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Osteosarcoma of the mandible arising de novo in fibrous
dysplasia. Case report and review of the literature
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TMEPINHWH: H kakorBng eEaMayr g ivadoug
duomAaciag eival omdvia,

[Napouoiaon mrepimwong: Ayopl || etdv mapousiace
aouppetpia mpoowrou kal avwduvn dIdykwon oto
owpa NG kdtw yvabou Se€id Tou ouvodelovtav kal
ané diatapaxry oty odovtiky olykAeion. H Piogia
katédeiEe 1A kar o aoBeviic umoPAribnke oe xeipoupyi-
K emavadiapuopwon tou TePIYPdPPaTtog G KAtw
yvaBou. Metd 4 €t o aoBevrig mapouciaoe pia Taxé-
WG avarmuoodpevn emwduvn pdla oty idia mepioxn
NG Kdtw yvdbou. Metd v Bioyia tébnke n didyvwon
Tou O evtdg IA. O aoBevriq umoPArBnke og Tunpat-
K| yvaBextopr] kar amokatdotaon pe Aaydvio autopo-
oxeupa. O aoBevig eival eAelBepog vooou yia ta 14
Teheutaia xpovia.

2upurgpdopuara: O1 o TTOMEG TTEPITIWOEIG KakorBoug
e€aMayng IA oxetiCovtal pe v aktvoPfdinor g H
autépatn e§aMayr) Tou povooatikou trou eival e&al-
PeTKd omdvia. H avdrmuén pddag paNbakav popinv A
N avgnon G aAKANKAG pwopatdong otov opd Oe
aoBevr] pe 1A eival XapaktnpEIoTKa eypriyopong Kai
arartolv Tepatépw SlEPEUVNON TIPOKEIPEVOU va arto-
KAeloTel TO 0dpKwua.

AEZEIX KAEIAIA: wwdng duomhaoia, kakorBng e&ah-
Aayrj, ooteoodpkwua

SUMMARY: Introduction: Malignant transformation of
fibrous dysplasia is rare, accounting 4% of cases with
McCune-Albright syndrome and 0,5% of monostotic
type.

Case presentation: An | |-year old boy presented with
hard swelling and disfigurement of his mandible in con-
junction with alterations of his dental occlusion. Fol-
lowing biopsy, fibrous dysplasia was diagnosed. The
patient underwent surgical contouring of the affected
bone. Four years later a fast growing mass developed at
the same site of the operated mandible. After an inci-
sional biopsy the diagnosis of low-grade osteosarcoma
was established. The patient underwent wide mandi-
bulectomy and reconstruction of the defect with bone
graft and is free of the disease for the last 14 years.
Conclusion: Most cases of malignant transformation of
FD are associated with irradiation of the fibrous dys-
plasia. The spontaneous transformation of the mono-
stotic type is extremely rare. The development of a soft
tissue mass or elevation of serum alkaline phosphatase
in a patient with fibrous dysplasia should be considered
alarming features and require further investigation to
exclude sarcoma.

KEY WORDS: fibrous dysplasia, malignant transforma-
tion, osteosarcoma
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EIZAITQrH

H vwdng duomhaoia (IA) eivar pia kahorifng vo-oot-
kr) BAGBN Tou xapaktnpiCetal amd v avuikatdotaon
TOU 00TOU g OUVOETIKS 10T, TIPOKAAWVTAG TTApapdp-
ewon Kkar acuppetpia. H PAARn pmopsl va eivar povo-
ootikoU fj ToAuooTikoU TUTTou f UMmopel va eival yépog
Twv ouvdpdpwv McCune-Albright | Mazabraud.

H kakorfng e€aMayn g IA oe ooteoodpkwua (OZ)
efval omdvia kal Kuping oxeTiCeTal e TNV TOAUOCTIKOU
wnou IA émwg avadeikvietar oe 30 TApSpoIES TTEPI-
mwoelg ([ivakag).

Avagépoupe Pia akdpn TEPTTWOn 00TEO0APKWHATOG
Tou avarixBnke oty kdtw yvdbo petd amd autdpa-
™ e§aMayr] vawdoug duomhaoiag.

