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SazZetak

Zaprimljen: 27. sijecanj 2008.

Svrha ovog rada bila je opisati rijedak slu¢aj dugo pra¢enoga ameloblasti¢nog fi-
broma (AF-a) na atipicnoj lokalizaciji. Ameloblasti¢ni fibrom dosta je rijedak beni-
gni mijesani odontogeni tumor koji se vrlo rijetko moze naci u prednjoj regiji gornje
¢eljusti. Cini samo 1 do 2 posto svih odontogenih tumora i ces¢i je kod muskara-
ca negoli kod zena. Cesci je u donjoj ¢eljusti negoli u gornjoj. Vecina ameloblasti¢-
nih fibroma nalazi se u straznjem podrucju donje ¢eljusti, bezbolni su, sporo rastu
djevojcica bila se zalila na bezbolnu oteklinu u podrucju desne gornje celjusti. Ra-
dioloska pretraga pokazala je dobro ogranicenu, veliku leziju. Prema histopatolos-
kim nalazima, dijagnosticirana je kao ameloblasti¢ni fibrom. Lijecena je enukleaci-
jom te nije bio uocen recidiv na kontrolnom pregledu nakon pet godina. Nakon toga
razdoblja radioloske snimke pokazale su da se kirurski defekt ispunio novom kosti.
Konzervativni pristup, ukljuc¢ujuci enukleaciju i mehanicku kiretazu okolnog tkiva,
pokazao se uspjesnim za pacijenta. lako je recidiv ameloblasti¢nog fibroma rijedak,
redoviti pregledi — kako bi se pratio rast i razvoj - potrebni su zbog velike moguc-
nosti recidiva.

Prihvacen: 16. travanj 2008.

Adresa za dopisivanje

Dr. Elif Bahar Tuna
Sveuciliste Capa, Istanbul
Stomatoloski fakultet

Zavod za djecju stomatologiju
34093 Istanbul, Turkey
ebtuna@istanbul.edu.tr

Kljuéne rijeci

ameloblasti¢ni fibrom; gornja celjust;
rijedak; prikaz slucaja; odontogeni
tumori

Uvod

Ameloblasti¢ni fibrom (AF) rijedak je benigni
mijeSani tumor odontogenoga podrijetla, a svoj-
stvena mu je proliferacija odontogenog epitela
i mezenhimskog tkiva cakline, dentina ili drugih
kalcificiranih zubnih struktura (1-5). Cini samo
1 do 2 posto svih odontogenih tumora (1,4 -6), a
javlja se u dva oblika: zrnato stani¢nom (histopa-
toloski oblik) i perifernom (klinic¢ki oblik) (7,8).
Ako je u leziji i dentin sa caklinskom formacijom
ili bez nje, moze se takoder nazvati ameloblasti¢ni
fibrodentom (AFD) ili ameloblasti¢ni fibroodon-
tom (AFO) (9).

Introduction

The Ameloblastic Fibroma (AF) is a rare benign
mixed tumour of odontogenic origin characterized
by the proliferation of both odontogenic epitheli-
um and mesenchymal tissue without the formation
of enamel, dentine or any calcified dental structures
(1-5). It represents only 1-2% of all odontogenic tu-
mours (1,4-6) and there are two forms: granular cell
AF (a histopathological variant) and peripheral AF
(a clinical variant) (7,8). If the lesion has dentinoid
tissue without or with enamel formation, it could be
termed as ameloblastic-fibrodentoma (AFD) or am-
eloblastic-fibroodontoma (AFO) respectively (9).
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AF varira prema spolu — neznatno se cesce javlja
kod muskaraca (1.4:1), negoli kod Zena (1,7,8,10).
Cesée se nalazi u donjoj Celjusti (3.9:1) (2,5,10).
Vecina AF-a pronalazi se u podru¢ju kutnjaka u
straznjem dijelu donje Celjusti (5:1) i uglavnom
su povezani s neizniknutim ili razmjeStenim zubi-
ma (2,6,8,11). Klinicki gledano, tumor raste spo-
ro te bezbolno Siri Celjust i pomice zube. Ve¢inom
je asimptomatski, no moZe se uociti Sirenje Celju-
sti (1,10).

