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ABSTRACT

Plexiformm neurofibromatosis is a very rare varietyneurofibromatosis type 1. It is a benign tumortiginating
from visceral peripheral nerves, type 1 with trigieah nerve. There are three types of neurofibrobmslized, Diffused,
Plexiform. Plexiform neurofiboromas usually grow opb cms but can grow continuously larger & beconenty
neurofibroma. It is highly infiltrative & devastati tumor with a very high recurrence rate. Hereaveereporting a case of
facial plexiform giant neurofibroma with impactedndibular last molar who had undergone surgeryskase reoccurred
within 6 years.
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INTRODUCTION

Neurofibromatosis is an autosomal dominant disondbich affacts skin, soft tissue nerves & bonesisit

neurocutaneous affecting almost every organ of @ dbyof two types, type 1 & type 11.

Neurofibromatosis type 1 is an autosomal domingeeietic syndrome caused by mutation in genes cdding
neurofibromin [bhati]. There are three types of noéibromas Localized, Diffused, Plexiform. Plexiforneurofibromas
usually grow upto 5 cms but can grow continuouahgér & become giant neurofibroma [1]. Giant neilmafma is poorly
defiened term & is used to describe a neurofibravhich grows to a significant size. Plexiform neulbodmas are benign
tumours that originate from nerve sheath cells wcataneous peripheral nerves & can involve muatifascicles.
Plexiform neurofibromatosis is a relatively comnimut potentially devastating manifestation of neilmafmatosis type 1
(NF1). It produces very hideous deformity if thecdais involved & occur in as much as 30% of pasentth
neurofibromatosis type 1[2]. Massive plexiform rafibroma result in functional disability & disfigement & occur in as
much as 30% of cases of cases with type 1 neucnfiatosis. PNF present at birth and often progresmgl early

childhood at growth rate & pattern which vary veignificantly & unpredictably.

The condition can cause disfigurement by pullingvdef important structures. Because of the large sif the
tumors and involvement of multiple fascicles of vesy, the risk of neurological and functional desian upon tumour
resection is very high. Surgical management remdiesmainstay of therapy, but in head & neck regtas limited by
infiltrating nature this tomour inhert operative rbility & high rate of growth tumor.[3] Such neutmomas infiltrate
multiple tissue planes and are thus much morecdiffior impossible to resect. Most cases requipeaé surgery as

complete excision is generally not possible duth@infiltrating nature of these tumors[4]. Surgig#@ervention is thus
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commonly postponed to as long as possible. PNF$& hapotential for transformation into highly makgm peripheral

nerve sheath tumours which occur in approximatétyds patients [5].
MATERIALS & METHODS

A 45 yrs pld male reported to the department of &ranaxillofacial surgery indira Gandhi govt Dentabllege
Jammu with history of tooth ach. Patient had fadafigurement with skin folds hanging from face tait side.
He had overhanging folds of loose skin from facatight gave past history of a small similar swellin past which was
operated 6 yrs back (Figure 1). As per history Baglrecurred & increased progressively to largengisize. On Physical
examination face was disfigured due to overhangpids of skin in orbital & zygomatic region. Hugefstissue swelling
involving Ift side mandible, nasolabial fold. LTngle of mouth & LT eye drooping down, LT eye apmehsmaller
RT eye but Vision was not affected. There was dmnaof mouth to RT side completely (Figure 2, 3frdntal &
lateral profile) Intraorally patient had soft tiestolds on left mandibular posterior region, withpiacted mandibular last
molar. These mucosal folds were soft nontenderuf€icp). OPG revealed radiolucency over LT side riidadwy, on.
On left side mandibular last molar was impactedofado destruction on body, angle region extendinguaus of mandible
(Figure 6) patient was not interested for treatnedrifiscial disfigurement & was upset due to reence of lesion at much
larger size than before. AS per patient he waadiViappily without any pychologic embarrassmentagl ho functional or
neurologic problems even before surgery He had hgetsurgery done for cosmetic or esthetic reasamyg but
unfortunately lesion recurred to much bigger slzntbefore RT side patient had grossly decade roaladifirst molar

with pain, for which patient had come to hospiEattraction of first molar was done under LA.
DISCUSSIONS

Plexiform neurofibroma is a rare type of generalineurofibromatosis, which occur due to overgrowitimeural
tissue in the subcutaneous fat or deeper in thg.bbldese are considerd as hamartomas rather tphaakyumour [67].
PNF are benign peripheral nerve sheath tumourgnoiftvolving trigeminal or upper cervical nerves[dlhey are
diffused & elongated fibromas usually seen in oB§0 % of patients with NF1[9]. They originate framerve sheath
cells & can involve multiple fascicles PNF is agaype of generalized neurofibromatosis which ogclure to overgrowth
of neural tissue in subcutaneous tissue. The dffusoft nature of PNF is often compared with “ay lwd worms” [7].
The condition is autosomally dominant, with var@pknetration & presents as multiple nodules absgasizes which are
firm non tender, often associated with café au d$pivts & spindle deformities [10]. Café ul lait $pa@re pigmented
macules that may vary from light brown to dark colath irregular borders, can appear anywhere ae faut are less

common on face[4]in the present case there wespats.

