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Nevpoiveopdrwon tonov I, Asvxaipia ka1 PETapo oxsvon apxeyovev
QIONOINTIK®V KUITAP®WV: O80VIIAIPpIKN aviipsIioomion £@nBovu

Pgnna X}, Taoveik K2, Yoavii K°. KaBBasia A.#

H vevpoivaudrwon tonov I anoteAel KAnpovouikr cuotnuatiki vooo nov anoSiSeral 0 AUTOCWUIKS EMIKPATES YoviS10
anad 1o oroio eNEyXeTal KAl N OYKOKATACTONH . LTOUATIKES EKONADOEIS UE eU@AvIon VeLpoivwudiwv evSoorouarikd ava-
@épovral o 4-7% TV NEPITIDOEDV.

2 Konog Ing epyaociag avin¢ ivar n napovoiacn tng oSoVIIAIPIKAS AVIIUEIONIONS VoS ayopioU nAikiag 11 erdv ue
VeLpOIVoUdTwOon TUNoL I, Acuxaipia Kal HETAUGOXELON APXEYOV@V AIONOINTIKOV KUTTdpwV, KaBw¢ Kal n napakodovBnori
Tov yIa 5 xpovia. XZe nAikia 5 e1dv eixe vmoBANBel O PETAUOOXELON AIUOMOINTIKGOY KUTTAPWV Y1 XpovIA VEAVIKA LUE-
Aoyevn Aevxaiuia Kar §Uo xpovia oe ektetapusvn xnueioBepaneia. O aobevri¢ eixe SUo vevpoivdpara evronizopueva orov
IVIGKG KOAMO Kal oTnv LNEp@a Kaba¢ kal Kags/ yaNakroxpoes knAibeg, epniibeg kai oziS1a tov Lisch, xapaxtnpiotikd tng
vevpoivoudrwong tonov 1.

EvSoorouartikd SiamoraBnkav tepnSGVES, CLUVWOTIOUGS SOV, LEIZAOEIS VAWV otnv neploxn #31,#41, ovditiba,
&npooropia kai arpogia rov orouarikol BAEvvoyovou, eVe n aktivoypa@ikn eE€taon anoKAALYWE KOVIES Pizeg UE aVaano
oxnpa, orevous noA@ikous Badduouvg kai evacBeotiowon tou noA@ou. H Bepancvtkni aviiyetdmon neplenduBave tporo-
roinon tng ovUNEPIPOPdS yia KaNUTEpn ouvvepyaoia, epapuoyr NpoAnmrKkoU npoypduuarog, nepioSoviiki Bspancia,
anokardoraon towv tepnSoviousvav Sovtidv, opBoSoviiki afloAdynon kai enaveéstaon avd tpiunvo. Kard tnv enaves-
raon orov £va Xpovo gixe BeAtiwon otn cuunepipopd TOL O OXEON UE T CTOUATIKA LYEIQ Kal KAAUTEPN OTOUATIKA LYIEIVA
kaba¢ Kai amovoia tepnSovikav BAaBov. Ztnv mo npooparn enaveletaon 5 xpovia perd oe ndikia 17 e1dv n orouarikni
Tov vyeia Siarnpeital oXeTikd KaAn.

EIZAIQOrH

H vevpoivopdimon ténov I 1 véoog von Rechlinghausen
anoteel MOAVCLOINPATIKY YEVETIKA VEoO Mov ennpedzel 1o 8€p-
Ha, ta vebpa Kai eviote ta ootd, petabiBdzeral pe avtoowpIKG
emrpareg yovidio kat oto 50% tev nepimaoemv nporaneital
andé avtdparn perdnnaén®. To yoviSio auvtd evronizetar oto

AE€§e1g gvpernpiov: vevpoivowUdIwon, LIIEPDIO
vevpoivwpa, cafe au-lait kndiSeg, Aevxaiuia, v6oog
pooxevuarog kard tov Eevioti

1. OSovriarpog

2. I[NaiboSovriarpog

3. OSovriarpog, Meranruxiaxn Poinipia [laiSoSovriarpikig
EKTIA

4. Enikovpn KaBnyritpia INaiSoSovriarpiknig, [Naveniotnuiov

AbBnvav

EBviko kai KanoSiotpraxd INavenioripio ABnvadv
ObSovniarpikn Xxonn, Epyaotripio INaiboSovriarpikrig

