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MEPINHWH: Avdpag 25 etwyv, Kaukdoiog, mapaméuedn-
Ke oTnV KAIVIKY Jag yia dlepedvnon evdg didxutou o1dn-
HATOG TNG APICTEPNC KPOTAPIKIG XWPag amd eEaprivou.
O aoBevr|g, Tou eival ywwotdg opeédg VEUPIVOUATWONG
wnou | (NF-I A véoog von Recklinghausen), mapatipn-
og T SIYKWOon KATTIV TUXAioU TPauPaTIoHoU Tou othy
riepioxr). O éheyxog pe Mayvnuikr Topoypagia avédeite
pia emmoArg veupoivwpatddn BAABn, n omoia xapaktn-
pioBnke w¢ veupivwpa diktuwtou timou. H BAdRn avu-
peTwTioBnKe e xelpoupyikr) amoouprieon. H pepikn
Bloyia Tou kpotagftn pu emPePaiwoe I0ToAOYIKG TNV
didyvwon veupivopatog diktuwtou tumou. H emotiwon
TOU XelpoupyIkoU TpauPatog Atav dpiotn, He Kahd ai-
oBnTikd amotéleopa kal xwpig evOeiEelg uToTPOTG
TIPOG o TIapdv.

AEZEIX KAEIAIA: veupivopdtwon, véoog von Reckling-
hausen, kpdTaog, SIKTUWTS veupivwpa.

SUMMARY: A 25-year-old Caucasian gentleman was re-
ferred to the maxillofacial department regarding a 6-
month history of diffuse swelling in the left temporal re-
gion. The patient first noticed the swelling after a sus-
tained trauma on a roller-coaster, and is a known Neu-
rofibromatosis type | (NF-I or von Recklinghausen’s dis-
ease) carrier. Magnetic Resonance Imaging (MRI) scan
revealed a superficial neurofibromatous lesion, believed
to be plexiform neurofibroma. The lesion was treated
by surgical decompression. Incisional biopsy of the tem-
poral muscle confirmed a diagnosis of plexiform neurofi-
broma. The patient has healed excellently with a good
cosmetic result and no evidence of recurrence thus far.

KEY WORDS: neurofibromatosis, von Recklinghausen's,
temple, plexiform neurofibroma.
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EIZAIQrH

To veupivwpa diktuwtou tirou (NAT) eival évag kahor-
Bng dykog tou veupikoU 10ToU, O OTTOI0G TTPOEPXETAL
and ta kittapa Schwann kar aravidral oxeddv amokAel-
otikd oe aobeveic pe Neupoivwpdtwon timou | (NF-11
vooog von Recklinghausen). >tn BiAioypagia €xouv
avagepBel Kal OTIAVIEG TIEPITTWOEIG HEHOVWHEVWV BAa-
Bav, oe aoBeveic xwpig olkoyevelakd 10TOPIKS | OTiyua-
1a veupoivwpdtwong (Marocchio kai ouv. 2006). Ta
NAT ouvnBéotepa epgaviCovtal katd Ty maidikr nAIKia,
av Kal uropel va mapouciactolv apydtepa o veapoug
eVANIKEG. 2uvnBéatepa evtoriCovtal oTny TTEPIOXT) KEQA-
MG kal Tpaxriiou, v 0 auxévag, n paxn kai n foufw-
VIK] XWpa amoteholv emiong ouxveég eviorioelg. O dy-
KOG ouxvd Tiapapével péoa ota dpia Tou Tiepiveupiou
Kal eplypd@etal WG «OdKoG e OKWANKeS» e&artiag tng
eNkoeidouc @uong tou. Or emmolig paAdakof 1otof ep-
TAéKovTal ouxvaTepa and toug Babutepa kefpevoug, ye-
yovOG TToU OXeTiCeTal Kal e xapnAod kivduvo kakoriBoug
e€aMaync (Kapadia, 2001, Fletcher, 2007).

