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A fatal case of dissecting aortic root aneurysm due to undiagnosed Marfan syndrome in the puerperium

Abstract

Aortic dissection in pregnancy is a lethal
cardiovascular complication in women with
Marfan syndrome. The course of the treatment
would be decided upon by the size of aortic
root dilation. We report a case where the
unawareness of the diagnosis of Marfan
syndrome antenatally led to disastrous post
partum consequences even after an uneventful
childbirth.
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Introduction
Marfan syndrome is one of commoner autosomal

dominant single gene malformation syndromes that
affect both sexes equally in any ethnic group. It is a
multisystem disorder resulting in diminished strength
of connective tissues mostly affecting cardiovascular,
ocular and skeletal systems. The cardiovascular
complications include sudden arrhythmias, mitral
valve prolapse with or without regurgitation, left
ventricular dilatation and cardiac failure, pulmonary
artery dilatation, aortic root dilatation. Dilatation of
aortic root leads to aortic valve incompetence and
predisposes to dissection of aorta especially when the
diameter at the Sinus of Valsalva exceeds 4.5 cm1.

In pregnancy and puerperium the risk of aortic
dissection is increased, probably due to inhibition of
collagen and elastin deposition in the aorta by
oestrogens and the hyperdynamic hypervolaemic
circulatory state.

Case report
A 37-year old woman presented in her fifth

pregnancy with four previous uneventful
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pregnancies. Her height was 166 cm. There were no
obvious cardiovascular or skeletal abnormalities
noted. Following an uneventful antenatal period she
went into spontaneous labour at term and delivered a
healthy baby. She developed a blood and mucus
diarrhoea from the day of delivery, which settled after
six days. Sigmoidoscopy with biopsy, and stool
culture for salmonella were normal.

Figure 1. The macroscopic appearance (A) of the aortic
dissection.

Figure 2. The microscopic appearance  (B) of the aortic
dissection.
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On the thirteenth postpartum day she was
admitted to hospital with worsening shortness of
breath. On admission she was found to have
tachycardia, low blood pressure, and evidence of
pulmonary oedema. Electrocardiogram showed sinus
tachycardia and ST depressions change in lateral chest
leads (V3-V6) chest leads. She died six hours after
admission despite attempted resuscitation and
treatment.

Postmortem revealed degeneration of tunica
media in the ascending aorta, and a dissecting
aneurysm extending up to infundibulum (Figure 1 and
2). Furthermore, there were right sided pleural
adhesions.

Subsequent inquiry of family members revealed
that one of her brothers and one of her children were
suffering from Marfan syndrome.  Further, closer
scrutiny revealed that she had developed a
spontaneous pneumothorax at the age of 22 years
which was not further investigated.

Discussion

The positive family history, dissection of the
ascending aorta (two major criteria) and history of
spontaneous pneumothorax (one minor criterion)
fulfilled the Ghent criteria for diagnosis of Marfan
Syndrome1.

Vigilant attention at the time of the
spontaneous pneumothorax and during her
pregnancies coupled with family history should
have helped to make the diagnosis in this patient
at an earlier point of time.

Women with the syndrome should be counselled
before conception about the risks of pregnancy to
both mother and fetus. Because pre-conceptual
dilatation of the ascending aorta is an important
predictor for aortic dissection, it should be excluded
before pregnancy and if the root of the aorta is more
than 45 mm, it is safer to discourage pregnancy.

Once the woman become pregnant her cardiac
and aortic root size should be monitored with repeated
echocardiography. Prophylactic use of β-blockers may
be useful in preventing further aortic dilatation
although Atenolol, in a few studies, showed
association with low birth weight for intrauterine
exposure1,6. Surgical replacement of aortic root should
be considered during gestation in patients with
progressive aortic dilatation when or before the aortic
root reaches 5.5 cm.

Because of the potential risk of ionizing radiation
to the fetus, noninvasive methods such as
transesophageal echocardiography and magnetic
resonance imaging are preferred to contrast
aortography for the diagnosis of aortic dissection.

 Vaginal delivery can be allowed in patients with
the Marfan syndrome who do not have cardiovascular
system abnormalities. In patients with aortic root
dilatation and aortic dissection, caesarean section can
be the preferred method of delivery with control of
hypertension and reducing left ventricular
contractility with Hydralazine and beta blockers8,1.

Another area of concern in this patient is the
apparent unmet need for contraception. Appropriate
contraceptive advice to space and limit the number of
children in this woman certainly would have
prevented the unrecognized progression of the
condition and the subsequent demise.

Conclusion

We emphasize the importance of considering
illnesses such as Marfan syndrome in females with
positive family history even in the absence of telltale
features in order to observe appropriate precautions
during pregnancy. Educating patients and family
members about the nature and inheritance of the
disease is important so that the positive family history
will be forthcoming.
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