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Kotil: Neurofibromatosis-2 with Multiple Spinal Tumors

A Case of Neurofibromatosis-2 Associated With
Multiple Spinal Tumors

Coklu Omurilik Tiimoériiyle Birlikte Seyreden
Norofibromatosis-2 Olgusu
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Abstract:  Neurofibromatosis -2 is rare in all
neurocutaneos disorders.We report a case in a 20-year-
old girlin whom magnetic resonance imaging revealed
multiple supratentorial and infratentorial tumors
associated with cervical extradural and thoracic
intramedullary spinal schwannomas. This combination
is rarely seen. We conclude that there is a clinical entity
of multiple spinal cord tumors associated with
neurofibromatosis-2.

Key Words: Neurofibromatosis, magnetic resonance
imaging, schwannoma

Ozet: Norofibromatosis-2 az goriilen bir norokiitanéz
hastaliktir. Manyetik rezonans goriintillemede servikal
ekstradural ve torakal omurilik i¢i schwannomlarla
birlikte seyreden ok sayida supratentoriyel ve
intratentoriyel tiimorii saptanan 20 yaginda bir kadin hasta
sunuldu. Bu tiimérlerin birlikte goriillmesi nadirdir.
Norofibromatosis-2 ile birlikte olan ¢oklu omurilik
tiimoriiniin ayr bir klinik durumu oldugu sonucuna
vardik.

Anahtar Sozciikler: Manyetik rezonans goriintiileme,
norofibromatosis, schwannoma

INTRODUCTION

Neurofibromatosis 2 is an autosomal dominant
disease predisposing to multiple tumors of the
central and peripheral nervous system. The NF2 case
reported in 1882 by Wishart was probably the first
that had ever been reported on the very subject ( 8).
Bilateral vestibuler schwannomas are hallmarks of
the disease. To define the clinical spectrum, we
performed magnetic resonance imaging of the brain
and spine. Bilateral vestibular schwannomas are
pathognomonic for NF2 and occur in 90% of adult
patients (1). Patients with NF2 virtually frequently
have spinal nerve tumors, which are usually
schwanomas, and also have an increased incidence
of intracranial meningiomas and intramedullary
spinal cord tumors (ependymoma, astrocytoma,
schwanoma)(2). The most frequent ocular
abnormalities are early onset cataracts, hamartomas,

meningiomas and epiretinal membranes (3,4). The
gene for neurofibromatosis 2 is located near the
center of the long arm of chromosome 22 (9,10).

The criteria for NF-2 are determined as follows:
1. Bilateral eighth nerve masses seen with
appropriate imaging techniques (CT and MRI) or, 2.
A first-degree relative with NF-2 and either
unilateral eighth nerve mass or two of the following:
neurofibroma, meningioma, glioma ,schwannoma
or juvenile posterior subcapsular lenticular opacity.
Spinal tumors are a major cause of NF-2 morbidity
and mortality (5).

CASE REPORT
A 20-year-old girl who suffered from bilateral

hearing loss and strabismus 10 years ago. She
had strabismus operation due to her strabismus
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disease at the age of 10, and she also had an operation
due to carpal tunnel syndromas, which led to left
hand weakness (incorrect diagnosis) when she were
19 of age; she now has complaints of headache,
vertigo, left 3. and 7. cranial nerve palsy. Cranial and
spinal MRI of her head, which were taken at times
showed bilateral, 26x25x25 mm acoustic
schwannoma, 40x19x38 mm right juguler foramen
schwannoma, 12x18x11mm.left parasellar

meningioma, left upper cervical cord schwannoma,
thorasic 10-11 intramedullary schwannomas,
bilateral cerebellar cortical and left frontal cortical
calcifications and occipital subcutan eous lipoma,
which, suggested NF2 (Figures 1,2,3,4). She had no
family history of NF. Systemic and ocular disease
were not found.

Figure 1: Contrast enhanced T1-weighted MRI of the
posterior fossa showing bilateral acoustic
schwannomas.

Figure 3: Unenhanced T2 weighted magnetic resonance
imaging of thr thoracic spine showing the
intramedullary thoracic schwannoma.
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She underwent a suboccipital craniectomi.
Furthermore, bilateral acoustic schwannomas have
been extracted; histological diagnosis was acoustic
neuroma. A gross total resection has been achieved
of spine tumors by cervical 1-4 and thoracic 9-12
laminectomi. Pathological diagnosis was cervical
extadural schwannoma and thorasic intradural
schwannoma. A second operation was performed
fifteen days after the first because of parasellar mass.
The second postoperatif period was also uneventful.
However, she died in the second postoperatif week
as a result of pulmoner insufficiency.

Figure 2: Axial cervical MRI showing left jugular foramen

schwannoma in upper cervical region.

Figure 4: Unenhanced T2 weighted MRI of the spine
showing a histologically confirmed extradural
schwannoma extending from C1 to C3.