MEPIFTPA®H MEPINTQXHX

‘Bva eviexkdxpovo aydpl efetdotnke oto eEwtepikd

Tpiavtapuidibou A. kai ouv./Triantafillidou A. et al.

INTRODUCTION

Fibrous dysplasia (FD) is a benign fibro-osseous lesion
characterized by the replacement of bone with
connective tissue matrix causing deformity and
asymmetry. The lesion may be of monostotic or
polyostotic type and it may be part of McCune-Albright
syndrome or Mazabraud's syndrome.

Malignant transformation of FD into osteosarcoma
(OS) is rare and is mostly associated with the
polyostotic type as revealed in 30 similar cases (Table).
One more case of OS spontaneously arising in FD of
the mandible is reported.

CASE REPORT

An | |-year old boy presented with facial asymmetry
and painless swelling of his right mandibular body and
occlusal alteration. The radiographic appearance of his

Nivakag
Anuoolevoelg epirrtwoewv O oe €dapog IA eploxng KePaAg & TpaxnAou, Ue XPOVOAOYIKN oelpd
No. | Evrémon® Tumogh Zuyypageiq EtogY
1 OTMAQYXVIKO Kpavio TIOAUOOTIKOQ Yannopoulos K. kat ouv. 1964
2 | dvw yvdbog TIOAUOOTIKOG Campanacci M. kat ouv. 1979
3 | kdtw yvdbog TIOAUOOTIKOG Campanacci M kat ouv. 1979
4 | kdtw yvdbog Albright Hall MB kat ouv. 1984
5 KOYX0G JLOVOOOTIKOG Lebeau J kat ouv. 1984
6 | Kkdtw yvdBog TIOAUOOTIKOQ Present D kat ouv. 1986
7 | kpavio TTIOAUOCTIKOG Taconis WK 1988
8 | kdrtw yvdbog TIOAUOOTIKOQ Ebata K kat ouv. 1992
9 | KPQVIOTIPOOWTIKA 00TA LOVOOOTIKOG Ruggieri P kat ouv.3 1994
10 | KPAVIOTIPOOWTIKE 00Td Albright Ruggieri P kat ouv. 1994
11 | KPAVIOTPOOWTIKE 00Td TIOAUOOTIKOG Ruggieri P kat ouv. 1994
12 | KpaVIOTIPOOWTIIKE 00Td TTIOAUOOTIKOG Ruggieri P kat ouv. 1994
13 | KPAVIOTPOOWTIKA 00Td TTIOAUOOTIKOG Ruggieri P kat ouv. 1994
14 | KpavIOTPOOWTIIKA 00Td TIOAUOOTIKOG Ruggieri P kat ouv. 1994
15 | KPAVIOTPOOWTIKA 00Td LOVOOOTIKOG Ruggieri P kat ouv. 1994
16 | KPAVIOTIPOOWTIKE 00Td LOVOOOTIKOG Ruggieri P kat ouv. 1994
17 | KpavIOTIPOOWTIIKE 00Td HOVOOOTIKOG Ruggieri P kai ouv. 1994
18 | KPAVIOTIPOOWTIKE 00Td JLOVOOOTIKOG Ruggieri P kat ouv. 1994
19 | KpaviompoowTikd ootd LOVOOOTIKOG Ruggieri P kat ouv. 1994
20 | KPAVIOTIPOOWTIKE 00Td JLOVOOOTIKOG Ruggieri P kat ouv. 1994
21 KPQVIOTIPOOWTTIKE 00Td LOVOOOTIKOG Ruggieri P kat ouv. 1994
22 | yvdbol TIOAUOOTIKOQ Pilheu F, Del Soldato G 1996
23 | kdtw yvdbog TIOAUOOTIKOQ Xu D kat ouv. 1996
24 | dvw yvdbog JLOVOOOTIKOG Xu D kat ouv. 1996
25 | kpavio Albright-Mazabraud Lopez-Ben R kat ouv. 1999
26 | Qvw yvdBog JLOVOOOTIKOG Cavalcanti MG kat ouv. 2000
27 | dvw yvdbogq TTIOAUOOTIKOG Muramatsu K kat cuv. 2007
28 | Bpeyuartikd ootolv TIOAUOOTIKOQ Reis C kat ouv. 2008
29 | dvw yvdbog TIOAUOOTIKOG Amaral MB kat ouv. 2008
30 | kdtw yvdbogq JLOVOOOTIKOG Kim GT kat ouv. 2010