2TV epyaocia mapouaidletal pia acuvrBiotn Tepimmwaon
NAT g KpotagIkAg XwEag, n oroia toviCel tn onpaocia
Muyng Bioyiag amd Babutepa kefevo puikd 10td akdua
Kal Og OXETIKA EMMOAAG EUPIOoKOEVEG BAGPEG.

MEPITPA®H MEPINTQXHZ

AacbBevric 25 Ty, kaukdolag QUAAG, TTapamépeOnke ota
Takukd 1atpeia tou Noookopeiou St George's ato Aovdivo
Tov Alyoucto tou 2012. O aoBevr|g eixe mpdoparta Tma-
patneroel pia didxutn, avwduvn SIOYKWon otV TIEPIOXT
ToU apIoTepoU KPOTAMOU, TNV OTIold CUOXETICE [e TPAU-
HaTIoS TNG TTEPIOXAG 6 Hrjveg Vwpitepa evw €kave Tiativi,
O aoBevric €maoxe amd NF-lI (véoog von Recklin-
hausen), Tou eixe Slayvwotel Adn and tnv Taidikr Tou
nAIkia. Aev urmpxav dMa epoavr) otiypata NF, extdg
ané knAideg café-au-lait oto Sépua tou koppoU, evw To-
00 N 6paon 600 KAl N akor| Tou acBevoUq rTav avern-
PEAOTEG. YTIPXE EVIOVO OIKOVEVEIQKS 10TOPIKS TNG VO-
oou, KabBwg Atav yvwotol opEig o TTammouc, o TIAtéPag
Kkal o adeppdg Tou acBevouc.

H rhiviki) e&€taon amokdAuype pia YnAaent pala otnv
apIoTePr| KOOTAPIKY XWPd, eEAGXIOTA TIEQIVEYPAPEVD,
paAaxr), ehapped enwduvn, diaotdoewv 2x I cm. To utep-
Kefevo S€ppa Atav QUOIONOYIKAG XPOIAG, XWPIG EAK®-
oeIG 1) aipoppayia. Aev urhpxe diatapaxr| g aicdnu-
KOTNTAG, oUte adUVAIA TWV PIKIKWY HUWY, V& N PnAd-
(non tou Tpaxriou Atav xwpig eupripata. To Aomé ia-
TpIKS 10TopIKS Tou aoBevolc ftav eelBepo.

O unepnxoypa@Ikog ENeYX0G TNG TTEPIOXTG ATTOKAAUYE
BpopPwpéva emmoAri ayyeia mepiBaMopeva amd oidn-
HA TV HAAQK®V 10TWY, XWPIG KATIOIO €UQAVEG aitio 1
umapén padac.

H payvnuxr topoypagia (MRI) mou akoAouBnoe avé-
SeiEe pia umododpia udla otny mepioxr), cuppatr pe em-
moAdg NAT (Eik. 1).

Dais P. kai ouv./Dais P. et al.

INTRODUCTION

Plexiform neurofibroma (PNF) is a benign peripheral
nerve cell tumour, arising from Schwann cells.

It is almost exclusively seen in patients with Neurofibro-
matosis type | (NF-I or von Recklinghausen’s disease).
Rare cases of isolated lesions have been reported though
in patients without a family history or stigmata of neu-
rofibromatosis (Marocchio et al, 2006). PNFs most com-
monly arise during childhood, although they can come
into view later in young adults. The head and neck region
is most commonly involved. Moreover, the neck, back
and inguinal areas are also frequent sites of occurrence.
The tumour usually remains within the confines of the
perineurium and is described as a “bag of worms” due
to its tortuous nature. The involvement of superficial soft
tissue is more frequent than deeper lesions, which is also
associated with a low risk of malignant transformation
(Kapadia, 2001, Fletcher, 2007). An unusual case of PNF
in the temporal region is presented, which highlights the
importance of performing a biopsy of the deeper muscle
tissue in a relatively superficial lesion.

