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PRIKAZ SLUCAJA
CASE REPORT

Burkittov limfom: rijedak i sporadi¢an slucaj

Burkitt’s Lymphoma: a Rare Sporadic Case
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SazZetak

U radu je opisan slucaj devetogodisnjega djecaka s multilokularnim lezijama u obje-
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ma celjustima, uz prisutnu facijalnu asimetriju ekstraoralno te intraoralan nalaz za-

mjetnih gingivalnih lezija s fiksiranim oteklinama na lijevoj, te dijelovima desne
strane i mandibule i maksile. Radiografske pretrage ukljucivale su i panoramsku
rendgensku snimku na kojoj se vidi tek lagana radiolucentnost u lijevoj premolar-
noj i molarnoj regiji mandibule. Incizijska biopsija obavljena je na gingivalnim ma-
sama te je histopatoloska analiza potvrdila BL. Lije¢enje se nije moglo zavrsiti, jer
se s time nisu slozili pacijentovi neSkolovani roditelji iz skupine stanovnistva nisko-
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ga drustvenog poloZaja. Pacijent je umro osam mjeseci nakon 5to mu je bila postav-  Turkey

liena dijagnoza. U ovom smo predstavljanju klini¢koga slu¢aja nastojali opisati ri-
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jedak i povremen slu¢aj BL-a koji je zahvacao cetiri ¢eljusna segmenta, Sto je inace

obiljezje endemskog oblika BL-a, te smo Zeljeli istaknuti znacenje suradnje izmedu

lije¢nika i pacijenta ili njegovih skrbnika.

Kljuéne rijeci
Burkittov limfom; ¢eljusti, lijec¢enje

Uvod

Burkittov je limfom (BL) non-Hodgkinov lim-
fom visokoga stupnja s izvorom u B-stanicama te
je udruZen s Epstein-Barrovim virusom. BL je pro-
naden u trima zasebnim okruZjima: (i) klasi¢an en-
demski oblik pronaden je u ekvatorijalnoj Africi; (ii)
non-africki, non-endemski, sporadi¢an oblik identi-
ficiran u Europi, SAD-u i Aziji; i (iii) oblik udruZen
s AIDS-om (1).

Bolest je ¢esto multlifokalna, no u africkom je
obliku tumor u celjustima simptomatski u vise od
polovice slucajeva (2). Kod non-afric¢kih slucajeva,
prevladavaju abdominalne lezije, a ¢eljusne su do-
sta rijetke. Kod africkog je oblika Burkittova lim-
foma uoceno nekoliko slucajeva u adelescentskoj
dobi, no uglavnom obolijevaju djeca u prvom de-
setljecu Zivota (1).

BL je odgovoran za oko 50 posto svih malignih
bolesti kod djece u ekvatorijalnoj Africi, sa stopom
od 2:1 u odnosu muskih prema Zenskim bolesnici-

Introduction

Burkitt’s lymphoma (BL) is a high grade non-
Hodgkin lymphoma originating from B-cell lym-
phocytes and is associated with Epstein-Barr virus.
BL is encountered in three distinct settings: (i) the
classic endemic type found in equatorial Africa; (ii)
the non-African, non-endemic, sporadic type that
has been identified in Europe, the United States and
Asia; and (iii) the AIDS associated type (1).

The disease is usually multifocal but in African
type tumour in the jaws is symptomatic in over half
of the cases (2). In non-African cases, abdominal le-
sions predominate and jaw lesions are relatively un-
common. In African Burkitt’s lymphoma there are
some cases seen in teenagers but it is encountered
mostly in the first decade of life in children (1).

BL accounts for about 50 percent of all malig-
nant diseases in children in equatorial Africa with
a 2:1 male-to-female ratio (1,3,4). The lesions arise
usually in the posterior parts of the jaws, with a pre-
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ma (1, 3, 4). Lezije se obi¢no javljaju na posteri-
ornim dijelovima celjusti s predileksijom u maksili
nad mandibulom, te su ¢eséa pojava u vise od jed-
nog kvadranta. Tumor brzo raste, velik je, vodi pre-
ma facijalnoj asimetriji i moZe se protezati u sinuse,
nazalnu Supljinu, nazofarinks, orbitu i u maksilofa-
cijalnu regiju. Zubi ukljuceni u podrucje lezije mo-
gu biti pomicni, premjesteni i eksfolirani. Rendgen-
ske snimke mogu upudivati na masivne lezije koje
podlijezu kostanoj resorpciji s nepravilnim rubovi-
ma te reaktivnim stvaranjem kosti uglavnom u mo-
larnim i premolarnim regijama (1). Bolesnici su u
viSe od 95 posto slucajeva osjetljivi na prvu dozu li-
jecenja ciklofosfamidom, vinkristinom ili metotrek-
satom (3). Iako je stopa recidiva visoka, posebice
kod onih s rasprostranjenom bolesti, ukupna stopa
preZivljavanja iznosi oko 50 posto. Takoder istice-
mo razliku izmedu ovoga i ostalih limfoma, a ocitu-
je se u premaloj osjetljivosti na radioterapiju, to jest
na vrlo malu osjetljivost na nju (1).

