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MpunokeHue Ha enugeMuOAO2UYHU pe2ucmpu npu pegkume
geHmanHu 3abonaBaHun

TaHg HuxmsHoBa

Kamegpa no [lemcka geHmanna meguuuta, akyamem no [leHmaaHa MeguuuHa,
Meguuuncku yHuBepcumem — MA0BguB

Peslome

Haauyuemo Ha ockbgHu gaHHU OMHOCHO pasnpocmpaxeHuemo Ha pegku-
me borecmu ce gbiku Had-Beye Ha Mankus 6poli enugeMUOAOUYHU peaucmpu
Ha PE2UOHAAHO, HAUUOHAAHO U MeXkgyHapogHo HuBo. [locmamuyeH 6pol enuge-
MUOAO2UYHU pesucmpu MoXke ga nognomMozHe paspeliaBaHemo Ha npobaemume
8 obracmma Ha pegkume 6oaecmu upe3 cobupaHe Ha pempocnekmuBHuU U npo-
cnekmuBHu gaHHu. Llea Ha HacmoAwama nybaukauus e ga npegcmaBu noAsume
0M NpUA32aHe Ha enugeMuoAO2UYHU pesucmpu B obracmma Ha pegkume geH-
MaAHU 3a60AABaHuUA U Heobxogumocmma om Cb3gaBaHe Ha makuBa peaucmpu.
lpoyyeHa e gocmobnHama Hay4Ha UHhOpMauua OMHOCHO pegkume geHmaAHu 3a-
60AABaHUA, MAXHAMA eMUOAO2UA U HAAUYUEMO Ha enugeMuOAO2UYHU peaucmpu,
npegocmaBAwUu gaHHU 32 YeCMOMa U pasnpocmpaHeHue Ha me3u 3aboAABaHus.
Ha HauuoHaaHo u Ha meXgyHapogHO HUBO Ce omyuma Aunca Ha gocmoBepHa
u akmyaAaHa enugeMuOAO2UYHA UH(GOpMauus OMHOCHO pegkume geHmaAHu 3a-
bonaBaHus. Ocb3HaBa ce Heobxogumocmma Om 2eHepupaHe U noggbpkave Ha
enUgeMUOAO2UYHU peaucmpu 3a me3u pegku 3aboadBaHuA. TakuBa peaucmpu
we no3Boasm HampynBaHemo Ha akmyaAHU gaHHU OMHOCHO pegkume geHman-
HU 3a60AABaHUA, koemo We yAeCHU Om egHa cmpaHa MyAmugucuunAuHapHUme
nogxogu 3a ynpaBAeHue Ha me3u 3ab0AABaHuA, a 0m gpyea CMpaxa We nogoobpu
NnognoMazaHemo Ha nauueHmume.

KaloyoBu gymu: enugeMuoA02u4HU peaucmpu, pegku geHmaAHu boaecmu

Application of epidemiological registries for rare dental
diseases

Tania Nihtianova

Department of Paediatric Dental Medicine, Faculty of Dental Medicine, Medical
University of Plovdiv

Abstract

Scarce data on the prevalence of rare diseases is mainly due to the small
number of epidemiological registries at regional, national and international level.
Sufficient number of such registries could help to solve rare diseases problems
by collecting retrospective and prospective data. The purpose of this publication
is to present the benefits of implementing epidemiological registries in the field
of rare dental diseases and the need to create such registries. The available
scientific information on rare dental diseases, their etiology and the presence
of epidemiological registries providing data on the frequency and prevalence of
these diseases has been studied. At national and international level, there is lack
of reliable and up-to-date epidemiological information on rare dental diseases. The
need to generate and maintain epidemiological registries for these rare diseases is
recognized. Such registries will allow the accumulation of up-to-date data on rare
dental diseases, which will facilitate the multidisciplinary approach to managing
these diseases and improvement of patient support.
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BvBegeHue

