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MMEPINHWH: Ta mpwtomabr] Asiopuooapkwpata tng
otopatikig KoINGTNToG eival eEaipetikd omdvieg BAARES
e ouxvd kakr) mpdyvwon. H epyacia agopd mepimwon
AEIOPUOCAPKWHATOG pe evIdTon oto PAevwoydvo tng
npdobiag poipag tng gatviakig andguong TG KAtw
yvdBou, pia éxi ouvriBng Béon evtdmong. Katd tnyv yn-
Adpnon o dykog dev rjitav oupmayrg kal okAnPoeAaoT-
k&G, omwg meplypdpetal otn Piphioypagia. H iotomabo-
Aoyikr) e&€taon Tou UAIkoU TnG Proyiag amétuxe va -
oToTToIACEl TNV TIPAYHATIKA @Uon NG BAARNG.

AEZEIX KAEIAIA: Aeiopuoodpkmpa, Towtonabég, otopa-
TIKr) KOIASTNG

SUMMARY: Primary oral leiomyosarcomas are excep-
tionally rare lesions often associated with poor prognosis.
We report a case of leiomyosarcoma arising in the an-
terior mandibular gingivae, which is a non prevalent site
of ocurrence. Clinically, the tumor was far from being
firm and solid as it is usually described in the literature.
Light microscopy failed to confirm the true nature of the
lesion on the biopsy specimen.
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EIZAIQrH

Ta Aelopuwpata eivar kahoriBeig dykol tou Agiou puikou
10ToU, KAAWG TrepIveypappévol, anaviwvtar Og, oe did-
(OPA PEPN TOU OWDUATOG, ouxvOTEPA OPWG otn piTea
(Farman kai Kay, 1977). To Aelopuoodpkwpa givar to av-
TioToIX0o KakonBeg vedTAAoa, Kal amoTeAel To 7% Twv
OAPKWPATWY TNG TIEPIOXG Keparg-tpaxirou (Fernan-
dez kai ouv. 1992). MNpwtonabr] Aelopuooapkwparag,
omdvia egeAaviCovtal oTn OTOPAaTKr Kal y\waBoTpoowTTIKr
Tiepioxn, mMOavig Adyw NG omavidTnTtag Twv Aeiwv pul-
KoV Ivav otnv mepioxry (Farman kar Kay, 1977, Nikitakis
kar ouv. 2002). Aefe¢ puikég fveq otn oTOPATIKY) KOIAG-
TNTA UTTAPXOUV OTOV AElo pUikd XITwva Twv alpo@opwv
ayyeiwy, TG TrepIxapakwpéveg Bnhég tng yA\wooag, Tov
yAwooikd PO Kal o€ TOAUSUVANA PECEYXUNATIKG KUT-
tapa (Farman kai Kay, 1977). H mepimwon agopd ot
AEIOPUOOAPKWHA TG OTONATIKAG KOIANOTNTAG TTOU ep@d-
viCe aouvriOn KAivikr| eikdva o€ pia pdAov omdvia Béon
evtdmong Kar emmeoobeTa mapousiace onPavtikég Ou-
okoMieg otnv maBoloyoavatopikr Sidyvwon.

ANADOPA TEPINTQXHX

luvaika 81 etwv mpoor\Be ota eEwtepikd Iatpeia, Tapa-
TovoUpevn yia avaduvn pdla otn mpdabia mepioxr| TG
Kdtw yvdBou mou v evoxholoe otn pdonon kar kabi-
oToUoE TNV EQAppoyr TG HepIKRG odovtoatoixiag adu-
vatn. Katd v e&€taon, n BAAPN rtav e€woutikr, diaotd-
oewv 4x3x3cm, epubpokuavn, avBokpaufBoeidrg otnv
Oun, aiydoouoa, pe pahakr kar ebBpurrtn uer. Eixe eu-
peia Bdon kal MPOCYUETO OTEPPEA OTOUG UTTOKEIUEVOUG
1otoug. H aoBevrig ritav vwdr, ektdg TG TEPIOXNG Twv
31,32, 33. Ta &évua ritav BuBiopéva otn BAGPN pe Kivn-
TKkdtnTa 4ou Pabpol. O1 tpaxnhikol Aeppadéveg rjtav
apvnukol oty YnAdenon. H mavopapiky aktivoypapia
rtav emnfong apvnukr] yia ootk PAARN. And to 1atpikd
I0TOPIKS TIPOEKUTTTE TUNHATIKY KoAektopr o | Ourivou,
yia adevokapkivwpa. H khivikr eikdva Tapénepre oe e&w-
eutikd akavBokuttapikd kapkivwua, e§oppolpevo and
10 PAewoydvo tng eatviakrg amdeuong. Akohoubnoe
Bioyia kar n 1otoraboloyikr éxBeon €deiEe pia Peudo-
oapKwpatwdn BAGPN. Yo yevik avaiobnoia kai pe Oe-
Sopévo TV pn Uriapén kakorBeiag, dmwe TPOEKUTTEE ard
NV 10ToAoyIKr €kBeon NG Blogiag, o dykog apaipédnke
padi pe ta ddévuia Kai €yive andEeon TOU UTTOKEEVOU
ootoU TG kdtw yvabou (Eik.1). To amotéAeopa g ma-
Boloyoavatopikrc e&€taong Tou Mapaokeudopdtog e-
€Bake dpdnv ta dedopéva, Kabwg avépepe OTI ETPOKEN-
TO YyIa Aelopuoodpkwpa. Ta mepipepikd dpia Tou TTapa-
okeudopatog ftav ehelBepa véoou, ald n ev Tw BéBel
emedveia tng e€aipebeioag PAdPng Sinboloe to umokei-
pevo 0oTd. Akohoubnaoe ARENG ATTEIKOVIOTIKOG EAEYXOG
yia mavég dMeg evtortioeig, iou TrepieAdpPave a&ovikn
TopoypPa®ia Kealrig, Tpaxniou kal Bwpaka, umepnxo-
ypdonua dvw-kdtw KoINag kai omvBnpoypdenua ootwy.