U c¢lanku predstavljamo nelijeceni slucaj BL-a,
jer se roditelji nisu sloZili s terapijom.

Prikaz slucaja

Devetogodisnji djecak poslan je u Zavod za
Oralnu i maksilofacijalnu kirurgiju Stomatoloskog
fakulteta SveucdiliSta Dicle s bolnim oteklinama u
objema celjustima. Njegovi su roditelji spomenu-
li da su se lezije pojavile prije mjesec dana te da
su brzo i znatno narasle. Klinicki pregled pokazao
je facijalnu asimetriju (SI. 1). Intraoralnim pregle-
dom ustanovljeno je da je pacijent u stadiju mje-
Sovite denticije sa slabom higijenom. Ocitovale su
se i ¢vrste, njezne te bolne eksfolijaticne i fiksirane
mase u Cetirima celjusnim kvadrantima, a protezale
su se od o¢njaka to regije kutnjaka. Lezije su ima-
le granulomatozne oznake s ulceracijom i djelomic-
nim eritemom. U maksili su se takoder naalzile pa-
latinalne otekline (SI. 2.).

Zubi ukljuceni u podrucje lezije bili su pomicni.
Dok su mlije¢ni kutnjaci bili lingualno premjesteni,
prvi trajni pretkutnjaci bili su smjeSteni vestibular-
no na lijevoj i desnoj strani mandibule (S1.3.). Mno-
gobrojni cervikalni limfni ¢vorovi razlicitih velici-
na bili su palpabilni.

Panoramska rendgenska snimka pokazala je ne-
znatnu radiolucentnost u regiji donjega lijevog pre-
molara i molara, no drugdje nije uo¢ena nikakva ab-
normalnost. (S1.4.).

Bolne, destruktivne lezije brzog rasta najkonzi-
stentnije su s prirodnim uzrokom malignosti, pa je
kod nasSeg slucaja dolazila u obzir preliminarna di-
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dilection in maxilla than in the mandible, and more
than one quadrant may be involved. The tumour
grows rapidly, it is of massive size, leads to facial
asymmetry and may extend into sinuses, nasal cav-
ity, nasopharynx, and orbit in the maxillofacial re-
gion. Teeth involved in the lesion area may be loose,
displaced, and exfoliated. Radiographs disclose
massive lesions undergoing osseous resorption with
irregular margins and reactive bone formation pre-
dominantly in the molar and premolar regions (1).
Over 95% of cases respond to the first dose of cyclo-
phosphamide, vincristine or methotrexat (3). Even
though there is high relapse rate, especially in those
with widespread disease, the overall survival rate is
approximately 50%. Also, unlike other lymphomas,
there is little or no response to radiotherapy (1).

In this article we reported an untreated case of
BL because of disapproval of the patient’s parents.

Case Report

A 9-year-old boy was referred to Dicle Univer-
sity, Faculty of Dentistry, Department of Oral and
Maxillofacial Surgery with painful swellings of
both jaws. The patient’s parents asserted that the le-
sions were first recognized one month ago and grew
rapidly. Clinical examination revealed an asymme-
try of the face (Figure 1). Intra oral examination
revealed the patient was in mixed dentition with a
poor oral hygiene. There were firm, tender, painful,
exofitic and fixed masses on four quadrants of the
jaws, extending from the canine teeth to molar re-
gions. The lesions had granulomatous features and
there were ulceration and erythema on some parts of
the lesions. Palatinal swellings were also perceived
in the maxilla (Figure 2).

The teeth involved in the lesion area were mo-
bile. While deciduous molars were displaced lin-
gually, permanent first premolars were in vestibulo
position in the left and right sides of the mandible
(Figure 3). Numerous cervical lymph nodes with
varying size were palpable.

Panoramic radiograph showed a slight radiolu-
cency in the region of the left lower premolar and
molar, but no abnormality was detected in other ar-
eas (Figure 4).