MoBeuemo pegku 3aboaaBaHua ca >kuBomosacmpalua-
Bawu, XpOHUYHU U UuHBaAugusupawu CbcmoAHuA kamo no-
20AMama Yacm Om MmAX Ca 2EHEMUYHO NnpegonpegereHu. B
EBponeiickua cvlo3 gageHo 3aboaaBaHe ce cuuma 3a pAgko,
ako 3acAza no-maako om 5 Ha 10 000 gywu. M34ucaeHo e, 4ye
cowecmByBam mexXgy 5000 u 8000 pasauuHu pegku 3abo-
AAaBaHuA, koumo 3acAzam om 6 go 8% Om HaceAeHUemo Ha
EC — ¢ gpyau gymu mexXgy 27 u 36 muAuoHa gywu 8 EBpona
ca 3acezHamu [1-2]. Mopagu Huckama yecmoma Ha pegkume
poAecmu, ugeHMuduUUPaHEMO Ha gocmambyeH 6pod eguHUUU
Ha HabAlogeHue 3a HaydyHUme u3cAegBaHuA e 20AAMO Npegus-
BukameacmBo, nopagu koemo me3su 3aboAABaHuA ca Nno-CcAa-
00 npegcmaBeHu N0 OMHOWEHUE Ha HayyHUme u3cAegBaHud u
OnpegeAsHemOo Ha gocmoBepHa u akmyaAHa enugemuOAO2UA.
Haauyuemo Ha ockbgHu gaHHU OMHOCHO pasnpocmpaHeHue-
mo Ha pegkume 6orecmu ce goAku Had-Beve Ha Maakusa bpod
eNUZEMUOAO2UYHU PE2UCMPU HAa PE2UOHAAHO, HAUUOHAAHO U
MeXXgyHapogHo HuBo, kakmo u kocBeHo Ha HenbAHOMama Ha
MexgyHapogHama Kaacudukauus Ha borecmume (MKB), 8 kos-
MO 02poMeH bpol pegku CbCMOAHUA HE ca OnuUCaHU U HAMam
cobcmBeH kog. Haauuuemo Ha gocmamuueH 6pod enugemuo-
AO2UYHU peaucmpu MoXe ga gage ocHoBa 3a paspewaBaHe Ha
npobAaeMume B o6aacmma Ha pegkume boaecmu upes cobupaHe
kakmo Ha pempocnekmuBHu, maka u npocnekmuBHu gaHHu B
npogbAkeHUe Ha gbAbe nepuog om Bpeme u 0beguHABaHe Ha
uHdopmauuama om HAkoAko KAUHUYHU UEHMbpa HA HAUUOHAAHO
U/uAu MeXkgyHapogHo HuBo [3-4].

YemaroBeHo e, ue okono 900 pegku 3aboadaBaHuA umam
0po-geHmaAHa kauHuyHa cumnmomamuka [5]. OpaaHume na-
MOAO2UU UAU aHOMaAuu, koumo ca pegku 3aboaaBaHus, ca 2e-
HeEMUYHO 00ycA0BeHU uAu npugobumu. Te ca npegcmaBeHu ¢
U30AUPaHa CUMNMOMamuyYHa u3ABa uAu ca Yacm om KAUHUYHa-
ma u3a6a Ha koHkpemHu cuHgpomu [6].

Llea

Llen Ha HacmosAwama nybaukauus e ga npegcmaBu noA3u-
Mme 0M NPUAd2aHe Ha enugeMUOAO2UYHU peaucmpu B obaacmma
Ha pegkume geHmanHu 3aboAABaHUA U Heobxogumocmma om
cb3gaBaHe u ynpaBaeHue Ha makuBa peaucmpu.

Mamepuan u memogu

lpoyyeHa e gocmobnHama HayyHa UHGOPMAuuA OMHOCHO
pegkume geHmMaaHu 3ab0AABaHuA, MAXHAMa emuOAO2UA U HaAu-
4uemo Ha enugeMUOAO2UYHU pesucmpu, npegocmaBawu UHGop-
MauuA 3a Yecmoma u pasnpocmpaHeHue Ha mesu 3aboaaBaHus.

Pe3syrmamu u obcwvkgane
Cnopeg Optanem [7] ogoHmMozeHHUME pegku aHoMaAuu
(Rare odontologic disease ORPHA code 98026) ce pasgeram Ha

yemupu 0CHOBHU kaaca:

