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Figurel

A: Computed tomography shows aortic dissection at the pulmonary artery level.
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B: Entry exists at the level of the diaphragm, and dissection initiates and propagates from this tear.
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Tablel Clinical characteristics of the patient and
previous presentation reported by Loeys et al.

The patient Frequency of LDS*

Hypertelorism + 90%
Cleft palate or bifid uvula + 90%
Aortic root aneurysm + 98%
Aneurysm of other vessels + 52%
Arterial tortuosity + 84%
Craniosynostosis + 48%
Malar hypoplasia + 60%
Blue sclerae - 40%
Ectopialentis - 0%
Arachnodactyly + 70%
Pectus deformity - 68%
Scoliosis - 50%
Talipes equinovarus - 45%
Joint laxity - 68%
Velvety skin + 28%
Translucent skin + 32%
Patent ductus arteriosus - 35%
Arterial septal defect - 22%
Developmental delay + 15%

*LDS: Loeys-Dietz syndrome
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A Case of Loeys-Dietz Syndrome
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Loeys-Dietz syndrome (LDS) is a recently discovered condition associated with an increased risk of aortic aneurysm
and a widespread systemic involvement, similar to that observed in Marfan syndrome. We report a case of a 5l-year-old
woman with LDS. At the age of 45 years, she underwent Y-graft replacement for ruptured abdominal aortic aneurysm and
total arch replacement for dissecting thoracic aneurysm. Six years later, she developed acute aortic dissection, and was ad-
mitted to our hospital. Clinical featuresincluded craniofacial disorders such as hypertelorism and bifid uvula, and a history
of aortic events was documented. LDS was diagnosed based on her past history, physical examination, and genetic testing.
She has been doing well since she underwent thoracoabdominal aortic replacement with reconstruction of costal arteries
and abdominal branches. (JJpn Call Angiol, 2008, 48: 363-365)
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