The rapidly growing, painful and destructive le-
sions are most consistent with the natural course of
the malignancy so a preliminary diagnosis of malig-
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Slika 1. Ekstraoralni nalaz pacijenta tijekom
jednomjesecnog trajanja bolesti

Figure 1 Extraoral appearance of the patient in one month
duration of the disease

Slika 2. Maksilarne lezije od o¢njaka do regije kutnjaka te
palatinalne otekline

Figure 2 The lesions of the maxilla extending from canine
teeth to molars region and the palatinal swellings

Slika 3. Mandibularne lezije koje prouzrokuju
premjestanje zubi

Figure 3 The lesions of the mandible causing displacement
of the teeth

jagnoza malignog gigantocelularnog tumora, oste-
osarkoma ili BL-a. Bioptati su pribavljeni iz lezija
kod lijeve premolarne regije maksile, pa je histo-
losko ispitivanje otkrilo dijagnozu Burkittova lim-
foma.

Burkittov limfom

Slika 4. Rendgenski nalaz
Figure 4 Radiological appearance

Slika 5. Ekstraoralni nalaz pacijenta dva dana prije smrti
Figure 5 Extraoral appearance of the patient two days
before he died
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Slika 6. Velike lezije na desnom dijelu maksile narusile su
okluziju u osmom mjesecu bolesti.

Figure 6 The lesion had a massive size on the right part of
the maxilla causing damaged occlusion in eight
month duration of the disease

nant giant cell tumour, osteosarcoma or BL was con-
sidered in our case. Biopsy specimens were obtained
from the lesions on the left premolar region of the
maxilla and mandible and histological examination
revealed the diagnosis as Burkitt’s lymphoma.
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Pacijent je poslan u Zavod za pedijatrijsku on-
kologiju, no nakon primjene prve doze kemotera-
pije neskolovani roditelji odbili su dati pristanak za
nastavak tretmana. Predlagali su lijeCenje nespeci-
ficnom alternativnhom medicinom, §to je ukljucivalo
fumigaciju, amulet te postupke u skladu s njihovim
praznovjerjem. Kako pacijent nije mogao biti lije-
¢en preporucenom terapijom, vratio se osam mje-
seci kasnije u naSu kliniku - bio je ve¢ u slabom
opéem stanju te je zadrZan na bolni¢kom lijeenju
(SL5). Lezija na desnom dijelu maksile bila je jako
velika i naruSavala je okluziju. Na njoj je bilo i dje-
lomice nekroti¢nih podrucja (SI. 6). Bolesnik se na-
lazio u terminalnoj fazi i umro je sljedeci dan.

Rasprava

BL medu malignitetima najrapidnije raste te su
mu simptomi progresivne prirode. Bolest ima ni-
sku stopu u industrijaliziranim zemljama (sporadic-
ni oblik), no odgovorna je za 50 do 70 posto svih ma-
lignosti kod djece iz ekvatorijalne Afrike (endemski
oblik),(4). Endemski BL uobicajeniji je kod djece u
dobi izmedu 5 i 7 godina, te zahvaca Celjusti u goto-
vo 70 posto tih sluc¢ajeva (2). Sporadi¢an BL ¢esci je
kod nesto starije djece (prosjecne dobi od 12 godi-
na), a abdomen mu je najcesca prezentacijska lokali-
zacija. lako se maksilofacijalna kostana ukljucenost
javlja u manje od 30 posto slucajeva sporadi¢nog ti-
pa, kod nasega devetogodisnjeg pacijenta pronaden
je tumor u Cetirima ¢eljusnim kvadrantima.

Klini¢ki opis oralnog BL-a ukljucuje pomic¢nost
zuba, bol, Sirenje na Celjusti, gingivno povecanje te
senzoricke tegobe (3,5).

Panoramska snimka Cesto je dostatna kod rend-
genskih manifestacija, no moguce je takoder kom-
binirati i komjutoriziranu tomografiju — CT, ili pri-
kaz magnetskom rezonancijom — MRI.

Lijecenje bolesti ukljucuje kemoterapiju. BL je
jedna od prvih ljudskih malignih bolesti koja se mo-
Ze izlijeciti iskljucivo kemoterapijom. Kombinaci-
ja ciklofosfamida, doksirubicina, vinkristina i pred-
nizona pokazala se pravim izborom (1,3). Klinicka
regresija tumora obi¢no se postiZe za dva tjedna
(1,6,7). Radioterapija je rezervirana za bolest ako
zahvaca srediSnji ZivCani sustav te su prijavlje-
ni slucajevi njezine korisne primjene u hitnim slu-
¢ajevima, kao Sto je opstrukcija diSnih puteva (5).
Moguca je i transplantacija koStane srZi kako bi se
upotpunio ciklus kemoterapije. Kod naseg pacijen-
ta nije bilo moguce provesti ukupno lijecenje, jer se
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The patient was referred to paediatric oncology
department, and after the administration of the first
dose of chemotherapy, patient’s parents, who were
uneducated and had an inadequate social status, did
not give permission to complete the treatment. They
preferred the patient to be treated by non-scientific
alternative medicine including fumigation, amulet
and praying according to their superstition. As no
cure from referred treatment was obtained, the pa-
tient recoursed to our clinic eight months later with
a poor general health and was hospitalized (Figure
5). The lesion on the right part of the maxilla was
massive and damaged the occlusion. There were ne-
crotic areas on some parts of the lesions (Figure 6).
He was in the terminal stage of the disease and died
on the following day.