Zavdkng Zt. kai ouv./Zanakis St. et al.

INTRODUCTION

Leiomyomas are well-defined benign smooth muscle
tumours that can be found in various parts of the body,
most commonly in the uterus (Farman and Kay, [977).
Leiomyosarcomas are the malignant equivalent of
leiomyomas, and account for 7% of sarcomas in the
head and neck region (Fernandez et al. 1992). Primary
leiomyosarcomas are uncommon in the oral and max-
illofacial region, possibly due to the rarity of smooth
muscle fibers in this area (Farman and Kay, 1977, Niki-
takis et al. 2002). In the oral cavity, smooth muscle
fibers exist in the smooth muscle lining of the blood
vessels, the circumvallate papillae of the tongue, the
lingual duct and the pluripotent mesenchymal cells (Far-
man and Kay, 1977). The case presented here involves
an oral cavity leiomyosarcoma with an unusual clinical
picture, in a rather uncommon site of occurrence,
which posed significant challenges in terms of patholog-
ical diagnosis.

CASE PRESENTATION

A 81-year-old female presented at our outpatient clinic,
complaining of a painless mass in the anterior mandibular
area, which impeded mastication and made it impossible
for her to insert her partial denture. Upon examination,
the lesion was found to be exophytic, 4x3x3cm in size,
purple-coloured, cauliflower-like, bleeding, with a tender
and friable texture. It had a wide base and was well-em-
bedded into the underlying tissues. The patient was
edentulous, except for presence of 31, 32 and 33. The
teeth were embedded into the lesion with grade IV mo-
bility. Upon palpation, the cervical lymph nodes were
found to be negative. The panoramic x-ray was also neg-
ative for bone lesions. According to her medical history,
she had undergone partial colectomy |0 months earlier,
for adenocarcinoma. The clinical picture resembled that
of an exophytic squamous cell carcinoma, arising from
the mucosa of the alveolar process. A biopsy was taken
and the histopathological report revealed a pseudosar-
comatous lesion. Since the histological report of the
biopsy had confirmed the absence of malignancy, the tu-
mour was excised together with the teeth and the un-
derlying bone of the mandible was subjected to curet-
tage under general anaesthesia (Fig. I). The result of the
pathological examination of the resection changed our
approach completely, as it revealed a leiomyosarcoma.
The resection’s peripheral margins were free of disease,
however the deep surface of the excised lesion perfo-
rated the underlying bone. A complete imaging exami-
nation was carried out to detect any other potential sites,
which included a head, neck and chest CT, upper-lower
abdominal ultrasound and bone scintigraphy. All the im-
aging examinations were negative for disease, except for
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Eic. 1. Xeipoupyiké mapackedacua SiatnpnBev oe @opudAn.
Fig. 1. Surgical resection's specimen preserved in formol.

