Marfan’s Syndrome

8/4/11

OHOA page 305

A-Z page 331

FANZCA Notes
- connective tissue disorder

- autosomal dominant

CLINICAL FEATURES
GENERAL: tall, long thin fingers

AIRWAY: cervical spine/ligamentous abnormality, high arch palate, crowded teeth

RESP: emphysema, spontaneous pneumothorax, pectus excavatum, tracheomalacia, OSA, kyphoscoliosis

CVS: dilated ascending aorta, dissecting aneurysms, AR, MVP, MR, coronary thrombosis

CNS: cataracts, retinal detachment, lens dislocation

MUSCULO: easy joint dislocation, arachnodactyl, 
MANAGEMENT

ICU

- valve replacement

- aortic root replacement (deep hypothermic arrest)

- scoliosis repair
Anaesthesia
- may be a difficult intubation

- pressure cares

- lung protective ventilation

- chest infection cares
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