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Marfan syndrome

Marfan syndrome can demonstrate tortuous and elongated intracranial artery. However, these
arteries rarely cause neurovascular compression resulting in hemifacial spasm or trigeminal neuralgia
1).

Complications

The underlying cause of spontaneous intracranial hypotension is usually a spontaneous cerebrospinal
fluid fistula, however, some cases may be due to low cerebrospinal fluid volume. Evidence supports
an underlying weakness of the meninges as a contributing factor; for instance, connective tissue
disorders like Marfan syndrome, and Ehlers-Danlos syndrome.

Case reports

Marques et al. report a five-generation kindred with two brothers with pituitary gigantism due to AIP
mutation-positive GH secreting pituitary neuroendocrine tumors and their first-cousin coincidently
also having gigantism due to Marfan syndrome 2).

A 33-year-old woman who was diagnosed as Marfan syndrome, suffered from trigeminal neuralgia.
Magnetic resonance (MR) angiography showed tortuous and elongated left vertebral artery (VA). The
coronal section of three dimensional (3D) MR cisternography with contrast enhancement showed that
the left trigeminal nerve was compressed from underneath by the tortuous and elongated left VA.
After successful surgery of microvascular decompression, the patient's symptom resolved and no
recurrence was encountered.

Neurosurgeons should not only be aware of hemifacial spasm but also of trigeminal neuralgia caused
by elongated vessels in a patient with Marfan syndrome, although it is an extremely rare condition. In
addition, offending vessel is not atherosclerotic in younger patients unlike usual cases of trigeminal
neuralgia. Thus, microvascular decompression can be easier than usual cases 3).
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