U studijama je navedeno da se AF javlja u dobi
od 6 mjeseci do 42 godine, pa je tako prosje¢na dob
14,6 godina (2,4,7,8,11,12). Zna se za samo nekoli-
ko slu€ajeva kod osoba mladih od 5 godina (4,10).

Svrha ovog prikaza bila je opisati klini¢ki slu-
¢aj tumora atipi¢ne lokalizacije kod trogodiSnje dje-
vojcice, a lijeCnici su ga postoperativno pratili pet
godina.

Prikaz slucaja

Trogodis$nja djevojcica stigla je na nasu klini-
ku zbog otekline na desnom obrazu koju je imala
posljednjih Sest mjeseci. Obiteljska i stomatoloSka
anamneza bile su bez osobitosti. Pregledom usne
Supljine ustanovili smo potpunu mlije¢nu denticiju
i tvrdu oteklinu na bukalnoj strani gornje celjusti u
podrucju o¢njaka i pretkutnjaka (Slika 1.).

Nije bilo ni znakova infekcije, ni poveéanih lim-
fnih ¢vorova na vratu. Panoramska i okluzalna radi-
oloska snimka pokazale su dobro ogranicenu, veli-
ku i prozra¢nu unilokularnu leziju na desnoj strani
gornje Celjusti i kongenitalni nedostatak desnoga
mlije¢nog o¢njaka i drugoga trajnog kutnjaka (Sli-
ke 2.13.).

Tumor smo uklonili enukleacijom i kiretaZom
koStanog lezista te izvadili prvi mlijecni kutnjak.
Lezija je bila obavijena ovojnicom koju smo pazlji-
vo izrezali. Postoperativni tijek bio je uredan i paci-
jentica je istoga dana bila otpustena iz bolnice. Tu-
mor veli¢ine 4,5 x 0,5 x 0,5 cm bio je povezan s
neizniknutim prvim kutnjakom i ocnjakom.

HistopatoloSkom analizom dokazani su epi-
telni i mezenhimni sastavni dijelovi tumora. Epi-
telni dio sadrZzavao je ameloblastima sli¢ne sta-
nice koje su okruzivale satelitsku jezgru i tvorile
otoCice ili proliferativna zariSta. Stroma je bila
celularna s minimalnim fibromiksoidnim dijelo-
vima i pleomorfizmom s tipi¢nim manjkom ko-
lagena bez celularne atipije ili mitoze (Slike 4. i
5.). Taj se nalaz slaze s dijagnozom ameloblastic-
nog fibroma.

Ameloblasticni fibrom

The sex predilection varies from no preference
to males slightly more frequently affected than fe-
males (1.4:1) (1,7,8,10). It presents more frequently
in the mandible than in the maxilla (3.9:1) (2,5,10).
The majority of AF’s are found in the molar (poste-
rior) area of the mandible (5:1) and are often asso-
ciated with unerupted or displaced teeth (2,6,8,11).
Clinically, the tumor grows slowly and painlessly,
expanding the jaw and causing teeth migration, usu-
ally asymptomatic, but eventually leading to visible
jaw expansion.

AF is reported to occur at an age ranging from 6
months to 42 years with an average age of occurrence
of approximately 14.6 years (2,4,7,8,11,12). Only a
few cases have been reported under 5 years (4,10).

The objective of this presentation is to describe
a clinical case of this tumour with an atypical lo-
calization in a 3 year-old girl with long term (five
years) postoperative follow-up period.

Case presentation

A 3 year-old girl was referred to our clinic with
a complaint of painless swelling on the right cheek,
which had appeared over the previous 6 months.
The family past medical and dental histories was
uneventful. Intraoral examination revealed the pa-
tient had a complete primary dentition and a solid,
non-tender swelling on buccal side of maxillary ca-
nine and premolar region (Fig. 1).

No source of infection and no submandibular or
cervical lympadenopathy was evident. Panoram-
ic and occlusal radiograph showed a well-circum-
scribed large, unilocular radiolucent lesion in the
right maxillar region. Radiographic examination al-
so showed that the maxillary right primary canine
and permanent second premolar were congenitally
absent (Figs. 2 and 3).