Discussion

BL is one of the most rapidly growing malig-
nancies and the symptoms are progressive. The dis-
ease has a low incidence rate in industrialized coun-
tries (sporadic type) but it accounts for 50% to 70%
of all malignancies in children in equatorial Afri-
ca (endemic type), (4). Endemic BL is usually seen
in children who are between 5-7 years old and in-
volves the jaws in almost 70% of the cases (2). Spo-
radic BL is usually seen in slightly older children
(average age 12 years) and the abdomen is the most
common site of presentation. Although maxillofa-
cial bone involvement occurs in less than 30% of
cases in the sporadic type, the tumour involved four
quadrants of the jaws in our nine years old patient.

The clinical features of oral BL include mobili-
zation of teeth, pain, expansion on the jaws, gingi-
val enlargement and sensorial disturbances (3,5).

Panoramic radiography is usually sufficient for
radiographic manifestations but computed tomog-
raphy or magnetic resonance imaging may also be
combined.

Treatment of the disease includes chemothera-
py. BL is one of the first human malignancies shown
to be cured merely by chemotherapy. A combina-
tion of cyclophosphamide, doxcyrubicine, vincris-
tine and prednisone is the drug of choice (1,3). Clin-
ical regression of the tumour is usually achieved
within 2 weeks (1,6,7). Radiotherapy is reserved for
central nervous system disease that is resistant to
chemotherapy and is reported to be useful in certain
emergencies, such as airway obstruction (5). Bone
marrow transplantation may be necessary after com-
pletion of chemotherapy cycles. In our patient we
could not perform the complete treatment because
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roditelji nisu sloZili s predloZenom terapijom. Kako
nije bilo moguce obaviti osnovno lijecenje, pacijent
je umro za osam mjeseci od dana kada mu je bila
postavljena dijagnoza.

Prognoza BL-a ovisi o proSirenosti bolesti, paci-
jentovoj dobi te o stadiju bolesti u razdoblju postav-
ljanja dijagnoze (3,6,8). Najbolja se prognoza postize
kod ranog postavljanja dijagnoze. ZabiljeZena je ot-
prilike 100-postotna stopa preZivljavanja bez znako-
va bolesti kod djece u ranim stadijima bolesti, te 75
do 85 posto bolesnika u kasnijem Zivotu nema nika-
kvih znakova bolesti.> Slabija se prognoza o¢ekuje
ako je zahvacen sredisnji Ziv€ani sustav (9,10).

Kako je zahvacenost Celjusti Cesta pojava, stoma-
tolozi imaju vaZan zadatak u njezinu ranom prepo-
znavanju. Sariban i suradnici prijavili su 14 sluca-
jeva BL-a koje su na pocetku stomatolozi pogresno
dijagnosticirali kao infekciju zuba (2).

lako je ¢imbenik vremena u postavljanju dija-
gnoze bio dostatan da se postigne izljeCenje, u na-
Sem slucaju inkompatibilnost miSljenja roditelja o
predloZenoj terapiji prouzrocila je neZeljen ishod.
Kod ovog je slu¢aja vazno istaknuti da suradnja iz-
medu lijecnika i pacijenta, tj. njegovih skrbnika,
ima velik utjecaj na prognozu bolesti.

Burkittov limfom

of lack of cooperation of his parents. Since the es-
sential treatment could not be performed, the patient
died within eight months after the diagnosis.

The prognosis of BL depends on the extent of the
disease, the patient’s age and the stage of the disease
at the time of diagnosis (3,6,8). The best prognosis
is achieved when an early diagnosis is established in
children. Approximately 100% disease-free survival
rate is reported in childhood in early stages and 75-
85 % of patients survive free of disease in later life
(5). A poor prognosis is seen if there is a central ner-
vous system or bone marrow involvement (9,10).

Since the jaw involvement occurs very often,
dentists play an important role in the early diag-
nosis. Sariban et al. have reported 14 cases of BL
which were initially evaluated by dentists and mis-
diagnosed as a tooth infection (2).

