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Abu-Issa, R. et al., Development 2002.



Cardiovascular and Thymic Defects in Tbx1
Hypomorphic Mutant Neonates

Hu, T. et al., Development 2004.
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Aortic Arch Development
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efects in Normal Regression of the Arterial Syste
Lead to Vascular Anomalies

« Double Aortic Arch
— Failure of the right dorsal aorta to regress

« Aberrant Right Subclavian Artery
— Regression of the right fourth arch
— 1% of the general population
— 40% of patients with Trisomy 21 and CHD

« Right Aortic Arch
— Retention of the right dorsal aorta segment
— 13-35% of patients with TOF
— 8% of patients with TGA
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Double Aortic Arch
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Aberrant Right Subclavian Artery
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Right Aortic Arch
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RIght Aortic Arch: Mirror Image Branching versus
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Vascular Rings May Cause Compression of the
Trachea and the Esophagus

« Double Aortic Arch
— Failure of the right dorsal aorta to regress

« Right Aortic Arch

— Ductus arteriosus is directed towards the right

— If the ductus, or later, the ligamentum arteriosum, passes behind
the esophagus, constriction may occur




Double Aortic Arch Presenting with Dysphagia in &
31-Year-Old Woman




rtic Arch Anomalies Can Cause Significant Clinic
Compromise in the Neonatal Period

* Interrupted Aortic Arch
— Obliteration of the right and left fourth aortic arches

 Coarctation of the Aorta

— Constriction of the aorta in the region of the ductus arteriosus
— 0.3% of live births
— Most common cardiac anomaly in Turner’'s Syndrome
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The Developing Venous System
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The Developing Venous System
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Cystic Hygromas Develop in Turner’'s Syndrome
Patients Secondary to Blockage of Lymphatic Ducts

~
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* Prostaglandins maintain a patent ductus arteriosus
* Indomethacin is used to induce ductal closure