‘Oleg o1 ameikoviotikég eETAOEIG ATtav apvnTIKEG yIa VO-
00 TIANV TNG OUYKEKPIPEVNG ECTIAG. 2T CUVEXEIQ ATTOPA-
ofoTnKe Kal €yive eUpUTEPN EKTOMN HE TIEQIPEPIKY OOTE-
Ktopr}, SIaTNPEWVTAG TNV OUVEXEID TG KATw yvdbou, apou
n aoBeviig apvriBnke va uroBAnBel o€ TuNUatikr yvabe-
ktopr). XpnoiporoiBnke deppatikd HOOXeUpa yia TV
KAAuYn NG éow em@dvelag Tou KAtw Xelhoug Kal Tou
Tpoobiou Tripatog tou eddgoug Tou otduatog. H pe-
TEYXEIPNTIK] TTopEia NG aobevoug, urmp&e opah. H ma-
Boloyoavatopikr| e&€taon €0eiEe ehelBepa vooou ta
6pia, 1600 TwV HaAaKwV (emPBeBaidvovtag v mpwtn €x-
Beon), 600 Kal TWV OKANPWV 10TWV. TNV XEIPOUPYIKY
emépPaon akohoubnoe aktivoBepareia oe dMo ‘15pupa.
H aoBevric éape 66 gray (Gy) otnv mepioxr} tng PAGPNG
oe 33 ouvedpieg kal 52 Gy otov tpdxnAo og 26 ouve-
Spieg. AUo prveg petd v emépfaon, n acbevrg epgd-
VIOE OOTEOAKTIVOVEKPWON TNG KATw yvdBou, raboloyikd
KATAypa TG YEVEIAKrG OUPPUONG Kal ofdnpa Katw xei-
Aoug. EMjpOnoav Piogieg o omofeg Atav apvnuikeg yia
UTTIOTPOTTA TNG VOOOU. 2UVESTHBN EI0AYWYr] OTO VOGOKO-
peio, Tv omola dpwg apviBnke n aobeviig, dmwg emiong
apvbnke kai v mpoypappatiopévn Bepareia e umep-
Bapikd ouydvo. YmoPABnke oe TApn éAeyxo pe ago-
VIKEG TOHOYPAQeG eykepdhou, omAayxvikoU kpaviou,
Tpaxihou, Bpakog, dvw kal kdtw KoIAag, TTou fitav ap-
VNTIKEG YIa TOTTIKOTIEPIOXIKY| UTTOTPOTTH 1| AMTOUAKOUGHEVN
petdotaon. Alo prjveg apydtepa n acBevrig eiorixon
EMEVOVIWG OTO VOOOKOUEID, HE I0XAIMIKA VEKOWON Tou
KATW TEITNHOPIOU TOU TIPOOWTIOU Kal Tou TPoobiou dvw
Tprjpatog tou Tpaxihou (Eik. 2). Katd v eioaywyr, opi-
OEVEG BAOIKEG EPYAOTNPIAKES TIAPAPETPOI, TV WG AKO-
Moubwg: Aeukd aipoogaipia 43.758/mm?, oudetepdpira
96,6%, oupia 129mg/dl, kpeauvivn 1,.9mg/dl, C-avudpw-
oa mpwteivn 195mg/dl. H uyeia tg aoBevoig emdeva-
Bnke paydaia pe VEQPIKr KAl QvATIVEUOTIKY QVETTAPKEIQ
kal aneBiwoe 5 NUEPES PETd TNV eloaywyr.
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Eik. 2. Nékpwon paAak@v 10T@v.
Fig. 2. Soft tissue necrosis.

that particular site. It was then decided to perform a
wider excision with peripheral ostectomy, whereby the
continuity of the mandible was maintained as the patient
refused to have a partial mandibulectomy. A skin graft
was used to cover the inner surface of the lower lip and
the anterior part of the mouth floor. The patient’s post-
operative course was uneventful. The pathological ex-
amination showed disease-free margins, both in the soft
tissues (confirming the initial report) and hard tissues.
The surgical intervention was followed by radiotherapy
at a different hospital. The patient received 66 gray (Gy)
at the lesion site in 33 sessions and 52 Gy in the neck in
26 sessions. Two months postoperatively, the patient de-
veloped osteoradionecrosis in the mandible, pathological
fracture of the symphyseal area and swelling in the lower
lip. Biopsies were taken, which were negative for disease
recurrence. Hospital readmission was recommended but
the patient refused this option, as well as her scheduled
hyperbaric oxygen treatment. She underwent a full med-
ical examination, including brain, viscerocranium, neck,
chest and upper-lower abdomen CTs, which were all
negative for locoregional recurrence or distal metastasis.
Two months later the patient was admitted to the hos-
pital urgently with ischemic necrosis of the lower third
of the face and the anterior upper part of the neck (Fig.
2). Upon her admission, the following basic laboratory
parameters were recorded: white blood cells
43,758/mm?, neutrophils 96.6%, urea 129mg/d, creati-
nine 1.9 mg/dl, C-reactive protein 195 mg/dl. The pa-
tient’s condition deteriorated rapidly (renal and respira-
tory failure) and she died 5 days post admission.



IXTOAOTIA

>Upgwva e v aboloyoavatopikri ékBeon to vedTiAa-
opa amotelefto and arpaktoeidr] KUttapa didtetaypéva
oe Seopideg (Eik. 3). EpgdviCe Selictn priwoewy dvw twv
10 avd 10 upnAig peyéBuvong ormuikd media (High-Power
Field, HPF), uynAr kuttapikry aturiia kai extetapéveg Te-
PIOXEC VEKPWONG. 2TNV AVOOOIoTOXNMIKY E€Taor), £0eiEe
HeydAn BetikdtnTa évavt TG aktivig twv Asiwv puikav
vov (SMA) kar tng h-caldesmon (Eik. 4, 5). To avtiyévo
™G emBnhakic pepBpdvng (Epithelial Membrane Anti-
gen) ep@dvioes katd témoug Betikdtnta (focal positivity).
H Seopivn, CK, CD34, p63, CK14, S100, MART-1, ALK
LCA, CD21 kar CD22, Aoav apvnukd. Ta avwtépw eu-
pruata, eival cupPatd pe Aelopuoodpkwua otadiou 2.

