
252

Turner syndrome, unicuspid aortopathy, and pregnancy: 
Difficult decisions for complex scenarios
Síndrome de Turner, aortopatía unicúspide y gestación: decisiones difíciles en escenarios 
complejos
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A 31-year-old woman with previous diagnosis of 
Turner syndrome and desire of pregnancy was submit-
ted for further evaluation for aortic valvulopathy. She 
was finally diagnosed of unicuspid aortic valve with 
severe regurgitation and an aortic ascending aneu-
rysm. Given these findings, surgical intervention was 
decided, with a replacement of the aortic root and 
ascending aorta by a 34 mm tube with reimplantation 
of the aortic valve using the DAVID technique and re-
construction of the unicuspid valve in bicuspid. We 
review both the unicuspid aortic valve, Turner syn-
drome, and the recently published European Society 
of Cardiology guidelines about pregnancy and heart 
disease. They include a more detailed risk classifica-
tion that includes different aspects not only maternal 
and fetal risk but also others such as the periodicity of 
follow-ups and the right place for delivery, specifically 
in aortic pathology.

An update of the guidelines of the European Society 
of Cardiology (ESC) on heart disease and pregnancy 
was published in 20181,2. They include, in relation to 
the previous ones, several novelties: the World Health 
Organization (WHO) classification on maternal risk is 
reinforced; the “heart team” of pregnancy is introduced 
just like in other pathologies; and greater attention is 

paid to assisted reproduction therapies that are key in 
certain pathologies such as Turner syndrome.

Case Report 
With regard to this, we present the case of a 31-year-

old patient diagnosed of Turner syndrome and aortic 
valvulopathy with desire of pregnancy that was referred 
for assessment and follow-up in our center. The initial 
transthoracic echocardiogram showed a dilated left 
ventricle (LV) with borderline systolic function and se-
vere aortic regurgitation. For a more accurate valvular 
morphology assessment and in the face of surgery, 
a transesophageal echocardiogram was requested 
(Figs. 1A and B) in which a unicuspid aortic valve with 
severe insufficiency and high gradients in probable 
relationship with overflow was observed. A dilated and 
spheroidal LV and aneurysmal dilatation of ascending 
aorta (46 mm × 45 mm, ASI > 25 mm/m2) were ob-
served and confirmed in aortic computed tomography 
scan (Fig. 1C). Given these findings, surgical interven-
tion was decided on, with a replacement of the aortic 
root and ascending aorta by a 34 mm tube with reim-
plantation of the aortic valve using the DAVID tech-
nique and reconstruction of the unicuspid valve in 
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Figure  1. (A) and (B) Transoesophageal echocardiogram showing unicuspid aortic valve with severe regurgitation. 
(C) Cardiac, computed tomography: unicuspid aortic valve. (D) Transthoracic echocardiogram showing mild aortic 
regurgitation immediately after surgery.
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bicuspid. In the control echo immediately after surgery, 
minimal aortic insufficiency was observed (Fig. 1D). 
The post-operative evolution was uneventful. After the 
surgery, our patient finally dismissed the pregnancy. 
During the follow-up, she developed progressive de-
generation of the pericardial patch used for the valve 
reconstruction and retraction of valve leaflets requiring 
at last a new surgery with mechanical prosthesis 
implantation.

Discussion
Several aspects are relevant in this case: on the one 

hand, the unicuspid aortic valve is a rare pathology with 
an estimated incidence of 0.02% of the general popu-
lation and of which isolated cases associated with Turn-
er syndrome have been described. In this, pathology 
aortic malformations are described in up to 30% of 
patients3. On the other hand, the possibility of 

contemplating repairs the valve with replacement of the 
ascending aorta in the same surgical act avoiding, in 
this way, the potential complications of a prosthesis, 
especially in a young woman with desire of pregnancy. 
Nowadays, thanks to the techniques of assisted repro-
duction and, especially by ovodonation, gestation is 
possible in patients with Turner syndrome, taking into 
account, the high risk of maternal mortality mainly due 
to cardiovascular diseases and, in particular, due to 
aortic dissection4. In the ESC guidelines that we have 
previously mentioned, this entity is considered in a pre-
cise way, estimating the risk of the patients according 
to the aortic diameter indexed by the body surface. In 
our case, given the dilatation of the ascending aorta, 
pregnancy was initially discouraged due to the high risk 
of maternal mortality (WHO IV). Even after aortic sur-
gery, there would be a risk of type B dissection due to 
descending aorta involvement, which, in any case, 
should be studied and controlled. A periodical and 
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multidisciplinary follow-up for these patients is, there-
fore, essential.

Conclusion
The new version of the guidelines on pregnancy 

was necessary to collect new evidence and update 
recommendations. They include a more detailed risk 
classification that includes different aspects not only 
maternal and fetal risk but also others such as the pe-
riodicity of follow-ups and the indicated place for deliv-
ery, specifically in aortic pathology.
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