Under the general anesthesia the tumour was
enucleated via curettage (surgically removed with
careful curettage of the bone bed) and the primary
first molar teeth were extracted. The lesion was cap-
sulated and easily excised. The postoperative period
was uneventful and the patient was discharged from
hospital on the same day. The lesion measured 4.5 x
0.5 x 0.5 cm and was associated with unerupted first
premolar and canine.

Histopathologic investigation of tissue showed
that the tumour had two components, epithelial
and mesenchymal. Epithelial part consisted of am-
eloblast-like cells surrounding a satellite core and
formed small islands or cauliflower like prolifera-
tions. Stroma was cellular and in some areas fibro-
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Slika 2. Predoperativni ortopantomogram
Figure 2 Initial panoramic radiograph of patient

I

Slika 1. Predoperativna klinicka slika — vidi se asimetrija i
oteklina na desnoj strani gornje celjusti

Figure 1 Preoperative clinic appearance showing
asymmetry affecting right buccal side (Intraoral
view of patient)

Slika 4. Histopatoloska nakupina ameloblastima slicnih
stanica zaokruzena bazalnom membranom u
vretenastoj stromi. Nema celularne atipije i mitoze
(hematoksilin-eozin, povecanje x 310).

Figure 4 Histopathologic image groups of ameloblast

‘ like cells surrounded by a basal membrane in a

spindle cell stroma. No cellular atypia nor mitotic
figures were assessed (Hematoxylin-eosin stain,
original magnification x 310)

Slika 3. Predoperativna retroalveolarna snimka
Figure 3 Initial occlusal radiograph of patient

Slika 5. Histopatoloska slika epitelnih otocica u celularnoj Slika 6. 3D rekonstrukcija pokazuje zubne zametke u

stromi (Masson Trikrom, povecanje x 125) kirurskom podruc¢ju
Figure 5 Histopathologic image of the epithelial islands Figure 6 3D reconstruction image showed growing tooth
in a cellular stroma (Masson Trikrom, original germs at the operation area

maghnification x 125)
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Slika 7A. Postoperativna panoramska radioloska snimka
Sest mjeseci nakon kirurskog postupka

Figure 7A A postoperative panoramic radiograph take at 6
months after surgery

Slika 8. Postoperativna panoramska radioloska snimka
—nema dokaza o recidivu dvije godine nakon
kirurskog postupka.

Figure 8 A postoperative panoramic radiograph showing
no evidence of recurrence 2 years after surgery

Nakon Sest mjeseci kod pacijentice se obnovila
kost u operiranom podrucju, a nakon pet godina nije
bilo znakova recidiva. Rekonstrukcija 3D pokazala
je da su sve kostane strukture u normalnim granica-
ma (Slika 6.). Prvi trajni pretkutnjak poceo joj je ni-
cati, a uoCen je na kontrolnoj panoramskoj snimci
nakon pet godina (Slike 7, 8 1 9).

Rasprava

Odontogeni tumori su rijetke lezije, a nastaju iz
specijaliziranoga zubnog tkiva (7,12). Ameolobla-
sti¢ni fibrom se u 80 do 90 posto slucajeva nalazi
u donjoj Celjusti, ¢esto u podrucju kutnjaka (4,11).
Gornja je Celjust rijetko zahvadena - samo 12 po-

Ameloblasticni fibrom

Slika 7B. Postoperativni intraoralni izgled pacijenta Sest
mjeseci nakon kirurskog postupka

Figure 7B Postoperative intraoral view 6 months after
surgery

Slika 9. Ortopantomogram pokazuje novostvorenu kost u
defektu nakon pet godina

Figure 9 Panoramic radiograph showing that surgical
defect filled with new bone after 5 years

myxoid and pleomorphism was minimal. There was
typical absence of collagen without cellular atypia
or mitosis (Figs. 4 and 5). These findings are consis-
tent with a diagnosis of AF.

After 6 months to allow bone regeneration in
the region, the patient had no signs of recurrence
after 5 years. Panoramic and occlusal radiographs
showed that the surgical defect had filled with new
bone after surgical operation. 3D reconstruction im-
age showed that all bone structure was within nor-
mal limits (Figure 6). The permanent first premo-
lar tooth eruption started spontaneously through the
maxillar arch after 5 years follow up panoramic ra-
diograph (Figs. 7, 8 and 9).