CASE REPORT

A 25-year-old Causasian male presented to the outpa-
tient clinics of St George’s Healthcare NHS Trust in Au-
gust 2012. The patient had noticed he had developed a
diffuse, painless swelling around the left temple. The le-
sion was correlated to a blow to the aforementioned
area whilst on a roller-coaster ride 6 months ago.

The patient had NF-I (von Recklinhausen's disease), and
had already been diagnosed by St. George's Hospital
paediatricians during childhood. There were no obvious
stigmata of NF, apart from café-au-lait skin lesions on the
torso; neither vision nor hearing were affected. There
was a strong family history of NF-I, with the patient's
grandfather, father and brother as known carriers.
Examination revealed a palpable, poorly circumscribed,
soft, slightly tender mass, measuring 2x|cm, located in
the left temple. The overlying skin was normal, with no
ulceration or bleeding.

There was no altered sensation or weakness of the facial
muscles. No cervical lymphadenopathy was present. The
patient's medical history, apart from NF-I, was unremark-
able.

An ultrasound investigation was decided. This revealed
a thrombosed superficial vessel in the left temporal re-
gion with surrounding soft tissue oedema. The cause of
this was not identified nor any obvious compressible
mass.

An MRl scan of the head and neck was then completed
in November 2012, which revealed an enhancing subcu-
taneous lesion in the left temple, compatible with super-
ficial PNF (Fig. 1).

Further, uttrasound guided FNA (Fine Needle Aspiration)
was attempted; however, this was not possible, as there
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Ei. |. Mayvnuxr
Topoypagia, T2
akohoubia (kataotoAr
Afmoug, iv okiaypapikod)
— otepaviaieg TOES.
Fig 1. T2-weighed (fat
sat, post contrast) MR
scan of the lesion —
coronal view.

EmixeipriOnke umepnxoypaeikd kabodnyoulpevn avap-
popnon d1d Aertrig Perdvng (FNA), n omoia dpwg dev
rtav emtuxnq kabwg n PAARn Sev avadeikvudtav emap-
K&OG yia va mipaypatoroindel n avappdenon. Amoeaoi-
oBnke emopévwg n Proyia g Sidykwong umd Yevikr
avaiobnoia.

ExteAéobnke kpotagikr mpooréhaon tuimou Gillies kai
emeidn n PAAPN ritav e€aipetikd ayyeloPpiBrig xpnolpo-
moidnkav yia aipéotacn téoo n dimoAikr diabeppia
600 kai xeipoupyikd clips yia amoAivwon twv peyaAlte-
PWV KAGSWV Twv EMMOAAG KPOTaQIKwV ayyeiwv. H au-
Enpévn ayyeioPpiBeia algnoe tn xeipoupyikr) dSuokoAia.
Emmpoobétwg, kabwg n PAGRN rtav didxutn, xwpig dia-
KoItd TepIpePIKd | ev Tw BdBel dpia, eEaipgbnkav kai
otd\Bnkav yia Piogia dlo Eexwplotd IoTotepdxia. To
emmoNig 10ToTePdxio eixe dlaotdoeig | [x10x3mm, eve
10 ev Tw BdBel TTou TIPogEXSTAV amd Tov KPOTaAPITn Hu,
S5x4x4mm. To Tpadpa ouykAeioBnke katd otpaparta.

H peteyxeipnuikr mopeia Tou acBevolg Atav opahr, dev
urmp&e TTdpeon Tou TPOoWTTIKOU VeUpou kai 1 Sidykwon
eixe TApwg umoxwproel oTnv apaipeon Twv PAPPATwV
pia efdopdda petd. >tov aobevry ouveotriBn rjma pd-
Aa&n tng mepIoxrig yia evioxuaon tng emouAwTikAG diadi-
kaofag kar mapamépebnke otov Mevikd-Oikoyevelakd la-
TPO TOU YId TTEPAITEPW TIapakoAouBnan).