Ava@opd nepiorarikov

Haxrpy okENOG ToL Xpwpooduarog 17 kai sival vnedBuvo yia
n obvBeon piag npwrieivng tng vevpogiunpopivng. H vevpo-
@iunpopivn eA§yxel TNV KLUTIAPIKA oBvBeon kai Siagpoporoinon
KaB®G Kal TNV oyKoKaraotoAri?, ye anotéheopa étav vrdpxel
Siatapaxni omn obvBeon tng o1 acBeveig va sppavizovy Asv-
xarpia og VYNNG nocootd’. H vevpoivopdtwon spgavizerar pe
ovxvénta 1:2500-4000 yevvriceig naykoopiong?, Bswpeital n
I10 OLXVA ALTOOWHIKN v3oog, npooBdnnel e€icov kai ta §Go
@UVna kai Ssv e€aprdral and £BvikdG rar QLAETIKG XapaKin-
piotikd. H 8idyvwon tg véoov tiBetai Bdon tng napovoiag
TovAdxiotov 2 and ta Kpiripia nov €xovv Beomorel and ta
EBvikd I8pUuarta Yyeiag®. H Bepaneia tng véoouv eaprdrar and
NV oupneparoAoyia, Tov oo Kai v eviémon tov BAaBdv.
Zrtevi napakonovBnon smBdAAetal oe GAa ta nepiotankd ASym
0L LYNAOV MOCOCTOV LIIOTPONAG TV VELPOTVOUETWVP.

Nevpoivdpara svootopanikd naparnpovvial oto 4-7%
TV nepImaoenv’®®, pe cuvnOgotepn eviémon n yA®ooa,
v napeid, 1o €8agpog Ing yA®dooag kai nv vnepda’’ kai
kakonBng e§andayri toug naparnpeitar oe nocoord 3-5%. H
evbootoparikii napovoia twv VeELpoivopdtmy prnopsi va npo-
KaN€oel OKENETIKES aVOUANieg, LIIEPNAACIA TV HECOSOVTImY
Bnn@v, kabuorépnon ri/kal ékrorn avaronni twv Sovtidv Kabwg
kal andaoia Sovuav 710,

Zxondg tng epyaciag avtrig efvar n napovciaon g odo-
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Eix.1: E€woropankd svpripara xapakmpiotikd g vevpoi-
vopdimong tonov I. (a) Aidotikieg @axibeg oro npéowmno. (B8)
Ozib1a tov Lisch otoug o@Banpovg.

VIIATPIKAG avTIPerdmong evds ayopiol niikiag 11 etdv pe
vevpoivopdroon tonov [, Asvxaipia Kal petapéoxevon apxe-
YOVGV AIPONOINTIKAV Kuttdpmv, KaBdg Kal n napakoAovOnon
OV y1a 5 xpdvia.

IHAPOYZIAZH TOY IIEPIZTATIKOY

O acBevrig npoorinBe omnv petantuxiakni KAk g [ai-
Sodovtiarpikrig tov EKIIA yia oSovtiarpikd €neyxo, €nema
and napanounri tov and 1o Noookopeio «[laiwv Ayia Xo-
pia» NOYy® QIXNG OTOPATIKAG LYElag. 10 1aTPIKS 10TOPIKG
avagepdtav xpévia HLENOYEVAG Asvxaipia, n onoia Spwg Sev
unépeoe va avipetomobel enmuxmg pe xnuelobepaneia kat yia
v aviperdnion g vneBAndn oe perapdoxevon ApxXEYoOVOY
QILOMNOINTIKAY KUTtdpwv o nAikia 5 etddv pe 86t v aSepeni
TOVL. ZaV EMMAOKN TNG HETAPSOXELONG SHKS MAPOLOIAcE VGO
pooxevparog kard eviorri (GVHD). Z1o 1atpikd 1otopiké ava-
@épovtav eniong Kai 2 vevpoivduara éva otov i1akd KSAMo
ka1 éva otnv vrepda. O1 yoveig tov avépepav 4t eixe XapnAgg
OXONIKES emEAS0eIS. Avapopikd Pe T0 080vTIArpIKS TOL 10TOPIKG
€rave nepiotactaks Bovproiopa, cuxvi -kaBnpepivi- karavd-
Awon zZLPAOoIPKV LEatavBpdrMV KLPIKG O LYPNH PoPPN yId
v avarobgion ané v §npoaortopia Kair SUCTLVX®G eiXe KAKNA
nponynBeica oSovtiarpiki eumneipia.

