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Type A Acute Aortic Dissection in a woman with Marfan syndrome in the 7th 
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Abstract
Pregnant women with Marfan syndrome (MFS) are at high risk of acute aortic dissection during the third trimester. The strategy of treat-
ment between the 28th and 32nd week of pregnancy is debatable. We present the case of a 25 year old pregnant woman, with Marfan 
syndrome in 29th gestational week with type A Acute Aortic Dissection and severe mitral regurgitation.
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Introduction
Although rare, pregnancy has been reported to be an inde-
pendent risk factor for acute aortic dissection, especially for 
women with connective tissue diseases and hypertension but 
even in patients without documented tissue diseases, the risk 
for aortic dissection was higher during pregnancy than outside 
of it [1]. The consequences are catastrophic, with an estimated 
maternal prehospital mortality of approximately 50% and oper-
ative mortality of up to 30%. The perioperative fetal mortality 
rate is even higher [2]. 
 

 
Case Report 
A 25 year old woman, in her 29th week of her 1st pregnancy, 
arrived with sudden onset of retrosternal chest pain. She was 
known to have a mild mitral regurgitation, complicated by
pregnancy induced hypertension. Nonetheless, the medical 
history revealed a positive family history (her sister was oper-
ated for ascending aortic replacement for aortic aneurysm at 
the age of 24 years).  
The clinical examination revealed a tall woman (180 cm, 90 
kg), BMI [27.78 kg/m2] with Marfanoid habitus. The patient 
was clinically relatively stable: Blood Pressure: 100/50 mmHg; 
Heart Rate: 140/minute; 20 breaths/min, oxygen saturation 
92%, jugular venous distension with no signs of neurological 
deficit. The obstetrical consultation revealed a gravid abdo-
men, with viable child, (weight ca.750 g), with a normal heart-
beat rate. Laboratory tests: Hemoglobin: 12.5gm/Ltr, pH:
3.36, Lactate: 2.4, with cardiac enzyme levels in normal range. 
The transthoracic echocardiography showed a dilated ascend-
ing aorta (4.5 cm), parietal hematoma, sinotubular junction 
(3.8 cm) and a normal aortic annulus 2.5 cm. The Aortic valve 
was tricuspid with an aortic regurgitation grade 2. Left Ventric-
ular Ejection Fraction (-EF) was 40%, Left Ventricular End
Diastolic Diameter (LVEDD) was 6.4cm, left atrial diameter was 
4.3 cm. The mitral valve showed Barlow aspect, dilated annu-
lus, severe calcification of posterior annulus, P2 prolaps and 
chordal rupture, A2 prolaps chordal elongation, with severe 
regurgitation (vena contracta 7 mm). A cardiac tamponade 
(hematopericardium of 2.2 cm) with RV compression and 
relevant haematoma surrounding the ascending aorta was 
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also found. The transesophageal echocardiography revealing a 
visible dissection flap in the ascending aorta.  
A multidisciplinary team decided to perform a cesarean 
section followed by cardiac surgery. The emergency cesarean 
section was performed under general anesthesia, A female 
infant (750g) was delivered.  

Because of a significant uterine atony, the obstetrical team 
decided to perform a total hysterectomy.  
After the hysterectomy, first the right axillary artery was can-
nulated and then a mediansternotomy was performed (Figure 
1A, B and C). 

Figure 1: (A): Dissected ascending aorta. (B): Intimal tear. (C): Proximal suture line.

For the venous access, double caval cannulation
was performed to initiate CPB. The patient was cooled down 
to a rectal temperature of 26°C.  
After aortic clamping and induction of cardioplegic cardiac 
arrest, the ascending aorta was opened and aortic valve 
inspected.  
We found the ‘entry’ of the dissection distal to the aortic root, 
however the origins of the coronary arteries remained intact. 
Aortic valve was normal.  
An ascending aortic and hemiarch replacement with 30 mm 
Dacron prosthesis was performed under circulatory arrest 
with bilateral antegrade cerebral perfusion. The left subcla-
vian artery was clamped. Proximal aortic anastomosis was 
performed during cooling period, and during the rewarm-
ing period, the mitral valve was accessed through left atrial 
incision. The inspection of the mitral valve showed dilated 
annulus, massive posterior annulus calcification, P2 prolapse 
with chordal rupture and A2 prolapse with elongated chor-
dae. Therefore, the mitral valve was replaced with mechanical 

prosthesis (St. Jude 29mm). 
The newborn baby developed normally under intensive care 
and was discharged from the hospital 2 months later. The 
mother’s early post-operative evolution was favorable. She 
was weaned from the ventilator after 10 hours and was moved 
to the normal wards on 4th postoperative day.  
The postoperative echocardiography revealed normal func-
tioning native aortic valve and mechanical mitral valve with a 
low LV-EF (35%). She remained free of symptoms at two years
follow-up. The LV-EF slightly improved to 45%. A control CT 
scan one year after operation revealed good results without 
any dissection on the remaining thoracic aorta, distal to the 
Dacron graft (Figure 2A and B).
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Discussion
Although rare, pregnancy has been reported to be an indepen-
dent risk factor for acute aortic dissections, especially in wom-
en with Marfan syndrome. Therefore, American and European
Guidelines strongly recommend that pregnant women with 
Marfan syndrome should be monitored by echocardiography 
at 4- to 12-week intervals throughout pregnancy and at 6 
months postpartum. The use of beta-blockers to control heart 
rate and delivery in-hospital with the cardiac surgery depart-
ment onsite is also highly recommended. However, it may 
not be possible to follow these recommendations due to the 
lack of necessary infrastructure. In this case, the acute aortic 
dissection was complicated by severe mitral valve insufficien-

Figure 2: (A): Angio-CT, one year postoperative. (B): Angio-CT, one year postoperative aortic arch.

cy and unfortunately the above recommendation was not 
followed.  
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