* MaAhpopmauuoHHU CUHgPOMU C OGOHMORZEHEH U/UAU Ne-

pUOgOHMaAeH koMnoHeHm;
* Pegku 6oaecmu ¢ 0GOHMO2EHHU MaHuUduUCMauuu;
* Pegku 0gOHMO2€HHU UAU NAPOJOHMAAHU HapyWeHUs;
* Pegku 0goHMO2eHHU mymopu.
Tesu aHoMaAuu ca cBbp3aHu ¢ BUOAO2UYHUME NPOUECU NpU
0gOHMO2€eHe3ama no Bpeme Ha eMbpPUOHAAHOMO pa3Bumue Ha
knemkume, omzoBopHu 3a nosABama u popmMupaHemo Ha 3bbu-
me u pa3Bumuemo Ha AuueBoueatocmHama obaacm kamo ugao.
Mpu geHmaHume aHoMaAuu ce HabalogaBa Aunca Ha HOPMaAHO
¢GyHkuuoHupaHe Ha Hakou om kaemvyHume cmpykmypu, cBop-
3aHU C MepMUHAAHOMO KAEMbYHO geAeHe Ha 0goHmMobAacmume
U amMeaobAacmume, CoC CUHME3a Ha Mampukca Ha geHmuHa u
emaiiaa U nocaegBawama My MUHepaAusauus, ¢ uszpakgaHemo
Ha kopeHa U C npouecume, onpegeAdwu MACMOMO Ha 3bba B
3bOHama goea [8-9]. YuacmBawume 8 me3u npouecu 2eHu [10]
ca MH0200polHU mbil kamo geHmaaHomo pa3Bumue BkalouBa
OCHOBHUME BUOAO2UYHU NPOUECU: ENUMEAHO-ME3EHXUMHUME
B3aumogedcmBua u 6GuomuHepaAu3auuama. HapywaBaHemo
Ha mes3u npouecu Bogu go aHomaAuu u gedekmu no omHowe-
HUe Ha 6poA Ha 3bbume (AuncBawu 3bbu, CBPLXOPOLHU 3bbU),
kakmo u gedekmu, cBbp3aHu ¢ popmama, pasmepa, cmpykmy-
pama (ameA02eHe3a U geHmuHoz2eHe3a umnepdekma) u uBema
Ha 3bbume [11-13]. Hakou aHomaauu gopu ca npugpyXeHu om
MyMOPHa NPO2PEcUA Ha enumeAHume 3vbbHU knemku [14].
B gocmbnHama HayyHa Aumepamypa ca HaAuue Maabk
Opol U3MOYHUUU HA UH(pOPMAUUA OM NOCAEgHUME gecemu-
Aemus, cBbp3aHu CbC CNOpaguyHu onumu 3a OnpegeAsHe Ha
eNUgEeMUOAO2UAMA Ha PasAUYHU pegku opodauuarHu aHoMaauu
[15-16]. Ha HauuoHaAHO U Ha MeXgyHapogHo HUBo ce omyuma
CepuosHa Aunca Ha gocmoBepHa u akmyaAHa enugemuoAO2UYHa
UH(GOpPMaUUA OMHOCHO pegkume geHMaAHu 3aboAABaHuA.
[MpuAoXkEHUEMO HA enugeMUOAO2UYHU peaucmpu B 06-
Aacmma Ha pegkume boaecmu moXke ga goBege go cAegHume
NOA3U:;
1. MOHUMOpUH2 Ha 3aboAeBaemocmma u pasnpocmpaxe-
HUEmo

2. onucaHue Ha ecmecmBeHus xog Ha boaecmma

3. paskpuBaHe Ha emuoAozuAma u usyyaBaHe Ha pucko-
Bume pakmopu

4. nogkpena Ha nauueHmu u nauueHmcku opaaHusauuu

5. usmepBaHe uAu HabalogeHue Ha 6Ge3onacHocmma u
Bpegume om npuAoXkeHUemo Ha HoBu AekapcmBa uAu
3gpaBHuU mexHoAo2uU

6. onpegeaaHe Ha edekmuBHocmma Ha mepanuama u

oueHka Ha pasxogume

7. omyumaHe Ha kauecmBomo Ha 2pukume U nAaHupaHe

B8 3gpaBeonasBaHemo,
8. ocuaypaBaHe Ha cnucbk Ha nauueHmume, ¢ koumo mo-
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ke ga ce ycmanoBu koHmakm 3a KAuHu4HU uscaegBaHus
9. npegocmaBsaHe Ha cmamucmuyecka uHdopmauus 3a
3gpaBHume Baacmu u gpyau [17-18].