AgvTOTION 00TE0CAPKMMATOG, Prumog ddoug duomhaociag, YETog dnuooieuong
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IJTPEIO TOU VOOOKOEIOU HE KAIVIKA EUPHATA AOUPE-
Tpia TOu TPOOWITOU Kal pia avaduvn Sidykwon oTo
oWpa g kdtw yvdbou &egid, n omoia cuvodeovtay
kai amd diatapaxr| otnv odovTikr oUykAeion. H aktivo-
Aoyikr eikéva g KAtw yvdbou oTiG KAAOOIKEG aKTivo-
ypapiec frav oupPary pe vadn duomiacia (Eik. 1,2).
O umdAoITog OKEAETOG rtav eAeUBepOG cuvapwy BAa-
Bav. Metd v Ayn Pogiag tbnke n didyvwon g 1A
(B 3). E€artiag tng ooPaprig mapapdpewong o aobe-
vAiG uttoPABnke o€ xelpoupyikr) eMavadiapdeewon
TOU TEPIYPApPAtog TG Kdtw yvdBou (contouring).
Téooegpa xpdvia apydtepa o acBevrig ritav ehelBepog
UTIOTPOTMG N Véag eotiag IA.

210 TENOG TOU TETAPTOU HETEYXEIPNTIKOU £TOUG O aoBe-
viG Tapamovébnke yia pia §agviky Kar Taxéwg ava-
oo peVN eMwdUVN Pdla oty idia Tepioxr] TG KAtw
yvabBou. H afovikr Topoypapia aveédeiEe tnv xapaxtn-
PIOTIKA €IkOVA TwV aktivwv nAfou oupBatr pe ooteo-
odpkwpa (Eik. 4). Ta enfmeda g aAkaNikrig ewopatd-
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mandible on plain films was compatible with FD (Fig.
[,2). The rest of his skeleton was free of lesions. After
an incisional biopsy the diagnosis of monostotic FD of
the mandible was established (Fig. 3). Due to the
severe disfigurement the patient underwent surgical
contouring of his jaw. Four years post-operatively the
patient was free of recurrence or a new focus of
dysplasia.

At the end of the fourth year the patient complained
for a sudden and fast growing painful swelling at the
same mandibular area. The CT showed the chara-
cteristic sunray pattern suggestive for OS (Fig. 4). The
serum level of alkaline phosphatase was normal. After
an incisional biopsy the diagnosis of OS within FD was
set (Fig. 5). The patient underwent segmental mandi-
bulectomy en bloc with the adjacent affected soft
tissues and the affected with FD bone (Fig. 6). The
whole lesion of FD was included in the resection. The
defect was reconstructed with autologous iliac bone

Table
Reported osteosarcomas arising from fibrous dysplasia in Head & Neck Region
No. | Location? TypeP Authors Year®
1 | facial bones polyostotic Yannopoulos K et al. 1964
2 | maxilla polyostotic Campanacci M. et al. 1979
3 | mandible polyostotic Campanacci M. et al. 1979
4 | mandible Albright Hall MB et al. 1984
5 | orbit monostotic Lebeau J et al. 1984
6 | mandible polyostotic Present D et al. 1986
7 | scull polyostotic Taconis WK 1988
8 | mandible polyostotic Ebata K et al. 1992
9 | craniofacial bones monostotic Ruggieri P et al.3 1994
10 | craniofacial bones Albright Ruggieri P et al. 1994
11 | craniofacial bones polyostotic Ruggieri P et al. 1994
12 | craniofacial bones polyostotic Ruggieri P et al. 1994
13 | craniofacial bones polyostotic Ruggieri P et al. 1994
14 | craniofacial bones polyostotic Ruggieri P et al. 1994
15 | craniofacial bones monostotic Ruggieri P et al. 1994
16 | craniofacial bones monostotic Ruggieri P et al. 1994
17 | craniofacial bones monostotic Ruggieri P et al. 1994
18 | craniofacial bones monostotic Ruggieri P et al. 1994
19 | craniofacial bones monostotic Ruggieri P et al. 1994
20 | craniofacial bones monostotic Ruggieri P et al. 1994
21 craniofacial bones monostotic Ruggieri P et al. 1994
22 | jaw polyostotic Pilheu F, Del Soldato G 1996
23 | mandible polyostotic XuD et al. 1996
24 | maxilla monostotic XuD et al. 1996
25 | scull Albright-Mazabraud Lopez-Ben R et al. 1999
26 | maxilla monostotic Cavalcanti MG et al. 2000
27 | maxilla polyostotic Muramatsu K et al. 2007
28 | calvaria polyostotic Reis C et al. 2008
29 | maxilla polyostotic Amaral MB et al. 2008
30 | mandible monostotic Kim GT et al. 2010