2YZHTHZH

To Aelopuoodpkwua ot otopatik KoIAGTNta pmopel va
eival mpwtomabéc | petaotatkd. O YeTaotatikol GyKol
otV yvabompoowTikr Xwea Oev eival ouxvol, wotdoo ol
petaotaukol dykol eival ouxvdtepol and ta mpwtoradr
Aelopuooapkwpata (Allen kar ouv. 1993, Vilos kai ouv.
2005). To 1975, o Farman &npooieuoe pia ektevr) avaoko-
TiNon 7748 dykwv twv Aelwv Puikwv VGV ToU 0OPATOG.
2 Upewva Pe Ty perétn to 95% (7735 mepmwoelq), ago-
pouoe oTo yuvaikeio yewntikd ovotnpa. And TG uridAor-
TG 37| mepmmwoelg, o 75% evromddtav oto dépua, To
3% oto otopdxi, Tooootd 5% oto viepo kal 23% otov
oloopdyo. Mdvo 1o 0,064% twv Sykwv and Aeieg HUIKEG
iveg eixe evbootopatkr| evedmaon (Farman kar Kay, 1977,
Vilos kai ouv. 2005). To mocootd kakor|feiag Twv SyKwv
TV Agiwv PUiKWV VOV otn otopatikl koIAdtna eivar du-
oavdAoya UPnAd Oe OX€0N e TO aVTIOTOIXO TTOOOOTO TWV
OYKWV TTOU EPPAVICovVTal oTo YUVAIKEID YewnTikd oUoTna.
H avaloyia Aelopuooapkwpatog / Aslopu@Patog oto yu-
vaikelo yewnukd ovotnua eivar pikpdtepn and 1:200
(Stout kar Hill, 1958), evey, olpguwva pe tv avaokdmnnon
Tou Farman, 1o 20% twv Sykwv Twv Aiwy UKV VGV aTn
otopatikr} KOINSTNTG, eival KakonBeIG. 2tnv ayyAikr BiBAio-
ypaoia (Weitzner, 1980), avapépovtar pévo 23 mepimma-
oeIg pPéxpl o 1980, evw akdun 50 dnpooiedBnkav to did-
otpa 1980-2005 (Vilos kar ouv. 2005). H khivikr| eikdva
TOU ASIOpUOOAPKWOUATOG, eivar ouvriBwg autr piag avwdu-
VNG 0aQWG TIEPIYEYPAMHEVNG eEwUTIKAG, HAlag, n omoia
TIPOOEUETAl OTOUG UTTOKEIJEVOUG 10ToUG, AAEfMouy wotdoo
1a maboyvwpovikd ekeiva otoixeia mou Ba Béoouv v
aopah didyvwon G PAGPNG kar ) diapopikr) g Sid-
yvwon and dMeg mapdpoleg PAdPeg (Mesquita kar ouv.
1998, Suarez-Allen kai ouv. 2014). Ztatiotikd, dev epgpavi-
(el IpOTiUNoN WG TPOG TO PUAO, wotdoo, eival agloonel-
WTO & otV TPt Kal €Boopn dexaetia g CwNg, ePpavi-
Cetal katd 50% mepioodtepo oe yuvaikeg am éu oe Gv-
Speg. AuEnuévn ouxvdtnta tng véoou Tiapdtneeftal katd
NV 3n Kar emong katd Ty én kai 7n dexaetia (Vilos kai
ouv. 2005). H nAikia epgdviong g véoou kupaivetar and

Zavdkng Zt. kai ouv./Zanakis St. et al.

HISTOLOGY

According to the pathological report, the neoplasm con-
sisted of spindle-shaped cells arranged in bundles (Fig. 3).
Its mitotic index was over 10 per 10 High-Power Fields
(HPF), high cellular atypia and extensive necrotic areas.
In the immunohistochemical examination, it showed high
positivity to smooth muscle actin (SMA) and h-
caldesmon (Fig. 4,5). Epithelial Membrane Antigen
showed focal positivity. Desmin, CK, CD34, pé3, CK14,
S100, MART-1, ALK, LCA, CD21 and CD22 were neg-
ative. These findings are consistent with a diagnosis of a
stage Il leiomyosarcoma.

DISCUSSION

Leiomyosarcomas in the oral cavity can be primary or
metastatic. Metastatic tumours in the maxillofacial region
are uncommon, however they are more common than
primary leiomyosarcomas (Allen et al. 1993, Vilos et al.
2005). In 1975, Farman published an extensive review of
7,748 smooth muscle fiber tumours of the body. Accord-
ing to this study, 95% of the cases (7,735 cases) involved
the female genital system. Of the rest of these 371 cases,
75% were located in the skin, 13% in the stomach, 5% in
the intestine and 23% in the esophagus. Only 0.064% of
the smooth muscle fiber tumours were located intrao-
rally (Farman and Kay, 1977, Vilos et al. 2005). The ma-
lignancy rate of smooth muscle fiber tumours in the oral
cavity is disproportionately high compared to those in
the female genital system. The ratio of leiomyosarcoma
/ leiomyoma in the female genital system is lower than
1:200 (Stout and Hill, 1958), while, according to Farman's
review, 20% of smooth muscle fiber tumours in the oral
cavity are malignant. In the English literature (Weitzner,
1980), only 23 cases are documented up until 1980,
while another 50 were reported between 1980 and
2005 (Vilos et al. 2005). The clinical picture of
leiomyosarcoma is usually that of a painless well-defined
exophytic mass, which is embedded in the underlying tis-
sues. However, there are no pathognomonic character-
istics that can help make a definitive diagnosis of this le-
sion and enable its differential diagnosis from other sim-
ilar lesions (Mesquita et al. 1998, Suarez-Allen et al.
2014). Statistically, it shows no gender preference, how-
ever it is important to mention that in the 3rd and 7th
decades of life, it occurs 50% more in women than in
men. A high incidence rate is also observed in the 3rd,
as well as the 6th and 7th decades (Vilos et al.
2005). The ages of the patients ranged from 7 to 91,
with a mean age of 44 (Vilos et al. 2005). According to
a 2007 study, the sites of occurrence in the maxillofacial
region are (in declining order of frequency): the maxillary
and mandibular bones, the tongue, the soft palate, the

