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Clinical Study of Typel Neurofibromatosis and its Complications
in Damascus Univer sity Children Hospital

Othman Hamden"

Abstract
Background& Objective: clinical study of patients with Neurofibromatosis | (NFI) in children hospital —
Damascus University
Materials & Methods: All cases of Neurofibromatosis type | in children less than 13 years of age were
identified from the recordsin the Department of children, from 2000-2010
They were diagnosed according to a clinical symptoms (café au lait) then complete the diagnosis with
appropriate diagnostic tools.
Results: fifty four (54) children aged thirteen yearsor lesswereidentified (27male and 27 female).
110f 54 (20.37%) had an affected first degreerelative. Family history of NFI positive only in 37%. And 34
(62.7%) had no family history.
ageranges between 5 monthsand 144 months ,median age (37.1months).
94.4% (51 of 54) had more than six café au lait patches ,55.5% (30 of 54 ) had axillary freckling , 25.9%
(14 of %) had Lisch nodules, neck neurofibromatosis were present in 24% (13 of 54),trunk
neur ofibromatosis were present in25.9% (14 of 54 ) , and extremity neurofibromatosisin 3.7% (2 of 54)
..Skeletal deformities were seen in 20.3 % (11of 54), fracturesin3.7% (2of 54), skull enlargement was seen
in 14.8% (8 of 54).
Central nervoustumors (CNT) werereported in 14.8% (8 of 54), optic gliomain 2.59% (2 of 54).
Neurological disturbances (cognitive, convulsion, mental retardation) were seen in (16.6%) 9 of 54.
Conclusion: Neurofibromatosis | is a multisystem disorder associated with increased risk of malignancies
and other systemsdisturbances.it can be diagnosed as a very young age, and clinical follow up isadvised.
Key words: neurofibromatosis Type |, optic glioma, café au lait, Lisch nodules, skeletal deformities,
familial malignancies.

" Ass Prof. Dept of pediatrics, Faculty of Medicine, Damascus University.
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