aocation of osteosarcoma, Ptype of fibrous dysplasia, ¢year of publication
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Tpiavtapuiidou A. kar ouv./Triantafillidou A. et al.

Ei. I: Akuvoypagpia digewg dmou Eik. 2: OpBomavtopoypdenua dmou avadeikvietal
Siakpivetal To veSTAoTO avpIpo pe «oyn n eikéva tou Bapmol yuahiol oto owua TG kATw
KpepPUSIoU» oatolv otV YAWOOIKr yvdBou Segid, xapaktnpiotikd g IA.

em@dveia Tou oWPatog TG Katw yvdbou. Fig. 2: Orthopantomogram. Notice the ground-
Fig. I: Occlusal X-ray. Notice the new glass appearance of the right mandibular body,

formed immature bone at the lingual surface characteristic for FD.

of the mandibular body, forming the onion-
like pattern.

Eik. 4: AZovikrj Topoypagia. H BAGPN éxel
8inBricel kai Tov Tapeiakd Kai Tov YAwoaIkd
@NoI6 NG KdTw Yvdbou kai Toug
miapakeievoug pakdakous iotoug. Paivetal
N €IkdvVa «aKTivwy nAiouy, evdeiktikr tou OZ

Fig. 4: Axial CT. The lesion has infiltrated Eik. 5: ®UMa and aviparo avwpipo ootoly e ToUg parBakols 1otolg kal 0otd pe
both buccal and lingual cortex of the duma veomAaopatikd kittapa oe dpopa media. IA.

mandible and infiltrated the adjacent soft HEx100. Fig. 6 The resected specimen
tissues. Notice the sunburst pattern Fig. 5: Sheets of irregular woven bone with atypical showing the en bloc resection of
suggestive of OS. neoplastic cells in adjacent sites (HEx100). both soft tissues and FD bone.

ong oto afpa fjtav guoioloyikd. Metd v Piogia tébn-
ke n didyvwan Tou O evidg IA (B 5). O aoBevrig
uttoPAOnke og Tpnuatikr yvabektopr] en bloc pe toug
8InBnuévoug parBakous 1otolg kai to mpoofBePAnpévo
and IA ootolv. To éMelppa amokataotdBnke pe autd-
Aoyo haydvio pdoxeupa (Eik. 7).

O aoBevrg eivar umd Taktkd emavéheyxo Kar eival
éxtote eAelBepog véoou yia ta |4 teheutaia xpdvia.

2YZHTHZH

H kakorBng eEaMayr] tng A eivar omdvia, avtiotoxw-
vIag Tepimou oto 1% dAwv twv mepimwoewy (Kaushik
kalr ouv. 2002). 2tnv opdda twv Kakonbwv veorAa-
opdtwy mou oxetiCovtar pe v 1A mepihapBdvovtal to
O2, 10 KakdNBeg IVWOECS ITTIOKUTIWHA KAl TO XOVOPO-
odpkwpa. 2e mooootd 60% auty n eEaMayr) apopd
oe OX (Ebata kai ouv. 1992). To mocootd tng kakor}-
Bouc eEaMayrig eival uPnAdtepo otov TOAUOOTIKO
wWno (4%) ouykpIvOPEVO pe autd TOU HOVOOOTIKOU
wrou (05%) (Ruggieri kai ouv. 1994). EEartiag tou
Sedopévou du ol o moMol aoBeveig mdoxouv amd
povooatikoU TUrou 1A or Mo TTOMEG TTEPITTIWOEIG TToU
éxouv avapepBel ouvoANikd oxetiCovtal pe autoU Tou