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




Aeiopuoadpkwpa PAevvoyévou patviari améouong kdtw yvdBou/Primary Leiomyosarcoma of the Mandibular Gingiva 5

Fig. 3. Neoplasm consisting of spindle-shaped cells arranged in bundles (100x).

7 péxpl 91 €, pe péon nhikia ta 44 (Vilos kar ouv. 2005).
>Upgwva pe perétn tou 2007, ol Béoeig evtdmong g
BAAPNG otnv yvaborpoowrikr XWea pe oelpd PeloUpevng
OUXVATNTAG, eival T 0otd TG dvw Kal TG KAtw yvadou, n
yAWOOQ, N HAAGKH UTEPWA, TO Avw XENOG Kal To €5apog
Tou otépatog (Ethunandan kar ouv. 2007). Ta ootd twv
yvdbwv fitav n emkpatéotepn Bon evidmiong g vooou
o€ TI0000TS 45%-68% TwV TEPITIMOEWY TTOU AvapePdn-
kav otn ouykekpipévn pehétn (Dry kar ouv. 2000, Nikitakis
kar ouv. 2002, Montgomery kar ouv. 2002, Vilos kar ouv.
2005), pe deutepn Mo ouxvry evidmion v yh\wooa (Dry
kar ouv. 2000, Suarez-Allen kai ouv. 2014). Or mepioxeg pe
TNV oTIAVIGTEPN EVIOTTION MTAV Ol TIEPIOXEG TwV OUAWY Kal
Tou dvw xeihoug (Vilos kai ouv. 2005). H mieioyineia twv
aoBevidv Sev eixav ETIXWPIEG 1) AMTOPAKPUOHEVES PETAoTd-
oeig (Azevedo kai ouv. 201 1. H mpdyvwon tou Aeiopuo-
OQPKWUATOG 0N OTOPATIK Kal YWaBoTTPOOWTTIKY TTEPIOXT
efval ouvBwg Trwxr, Pe UYPNAS TIOOOOTS UTIOTPOTIWY Kal
petaotdoewv (Sumida kar ouv. 2001, Nikitakis kar ouv.
2002). To avagepdpevo Tocootd Teviaetolg empiwong
kupaivetar peta&y 50 kar 60% (Ethunandan kar ouv. 2007,
Azevedo kai ouv. 2011, Suarez-Alen kai ouv. 2014). ‘Eva
oToIxXelo TToU (aiveTal va oXeTiCeTal Pe TV PEIwPEVN €TTI-
Biwon, eival n MPooPoAr Twv OoTWV. 2TNV eKTUNoN £Mi-
Biwong Kaplan-Meier, n péon empiwon g opddag xwpig
0OTIKr] OUHHETOXN rtav |4 prjveg mepioadtepn ar ot oty
opdda pe ootikri ouppetoxr| (Yan kai ouv. 2010). H ioto-
Aovikry BaBpovépnon g véoou Bewpeital MpoywoTKGG
Tiapdyovtag. Yridpxouv duo mapdpetpol-Seikteg mou @ai-
VETAI Va givar onpavukol yia v mpdyvwon, o delktng pi-
TWOEWV Kal N €Ktaon NG VEKPwaong tou dykou. H 1otoho-
yikr) Tagivépnon eivar idiaftepa xprjoipn yia v mbavdtnta
QMOHAKPUOPEVWY HETAOTACEWY Kal GUVONIKAG emmfiwong,
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E,

Eik. 5. loxupr| kar extetapévn Oetikdtnta oe h-caldesmon (200x). ]
Fig. 5. Strong and extensive positivity to h-caldesmon (200x).

upper lip, and the floor of the mouth (Ethunandan et al.
2007). The jaw bones were the most common site of
occurrence, in 45%-68% of all cases reported in this
study (Dry et al. 2000, Nikitakis et al. 2002, Montgomery
et al. 2002, Vilos et al. 2005), with the tongue being the
second most common site (Dry et al. 2000, Suarez-Allen
et al. 2014). The least common sites are the gums and
upper lip (Vilos et al. 2005). The majority of patients did
not have any regional or distal metastases (Azevedo et
al. 201 1).