H 1otoriaBoloyikr| e&€taon tou emmoAiig Seiypatog ave-
SeiEe ouppopnpéva aigopdpa ayyeia kai v mapouoia
SE0UNG VEUPIKAV IVWV, XwPIG TNV TTapoucia ayyeiakng 1
VEUPIKAG PAABNG. H e&€taon tou ev tw BdBer Sefypatog
avedeite pia kKaAd oploBetnuévn PAGPN, amoteolpevn
amnd xahapég S€oEG ATPAKTOEIdWY KUTIAPWY HE KUpd-
ToeIdeic Tuprives, avapepiypéva pe vopadoteg (Eik. 2).
H avoooiotoxnpikr peAétn €0eie Betikr TNV Mpwteivn
S100 og kittapa Schwann, emBeBaidvoviag tn didyvw-
on NAT (Eik. 3). 2toixeia kakorBeiag Sev aveupébnkav
OTO TTAPACKeUAod.

2YZHTHXH

Ta NAT g kepahrig ipogpxovtal and TG eYKEPANKEG
ouCuyieg pe ouvnBéatepn TNV 5n, 1] TOUG EMTOARG TPA-
xnAIkoUg kKhadoug. e avtiBeon pe toug opoAdyoug dOy-
koug tou &épuatog, ta NAT aveupiokovtal ouxvd o pi-
Kod Taidid, eve) avarmiooovial akopua Kari TPV Th Yév-
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ElK. -2. Xpwon aipatofuAivng-nwoivng — anodiopyavwpéves
VEUPIKEG IVEG UEOA OE OKEAETIKS UL
Fig. 2. Routine HE — showing disorganised nerve fibres within

skeletal muscle.

Eik. 3. Avoooiotoxnpeia S100 mpwteivn — toviCel ta diatapaypéva
kUttapa Schwann péoa oto veupivwua.

Fig. 3. S100 immunostaining — highlighting the disordered Schwann
cells within the neurofibroma.

was no discrete target lesion to aspirate a sample from.
The decision was then made to perform an incisional
biopsy of the swelling in the left temporal region under
general anaesthesia.

A Gillies temporal approach was favoured. Diathermy
equipment was used to cauterize bleeding points in con-
junction with ligation clips to control bleeding from larger
branches of the superficial temporal artery and vein. The
lesion appeared to be highly vascular, indicating a PNF
and increasing the difficulty of the procedure. Moreover,
the lesion appeared diffuse, without distinct peripheral
nor deep borders, thus imposing the necessity of excising
two separate sections of tissue which were sent for
histopathology examination; a | Ix10x3mm section of
superficial soft tissue and a 5x4x4mm section of deeper
temporalis muscle tissue. The wound was sutured in a
layered closure fashion.

The patient was reviewed on an outpatient basis the fol-
lowing week for removal of sutures. The post-operative
course was uneventful with no facial nerve weakness, and
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vnon. Mmopel va mpokakéoouv dhyog, duopopeia, veu-
POAOYIKEG SIATAPAxXEC Kal 0OBapPEG eMTAOKEG, TTwg Su-
omhaotik okohwon (Yamashiroya, 2002).

EmmAéov, umopel va mapatnenBel kakor|ng eEalayr
Toug, divovtag yéveon og KakorBelg dykoug Tou eAUTpou
niepigpepikav velpwv (MPNST). O kivduvog kakoriBoug
eEaMaync oe aoBevelg pe veupoivwpdtwaon timou |
avépxetal og 8-13% katd tn didpkeia tou Piou toug (E-
vans kai ouy, 2002). Avnouxntikd oneia eivai to emigo-
VO dAyOG OtV TIEPIOXT] TOU OYKOU TToU Og OXEeTICeTal [e
TPaUPaTIoPd, Taxeia al&non Tou Gykou, OKAPUVOT| ToU,
1) VEUPOAOYIKE CUNTTTWHATA O€ TIEPIOXH| [E TIPOUTIAPXOV
NAT (Korf, 1999).