= G MESCERR)

: Alakhadi{épevn kal avacToPoUEVn ur] Tou VEou 0otoU OE

Eik. 3

videg otpwua. HEx200.
Fig. 3: Branching and anastomosing trabeculae of woven bone in a
fibrous stroma. HEx200.

Eik. 6: To mapaokelaopa petd v
en bloc agpaipeon tou dykou padf pe

Eik. 7: Meteyxeipnur| aktivoypagia.
Fig. 7: Post-op x-ray

transplantation (Fig. 7). The patient is under regular
follow-up and free of disease for the last 14 years.

DISCUSSION

The incidence of malignant transformation of FD s
rare, accounting for less than 1% of the cases (Kaushik
et al. 2002). Malignant neoplasms associated with
fibrous dysplasia include osteosarcoma, malignant
fibrous histiocytoma, and hondrosarcoma. Sixty
percent of this alteration is into OS (Ebata et al, 1992).
The incidence of transformation is higher in polyostotic
type (4%) compared to this of the monostotic form

Apxeia ENMnvikrig Ztopatikrig & Nvabompoowikrig Xeipoupyikig/
Hellenic Archives of Oral and Maxillofacial Surgery
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wrnou v 1A. Or Jhala kar ouv. (2003) oe pia BipAio-
yPAIk avaockdmnon mapouciacav éva mocootd 4
kakorBwv eEaMaywv oe 37 TEPIMTWOEIG OUVOPGHOU
Mazabraud.

H 1A mepiypdonke mpwtn @opd amd tov Von
Reclinghausen (1891), dtav AavBacpéva mepiéhafe 2
nepimwoelg |A moAuootikoU timou otnv Tieplypagr|
TOU TNG KUOTIKAG IVOO0oUC oateitidag ek umeprapabu-
peoediopol. Amé Ttéte Kal yia TTOMA xpdvia Bewpou-
vtav gia pn veomhaopatikr BAGRN. Mpdoeata, n ava-
KANUYN pIag petdMagng éMeying tou yovidiou tou
kwdikotolel Tnv umopovada g G mpwteivng évapéng
oe aoBeveig pe olvdpopo McCune-Albright, dMa&e
@Uon TG VOOOoU TIPOG HId TTIO VEOTTAOUATIKY] OVIOTN-
1a (Cohen kai Howell, 1999). Autq n teheutaia Bew-
pnon pmopsl va enyel PEQIKWG TG OAPKWHATWON
efaMayn g IA, umodeikviovtag ot n 1A eivar éva
Tpwido Bripa oe pia mpoiovoa kapkivoyéveon oe OX
(Okamoto kai ouv. 2000, Triantafillidou kar Dimitra-
kopoulos, 2003).

Mia Aerrtopeprig avaokémmon tng dieBvouc BiBNoypa-
¢fag péow tou Medline amokdAuype 30 mepimwoeig 1A
OTNV KPAVIOTIPOOWTTIKA XWPad TTou Tiapouciacav eEal-
Aayry oe O oe pia mepiodo 26 etwv (Mivakag). H
TPWIN Tepimwon dnuooieltnke and toug Yanno-
poulos kai ouv. (1964) eve) 7 and autég eviomiotnkav
otV K4tw yvdbo, dMwg Kai otn MePTTWon TTou TTapou-
oldCetal. O1 PIoEG TIEPITTWOEIC aPOPOUCAV O€ TTOAUO-
otikoy tinou 1A, Auo axkdua oxetiCoviav pe To oUv-
dpopo McCune-Albright kai akéun pia pe to olvdpo-
po Mazabraud.