Kartd tnv oSovtiarpiki eniokeyn o acBevig ritav @oBiops-
vog. E€woroparikd napatnpribnkav cafe au-lait kndibeg oro
&€ppua, didotikieg @axrideg oro npsowno (Eik.1a) kai ozibia
tov Lisch otoug opBanpots (Eik.18). EvSootopankd Siam-
ordBnkav arpogia twv npootopikdv BAevvoydvav 181aitepa
omn yAdooa (Eik.2a), éadeipn odiiov, ovAiida, vgiznon twv
OoUN®V OTNV MEPIOXN TV KATG TOPEMV KAl AUXEVIKEG TEPNOGVES
(Eik.3a), paonukég tepnddveg(#16,26,36,46) (Eik.38,3y) krat
vevpoivempa oy neploxn g vrepadag (Eik.28). Avagopikd
He n obykrAeion Tov acbevouls, avtég napovoiaze tdén 11" katd
Angle pe ovvwotiops npoobinv kabBds kar peiwpdvn Sidvoi§n
tov otéuarog. H akuvoypagikni e€étaon €6e18e 6t moAnd 8dviia
eixav Kovtég pizeg pe e€wrepikii anoppdenon, avdpano oxniua,
otevd nongikS 6dAapo kai evaoBeotiowon tov noAgoy (Eik.4).

Ta onpaviikéiepa npoBaripara tng Cropatkig vyeiag
10V aoBevoulg itav n eviovdtamn §npootopia, 0 moALIEPN-
Soviopdg, n ovdida, o1 KOVIEG pizeg, N PeI®PEVN 0SOVTIKA
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Eix.2: EvSootopatikd svpripara. (a) Pdxn tng yadooag énov
naparnpeital évtovn arpogia BAsvvoydvamv Kai anovoia odniov.
(B) Nevpoivepa otnv meploxn g OKANPAG LIEPAAS.

otfipiEn ka1 n Suokonia on cuvvepyaocia. H aviiperdmon tou
nepiendpBave e@appoyn Kal svratikornoinon mg npdAnyng,
anotply®on, anokardoracn tov 1epnSovICHEVOY SovTidy
(#16,26,36,46,31,41) kaB&dg ka1 naparkonovBnon g e€ENI-
&ng ToL Vvevpoivedparog oe cuvepyacia pe tov oykonéyo. [Tio
OULYKEKPIPEVA, ava@opikd e 10 0Xe81a0PS TOL MPOANMUKOY
npoypduparog auvtd nepiedduBave a) pnxavikni agaipeon g
OMIT pe Botproiopa 2-3 @opég npepnoiong pe odovidnaota
1450 ppmF ka1 cuxvi xprion vriparog, B) evioxvon tng Soprig
TV Soviidv pe Xprion @Bopiolxmv oV avadtarn enpens-
pevn 66on, napdyovia evaocBeotioong yia tTnv Arno@uyn g
€UPAVIONG NEVKAOY KNAIBV KaB@S kal TonoBEmnon KaNvPemv
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Ei1x.3: Evpripata apxikig KAVIKAG e€€taong ora §évua. (a) OvAiuda kai v@iznon oVA®V otnv NePIOXnA TV KATtm topémv. (B)
Tepnddveg omv neproxn #11-16. (y) Tepnddveg omnv neploxn #21-26.

Eix.4: Apxixi navopapikn akuvoypagia oe niikia 11 etév.
H Siatapaxni tng Sidndacng twv pizdv sfval spgpaviig ora ne-
proodtepa Sdvtia RaBWG P@avizovy KOVIEG Kal AEMTES pizeg.

OMNAV Kal OXICPAV, ) AVIIHEIOMOoN tng Enpoactopiag e Adyn
1exvntol odniov, vyp@dv poenudi®v and kalr 08oviétoIxAag
pe @B3pio kai EuAtéAn kai 8) cuxvri enavegsraon avd 3unvo
via é\eyxo, eviatkomnofnon g npéAnyng Kal TOMKNA £@ap-
poyn @Bopiov.

Eneibni o acbevrig 6sv akonovBnoe 11g cuotdoeig yia
OTOUATIKE LYIEIVA KAl MPOKEIPMEVOL va Kivntonolnbel, n cuxveé-
tnta tng snavedgraong €yive ava priva yia 1o rnparo e§dunvo,
Ue anotéAeopa onpaviikn BeNtimon tng CTOPATIKIG TOL vyeiag
(E1k.5). Zmn ovvéxela o1 enave€erdoeig ovorribnke va yivovral
avd e€dunvo, 11g onoieg Kal ThPNoe wg eni 1o NAsiotov Pexpt
v mio npéogarn enaveraon 5 xpdvia perd, o nAkia 17
e1édv. Zro Sidomnpa avid 1o neprodéviio Siatnpribnke o oxetkd
kann kartdotaon (Eik.6), tonoBetribnkav npoAnmukeg Kans-
PEIG OMAV KAl OXICP@AV 0 GAOLE TOLG MPOYORPIOLS TNG KATK
yvdBou rabdg kar otovg Sebrepouvg pévipoug yougiovg. H
xprion o8ovtdkpepag PnArig cuykévipaong eBopiov 5000pp.
ovornBnke and v niikia tov 16 stdv. Eniong spgpdeig
obvBeIng pntivng €ylvav avxevikd OTovg KEVIPIKOUG TOUELS (#
11,21). O aruvoypairdg €neyxog (Eik7) oe nAikia 17 stédv
£6g18e 611 n SidnAaon twv Soviidv cuvexizeral pe OAOKARpwON
TV AKPOPPIZIOV TV YOUPI®Y Kal MPOYOUPInV, SU®S Ol pizeg
napgépevav AENTEG Kal KOVTEG.