Discussion

Odontogenic tumours are uncommon lesions de-
rived from specialized dental tissues (7,12). AF oc-
curs in the mandible in approximately 80-90% of
cases, usually being located in the molar region
(4,11). The maxilla is also uncommonly affected,
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sto (10), te je opisano samo nekoliko tumora u pred-
njem dijelu gornje Celjusti (2,4). Prva klinicka sli-
ka najcesée je slucajno otkrivena oteklina, Cesto
asimptomatska i to tijekom rutinskoga radioloskog
pregleda (1,2,4,8).

AF je rijetka neoplazma i varira od male unilo-
kularne lezije do velike multilokularne (5,7). Opi-
sano je samo nekoliko slucajeva takve otekline kod
djece u dobi od Cetiri do sedam godina (11,13,14).
Girdler i Edwards (11) tvrde da je opisani tumor bio
neobicno velik za dob pacijentice. Moramo reci da
smo sli¢nu, neobicno veliku leziju na gornjoj Celju-
sti, nasli i kod trogodiSnje djevojcice.

Radioloski je AF potpuno prozracna i dobro
ogranicena lezija (15). MozZe biti unilokularna ili
multilokularna, najceSée s dobro izraZenom, Ce-
sto skleroticnom granicom te se moZe dogoditi da
je povezana s neizniknutim ili razmaknutim zubi-
ma (1,3,5,7,8,16). Tesko ju je razlikovati od drugih
mnogobrojnih cista i tumora. Diferencijalno dija-
gnosticki u obzir dolazi ameloblastom, odontogeni
miksom, folikularna cista, keratocista, centralni zr-
nato-stani¢ni tumor 1 histocitoza (11,15,16). Ame-
loblasti¢ni zrnato-stani¢ni fibrom takoder je graden
od odontogenog epitela i mezenhimskog tkiva. Le-
zija se pretezno javlja kod starijih bolesnika te bi
se trebala dosta lagano razlikovati od AF-a (5). AF
sporije raste od ameloblastoma i manje je infiltrati-
van. Zato je to tumor koji sporo raste i proSiruje kost
te ima glatke (ravne) rubove (5,6,7).

Bol, osjecaj napetosti i oteklina Celjusti mogu
potaknuti pacijenta da zatrazi pomo¢ stomatologa
(4). Kod nase je pacijentice oteklina bila glavna te-
goba te osnovni klini¢ki nalaz za dijagnozu. Osim
toga, tumor je uzrokovao znatnu osteolizu s konge-
nitalnim nedostatkom mlijeCnog o¢njaka i drugoga
trajnog kutnjaka. Premda se tumor obi¢no nalazi u
straznjem dijelu donje Celjusti, kod naSe je pacijen-
tice bio na neuobicajenom mjestu s obzirom na dob
i spol.

AF se obi¢no smatra enkapsuliranim tumorom i
zato je enukleacija Cest izbor u postupku kirursko-
ga lijeCenja (5,7). Opcenito, opisano lijeCenje je vi-
Se nego konzervativno, a postoje i proturjecni po-
datci u literaturi o tome koliko su Cesti recidivi (5).
Konzervativno kirur§ko lijeCenje ekscizijom, a za-
tim kiretazom Cini se kao prikladan izbor (15). Ve-
liki tumori morali bi se lijeciti radikalnije. Neki su
autori predloZili blok-resekciju kosti sa zdravim ru-
bom od 0,5 do 1 centimetra. Zallen i njegovi su-
radnici (17) kod vecih su lezija pristaSe radikalnijeg
lijeCenja od enukleacije te preporucuju modificira-
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comprising 12% of cases (10). Only a few tumours
have been reported in the anterior maxillar region
(2,4). Its initial clinical presentation is most often
swelling, however it is not uncommonly asymp-
tomatic, being found accidentally on routine radio-
graphic examination (1,2,4,8).

AF is an uncommon neoplasm and varies from a
small unilocular radiolucency to a large multilocular
lesion as reported in the earlier literature (5,7). There
have been a few reported cases of AF in children. Un-
usual presentations include an AF in a 5-year-old boy
by Chen et al (13), cystic AF in a 7-year-old boy de-
scribed by Meyers et al (14), and Girdler and Edwards
(11) reported a 4-year-old boy diagnosed with AF on
the maxilla. Girdler and Edwards (11) state that tu-
mour was also unusually large relative to the patient’s
age. Similarly, we also found unusually large lesion
on the maxillar area in a 3-year-old girl. However,
such a large lesion rarely occurs in children.