H pikpookoTikr) Toug eikéva Poldlel e KOAKO HE OK®-
Ankeg». lotohoyikd mapouaoidlovial wg diamAekdpeveq
Séopeg diakhadifopevwy velpwy, pe eEéxouoa puEwa-
Tdn pritpa evboveupikd, takto MoMAnAaoIaopd Kut-
Tdpwv Schwann kai IvoPAoTWV Kal vadn Tidxuvon tou
niepiveupiou (Kapadia, 2001, Koutlas kar Scheithauer,
2010). >ta apxikd otddia n BAARn avagépetar oav umo-
KUTtapIkr kai mhovola og BAewvivn, pe didomapta atpa-
KtoeIdn KUTtapa kai muprveg oAU pikpdtepOUG and ta
VEUPIVOHATA, TA OTTofa éxouv agloonueinTa peyaAltepo
apiBpd kuttdpwv Pe to mpdtuno Antoni A (Marocchio
kai ouv. 2006, Mourouzis kai ouv. 201 1). e petayevé-
otepa otddia n PAGPN eival mo mouoia oe kittapd Kai
koMaydvo (Koutlas kar Scheithauer, 2010), eva oe ka-
korBn e€aMayr| umopei va epeaviotel aiénon g pitw-
TKAG SpaotnpIdtTac. AvoooioTtoxnpikd epgavicetal
roikihou Babpol avoooavtidpaon pe v Mpwteivn S-
100 kai to avtydévo Leu-7 (Kapadia, 2001).

H payvnuiki topoypagia wg mepioodtepo euaiobntn
amné v umohoyiatik topoypaia (CT), eivar n pébodog
areikéviong emoyrig oty NF-I (Kapadia, 2001). MNapa-
dooiakd, ta NAT divouv orjpa upnrig évtaong otnv T2
akohoubia, ouxvd Pe Kevtpik TEPIOXr] XapnAou orjua-
to¢ (Korf, 1999). e avtiBeon pe ta ev tw PdBer NAT,
Ta EMMOAG EUPIOKOPEVA OUXVA EXOUV pia HAMov bid-
XUTN 1apd olwdn Hop@oAoyia, Pe OrjUa OHIOYEVEG I €Te-
poveveg (Lim kar ouy, 2005). Avdloyn rtav n eikéva ot
SIKA Pag TePITwarn, CUVNYOPWVIAG TTEPICOATEPO UTTEP
HIag emmTToARG PAGBNG.

Oepareia exhoyig eival n xelpoupyikr e&aipeon. H BAG-
Bn Sev eivar aktivoguaioBbntn, eve o Ppadic pubudg au-
&nong T ehaxiotoTolel TNV amoteAeopaTKOTTA TG XN-
peloBeparneiag (Piazza kai ouv. 2010). H patvipmm (av-
TIKAPKIVIKS pAPHAKo, avaoTOAEAG TG TIPWTEIVIKAG TUPO-
OIVIKFG KIVAONG), €xel OelEel 08 TIPWIKEG THIAOTIKEG HEAETEG
Ot ehattwvel to Péyebog oupmuwpatikwv NAT (Arden-
Holmes kar North, 2012). Biohoyikol mapdyovteg kai ol
KUTOKIVEG EVOEXOUEVIG VA ATIOTEAECOUV UTTOOXOUEVEG
eVAMaKTIKEG Bepareutikég emAoyeg oto péMov (Dave
kal ouv. 2008). ©eparmeutikd og KahorBeIg GyKoug TTou
Tipokahouv Aertoupyikd f aioBntikd mpdPAnua cuotrijve-
Tal ekhektikr| ouvinentuky e€afpeon (Kapadia, 2001). H
mApng e€aipeon twv NAT propel va eivar SUokoAn xw-
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complete resolution of the swelling was noticed. The pa-
tient was discharged to his general practitioner for follow
up, and advised to massage the scar to improve healing.
The section of superficial soft tissue sent for histopathol-
ogy examination revealed some congested blood vessels,
whilst a nerve bundle was present at one edge. There
was no evidence of a vascular or neural lesion in this
specimen.