Aev unidpxouv BiBNoypagikd dedopéva mou va egn-
yoUv 1o Adyo Ttou au€nuévou Tocootol kakorBoug
eEaMayrc otov moAuootikd TUmo IA. H mpocBold
TIEPIOOOTEPWY OOTWY oToV 10 aoBevr| iowg au&dvel ta
«ummowr@iay va eEaMayolv ootd. EEdMou, Bewpwvtag
v 1A w¢ pia veomhaopatikr] BAGBN pe augnuévn Kut-
Tapikry OpaotnEIOTNTA, N KAPKIVOYEVEDN TIOU EMOUp-
Baiver pmopef va éxel KATOIA OXEON PE TNV EKTETAPEVN
ootk avadiapdpewaon, n omoia yia diapopoug AGyoug
duvatal va petatparel and pia QUOIOAOYIKH HITWTIKA
Spaotnpidtnta oe pia aveEEAeyKTn VEOTTAQOUATIKN
avgnon (Ebata kai ouv. 1992, Ogose kai ouv. 2000,
Mardinger kar ouv. 2001).

[NoMof ouyypageic Tovifouv To pdAo TG aktivoBoiag
otV oapkwpatwdn egaMayry g 1A, pe éva xpdvo
wpfpavong kupavépevo and 10 oe 35 €t amd v
aktivoPolia éwg tnv avdmuén tou O (Yashima kai
ouv. 1985, Yabut kai ouv. 1988). AvtiB€twg, umdpxouv
JPKETEG AVAPOPEG AUTOPATNG eEaMayric Xwplg kave-
va Oieyeptikd Tapdyovia OTwG N aktivoPoAia, Tou
10X Ugl Kal atnV Tiepitwon mou mapouaidletar (Ruggier
kai ouv. 1994, Bennett kai ouv. 2000). Eivar a&ioonpei-
WTO KAl EUPEWG AModektd TG N HepIkr Plowia f n xel-
poupyiki avadiapdpewon tng IA dev mpodyel TV kap-

Toépog 13, No 1, 2012/Vol 13, No |, 2012

(0,5%) (Ruggieri et al. 1994). Due to the larger number
of patients suffering from monostotic FD most cases
reported overall are associated with this type of FD.
Jhala et al. (2003) in a literature review found an
incident of 4 malignant transformations in 37 cases
(10,8%) of Mazabraud's syndrome.

FD was first described by Von Reclinghausen (1891)
when he incorrectly included two cases of polyostotic
FD in his description of osteitis fibrosa cystica of
hyperparathyroidism. Since then and for many years it
was considered as a non-neoplastic lesion. Recently,
the discovery of activating missence mutation of the
gene encoding the subunit of the stimulating G protein
in patients with McCune-Albright syndrome altered the
nature of the lesion towards a more neoplastic entity
(Cohen and Howell, 1999). This last consideration may
partially explain the sarcomatous alteration of FD,
suggesting that FD is an early step of the multistep
carcinogenesis to OS (Okamoto et al. 2000, Trianta-
fillidou and Dimitrakopoulos, 2003).

A meticulous review in the international literature
through Medline revealed 30 cases of FD of the
craniofacial region transforming into OS over a period
of 26 years (Table). The first reported case was
published by Yannopoulos et al. (1964). Seven of them
were located in the mandible as happened in the case
presented. Half of the cases are related to the
polyostotic type of FD. Two more are related to the
McCune-Albright syndrome and one with Albright-
Mazabraud syndrome. There is no published evidence
about the cause of the increased incidence in
polyostotic type. The massive affection of more than
one bone of FD in the polyostotic type may increase
the “candidate” for transformation bones in the same
patient.

On the other hand, considering FD as a dysplastic
lesion with increased cellular activity, the occurring
carcinogenesis may have some relation to the extensive
bone remodeling which for several reasons diverted
from its normal mitotic activity towards an unco-
ntrolled neoplastic growth (Ebata et al. 1992, Ogose et
al. 2000, Mardinger et al. 2001).

Many authors have emphasized the role of radiation in
FD sarcomatous transformation, with a time interval
ranging from 10 to 35 years from the irradiation of FD
until the occurrence of OS (Yashima et al. 1985, Yabut
et al. 1988). On the contrary, there are several reports
of spontaneous transformation without any stimulating
factor or condition including radiation, as it had
happened in our case (Ruggieri et al. 1994, Bennett et
al. 2000). Additionally, it seems to be widely accepted
that the act of a biopsy or surgical contouring of FD
does not seem to enhance carcinogenesis (Ebata et al.
1992).

