic event)  
and low bleeding risk to prevent thromboembolic complications. 
 
Adults with Eisenmenger syndrome should not be routinely prescribed  3 No benefit B-NR 
oral anticoagulation given the high bleeding risk and lack of long-term  
survival benefit. 
 
In adults with Eisenmenger syndrome, closure of any intracardiac  3 Harm B-NR 
or vascular shunt should not be performed given the increased 
perioperative risks and risks for short- and long-term morbidity and mortality. 
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In adults with Eisenmenger syndrome and intracardiac shunts who  3 Harm B-NR 
meet indications for permanent pacing or an ICD, endocardial leads 
may be potentially harmful given 
the increased risk for systemic thromboembolism. 
 
Recommendations on managing chronic cyanosis—including, but not limited to, management 
of iron supplementation, hyperviscosity, and risk and management of central 
nervous system infections—generally apply to patients with Eisenmenger syndrome 
and are provided in “Management of Cyanosis.” 
†Patients at high risk include patients with World Health Organization functional class 
3 or 4, a 6-minute walk distance <165 m, tricuspid annular plane systolic excursion <16 
mm, and NT-proBNP level >1,400 pg/mL. 
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Table 2. ACC/AHA 2025 GL on ACHD. First-Line PAH-Directed Therapy in Patients With 
Eisenmenger Syndrome 
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Table 3. ACC/AHA 2025 GL on ACHD.  
Eisenmenger syndrome: Routine Follow-up and Testing Intervals 
 

	
	
	
	
Table 4. ESC 2020 GL on ACHD. Recommendations for treatment of pulmonary 
arterial hypertension associated with congenital heart disease 
 
Counsel patients with CHD and confirmed pre-capillary PHa against  I C 
pregnancy.  
 
Risk assessment in all patients with PAH-CHD.b     I C 
 
Initial oral combination therapy or sequential  combination therapy  I A 
in low- and intermediate-risk patients with repaired simple lesions  
and pre-capillary PH, and treat high-risk patients with initial combination  
therapy including parenteral prostanoids.b  
 
A treatment strategy with initial endothelin receptor antagonist monotherapy  IIa B 
in Eisenmenger patients with reduced exercise capacity  
(6MWT distance <450 m), followed by combination therapy if patients  
fail to improve. 
 
a The risk of pregnancy in patients with pre-capillary PH is very high. It may be less 
in pregnancies of patients with post-capillary PH, therefore, a right heart catheterization 
is necessary in all patients with a suspicion of pre-capillary PH to confirm the diagnosis. 
 
b For details see 2015 ESC/ERS Guidelines for diagnosis and treatment of PH. 
 
6MWT = 6-minute walk test; CHD = congenital heart disease; PAH-CHD = pulmonary 
arterial hypertension associated with congenital heart disease; PH = pulmonary 
hypertension. 
 
 
 
 
 


