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ABSTRACT

Neurofibromatosis (NF) is one of the most common genetic disorders and it has been estimated that
approximately 25% of all neurofibromatosis are found in head and neck. NF type 1 of the head and neck suffer
from one of the most dramatic cosmetic disabilities, which may lead to psychological trouble and socia
segregation. There is no known cure for NF and there is a dilemma in the management of these cases.
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INTRODUCTION

The Neurofibromatosis (NF) is the most prevalent neurologica genetic disorder found
in the population, affecting 1 in 3000-4000 individuals. It is autosomal dominant disease
without predilection for sex, race or color (1). Frederich Von Recklinghausen in 1882,
proposed the first systematic classification of nerve tumors (2). Briefly, NF 1 exposes a
characteristical cutaneous phenotype including benign neurofibromas, which are mixed
tumors composed of all cell types found in the pheripheral nerves, hyperpigmented macules,
the so called axillary/Inguinal freckling, as well as pigmented hamartomas of the iris called
Lisch nodules. NF-2 on the other hand is mainly restricted to tumor’s of the central and
pheripheral nervous system, which are only seldomly accompanied by cutaneous disorders

(3).

In 1991, the gene causing NF-1 was found and cloned in March 1993. The gene
causing NF-2 was found on chromosome 22, but variant forms may exist (4, 5). In generdl,
patients with NF-1 and NF-2 should undergo yearly neurological and ophthalmological
examinations (6). Treatment of severe and disfiguring tumors is usualy performed by
surgery. Although benign complete excision of tumors often remains a therapeutic endeavor
due to their close association to nerves. Regarding NF-2, the total surgical resection of
vestibular schwannomas is a suitable therapeutic option and may result in definite tumor
control. However, due to the frequently multilobulating and infiltrating character of the
tumors, consecutive damage to the cochlear nerve or facial nerves is associated with a high
risk of permanent hearing loss and other malformations (7).

1
CASE REPORT :-

A 17 yrs. old girl presented in the out patient department with c¢/o swelling upper part
of left side neck and scalp, which gradualy increased involving the left side of neck and
upper third of scalp and back of pinna to reach its present size 20x15 cm. She had another
soft tissue swelling dark brown in color over chest wall near midline 6x6 cm with no bony
involvement. She had multiple coffee colored spots al over limbs and body (Café au lait
spots).  (Photo- 1).
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Plastic surgery for this unsightly tumor was planned explaining the risk of recurrence and
failure of graft uptake. Excision of the lesion up to muscles in neck and periosteum on scalp
and perichondrium over pinna done and SSG applied. On 5" POD, dressing, graft was taken
up well and patient was discharged from the hospital on 8" POD. On f/u visits few small non
healing areas were seen, most of areas healed in subsequent dressings except one on neck,
3x3 cm size. Which required a repeat skin grafting at 3 months interval. Patient seen last
month, at 6 months follow up, was perfectly well and cheerful. (Photo -2).

HPE: revealed diffuse dermal proliferation of cells with focal pacinian corpuscles and
hypertrophied nerve trunks. The derma adnexa displaced by neural tissue
neurofibromatoses.

Photo- 2 :Post Operative photograph at 7 monthsfollow up
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COMMENTS:-

Patients with NF type -1 of the head and neck suffer from one of the most dramatic cosmetic
disabilities, which may lead to psychological trouble and social segregation. Our patient was
a 17 yrs female underwent excision of the lesion with SSG with average outcome, requiring
regrafting at residual areas 3 months later. Patient last seen at 6 months follow up was much
cheerful and perfectly well with good cosmetic outcome. Hence excision and split skin
grafting as treatment of NF type-1 of head and neck should be offered to these cases and to
establish role of thistype of surgery, more and more, of its use on larger number of patientsis
recommended.
2
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