Radiologically, the AF is a totally radiolucent
and well-rounded lesion (15). It may be an uni or
multi-locular, radiolucent lesion, usually with well-
defined, often sclerotic border and may be found in
association with unerupted or displacement teeth
(1,3,5,7,8,16).

The radiographic appearance of AF may be
identical to that of numerous other cysts and tu-
mours. The main differential diagnosis of the AF
must be made with lesions such as the ameloblas-
toma, odontogenic myxoma, dentigerous and ker-
atocysts, central granular cell tumour and histocy-
tosis (11,15,16). Ameloblastic granular cell fibroma
also consist of odontogenic epithelium and mesen-
chymal tissue. This lesion occurs mainly in older
patients, it should be relatively easy to distinguish
from AF (5), AF has a slower growth rate than am-
eloblastoma and is less infiltrative. This results in
a slow growing tumour that may expand bone and
have smooth borders (5,6,8).

Pain, tenderness, swelling of the jaw may prompt
the patient to seek relief from a dentist (4). In our pa-
tient the maxillar swelling was the chief complaint
and principal clinical finding for the diagnosis. In
addition, the lesion caused a considerable develop-
mental defect with congenital absence of maxillar
right primary canine and permanent second molar
teeth. Although the tumor localization is commonly
on the mandible and molar area, our patient has un-
common findings about tumour localization and al-
so age and sex.

AF has classically been considered an encap-
sulated tumour, therefore surgical removal or enu-
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nu blok-resekciju kosti. Drugi autori daju prednost
enukleaciji te predlazu redovite preglede (5,7). Za-
llen i njegovi kolege (17) istaknuli su u svojoj studi-
ji kumulativnu stopu recidiva tumora od 18,3 posto.
Dodali su da je zbog visoke stope lokalnog recidiva
moguca maligna transformacija (16). TeSko je obja-
sniti ta stajaliSta, jer nepotpuna kirur§ka ekscizija
moZe biti glavni razlog za recidiv tumora (5,8).

Suprotno tome, Dallera i suradnici (5) istaknuli
su konzervativni pristup, posebice kod djece, zbog
reaktivnog stvaranja kosti, Sto je odgovor na rast tu-
mora te omogucuje da se pazljivo ukloni tumorska
masa. U opisanom slucaju primijenili smo taj postu-
pak, tj. enukleaciju i kiretazu okolne kosti.

Chen 1 suradnici (13) nedavno su dokumentirali
13 slucajeva AF-a kod bolesnika u Kini. Kod Cetve-
ro je tumor recidivirao (36,4%), a malignu transfor-
maciju pronasli su u dva od Cetiri slucaja ponovne
bolesti. U literaturi se navodi da je kumulativna sto-
parecidiva AF-a oko 20 posto (3,7,18). To moZe biti
rezultat nepotpunog uklanjanja, pa neki autori pre-
porucuju radikalniji kirurski zahvat (7,9,11,15,18).
Te spoznaje isti¢u koliko je vazna temeljita procjena
zuba koji nisu izniknuli u razumnom roku (2).

Suprotno radikalnom kirurSkom lije¢enju, kod
naSe pacijentice prikazali smo konzervativniji pri-
stup - enukleaciju s kiretazom okolne kosti zbog do-
bi bolesnice i trajnih zametaka u perioperacijskom
podrucju, Sto je u skladu s preporukama u literatu-
ri (5,7, 19). Kobayashi i suradnici (20) zakljucili su
da bi znanje o malignom potencijalu ameloblasti¢-
nog fibroma trebalo pomo¢i u odabiru nacina kirur-
Skog lijecenja inicijalnog tumora, $to bi moglo spri-
jeciti malignu transformaciju.

Premda lezije mogu u razdoblju dijagnoze biti
dosta velike, stopa recidiva razmjerno je niska ako
se otekline paZzljivo enukleiraju. Bolesnicu smo kli-
nicki i radioloSki pratili pet godina svakih Sest mje-
seci, ponajprije zbog mogudéega recidiva. Nica-
nje trajnih zuba bilo je uobicajeno i dosad nije bilo
funkcijskih i1 estetskih problema. Zbog rezultata na-
Seg lijeCenja isticemo vaznost takvog pristupa, po-
sebice kod djece.