The deeper temporalis muscle tissue element of the
specimen revealed a well-delineated lesion, composed
of loose fascicles of spindle cells with wavy nuclei ad-
mixed with fibroblasts (Fig. 2). Immuno-staining showed
these to be S100(+) Schwann cells in keeping with a
PNF (Fig. 3). There was no evidence of malignancy within
the specimen.

DISCUSSION

PNFs of the head and skull often arise from cranial
nerves, most commonly the trigeminal nerve, or super-
ficial cervical nerves. Unlike their cutaneous counterparts,
PNFs are often found in young children, even developing
before birth. They can cause pain, disfigurement, neuro-
logical deficits and severe clinical complications, such as
dysplastic scoliosis (Yamashiroya, 2002).

Moreover, they may undergo malignant transformation,
called a malignant peripheral nerve sheath tumour
(MPNST). The lifetime risk for an MPNST in patients
with neurofibromatosis type | is 8-13% (Evans et al,
2002). Warning signs are persisting pain in the tumour
not correlated with trauma, rapid tumour growth, hard-
ening of the tumour, or neurological symptoms of a PNF-
bearing area (Korf, 1999).

On microscopic examination, PNFs have a “bag of
worms” resemblance. Histologically they present as tan-
gled, expanded fascicles in branching nerves, consisting
of tortuous branches, with prominent endoneurial myx-
omatous matrix, a disorderly proliferation of Schwann
cells, fibroblasts, and axons and perineural fibrous thick-
ening (Kapadia, 2001, Koutlas and Scheithauer, 2010). In
their early phase they are hypocellular and mucin rich,
with scattered spindle cells, and nuclei much smaller than
their Schwannoma counterparts, which are noticeably
cellular with an Antoni A pattern (Marocchio et al, 2006,
Mourouzis et al, 201 I). In later stages the lesions become
more cellular and collagenous (Koutlas and Scheithauer,
2010). An increase in mitotic activity may be apparent in
malignant change. There is variable immunoreactivity
with S-100 protein and myelin associated glycoprotein
Leu-7 (Kapadia, 2001).

MRl is the modality of choice for NF-I, being more sen-
sitive than Computed Tomography (CT) scanning (Ka-
padia, 2001). Traditionally, PNFs display high signal inten-
sity on T2-weighted images, often with a central area of
low weighting (Korf, 1999). Unlike deep PNFs, their su-
perficial counterparts often have a diffuse, rather than
nodular, morphology and their signal characteristics are

Apxeia EMnvikrg Ztopatikrig & NvaBompoowrikrig Xeipoupyikrig/
Hellenic Archives of Oral and Maxillofacial Surgery




Neuvpivwpa diktuwtou tdmou atnv kpotagikii xapa/Plexiform neurofibroma of the temporal area 21

PIC TOV AKPWTNEIACHS UYIWV I0TWYV, aMd oty TIapolod
mepfmwon e§aipébnke katd to duvatdv peydAo TUrpa
NG PAAPNG pe otdxo kal v Peiwon g SIdykwong.
Meyalitepo kivOuvo UTTOTPOTIFG €XOUV Of EVIOTTIOEIG
otnVv Tieploxr] Kepahrig kal tpaxiou, oe avtiBeon pe Tig
eVIoTTioeIg otov Koppd kal ta dkpa (Piazza kar ouv.
2010). H umotporm eival ouvriBng, Adyw tng Ikavdtntag
twv NAT va enexteivovtal didxuta katd Prkog g To-
pelag twv velpwv.