PNF can occur anywhere along a nerve & may appedh® face [7] [11] orbit, globe [12] or spinal do&
frequently involve fifth ninth & tenth cranial nexs[13]The condition can be quite disfiguring asim case. Symtoms can
be ranging from discomfort to extreme pain, newymaleficits & psycologic disturbences becausehlyfaamal anatomy
[7] where as in our case there was no pain, imatdiscomfort neurologic deficit etc. The tumaan cause intracranial
pressure, seizure, or cranial nerve abnormalite8Blla K et a [14] & national institute of heattbncensus [15] reported
that many patient with NF1 (25-40%) often have hebverage intelligence & 5-10 % have mental retdqodawhere as
the present patient had normal I, q or intelligedcevas mentally fit. Although skin is most predomnily involved
stomach kidneys, urinary bladder, heart, larynxadse affected. In head & neck region scalp, chreszlk oral cavity [4].
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Bone involvement may be due to both external réso@& internal osteolytic defects. External resoptmay be
due to pressure applied on the bone by the neuoofil [16]. As is in our case, radiographically boesoption is seen in
body & ramus region. Skeletal involvement is seem0% of the cases scoliosis being most commoruredtl 7]
TMJ may be involved, oral cavity is involved in 88% of the cases, there is lengthening of fungifpapilla in 50% of
the cases with PNF. In our patient tongue was npim&5%0f PNF cases oral neurofibromas are deaml or soft tissue

of oral cavity can get affected.

Most common lesions are seen on tongue [4, 5,,913&om 13yrs old] in our case gingival is invetl; which is
very uncommon location. Shapiro et al reported thah involvement in PNF1 is 5 %[18]. Localized onglurofiboroma
usually appear as asymptomatic nodules coveredobyal mucosa [4,7,9,12] as in our case. Howevernnddjacent
cranial nerves, they can affect the motor functiohgacial, hypoglossal nerve, or sensitivity agéminal nerve.[4,7,9]
Gingival neurofiboromas can cause malposition ofrte® impaction[4, 12] like the present case & aisay show facial
disfigurement due to hyperplasia of mandible or iftxmalar bone & TMJ. Facial PNF may also cawsgd assymmtry

as in our case.

Radiologic findings include widening of mandibulaannal, mandibular foramen & mental foramen [12].
Neurofibromas are rarely intraosseous & show unilarcwell defined radiolucencies. [9 10]. In ouseahere was nodular
intraoral nodules, of nomal mucosa color, tongus na@t involved, bone destruction on body, angleagus of mandible
with impacted last left mandibular molar, whichnist reported till now. Neurofibromas usually grolevely without pain
& can be symptomatic at birth or through time. Moases require repeat surgery as complete exdagnarally is not
possible due to the infiltrative natures of thasmdrs [3]. Such neurofibromas infiltrate multiplssue planes & are thus
much more difficult & impossible to resect[4]. Haror total resection of these lesions can bermeat of choice to solve
aesthetic or functional problems. Total resectiath v cm nomal margin is treatment of choice focessible & small

tumours [8]. But it is advisable to wait until grdwis complete to prevent recurrence [7, 9, 12, 13]

Clinical management for the PNF requires a multiginary approach. However current treatment opstifor
PNF are limited to surgical intervention. Resectisn performed when tumour is severly disfiguring severly
compromises functionality.[19]. Complete resectisnoften difficult because of extensive & infilthed nature of the
lesion[20]. Needle et al [3] analyzed the largesies of surgically managed PNFS & demonstratetl 5486 recurred
within a 10 years period, with the greatest riskreturrence found in lesion involving the head &ckeegion.

Resection & debulking of invasive PNF is howevesoasated with high rate of recurrence.

In one pediatric series, resection developed reogs in 20% & incomplete had a recurrence in upthdf cases
[3]. One of the limiting factor is vascularity dfdse lesions & abnormal tendency to bleed. Theseluts bleed profusely
during surgery because of friable nature of ne®eles Surgical management remains the mainstagathent for these
tumours but functional disturbances are almostitable while resecting tumours involving the heachéck region[21]
No chemotherapeutic agent has been yet identifiatireduces the size of these tumours [22]. Incase recurrence of
tumour took place after 6 yrs of initial resectitunour grew aggressively, with more functional @&smetic deformity.

In our case recurrence took place after 6 yearssgfction which caused much Facial disfifutrmeanthefore.
CONCLUSIONS

Neurofibromas infiltratrate multiple tissue plang9ue to the infiltrative nature of these tumouspecially in
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head & neck region are much more difficult or ingibte to resect. Extensive surgical procedures tiavee weighed
against functional disturbences that are almostit@ele while resecting invasive neurofibromas ieatl & neck.
Surgery should only be undertaken after explairttmg patients functional disability after extensiesection of facial
tissues, postoperatively & high rate of recurrenbele consideration should be given to the posspsgcologic

problems & ragular counseling sessions should engio the patients.
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APPENDICES

Figure 1. Scar Mark of Previous Surgery

Figure 2: Facial Plexiform Neurofibroma (Lateral Profile)
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Figure 3: Front Profile

Figure 5: Intra Oral Mucosal Nodules

Figure 6: Bone Destruction LT Ramus Angle & Body

Figure 7: Impacted Mandibular Third Molar & Missing 2™ Molar
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