The radiographic features of FD are well known. The
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kivoyéveon (Ebata kai ouv. 1992).

Ta akuvoypapikd euprjpata g 1A eivar apketd yww-
otd. H eowtepiki dopry eivar ouvriBwg pia pign amd
akTivodIauyaoTikéG KAl AKTIVOOKIEPEG TIEQIOXEG. 10
veodnuioupynBév ootolv Umopel va epgavietal Kok-
KWOES 1 amoyupvepévo divovtag Ty eviunwon Tou
Bapmou yuahiol pe acagr| dpia (Petrikowski kar ouv.
1995). Avtifétwg, oto OX aktivoypaeikd avayvwpiCe-
Tal N KATAoTPO®r Tou PAoIWdoUG 0oTol Kabwg Kai n
dnpioupyia véou ootol mTou TepIBdMetal and pdla
paABakou 1otou. EEartiag tng taxeiag avdmmuéng n eva-
néBeon véou ootou Telvel va emoupPaivel oe ubeieg
YPAUPEG KaBeTEG OTNV emm@dveia Tou VEou 0oToU Kal N
TUTTIKF) aKTivoypaegikr eikéva tou O poidlel he aktiveg
nAiou (Bennett kar ouv. 2000, Ng kar ouv. 2001).

Av kai o duo ovtotnreg, IA kai O, éxouv diapopet-
K& aktvoloyIkd Xapaktnpiotikd eival TOMEG @opég
Suokoho va diapopodiayvwotoly. To diayvwotikd
mPSPANpa peyebuvetar dmote to O avarmiooetal oe
€dagog IA. O emextdoeig g PAAPNG Sia tou pAoioy
A kdtw amd To Kavdhi Tou kdtw eatviakoy vedpou aro-
TehoUv OTOIXEI@ eypriyopong yia Tepaépw Olepelvn-
on (Ruggieri kar ouv. 1994). H avdmuén pdcag paia-
KOV 10TV eviog NG 1A eivar emiong evdeiktikd onpdd
e€aMayng (Kaushik kai ouv. 2002). Or Campanacci ka
ouv. (1979) avépepav éu to au€nuévo enimedo akka-
NKAG pwopatdong opou o aoBevei e 1A eivar evoel-
KkTikd kakorjfoug eEalayng, yeyovdg To omoio dev ermi-
PeBainbnke otn dikA pag mepimmwon.

A&iCel va avagepBel U ot PEPIKEG TIEQITIIOCEIC TA
I0TOAOYIKA XaPaKtnpIoTikd tou evdootikold O xapn-
MG kakornBeiag pmopel va mapeppnveutolV Tpog Ty
kateuBuvon g 1A H kAivikr) cupmepipopd autol tou
OyKou, 0 oTolog éxel XapnAd duvapikd avdmuéng Kai
petdotaon, pmopsi va «kpufe» v didyvwor| tou enf
xpovia (Yamashiro kai Komori, 1987, Bennett kar ouv.
2000). To teleutaio oe ouvduacpd e To yeyovog Ot
10 15% twv O xapnMg kakorBeiag Ba petaméoouv oe
uPnAAG kakorBeiag, apevdg Tmpokalel AavBaopévn did-
YVwon Kar agetépou diakuPelel v {wri Tou aobevouc.
H Bepareia tou O opuwpevo ex IA akohouBel ta idia
TIPWTOKOMa pe to oupPatikd O, Ev toUtolg, mpokel-
pévou va amoeuxBel n umotpor ouviotdtal n exto-
pr, omote eival epiktd, dAou to MpooBePAnuévou pe 1A
oatoy, aoxétwg amd v éktacn tou O, dnwg Ka
gyive otn mapouoialopevn mepimwon (Mardinger Kka
ouv. 2001).