Agev €xouv avayvwplotel Tapdyovieg KivOUvou yia TV
avgnon twv NAT. Mapdtu o tomkdg Tpaupatopds,
OTwG otV TEPfMmwor| pag, éxel mpotabel w¢ evapkt-
plog¢ mapdyovtag, eival duokoho autd va a&iohoynBei
avtikelpevikd. Avtieta, o Tpaupatiopds propel va ava-
Seifel pia mponyoupévwg un avuAnty BAGRn (Korf,
1999).

>tnv mapouoa mepfmwon, eAjgbnoav do Eexwplotd
miapackeudopata. To emmoArg dev avédei&e T PAAPN.
Qotdoo, 10 ev Tw PdBel TIou TepieAdpPave TPAPa Tou
KOOTaQitn PU ePAVICE Ta XAPAKTNPIOTIKG TTou €Becav
T Sidyvwon. Qg ek toUtou, anmodeikvietal n onpacia
Mg defypatog and toug ev Tw PdBel, 1 akdpa kal and
HaKpOoOoKOoTIKG uyIelg 10ToUG, WoTe va e§ac@alioBel n
Sidyvwon tou NAT. H éykaipn didyvwaon tng PAGPNG &i-
val ouolwdng oe aobeveic pe NF, dnwg egioou ouoia-
OTIKOG eival 0 oUVEXAG eMavéAeyxoG Twv PAaPwv ot eel-
Sikeupéva TUrpata, Kote va amokAeleTal n kakorong
eEaMayr| fj Touhdxiotov va diayyvwoKetal TP@Ipa.

Euxapiotia

Or ouyypageic euxapiotouv tov Ap Philip OG Wilson, Aisu-
Buvtrj [aBoioyoavatopikou, tou Noookopeiou St George's
Healthcare NHS Trust yia tv euyevii mapaxwpenon twv 10to-
AOYIKWV QWTOYOAPIWV.
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homogenous or heterogeneous, without targets (Lim et
al, 2005). This “target-free” pattern was more evident
on the present patient's MRI scan, indicating a more su-
perficial involvement only.

Surgery is the primary management for PNFs. They are
not radiosensitive and their slow growth rate diminishes
the effectiveness of chemotherapy (Piazza et al, 2010).
Biological treatments that target the molecular genetics
and role of cytokines may hold promise for the future
(Dave et al, 2008). The oral kinase inhibitor imatinib me-
sylate has shown some benefit in early pilot studies in re-
ducing the size of symptomatic PNFs (Arden-Holmes
and North, 2012). Selective conservative resection, for
benign tumours causing a functional or cosmetic impair-
ment, is recommended (Kapadia, 2001).

Patients with lesions in the head and neck, as opposed
to the trunk or extremities, have the greatest risk of re-
currence (Piazza et al, 2010). Recurrence is common,
due to the ability of PNFs to spread diffusely along the
course of the nerve. As acknowledged, PNFs can be dif-
ficult to remove in their entirety as this could lead to mu-
tilating healthy tissue damage, but as much as possible.
In the present case the lesion was excised and decom-
pressed to reduce the swelling.

No risk factors for growth of PNFs have been identified.
Although trauma, as in the present case, has been sug-
gested as an initiating factor, it is difficult to evaluate this
objectively. Instead, trauma may draw attention to a pre-
viously inconspicuous lesion (Korf, 1999).

In this case, two separate biopsy specimens were taken.
The superficial one showed no evidence of neural in-
volvement. However, the deep sample which included
part of the temporalis muscle, had features consistent
with PNF. Hence, this demonstrates the importance of
sampling the deeper muscle layer and/or macroscopically
normal tissue, rather than superficial tissue only, to pro-
vide the diagnosis of PNF. Prompt diagnosis of PNF is
essential in NF-patients, as well as constant monitoring
of the lesions in NF-clinics, in order to exclude malignant
transformation or at least enhance their early detection.
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