Eix.5: Enave€éraon oroug €§1 priveg dnov naparnpeital kanni
OTOMATIKA LYIEIVH Kal LYIEG nep1odEvTio.

SYZHTHZH

To nepioratké avté apopovos TNV 0SOVTIATPIKA AVIILE-
1dmon €épnBouv acBevoig e vevpoivopdimon tonov I kai
Aevxaipia, Mov AVIPEIIOINKE Pe xnpeloBepaneia kai pera-
HOOXELON APXEYOVAOV AIUOMOINTIKGY KUTIAP@V.

H vevpoivoudroon tonov [ nonv ovxvd ovvbéetar pe tnv
ekSN®OoN veavikAg puenoyevolg Aevxaipiag AGYm KAtaotonnig
yoviSinv mov avactéNNouy TNV OYKOYEVEDN, SNm¢ SLOTLXAS
ouvvéBn kai oty napovoa nepimmon™ 2, [a v aviperdm-
on ng Nevxaipiag ektég tng xnueioBeparneiag xpeldotnke va
YIVEL HETAPGOXELON APXEYOVAOV AIHOMOINTIKGY KUTIAp®wV, Oav
€MIMNAOKNA TNG onoiag napovoldotnke Kal véoog HOOXEVHATOS
kard tov evioti. ‘Onwg eival yvoord o1 acBeveic pe GVHD
napovoldzouv fvmon Kal EKQUAION TV CIENOYOVGV aSEVav e
anotéhecpa evrovérarn npootopia Snwg napovoldotnke Kat
omnv napovoa nepimmon 6nov o acHevrig eixe oxedGv ono-
KANp®UKA anovoia cdiiov!®. av emndokn tng npootopiag
napovoldotnke nMoALTEPNSOVIOUSS, OLATISA Kal LPIZACEIS TV
oVhav. [a v npdAnyn tov 1epndoviopot cuotbnke 08o-
VIGKPENA UE T PEYIOTN ENITPENSUEVN MEPIEKTIKSTNTA pOopiov,
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E1x.6: KAvikni sikéva nepioSoviiov oty neploxn tov KAto
topémv 5 xpovia petd v évapén g Beparneiag énov to ne-
p1o&dvtio Siatnpeital OXeTKA LYIEG.

&nnadn apxikd 1450 ppm ka1 petd mv nAikia tov 16 stodv
5000 ppm. Téoo n 1n1én emBapupévn YuxoNoyikh Katdora-
on 1oL pIKpoU acBevols 600 Kal tng o1koyEveldg Tov and m
xpdvia tanamnmpia Adyo g vécouv enédpace apvnukd omnv
OLVEPYAOIA yIa TNV THPNON TOL NPOANMTIKOV MPoypdUpaAtog,
énwg €xel napamnprBnke kai oto napeBov o avdnoyeg ne-
pimaoeigt. O1 oxoNkEg emSSoelg oL ATav PIWXES yiati Snwg
efval yvootd o1 acBeveig pe vevpoivopdroon napovoldzovv o
LYNAGS MocootS pabnolakég SuoroAfeg mov KGvouvy ardua Mo
S86okoNn v gknaibevon Kalr GLPPGPPEOON TV ACDEVAV AUTOY
pe g o8nyieg oropanknig @poviidag’®. Ia toug i81ovg Adyoug
0 aoBevrig¢ SUOKONEVTINKE VA £QAPUAGOE! TO eVEeSEIYHEVO TTpO-
AnmukS npéypappa kair pévo €nera and eviarkonoinon kat
181aitepn emipovi Kal LIoPovVH TV oSovTidipwv PNépece va
Benti®doel TNG CLVNBEIEG TNG CTOPATIKIAG TOL LYIEIVAG.

