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Case Report

Supernumerary Premolars in a Patient with Neurofibromatosis
Type-1

Raju Biswas, Sauvik Galui, Santanu Mukhopadhyay, Subrata Saha, Subir Sarkar
Department of Pedodontics and Preventive Dentistry, Dr. R Ahmed Dental College and Hospital, Kolkata, West Bengal, India

Neurofibromatosis is a relatively common dominantly inherited neurodermal dysplasia that affects many parts of the body including oral cavity.
The patient, an 18-year-old girl diagnosed as neurofibromatosis Type-1 (NF1) exhibited four supernumerary premolars. In addition, panoramic
radiograph of the patient showed enlarged right mandibular canal and foramen, unilocular radiolucent areas in the rami of the mandible, and
increase in the dimension of coronoid notch on both sides of the mandible. The concomitant presentation of supernumerary teeth with NF1
reported here might be due to genetic linkage or could be a chance occurrence.
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INTRODUCTION

Neurofibromatosis Type-1 (NF1) is a dominantly inherited
neurodermal dysplasia caused by mutations in the NF1 gene.
The NF1 gene controls neurofibromin production which
is believed to act as a tumor suppressor.l!!] The condition
is clinically classified into two main types: peripheral
type or NF1 and central or NF2. NF1 also known as von
Recklinghausen’s disease is a relatively common autosomal
dominant disorder carried on chromosome 17ql11.2 and
affects the growth of neural tissue. NF1 accounts for 90% of
all cases and has an incidence of 1 in 3000-3500 live births
with no gender or racial predilection.*! Neurofibromas are
the hallmark of the disease. The National Institutes of Health
Consensus Development Conference 1988 has defined criteria
for diagnosis in 1988.1 An individual is said to have NF1 if
two or more of the following features are observed: café au
lait pigmentations of skin, neurofibromas, freckling in the
axilla or in the inguinal regions, optic glioma, pigmented iris
hamartomas, osseous lesion, and a first-degree relative with
NF1. The patients with NF1 may also have scoliosis, learning
disabilities, short stature, and brain lesions. Intraoral lesions
are common in NF1 accounting for 72% of cases.’>”! They

Submitted: 04-May-2019 Revised: 15-Oct-2019
Accepted: 20-Oct-2019  Published: 09-Jul-2020

Access this article online

Quick Response Code:
Website:
www.ijpedor.org

DOI:
10.4103/ijpr.ijpr_10_19

are frequently located on the tongue and buccal mucosa.
Numerical aberrations in dentition have also been reported in
NF1 patients and these are mostly in the form of hypodontia.®
The purpose of this article is to present a case of NF1 with
supernumerary premolars.

Case Report

An 18-year-old female reported to our department with the chief
complaint of gum bleeding on brushing. She had a short stature.
On examination, multiple small nodules were observed on her
face and neck [Figure 1]. History revealed that these soft tissue
masses were not present since birth, but appeared after puberty.
The patient reported that she had been diagnosed as NF1 4 years
ago. Her family history revealed that her father also had NF1.

Intraoral examination of the patient showed four erupted
supernumerary premolars. Morphologically, the two maxillary
supernumeraries were conical, while the mandibular supernumerary
premolars were supplemental in shape [Figures 2 and 3]. The
patient gave a history of teeth extraction.

Address for correspondence: Dr. Sauvik Galui,

Department of Pedodontics and Preventive Dentistry, Dr. R Ahmed Dental
College and Hospital, Kolkata - 700 014, West Bengal, India.

E-mail: sauvikgalui92@gmail.com

This is an open access journal, and articles are distributed under the terms of the Creative
Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix,
tweak, and build upon the work non-commercially, as long as appropriate credit is given and
the new creations are licensed under the identical terms.

For reprints contact: WKHLRPMedknow_reprints@wolterskluwer.com

How to cite this article: Biswas R, Galui S, Mukhopadhyay S, Saha S,
Sarkar S. Supernumerary premolars in a patient with neurofibromatosis
type-1. Int J Pedod Rehabil 2020;5:29-31.

.© 2020 International Journal of Pedodontic Rehabilitation | Published by Wolters Kluwer - Medknow




[Downloaded free from http://www.ijpedor.org on Wednesday, June 15, 2022, IP: 182.19.35.89]

Biswas, ef al.: Supernumerary in NF type 1

Figure 1: The patient with multiple neurofibromas.

Figure 3: Lingually positioned supplemental supernumerary mandibular
premolars.

Orthopantomogram was advised. The panoramic radiograph
of the patient showed enlarged right mandibular canal and
foramen. In addition, unilocular radiolucent arecas were
observed in the rami of the mandible. There was an increase
in the dimension of coronoid notch on both sides of the
mandible [Figure 4].

Retained root of the maxillary left first premolar was extracted
under local anesthesia. Oral prophylaxis was performed and
oral hygiene instructions were given.

Discussion

NF1 is an autosomal dominant trait with high penetrance and
variable expressivity. In 50% of cases, NF1 patients do not have
a positive family history of the disease. In the present case, the
father of the patient also had NF1. Although neurofibromas
are the principal trait of NF1, it is a disease of the bone and
jaw bones are sometimes involved.>®

Intraoral lesions are common in NF1. They are frequently
located on the tongue and buccal mucosa. The clinical features

Figure 2: Two palatally erupted conical maxillary supernumerary
premolars.

Figure 4: Orthopantomograph showing radiolucent changes in the
mandible.

of NF1 are usually identifiable during early adolescence or even
in childhood and the condition worsens slowly.l) Therefore,
early detection and appropriate therapeutic measures should be
taken to minimize complications. Dental abnormalities of NF 1
include hypodontia, supernumerary teeth, and impacted teeth.
The patient in this report showed supernumerary premolars.!'*
In addition, bone abnormalities such as intrabony neurofibromas,
hypoplasia of the jaw, enlarged mandibular foramen, coronoid
notch deformity, and soft tissues abnormalities such as oral
neurofibromas are also reported in patients with NF1.

The most frequent radiographic features of mandible are
enlargement of mandibular canal and/or foramen.["? In
this report, panoramic radiograph exhibited enlarged right
mandibular canal, mandibular foramen, and an increase in the
dimension of coronoid notch.

Supernumerary premolars account for 3%—-9% of all
supernumerary teeth, and their prevalence varies from 0.29%
to 0.64% of general populations.”!%! Although 90% of all
supernumeraries occur in the premaxillary area, supernumerary
premolars are more common in the mandible and are three
times more frequent in males than in females.'” This patient
showed four supernumerary premolars. NF1 is an autosomal
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dominant disorder with a variable phenotypic expression. The
etiology of supernumerary teeth is not clearly understood. Both
genetic and environmental factors are suspected. The presence
of multiple supernumerary teeth in a NF1 patient might have
a genetic linkage, or it could be a chance occurrence. Further
genetic studies are required in this direction.
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