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Shone’s Complex 

1. Supravalvular Ring of Left Atrium 

2. Parachute Mitral Valve 

3. Aortic Stenosis (AS) 

4. Coarctation of Aorta 

 

Prevalence <0.7% among >4000 adults with congenital 
heart disease2 

 

WHO Class 3-4 depending on severity of lesions3 
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32yo female with a history of Shone’s 
complex presents at 7 weeks gestation  

• Coarctation of the aorta, parachute mitral valve, bicuspid aortic valve 
• s/p resection and end to end anastomosis of coarctation at age 3 years 

• s/p aortic valve balloon valvuloplasty 3 months earlier 



Parachute Mitral Valve 
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Bicuspid Aortic Valve 
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Repaired coarctation of the aorta 



Preserved contractile function 



32yo female with a history of Shone complex 
presents 7 weeks gestation 
• Coarctation of the aorta, parachute mitral valve, bicuspid aortic valve 

• s/p resection and end to end anastomosis  of coarctation at age 3 years 

• s/p aortic valve balloon valvuloplasty 3 months earlier  

• WHO Classification III (moderate-severe AS, moderate mitral stenosis) 

• NYHA Class I 

• Submaximal exercise metabolic stress test (4.8 mets) 
• No ST changes during exercise, occasional PVCs during recovery 

• Normal SaO2, blood pressure response 

• Max HR 161 (85% predicted), peak VO2 16.8 ml/min/kg, RER 1.0 

• PMH  
• Graves disease s/p radioactive iodine in 2004, continues on levothyroxine 

• Acute mid to upper left cerebellar CVA 1 month after valvuloplasty  
• Presumed endocarditis treated with antibiotics 

• Obesity (BMI 45 kg/m2) 



Regitz-Zagrosek, V., Blomstrom Lundqvist, C., Borghi, C., et al. European Heart Journal 2011 32(24):3147–3197 



ESC Guidelines Recommendations 

• Pre-conception exercise stress testing for patients with AS 

• Monthly or bimonthly cardiac evaluation to determine progression of AS 

• Vaginal delivery for patients with non-severe AS to avoid anesthesia induced 
decrease in peripheral vascular resistance  

Regitz-Zagrosek, V., Blomstrom Lundqvist, C., Borghi, C., et al. European Heart Journal 2011 32(24):3147–3197 



Clinical Course in Multidisciplinary 
Cardiology and Obstetrics Clinic 
• Visits every 2-4 weeks with cardiology/OB and monthly echo to track progression 

of AS and MS 

• Repeat echo at 9 weeks gestation showed mild worsening of aortic stenosis 
• Peak gradient 86mmHg, mean gradient 49mmHg  

• Repeat echos at 15 weeks and onward showed stable aortic valve gradients 

• Fetal echo at 24 weeks showed normal fetal cardiac anatomy 

• Diagnosed with gestational diabetes at 30 weeks, controlled with diet 

• Weekly non-stress tests start at 32 weeks 

• Underwent induction of labor at 39 3/7 weeks with misoprostol and oxytocin 
• Goal to avoid hypotension and tachycardia 



Delivery and Postpartum Course 
• Arrest of latent phase prompted cesarean section delivery 

• Transferred to pediatric ICU for monitoring post-op 

• Postpartum hemorrhage unresponsive to medical management prompted return to 
the OR for dilation and curettage 
• Received a total of 5 units of packed red blood cells, 1 unit fresh frozen plasma, and 10 

units cryoprecipitate to maintain hemoglobin>9 

• Discharged home on post-operative day 5 

• Asymptomatic at follow-up with OB 6 weeks post-op 

 



Conclusions 

• Limited literature is available for pregnancy in patients with Shone’s complex 

• Pregnancy in the setting of Shone’s complex is high risk but can be successfully 
managed by a multi-disciplinary team 

• Regular cardiology visits with serial echo is important for monitoring progression of 
AS and MS 
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