Ameloblasticni fibrom

cleation is recommended for treatment (5,7). The
generally described treatment is rather than conser-
vative, but there are conflicting data in the litera-
ture on the recurrence rate (5). Surgical conserva-
tive treatment with excision followed by curettage
seems to be the most appropriate therapeutic option
(15). Large tumours may have to be treated more
radically. Some authors have suggested a block re-
section with a security margin of 0.5-1 cm should
be made when the lesion is small. Zallen et al (17)
advocates a more radical treatment (surgical enu-
cleation) as the modified block resection when the
lesion is big. Other authors prefer surgical enucle-
ation in every case, and regular examinations (5,7).
Zallen et al (17) found a cumulative recurrence rate
of 18.3%. The possibility of malignant transforma-
tion was reported (16) because of high rate of lo-
cal recurrence rate. The main reason for recurrence
may be incomplete surgical excision (5,8).

On the contrary, Dallera et al (5) emphasized
conservative approach particularly in children due
to reactive bone formation as a respond to tumour
growth that permitted a careful dissection of the
mass. In this presented case, the enucleation and cu-
rettage approach of surrounding bone was taken.

Chen et al (13) documented 13 AF cases in Chi-
nese patients recently. They found that four patients
(36.4%) had recurrences and malignant transforma-
tion was identified in two of the four recurrent tu-
mours (13). Cumulative recurrence rate have been
indicated in approximately 20% for AF’s (3,7,18).
Such recurrences may result from incomplete ini-
tial removal and some surgeons recommend more
aggressive surgical excision (7,9,11,15,18). It has
strenghtened the importance of thoroughly evaluat-
ing unerupted teeth within a reasonable period of
time (2). In contrast to radical surgical therapy, in
the case presented here we performed a more con-
servative approach, that is intraoral enucleation and
mechanical curettage of the surrounding bone, be-
cause of patient’s age and presence of permanent
tooth germs on the affected region. Dallera et al (5),
Vallejo et al (7) and Monteil et al (19), emphasize
the validity of conservative approaches especially
in young patients, and we support these authors due
to our patient’s age and tumour localization. Ko-
bayashi et al (20) conclude that knowledge of the
malignant potential of AF will assist in determining
the management of initial tumours and may prevent
malignant formation.

Although the lesions can be quite extensive at
the time of diagnosis, the recurrence rate appears to
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be relatively low if the lesions are meticulously enucleated. We monitored our patient in six months intervals
clinically and radiologically during 5 years without any suspicion of recurrence. Examinations revealed no re-
sidual or recurrent disease on the right maxillar area. The eruption potential of permanent teeth was within nor-
mal limits and there were no functional and esthetical problems mentioned by the patient so far. The results of
treatment emphasize the validity of this approach particularly in children. Clinically, eruption, unerupted and
malopositioned teeth should be evaluated carefully. Although recurrence of AF is not rare, very accurate histo-
pathological examination, a conservative surgical approach, long-term postoperative follow up examinations
and regular reviews to monitor growth and development are essential and required in these cases.

Abstract

The purpose of this article is to describe a rare case of Ameloblastic Fibroma (AF)
with atypical localization with long term follow-up period. The AF is a relatively rare
benign mixed odontogenic tumour, which is extremely uncommon in the anterior
maxillary region. It represents only 1-2% of all odontogenic tumors and males are
slightly more frequently affected than females. It presents more frequently in the
mandible than maxilla. The majority of AF’s are found in the posterior area of the
mandible and painless, slow growing and usually asymptomatic but eventually ex-
pand the jaw. A 3 year-old girl with a chief complaint of painless swelling on the
right maxillar area. Radiological evaluation revealed a well-circumscribed large le-
sion. The lesion was diagnosed as AF according to the histopathological findings.
She was treated by enucleation with no recurrence observed after a follow-up pe-
riod of 5 years. After five years, radiographs showed that the surgical defect had
filled with new bone. A conservative approach, including enucleation and mechani-
cal curettage of the surrounding tissue appeared to be successful for the patient. Al-
though recurrence of AF is rare, regular reviews to monitor growth and development
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