Enugemuoao2uyHUME pe2ucmpu 3a geHMaAHU 3ab0AABa-
HUA MO2am ga uMam 3a ueA pa3BuBaHemo Ha 3HaHuAma, guae-
Hocmukama u Ae4eHUEMO Ha NamOoAO2UAMA Ha ycmHama kyxuHa
U 3bbume npu nauueHmu ¢ pegku 3aboaaBaHus. Enugemuonoauy-
HUME Peaucmpu We YAECHAM pa3bupaHemo Ha CMoMamoAo2uY-
Hama u opaAHama 6uoao2uA U cBbp3aHume ¢ HeA 3aboaABaHuA
u boaecmu, npuaazaiku HayyHa, basupaHa Ha gokazameacmBa
guazHocmuka u mopceHe Ha HoBu mepaneBmuyHu Bo3mMoXHOC-
mu. Enugemuoao2uyHama uHpopmauus 8 peaucmpume bu mMoaaa
ga ce u3noA3Ba B obaacmma Ha obwecmBeHomo 3gpaBe kamo
Mapkep 3a B3aumogelicmBuemo mexXgy 2eHHUA GOHg U OKOAHa-
ma cpega B8 cayuall Ha npugobumu 3bBHU gedekmu. MogobHu
peaucmpu mMo2am ga cmuMyAupam HabupaHemo Ha nauueHmu u
ga nocmaBam ocHoBa 3a bbgewu uscaegBaHuaA u aHaausu. ToBa
we no3BoAu cb3gaBaHemo Ha no-20Aemu koxopmu Om nauueH-
mu ¢ makuBa pegku opmocmamuyHu gedekmu. Te buxa moe-
AU ga 6bgam BkaloueHu B8 bbgewu uscaegoBameacku npoekmu
32 ONpegeAdHe Ha OpO-geHmMaAHU (eHomunoBe npu pasAUYHU
CUHgPOMU; 3a ugeHmudukauua Ha Mmymauuu 8 usBecmHu 2eHu,
yyacmBawu 8 pasBumuemo Ha geHmaAaHume 6oAecMu; 3a onpe-
geAdHe Ha heHomuNHa/2eHomuNHa kopeaauus UAU 3a HOBa 2eHHa
ugeHmudukauun 4pes onpegeasHe Ha 2eHHa ekcnpecus no Bpeme
Ha 0gOHMO2eHe3ama u gp.

CowecmByBaHemo Ha MeXkgyHapogHO basupaHu enuge-
MUOAO2UYHU peaucmpu 3a pegku geHmaAHu 3aboAaAaBaHuA wie
OCU2ypu CMaHgapmusauuAma Ha cvbupaHama u 0bpabomBaHa
uHGopmauusn, koemo om cBoA cmpaHa We YAeCHU 0bMeHa Ha
gaHHU mexXgy 3auHmepecoBaHume cmpanu [19]. TakuBa peauc-
mpu Moz2am ga npegcmaBaaBam Bpobska mexkgy ueHmpoBeme
3a kAuHUYHa guagHocmuka u Hay4Hou3cAegoBamenckume Aabo-
pamopuu, kamo no mo3su HayuH we ce npeBbpHam B MOWEH
UHCMPYMeHmM 32 Cb3gaBaHe Ha HaUUOHaAHU U MeXgyHapogHU
mpeXu 3a eBponelicko compygHuyecmBo B obracmma Ha peg-
kume geHmaaHu 3aboAABaHus.

ObpbwaHemo Ha Cepuo3Ho BHUMaHue Ha OCHOBHUME
eMUuYHU HopMU, kacaewu He camo Cb3gaBaHemo, HO U QyHk-
UUOHUPaHemo Ha gageH enugemMuoAO2UYeH peaucmbp 3a pAgko
gEHMAaAHO 3ab0AABaHe, We gONpuHece 3a ycnewHomo npuBAu-
yaHe kakmo Ha nauueHmu, maka u Ha MeguuuHCKU cneuuaAu-
cmu, koumo upe3 cBoemo yyacmue npsko ga gonpuHecam 3a
pa3Bumuemo Ha me3u npoekmu 3a pegku Goaecmu. ToBa wie
2apaHmupa peaAusupaHemo Ha 0bwecmBeHume U Hay4YHu noA-
3u, koumo mesu peaucmpu 2eHepupam [20].

3aknaloyeHue
Ocv3HaBa ce Heobxogumocmma om Cb3gaBaHe Ha me-
XaHU3MU 33 2eHEepupaHe U NnoggobpkaHe Ha enugeMuoAO2UYHU

peaucmpu 3a pegku geHmanHu 3aboAaBaHua kakmo Ha Hauuo-
HaAHO, maka u Ha MeXgyHapogHo HuBo. Tesu peaucmpu we
no3BoAAM UHMez2pupaHemo Ha akmyaAHU QaHHU OMHOCHO
pegkume geHmaAHu 3aboAaBaHua 8 pamkume Ha obwusa Megu-
UUHckua u 2eHemuyeH koHmekcm, koemo we YAeCHU om egHa
cmpaHa MyAmugucuuNAUHapHUME nogxogu 3a ynpaBaeHue Ha
mesu 3ab0AdABaHuUA, @ 0M gpy2a cmpaHa Wwe nogoopu nognoma-
2aHemO Ha nauueHmume, 3acezHamu om max.
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