Although timing of the diagnosis was sufficient
to get cure in our case, the lack of approval of the
parents about the treatment of the disease caused an
undesirable outcome. In this case it is seen that the
cooperation between the physician and the patient
has a major impact in the prognosis of diseases.

Abstract

We report a case of a 9 year-old boy who had multilocular lesions in both of his jaws.
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There was extraoral facial asymmetry and intraoral examination revealed remark-

able gingival lesions with fixed swellings on the left and right parts of both maxilla
and mandible. Radiographic examination included panoramic radiograph showing
only a slight radiolucency in the left premolar and molar region of mandible. Inci-
sional biopsy of the gingival masses was performed and histopathologic examina-
tion disclosed BL. The treatment could not be completed due to the disagreement
of patient’s parents who were uneducated and had a low social status. The patient
died within 8 months after the diagnosis. In this report we aimed to present a rare

Address for correspondence

Prof. Nedim Ozer

Dicle University Faculty of Dentistry
Department of Oral and Maxillofacial
Surgery

Capa, 34390 Istambul, Turkey
dt_asli@yahoo.com

sporadic case of BL with a four segmental involvement of the jaws which is usually

seen in endemic type of BL as well as emphasize the significance of the cooperation

between physicians and patients.
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PRIKAZ SLUCAJA
CASE REPORT

Protetska rehabilitacija pacijenta s
keidokranijalnom disostozom: Prikaz slucaja

Prosthetic Rehabilitation of a Patient with
Cleidocranial Dysostosis: A Clinical Report

Zavod za stomatolosku protetiku Stomatoloskog fakulteta Sveucilista u Zagreb
Department of Prosthodontics, School of Dental Medicine University of Zagreb

SaZetak

Kod pacijenata s keidokranijalnom disostozom zahvaceni su i zubi i ¢eljust, a karak-
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teristi¢ne su pojave prekobrojni zubi, zakasnjela resorpcija mlijecnih zuba i erupcija

trajnih te impaktirani zubi i mozda folikularne ciste. Pacijent u dobi od 26 godina s
dijagnozom keidokranijalne disostoze, protetski je bio rehabilitiran. Najprije su bile
izradene privremene pomi¢ne proteze sa zadacom da se procijeni moze li se prila-
goditi novoodredenoj visini meduceljusnoga odnosa i kako bi se eventualno pota-
knulo izrastanje trajnih zuba. Naknadno su izradene teleskopske krunice, korijen-
ska kapica s kuglastim pricvrstkom tipa Dalla Bona i djelomi¢ne pomicéne proteze s
metalnom bazom. To je omogucilo zadovoljavajucu funkciju i estetiku, a istodobno
je rijesen problem izgleda pacijentova lica, povezan s tom bolescu.
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Kljuéne rijeci

kleidokranijalna disostoza; kostane
bolesti, razvojne; stomatoloska
protetika; teleskopska krunica

Uvod

Keidokranijalna disostoza je sindrom nepozna-
te etiologije, a karakterizira ga osnovni trijas: apla-
zija ili hipoplazija klavikule, zakasnjela osifikacija
fontanela i sutura svoda lubanje te nasljedno preno-
senje (1). Glava bolesnika je brahiokefali¢na, s vi-
Se istaknutim frontalnim, a neSto manje parijetalnim
i okcipitalnim izbo€enjima. Baza nosa je Siroka, s
depresijom i naglasenom nazo-labijalnom brazdom
(2). Bolest takoder zahvaca zube i Celjusti, pa se
javljaju prekobrojni zubi, zakasnjela resorpcija kor-
jenova mlijecnih zuba i erupcija trajnih, te impakci-
ja i moZda folikularne ciste (2,3).

Taj sindrom prvi je opisao Martin jo§S godine
1765., no ime su mu dali Pierre Marie i Saintom, pa
se prema njima ponekad i naziva (4). Tada jo§ nije

Introduction

Cleidocranial dysostosis is a disease of unknown
etiology characterized by a triad: clavicular aplasia
or hypoplasia, delayed ossification of the fontanelles
and sutures of the vault of the skull and hereditary
transmission (1). Patient’s head is brachiocephalic
with expressive frontal prominence, and lesser ex-
pressive parietal and occipital prominences. Nose
basis is wide with depression and expressive naso-
labial furrow (2). Also, it concerns both teeth and
jaw and is characterized by supernumerary teeth,
delayed resorption of deciduous teeth and delayed
eruption of permanent teeth, tooth impaction and
possible formation of follicular cysts (2,3).

This syndrome was first described in medical
literature by Martin in 1765, but the name for this



