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CLINICAL MANIFESTATION OF CERVICAL
NEUROFIBROMA TYPE 1 IN PATIENTS OF
A TERTIARY CARE HOSPITAL
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ABSTRACT

Objective: To determine the clinical presentation of cervical neurofibroma type 1 (NF 1) in patients of a
tertiary care hospital.

Methodology: This descriptive study was conducted at Neurosurgery department, Lady Reading Hospital
Peshawar from February 2001 to July 2011. A total 31 patients with symptomatic cervical spine
neurofibromas who underwent surgical decompression and tumor resection were included in this study.
Both gender (male and female) and patients in the age range of 20-70 years were included in this study.
The patients' demographic details and clinical manifestation were entered into a semi structured proforma.
Data was analyzed through statistical program SPSS version 11.

Results: Out of 31 patients, there were 17(54.8%) males and 14(45.2%) females. The age of patients
ranged from 20 to 70 years. In this study the overall mean age was 32.38 years. Majority of patients
fifteen (48.38%) were in the age range of 31-40 years. Most common clinical presentation of patient was
quadrapresis in seventeen (54.8%) patients.

Conclusions: Cervical neurofibroma type 1 commonly occurred in the third decade of life. quadriparesis
was the common clinical presentation of cervical cord neurofibroma type 1.
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INTRODUCTION

Nerve sheeth tumors together with
meningioma accounts for ninety percent intradural
extra medullary tumors'. Neurofibromatosis (NF) is
a multisystem genetic disorder that commonly is
associated with cutaneous, neurologic, and

series spinal neurofibromas and schwannomas have
been grouped together under headings such as
neurinoma or neurofibroma. It has recently been
shown that neurofibromatosis 1 (NF1) is associated
with a defect in the neurofibromin gene on
chromosome 17 and NF2 with a defect in the
merlin/ schwannomin gene on chromosome 22.

orthopedic manifestations. It is the most frequent
of the so-called hamartoses'”. In many surgical
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The spinal nerve root tumors in NF1 are typically
neurofibromas, those in NF2 are schwannomas™.

The estimated incidence of NF1 is 1 in
3000. Neurofibroma shows no sex predilection.
They are in contrast to meningiomas ,are evenly
distributed along the spinal axis. NF type 1 (NF1)
is differentiated from central NF or NF type 2 in
which patients demonstrate a relative paucity of
cutaneous findings but have a high incidence of
meningiomas and acoustic neuromas. NF1 has a
better prognosis with a lower incidence of CNS
tumors than NF2. However, morbidity and
mortality rates in NF1 are not negligible™’. As the
tumor arise from the nerve root, chronic radicular
pain is the most common presentation. NF 1
arising from conus madularis may present with
bowel and bladder dysfunction. There can be
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sexual dysfunctions for months to years. Change in
clinical presentation may be observed especially
NF 1 in the cauda aquina region. These are called
mobile neurofibromatosis. Some of the more
severe complications are visual loss secondary to
optic nerve gliomas, spinal cord tumors, scoliosis,
vascular lesions, and long-bone abnormalities,
which sometimes necessitate amputation’.

The purpose of our study was to determine
the clinical presentation of cervical neurofibroma

type 1.
METHODOLOGY

This was a retrospective review of 31
cases involving NF-1 patients with symptomatic
cervical spine neurofibromas who underwent
surgical decompression and tumor resection from
February 2001 to July 2011 at Lady Reading
Hospital Peshawar.

Clinical diagnosis required the presence of
at least 2 of 7 criteria to confirm the presence of
neurofibromatosis, type 1. The 7 clinical criteria
used to diagnose NF1 are six or more café-au-lait
spots, Axillary or inguinal freckles, two or more
typical neurofibromas or one plexiform
neurofibroma, Optic nerve glioma, two or more
iris hamartomas (Lisch nodules), Sphenoid
dysplasia or typical long-bone abnormalities such
as pseudarthrosis and first-degree relative with
NF1 patients.