The prognosis of leiomyosarcoma in the oral and maxillo-
facial region is usually poor, with a high rate of recurrences



aMd éxel pikpn agfa doov agopd oty mPAANYN TOTTIKWV
UTTOTPOTIWV TTOU OXETICOVTIAl KUPIWG He Ta eAeliBepa vooou
xelpoupyikd pia (Ethunandan kai cuv. 2007). Ta 8o eu-
PEWG XPNOILOTIOIOUHEVA CUOTANATA TAEIVOHNONG OAPK®-
pdtwv eivar autd tou United States National Cancer Insti-
tute (NCI) kai tou French Fédération Nationale des Cen-
tres de Lutte Contre le Cancer ( FNCLCC). Z0powva pe
Vv pebodooyia ou opiotnke To 1984 kar avabBewpriBnke
kai emextdBnke o 1999, 1o NCI, xpnoiporolel éva odotn-
Ha Tou TrepIAapBAavel Tov I0TOAOYIKS TUTO, TV KUTIapo-
BpiBeia, Tov MAelopop@Iopd Kal TO TTOOOOTO HITWOEWY YIa
BaBpovdpnon amd to | éwg to 3. To FNCLCC, BaciCetal
O€ arotéAeca TTou TTPOKUTTTEl amd Ty agloAdynon Telwv
TIAPAPETPWY TTOU MAEXBnoav Petd amd moAumapayovIk
av&AuUon aPKETWY IOTOAOYIKWV XAPAKTNPICTIKWY, OTIWG TNV
Slagpoporoinon Tou GyKkou, Tov puBpd PITWOoEWY Kal TV
€KTaon NG Vékpwong tou dykou. To anotéleopa egayetal
aveEdptnta yia kdBe pia and T TapapéTpoug Kai n TeAikr
BaBpovdpnon avtmpoowrelel o d8poiopa Tou cuvOrou
Twv empépoug Babuoroyiwv (Fletcher kar ouv. 2002). O
TIveUpoveG amoteholv v ouxvatepn Béon petdotaong,
HEe TO ATTap va pnv umoefmetar 1diaftepa otnv evromon
Twv petaotdoewy. H dinbnon emxwpiov Aeppadévwv and
AEIOPUOOdPKW A TOU OTOPATog Bewpeftar dMov omdvia.
AuEnpévn ouxvATNTa EPQEAVIONG EMXWPIWV AEHPAOEVLY,
ouvdéetal pdMov pe kabuotepnpévn Sidyvwon (Weitzner,
1980, Schenberg kai ouv. 1993, lzumi kar cuv. 1995). loto-
riaBoloyikd to Aelopuodpkwpa xapaktnpiCetal and evai-
Aaoodpeveg Seopideg ATPAKTOLIOWY KUTtdpwy pe dpBovo
NWOIVOPINIKG KUTTAPATTAQONA KAl aoder] KUTIApoTAaopa-
TKd 6pia. O muprvag eivar TomoBetnévog oto KEVIPO KI
éxel oxrua apPAU A kuhivdpikd (Stout kar Hill, 1958, Far-
man kai Kay, 1977, lzumi kar ouv. 1995, Ethunandan kai
ouv. 2007). Ta iotooyIkd Kal UMEPHIKPOOKOTTIKA XAPAKTN-
PIOTIKA TWV ASIOPUOAPKWHATWY TOU OTdUaToq eival Tapd-
poia e ekefva Twv AWV HAAKWDV I0TOV kal 0atav. Qotd-
00, Siayvwotikd TPGBANA avakyrTtel otny I0ToraBoAoyIKr
Sidyvwon, étav to odpkwia epeaviCel xapnAr diapopo-
moinon kai  evtomiCetal oe  AOUVABIOTEG  TTEPIOXES
(Hashimoto kai ouv. 1986, Farole kai ouv. 1992, Izumi kai
ouv.1995, Nikitakis kar ouv. 2002). H tpixpwpatiki Xpwon
Tou Masson Kai n avoooiotoxnpiky agloAdynon yia avt-
yova puikoU iatoy, efval xpriolpeg otn SIdkpion Tou Ael-
OHUOOaPKWHAtog and ta dMa oapkwpata (Farman kai
Kay, 1977, lzumi kai ouv. 1995, Vilos kai ouv. 2005). ©¢t-
KéC avudpdoeig via deopivn (desmin), Bipeveivn (vimentin),
aktivn Agiwv pudv (SMA, smooth-muscle actin) kai h-
caldesmon éxouv katadeixBel og autr v veoriaoia (Vilos
kai ouv. 2005). H didyvwon ouvribwg tibetal pe ormukd pi-
kpookdmo kai emPePaiwvetal avoooiotoxnuikd (Dry kai
ouv. 2000, Nikitakis kai ouv. 2002, Montgomery kai Guv.
2002, Vilos kai ouv. 2005). Aev unidpxouv enapkr| Bepa-
TIEUTIKA TIOWTOKOAA YIa ToV Gyko, ASyw TG ommavidtnTdg
Tou. H Bepaneia exhoyrig eival n eupeia XeipoupyIkr] ekto-
A e 1 xwpic Aeppadevikd kabapiopd, o omoiog eEaptd-
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and metastases (Sumida et al. 2001, Nikitakis et al. 2002).
The reported 5-year survival rate ranges between 50 and
60% (Ethunandan et al. 2007, Azevedo et al. 201 I, Suarez-
Alen et al. 2014). Bone involvement seems to be related
to these low survival rates. In the Kaplan-Meier survival es-
timate, the mean survival rate of the group that did not
have any bone involvement was |4 months longer than
that of the group where the bone was involved (Yan et
al. 2010). The histological grading of the disease is consid-
ered a prognostic factor. Two parameters/indexes appear
to be important in terms of prognosis: the mitotic index
and the extent of tumour necrosis. The histological grading
is particularly useful in terms of predicting the possibility
of distal metastases and overall survival, however it has lit-
tle value when it comes to preventing local recurrences
that are mainly related to disease-free surgical margins
(Ethunandan et al. 2007). The two most widely used sar-
coma grading systems are those of the United States Na-
tional Cancer Institute (NCI) and the French Fédération
Nationale des Centres de Lutte Contre le Cancer (FN-
CLCC). According to the 1984 methodology that was re-
vised and expanded in 1999, the NCl uses a system based
on the histological type, cellularity, pleomorphism and mi-
totic rate to classify sarcomas on a scale of | to 3. The
FNCLCC system is based on a result that is drawn by as-
sessing three parameters that are selected after a multi-
factorial analysis of several histological features, such as the
tumour’s differentiation, the mitotic rate and the extent of
tumour necrosis. The result is drawn for each of the pa-
rameters separately, and the final grade reflects the sum
of the individual grades (Fletcher et al. 2002).

