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RIOTn

An Unusual presentation of
Neurofibromatosis
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Unilateral

ubtle ptosis

Subtle proptosis
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Initial Imaging :

sheat

— a “suspicious lesion”
in the area of the
cavernous sinus




Subsequent Imaging :

7. Arachnoid cyst

A left paracellar mass most likely a trigeminal
neurofibroma, a left temporal subcutaneous
neurofibroma, brain hemiatrophy, a left
petroclival mass extending to the orbit
through the deficient lesser wing of sphenoid.

A Parasellar meningioma with a Deficient
greater wing of sphenoid
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* OFNF (upto 22 % of cases)
- involves the face and orbit (Plexiform neuroma)

- earlier in childhood - aggressive behaviour
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Diagnostic criteria for NF-1 ( NIH Consensus
Development Conference formulation)

two or more of the following :

RIO

NF1 and Glaucoma




RIO

Mechanism of Glaucoma

mechanical angle closure
* Enucleated eyes:

— Endothelialization of the angle

— Overexpression of the Ras -MAPK genes

RIOn

Defective greater wing of

sphenoid......sphenoidal dysplasia

* Three case reports: Harkens and Dolan1990 , Macfarlane
et a 11995, Haijun et al 2015
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RIOTn

Congenital or Acquired???

(Hunt and Pugh)

Mcfarlane...

RIO T

??7?? Lisch nodules / ectropion
uveae

Nichols JC et al,
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Prognosis

* 1 child died due to CNS complications after a brain
tumor surgery (2y)

* 1 case had hemophthalmos following trauma (3.5 y)

Histopathology
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Informed
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MEK Inhibitors

Selumetinib
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RIO

* Phase I trial ( Sept 2011 to Feb 2014)

* Phase Il SPRINT trial: presented 2018 ASCO
annual meeting:

creatine phosphokinase.
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European Medicines Agency, August 2018)
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