The patients' demographic details and
clinical manifestation were entered into a semi
structured proforma.

Data was analyzed through statistical
program SPSS version 11. All the qualitative
variables like gender, quadrapresis, paraparesis,
neck pain and urinary incontinence were analyzed
for percentages and frequencies. Mean + standard
deviation was calculated for quantitative variable
like age. The results were presented through tables.

RESULTS

Out of 31 patients, there were 17(54.8%)
males and 14(45.2%) females. The age of patients
ranged from 20 to 70 years. In this study the mean
age was 32.3843.73 years. Fifteen (48.4%)patients
were in the age range of 31-40 years (Table 1).

Most common clinical presentation of
patient was quadrapresis in seventeen (54.8%)
patients fallowed by paraparesis and radicular
pain. Detailed clinical features are shown in Table
2.

DISCUSSION

Spinal neurofibroma is pathologically
benign but neurologically a devastating tumour.
The insidious nature of growth of these tumors and
varied clinical presentation result in a delay in
diagnosis™™’. As ignorance and poverty prevails in
our country, these patients initially visit quacks,
which result in further delay in diagnosis.
Sometimes the neurological deficit may be
irreversible, when they reach a neurosurgical
department.

In our study age range was from 20 to 70
years. The mean age of presentation was 32.38
years. Majority of patients 48.4% were presented

Table 1: Age distribution

S. No Age group Number of patients Percentages
1 20-30 7 22.6
2 31-40 15 48.4
3 41-50 5 16.2
4 51-60 3 9.7
5 61-70 1 3.3
Table 2: Clinical presentation
S. No Clinical presentation Number of patients Percentages
1 Quadriparesis 17 54.8
2 Paraparesis 5 16.2
3 Neck pain radiating to upper limb 4 12.9
4 Urinary incontinence 3 9.7
5 Neck pain 2 6.4
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in age group of 31 to 40 years. A study was
conducted by Taleb FS et al showed mean age of
42.5 years". Ma J et al conducted study in which
mean age was 19 years'. Leonard JR et al showed
the mean age of 29.9 years".

In this study majority of male 17 (54.8%)
presented with cervical neurofibroma type 1
compared to the females 14(45.2%) with a male
predominance. Taleb FS et al” showed male
predominance. Ma J et al also reported male
predominance in his study'. Scheithauer BW et al
also documented male predominance".

It is observed that in various international
studies more women are diagnosed with
neurofibromas. Seppdld MT et al conducted study
in which 13 were women and 9 were men'.
Another group of patient showed that the patient
was 69.2% female and 30.7% male'’. Most
probable reasons for this difference is that our
females are shy and hesitant to take the medical
consultation for their health related problems so
lesser number of patient presenting to doctor for
treatment. There might be some genetic differences
responsible for this gender distribution.

Clinical presentation of the patients in our
study were quadrapresis in seventeen (54.8%)
patients, paraparesis in five (16.2%) patients, neck
pain radiating to upper limb in four (12.9%)
patients, urinary incontinence in three (9.7%)
patients and neck pain in two (6.4%) patients. This
means that the common clinical presentation was
quadrapresis. Two of our female patients with
neurofibroma-1 died suddenly. The cause of death
in both of them could not be ascertained. Leonard
et al also documented the same results of
presenting symptoms like progressive quadriparesis
(seven patients), paraparesis involving the lower
extremities (two patients) or upper extremities (one
patient), incontinence (one patient) and neck pain
(three patients). One patient presented with a
sensory level at C2 and one individual experienced
tingling without neurological deficit”. Seppili MT
et al reported that quadriparesis is the common
clinical presentation of cervical neurofibroma type
1. The study of Taleb FS et al showed the same
result”.

CONCLUSION

Cervical neurofibroma type 1 commonly
occurred in the third decade of life and
quadriparesis was the common clinical presentation
of cervical cord neurofibroma type 1.
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