Avagopikrd pe tn Sidnnaon twv Sovidv, avt eixe Sia-
tapaxBef Snwg paiveral otov akuvoypa@iké ENeyxo ASY®
g xnpeioBepansiag Kal tng PETAPGOXELONG OTIG OMO{eg efxe
vnoBAnBei 0 acBevrig og veapn niikia. H Svopeviig eniGpaon
g xnpeloBeparneiag on Sidnnaon v Soviidv avagépetal va
efvar avdhoyn touv otadiov avdmruéng Tov Sovtiov!® pe anoté-
Neopa KOVIEG 11 AemTég pizeg, orevd non@ikG Bddapo, nAripn
avaotoni ng avdnruéng g pizag kab®g kKal Siatapax€g ing
o8ovrtivng ka1 tng aSapavtivng!’.

[Mapdu o acBevnig sixe avdyrn opBodovrtikrig Beparneiag,
ene1bni napovoiaze II" téd€n kard Angle ka1 cuvwOTICHS TV
Kkt topéwv, avtri Sgv cvotiBnke ASy® tng Siatapaxng omn
S1dnnaon v p1zadv Kal tov KivBuvo ep@dviong Kivntkétntag
TV SoVTIAV PEXPI Kal EKYSIPGONG Toug Katd tv opBodovtiki
petakivnon'®,

To peddoviikG ox€810 Bepaneiag yia tn CTOPATIKA LYEia ToL
aoBevoig avrot nepinapBdver ouxvri enaveféraon toLAGxIOTOV
avd tpiunvo, CLPMEUATIKA avakob@ion g Enpootopiag pe
Siarripnon tng Afmavong kai Bypavong tov ordparog, diarro-
NoVIKEG oLPBOLAEG yia anoguyni AYng vEatavBparovxmv
LYPAV KAl oLOTACEIS y1a Tn cLXVA Xprion @BopIoUX®WY oty
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Eix.7: [lavopapiri aktvoypagia os nhikia 17 etdv, énov
@aiveral npéodog otny GBYKNAEION T®V ARKPOPPIZIOY TV §0-
VTI®OV, Spmg 1a nepioodtepa S6viia napapévouvy PE KOVIEG
Kal AeMTEg pizeg.

avatepn enmpendpevn 86on yia v nAIKia Tov. Znpavikni
efval n napakonoBnon tng e€€niEng tg Sidnhaong Twv plzadv
Kal g vyeiag tov neplodovtiov pe 181aftepn pépipva onv
MEPIOXN TV KAT® Top€wv, Neploxni enipoBn yia tnv avdmuén
nep108ovtitiéag AGY® TV KOVIAV Kal ASMIOV PIZAOV.
ZUUMNEPACUATIKG yia Tny 0S0oVIIATPIKA AVTIPETONIoN Té-
TOIWV MEPICTATIKOV £fval anapaintn n orevri cuVepPyacia Tov
obovtdrpou pe tov oyrkondyo. O obovrtiarpog Ba npénel va
€xe1 181aitepn empovi Kal LIOPOVH MPOKEINEVOL GX1 pévov
va yivel n oSovuiarpikii anokardotacn annd kai va enénbouv
Betikég annaygg omn ovpnep1Popd twv acbevdv avagopikd
HE T otdon ToLG Kal TI§ CLVNBEIEG TNG CTOUATIKAG TOLS LYEIAG.

SUMMARY

Neurofibromatosis type I, Leukemia and Hematopoietic
Stem Cell Transplant: dental management in a teenager.

Reppa Ch., Taoufik K., Yfanti K., Kavvadia K.

Neurofibromatosis type I is an autosomal dominant inherited
disorder with oral manifestations in 4-7% of the cases. An 11
year old male with neurofibromatosis I, leukemia and prior
hematopoietic stem cells transplantation was referred to our
department for oral health evaluation. Intra-orally he had neu-
rofibroma in the palate, severe xerostomia and atrophy of the
oral mucosa, gingivitis and gingival recession at teeth #31,
#41, multiple carious teeth and crowding. The radiographic
examination showed short and slender roots with V shape
and narrow pulp chambers. Treatment of this case except of
the carious teeth referred mostly to management of the severe
xerostomia and its side effects by applying an intensive preven-
tive program. Saliva substitutes, sipping frequently sugar free
liquids, topical fluorides for home and office use in the maxi-
mum doses compatible with his age, demineralizing mousse,
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sealants to all prone surfaces and above all meticulous oral
hygiene. The patient was initially reluctant to cooperate in
applying this preventive program, however he complied dur-
ing the 5 years follow up. The management of patients with
severe xerostomia due to systemic diseases needs the dentist
to be patient and persistant and the patient to comply with the
suggested preventive program.

Index Words: neurofibromatosis, palatal neurofibroma,
leukemia, graft versus host disease
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