The lungs are the most common site of metastasis, with
the liver following closely behind. The infiltration of local
lymph nodes by an oral leiomyosarcoma is rather rare.
The high occurrence rate of local lymph nodes may be
related to delayed diagnosis (Weitzner, 1980, Schenberg
et al. 1993, lzumi et al. 1995). Histopathologically,
lelomyosarcoma is characterised by altemnating fascicles
of spindle-shaped cells with abundant eosinophilic cyto-
plasm and indistinct cytoplasmic margins. The nucleus is
located in the middle and is blunt or cylindrical (Stout and
Hill, 1958 , Farman and Kay, 1977, lzumi et al. 1995, Ethu-
nandan et al. 2007).The histological and hypermicroscopic
features of oral leiomyosarcomas are similar to those of
other soft tissues and bones. However, the histopatho-
logical diagnosis poses a diagnostic challenge when the
sarcoma has poor differentiation and is located in unusual
areas (Hashimoto et al. 1986, Farole et al. 1992, lzumi et
al.1995, Nikitakis et al. 2002). Masson's Trichrome Stain-
ing and immunohistochemical assessment for muscle tis-
sue antigens are useful in terms of differentiating
leiomyosarcomas from other sarcomas (Farman and Kay,
1977, lzumi et al. 1995, Vilos et al. 2005). Positive reac-
tions to desmin, vimentin, smooth-muscle actin (SMA,)
and h-caldesmon have been found in this neoplasia (Vilos
et al. 2005). Diagnosis is usually made by means of an op-

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




Aeiopuoadpkwpa PAevvoyévou patviari améouong kdtw yvdBou/Primary Leiomyosarcoma of the Mandibular Gingiva 7

Tal and TV KATdoTaon TwV EMXOPIWY TPAXNAKWOV Aepea-
dévwv. Emapkr|c extopr] tou dykou pe ehelBepa véoou
opia, eivar mpoUndBeon yia Tov ToTkS €Aeyxo TG vOoou
(Ethunandan kai ouv. 2007, Yan kai ouv. 201 1). H cupBol
NG XnpeloBepaneiag ry/kail g akuvobepareiag oty pel-
O TOU TTOCOCTOU UTTOTEOTIWV KAl OTNV ETMHAKUVON TNG
emPiwong, Bewpeftar pikpr). Qg ek Toutou 0 PAAOG TOUg
TIEpIoPICeTal wg TIapnyoPnTIKAG, yia aveyXeipnteg Kupiwg
niepimwoeig (Nishy kar ouv. 1987, Dry kai ouv. 2000, Yan
kai ouv. 2010), Tap’ dAo Tou pepIKOl OUYYPAPEIG avapé-
pouv Oetikd anoteréopata (Azevedo kai ouv. 201 1, Ethu-
nandan kar ouv. 2007, Yan kai ouv. 2010). H avagpepdpevn
Tepimwon aoBevous Ba priopouoe und mpolnobeceig va
eixe kKaNUtepn peteyxelipnukr| mopeia. Efvar cagpés éu n
aoBevrig amePiwoe ehelBepn vooou. H yevikr| tng katd-
0Taon Tapd TO TIPOKEXWPNHEVO TG NAIKIAG ritav kahy. H
kaBuotépnon mpoaéheuong didt n BAGBN BewpriBnke wg
urepmAaoia & odovtootoxiov Sev eixe coBapr emmwon
oTn MEOYVWOT, OTIWG €TTIoNG Kal 0 augnuévog Babudg ka-
kor|Beiag tng PAAPNG. H iotohoyikr| ékBeon g Bloiag, e
OUVETIaKOAOUBO TV QVTIPETWITION TNG VOOOU WG KAAOM-
Beiag oapwg petéBale To Bepameutikd oxrjpa. H aoBevrig
iowg anodexdtav v yvabektopr oe pwto xpdvo. H dp-
vnon tng aoBevoug va unoPAnBel oe tpunuatikr yvabekto-
Iy arotéAeoe Tov Kupidtepo emPapuvtikd mapdyovra. H
TIEPIPEPIKY OOTEKTOUN Qv Kal Tav e uyIdV opiwv odr-
ynoe otn mapanopnr g aobevoug via aktivoBepareia.
H axuvoBepaneia kal xnpeioBepareia katd toug mepio-
OOTEPOUG CUYYPAPEIG EXEl HIKOT) OUVEIoPOPd OTNV avtl-
HETWTTION TNG vOoou. 2To onpeio autd gaivetal kabapd n
EMen mowtokdMwv. H ooteoaktivovékpwan Kai To Tia-
Boloyikd Kdtaypa evog ASTTTUGHEVOU KAl OKANPUVTIKOU
oatou, og ouvduaopd pe mBavd uPnAég ddoeig aktivo-
Bohiag, Atav oxeddv avamdpeukta. H vékpwon Twv pa-
AQK@V 10TWV TIOU akoAoUONoE TV OOTEOAKTIVOVEKPWAN,
Tpogavwg ayyelakig armoloyiag, mbavdtata oxetiCetal
pe TV akuvoBeparteia. Auotuxwg Tapd tnv mpoomdbeid
pag Sev PMopEoapie va eVIOTIOOUPE OXETIKES BIPAIoypa-
QIKEG AVAPOPEG,