levikd pia andtopn avénon tng acupPeTpiag Tou mpo-
oPePAnpévou pe IA oatou, ouvodeudpevn [e TTOVO KAl
unaioBnoia eivar Ta ouvnBéotepa KAvikd onueia g
kakorjBoug eEaMaync. H epedvion pddag parakwv
poplwv evtdg g 1A, n eméktaon g PAAPNG otoug
Tiapakeievoug PaAbakoug 10TouG ) Katw amo To Kavd-
N Tou kdtw @atviakou velpou eival IoXUpEg evoelEeig
yia Bioyia g Teplioxrig Mpokelpévou va diamotwdel
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internal structure is commonly a mixture of radiolucent
and radiopaque areas and the new formed bone may
appear granular or stripped resulting in the “ground
glass” appearance with ill-defined borders (Petrikowski
et al. 1995).

On the contrary, OS destroys cortical borders and may
result to a speculated pattern of new bone circum-
scribed of a soft tissue mass. Due to its fast growth the
bone deposition tends to be in straight lines perpe-
ndicular to the new bone surface resulting in the
“sunburst” appearance (Bennett et al. 2000, Ng et al.
2001).

Although these two entities, FD and OS, have distinct
radiological features, it is sometimes difficult to disti-
nguish them. This diagnostic problem enlarges
whenever an OS arises within FD. The extensions of
the lesion through the cortex or below the inferior
nerve canal are alarming features for further investi-
gation (Ruggieri et al. 1994). The development of a soft
tissue mass in the FD lesion is also a transformation sign
(Kaushik et al. 2002). Campanacci et al. (1979) sugge-
sted that the increased level of alkaline phosphate in
patients with FD indicates malignant transformation, a
fact that was not confirmed in our case.

It is worth-mentioning that in some cases the histo-
logical features of low-grade medullary OS may be
misinterpreted towards FD. The clinical behavior of this
tumor, having low growing and metastatic potential,
may mask the wrong diagnosis for several years
(Yamashiro and Komori, 1987, Bennett et al. 2000).
The latter in conjunction with the fact that 15% of low-
grade OSs will dedifferentiate into high-grade ones may
on one hand result to the wrong diagnosis of
“malignant transformation of FD into OS” and on the
other hand compromise patients’ life.

Treatment of OS arising in FD follows the same
protocols of conventional OS. Nevertheless, in order
to avoid recurrence it is recommended to resect,
wherever possible, all the affected with FD bone,
inrespectively of the extension of OS, as was done in
the case presented (Mardinger et al. 2001).

In conclusion, a sudden increase in asymmetry
accompanied with pain and numbness are some clinical
signs for this phenomenon. The appearance of soft
tissue mass within the FD lesion, the expansion of the
lesion to the surrounding soft tissues or below the
inferior nerve canal are strong indications for a biopsy
of the area in order to confirm or to exclude the
sarcomatous change. Malignant transformation of
fibrous dysplasia is rare, accounting 4% of cases with
McCune-Albright syndrome and 0.5% of monostotic
type. Thirty cases of FD transformation into OS are
published since 1964. Most cases of transformation are
associated with irradiation of the fibrous dysplasia. The
spontaneous transformation of the monostotic type is
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va amokAEIoTel N oapkwpatwdng eEaMayn).
>uvoyitovtag, n kakorBng e€aMayn g 1A eivar omd-
via, umohoyiCopevn oto 4% Twv TEPITIWOEWY e oUv-
Spopo McCune-Albright kai oto 0,5% otov povooot-
k6 tUmo. Tpidvia mepImwoelg KakorBoug eEalayrc
IA og O éxouv repiypagei ané to 1964. O1 mo moA-
AEG TTEPITIWOEIG OXETICovTal Pe TV aktivoPdAnon g
vodoug duomhaciag. H autdpatn e€alayr Tou povo-
ootikoU TUTou efvar egaipetikd omdvia. H avdmuén
pdadag paNBakwv popiwv f n avgnon g aAKaNIKAG
ewopatdong otov opd oe aobevn pe 1A eival xapa-
KINPEIOTKA eypriyopong kai ararolv mepatépw Ole-
PEUVNON TIPOKEIEVOU VA ATOKAEIOTEl TO odpKWwa.
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