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Peripartum cardiomyopathy could be treated with intensive care :

A report of two cases
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ORIGINAL ARTICLE

Aortic Diseass

Pregnancy-Associated Aortic Dilatation or Dissection
in Japanese Women With Marfan Syndrome

Shinji Katsuragi, MD; Keiko Ueda, MD; Kaoru Yamanaka, MD;
Reiko Neki, MD; Chizuko Kamiya, MD; Yoshihito Sasaki, MD;
Kazuhiro Osato, MD; Koichiro Niwa, MD; Tomoaki Ikeda, MD

Background: Aortic dilatation and dissection are severe complications of pregnancy that may cause maternal
death. The purpose of the present study was to investigate risk factors for aortic dilatation or dissection in pregnant
Japanese women with Marfan syndrome.

Methods and Hesuwits: Atotal of 28 patients with Marfan syndrome were investigated retrospectively during preg-
nancy and after delivery at 1 institution. These patients were divided into 2 groups: those who experienced aortic dila-
tation or dissection (group D, n=11) and those who did not (group ND, n=17). In group D, aortic dilatation or dissection
occurred in 7 cases during pregnancy (2 in the 2" trimester, 5 in the 34 trimester) and 4 cases after birth. The 2 cases
in the 24 trimester involved aortic dilatation >60mm and those patients underwent hemiarch replacement and a David
operation, respectively. Delivery by cesarean section (64% vs. 18%, P<0.05), sinus of Valsalva 240mm (86% vs. 21%,
P<0.05), aortic size index (size of sinus of Valsalva/body surface area) 225mm/m2 (7/7, 100% vs. 0/14, 0%, P<0.0001),
and faster growth of the sinus of the Valsalva (median, [interquartile range]: 0.41 mm/month [0.23-0.66 mm/month}]
vs. 0.05mm/month [-0.13 to 0.22mm/month]; P<0.05) were significantly higher in group D than in group ND.

Conclusions: A large sinus of Valsalva, increased aortic size index, and rapid growth of the sinus of Valsalva are
risk factors for aortic dilatation or dissection in pregnant Japanese women with Marfan syndrome. (CircJ 2011; 75:
2545-2551)

Key Words: Aortic dissection; Aortic size index; Marfan syndrome; Pregnancy; Sinus of Valsalva

arfan syndrome is an autosomal dominant connec-
M tive tissue disorder caused by mutations in the
fibrillin-1 (FBN1) gene located on chromosome
15.1 These mutations result in weakness of the supportive tis-
sue of the body, and clinical characteristics include symptoms
of the cardiovascular, skeletal, and ocular systems.*? Cardio-
vascular complications are the main cause of morbidity and
mortality in patients with Marfan syndrome.* Before the
development of preventive surgical approaches to aortic dis-
eases, the mean life expectancy for a patient with Marfan
syndrome was <40 years, with aortic dissection, aortic rupture
and cardiac failure being the predominant causes of death.#
Beta-blocker therapy and elective surgical repair, however,
have increased life expectancy to near normal values.$

Editarial p2532

Pregnancy is strongly associated with life-threatening prob-

lems in Marfan patients. The risk of aortic dilatation or dissec-
tion increases during and after pregnancy in patients with
Marfan syndrome due to superimposition of the hyperdynamic
and hypervolemic circulatory state of pregnancy on the pre-
existing weakness of the aortic media.> The rate of aortic dis-
section during pregnancy has been studied in previous reports.
In 1981, Pyeritz reported no aortic complications during 105
pregnancies in 26 women affected by Marfan syndrome, based
on phone interviews.” Rossiter et al prospectively followed 45
pregnancies in 21 women, and found 2 cases complicated by
dissection;? Lipscomb et al reported 6 aortic events, including
4 aortic dissections, in 91 pregnancies in 36 women;” Lind and
Wallenburg found 5 aortic dissections in 117 pregnancies;®
and Pacini et al reported 7 aortic dissections in 160 pregnan-
cies in 85 women.*! Combining all these data gives a risk of
3.9% for aortic complication during pregnancy in women with
Marfan syndrome who are not taking f3-blockers.

The indicators of aortic risk in pregnancy are an aortic diam-
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