2YMIMEPAXMATA

To mpwtonaBég Aeiopuoodpkwpa tou otépatog eivai
oTdvia vooog He éva oxetikd pikpd apiBud BiBhioypa-
QIKWV aVapop®V. 2ZUXVA OUYXEETAl JE AMEG TIAEOV KOI-
VEG PAABec. Avoooiotoxnpikég uébodol eivar ouvibwg
arnapaftnteg yia v empePaiwon g didyvwong. Aedo-
HEVNG TNG oTavidTNTag TG VOooU Kal TNG N eMAPKEIAq
Twv BIBNoypagikwv dedopévwy, dev eival epIKTO TTPOG
TO TIPSV va dnpioupynBouv mpwtdkoMa diaxeipiong
kar va eEaxBolv aopali| oupmepdouata avapopikd pe
NV ProAoyikr cupmepipopd Tou veomAdopatog. Me Bd-
on 6pwg ta diabéoiya otoixeia, To Aelopuocdpkwya ei-
val évag OykoG pe emMBOETIKY oupTepIpopd, au§nuévo
TTO000TO UTTOTPOTIWY, PETAOTACEWV KAl pe 1diaitepa
uynAy Bvnorudtnta.
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tical microscope and confirmed immunohistochemically
(Dry et al. 2000, Nikitakis et al. 2002, Montgomery et al.
2002, Vilos et al. 2005). Due to its rarity, there are no ad-
equate treatment protocols for this tumour. The treat-
ment of choice is wide surgical excision with or without
lymph-node dissection, depending on the condition of the
local cervical lymph nodes. Adequate tumour resection
with disease-free margins is necessary for the local control
of the disease (Ethunandan et al. 2007, Yan et al. 201 I).
The contribution of chemotherapy and/or radiotherapy
to the reduction of recurrence rates and prolongation of
survival is considered small. Therefore, they have a rather
palliative role, mainly in inoperable cases (Nishy et al.
1987, Dry et al. 2000, Yan et al. 2010), despite the fact
that some authors report positive results (Azevedo et al.
201 I, Ethunandan et al. 2007, Yan et al. 2010). In the case
reported here, the patient could have had a better post-
operative course. It is clear that the patient was disease-
free when she died. Despite her old age, the general con-
dition of her health was good. Her delayed admission due
to the fact that the lesion was thought to be a denture-
related hyperplasia, as well as the lesion’s high malignancy
grade, did not have a serious impact on prognosis. The
histological report of the biopsy, which contributed to the
initial treatment of the lesion as a benign condition,
changed definitely the treatment plan. The patient might
have accepted mandibulectomy in the first place. Her re-
fusal to undergo partial mandibulectomy was the main
aggravating factor. The peripheral ostectomy that was car-
ried out, even though it was on healthy margins, led to
the patient’s referral for radiotherapy. According to most
authors, radiotherapy and chemotherapy have a minimal
contribution to the treatment of the disease. The lack of
protocols becomes evident at this point. The osteora-
dionecrosis and pathological fracture of a thinned and
sclerotic bone, in combination with potentially high radi-
ation doses, were almost inevitable. Soft tissue necrosis
which followed after osteoradionecrosis, clearly had a vas-
cular aetiology and was most likely related to the radio-
therapy. Unfortunately we were unable to identify any
relevant literature on this.

CONCLUSIONS

Primary oral leiomyosarcoma is a rare disease, and there
are relatively limited references in the literature about
it. It is usually confused with other, more common le-
sions. Immunohistochemical methods are usually
needed in order to confirm the diagnosis. Due to the
rarity of this disease and the lack of literature, it is not
possible, for the time being, to develop management
protocols and draw safe conclusions regarding the bio-
logical behaviour of this neoplasm. On the basis of the
existing data, leiomyosarcoma is an aggressive tumour
with high recurrence and metastasis rates, and particu-
larly high morbidity.
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