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CpaBHumeneH aHanu3 meXgy genmuHnoBa gucnaasua mun |
u geHmuHoBa gucnaasua mun i

Llonka MumeBa-KampargxueBa'?

Kamegpa no CouuaAHa mMeguuuHa u obwecmBeto 3gpaBe, Dakyamem no
06wecmBeHo 3gpaBe, MeguuuHcku yHuBepcumem — MaoBguB, MaoBguB

2 ucmumym no pegku 6oaecmu, MAoBguB

Peslome

JedmuHoBa gucnaasus mun | u geHmunoBa gucnaasua mun Il ca pegku
26HEMUYHU 3a60AABaHuUA, koumo 3acAzam 3bbume. Te ce xapakmepusupam ¢ ab-
HOPMHO pa3Bumue Ha geHmuHa. Llea Ha HacmoAwama nybAukauus e omkpoABaHe
Ha pasauyusma mMekgy g8ama muna geHmuHoBa gucnaasus, koemo MoxXe ga
NOgNOMO2HE NO-AECHOMO guazHocmuuupaHe Ha gBeme 3aboaaBaHus om 06wio-
npakmukyBawume geHmanHu Aekapu, koumo He ce coabckBam yecmo ¢ mesu
foAecmu nopagu Huckomo um pasnpocmpaHeHue. Kamo kauHuyHa cumnmoma-
muka gBama muna genmuHoBa gucnaasus uvam Hakou npuAuku, HO 3agbABOYeH
kAUHUYEH aHaau3, NognoMOo2Ham Om guazHOCMUYHU AaB0PamOopHU U3cAegBaHus,
npaBam Bb3moXkHa gudepeHuuarHama guazHos3a mexkgy gBeme 3aboaaBaHua 8
eXegHeBHama o6wa geHmaHa npakmuka u HeBuHazu e Heobxogumo HasHayaBa-
He Ha goNbAHUMEAHa KOHCYAMAuUA Cbe cneuuaaucm.

KaloyoBu gymu: geHmuHoBa gucnaasus, pagukyaapHa geHmuHoBa gucnaa-
3us, kopoHaAHa gucnAa3uA Ha geHmuHa, pegku 6oaecmu
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Abstract

Dentin dysplasia type | and Dentin dysplasia type Il are rare genetic diseases
that affect teeth. They are characterized by abnormal dentin development. The
purpose of this publication is to highlight the differences between the two types
of Dentin dysplasia and thus to ease the diagnose process of both diseases by
general dental practitioners who do not often experience clinical cases with these
diseases due to rare diseases low incidence. The two types of dentinal dysplasia
have some similarities in symptomatology but a complex clinical analysis supported
by diagnostic laboratory tests makes it possible in everyday general dental practice
to differentiate the two diseases, and it is not always necessary to appoint additional
specialist consultation.
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BvBegeHue

HexmuHoBa gucnaasua mun | (usBecmua owe kamo Pa-
gukyaapHa geHmuHoBa gucnAasus, OnaAeCUEHMEH QgEeHMUH,
borecm Ha GesnyAnHusA 3b6, borecm Ha 6e3kopeHoBus 3v0) u
HNexmuHoBa gucnaasua mun Il (usBecmua owe kamo KopoHaa-
Ha guCNAasuA Ha geHMUuHa), ca pegku 2eHEMUYHU 3ab0AABaHuA,
koumo 3acAzam 3vbume. [leHmuHoBume gucnaasuu mun | u
mun Il npuHagaexkam kom 2pynama Ha boaecmume, usBecmHu
kamo HacAegcmBeHU HapyweHus Ha geHmuna. Mpes 1973 2. g-p
[udage u He2oBume koAe2u onpegeAam nem HapyweHus, Xa-
pakmepusupawu ce ¢ HacaegcmBeHu gedekmu Ha geHmuHa, Ho
Cb3gaBaHemo Ha CbBpemeHHa cucmema 3a kaacuguuupaHe Ha
me3u boaecmu we bbge onpaBgaHa, mbld kamo uscaegBaHus-
ma npe3 NocAegHUMe gecemuaemus paskpuBam pasAuyHu HoBu
2EHEMUYHU Mymauuu U no-gobpe geduHupam mes3u HapyweHus
[1]. 3a cokaneHue, Bce owe HACMOAWOMO pasdupaHe Ha mesu
3a00AABaHUA € HEgOCMAMbBYHO, 3a ga N03B0AU Cb3gaBaHemo Ha
akmyaaHa kaacugukauus.

OedmuHoBume gucnaasuu mun | u mun Il ce xapakme-
pusupam C HeHOpMaAHO pa3Bumue Ha geHmuHa [2-5]. Tol e
mBbpgama mokaH Bb8 BbmpewHocmma Ha 3bba, koAmo 3a-
wumaBa mekama mukaH Ha 3bba, HapeyeHa nyana — cneuua-
AU3UpaHa mukaH, koamo cogbpka HepBu, kpbBoHOCHU CbgoBe
U AUMOHU cobgoBe. Myanama e 3a06ukoreHa U3UAAO OM QeH-
muH, kolimo ce ABABa ocHOBHama yacm Ha 3vba. [JeHmuHbm
8 kopoHkama (o6racmma Ha 3vba Hag Benuume, usBecmHa
cowo kamo ,kopoHaaHa mpema®) e nokpum ¢ emala, koimo
e Had-mBbpgama yacm Ha 3vba, gokamo geHmuHbm B kope-
HoBama yacm Ha 3vba e nokpum ¢ kocmHo-nogobHa mBopga
CbeguHumeAHa mokaH, usBecmHa kamo uumenm. OcBeH dop-
MUpaHe Ha nyAnHama kamepa u 3awuma Ha nyanama, geHmu-
Hom ocuaypsABa u nogkpena kamo 3gpaBa ocHoBa 3a emaliAa
U yumeHma.

Llea

Llen Ha HacmoAwama nybaukauua e omkpoaBaHe Ha pas-
Auyuama mekgy géama muna geHmuHoBa gucnaasus, koemo
MOXKEe ga N0gNOMO2He NO-AECHOMO guazHocmuuupaHe Ha gBe-
me 3aboAABaHuA om O6wonpakmukyBawume geHmanHu Aeka-
pu, koumo He ce coabckBam 4vecmo ¢ me3u Goaecmu nopagu
HUCKOMO um pasnpocmpaHeHue.

Mamepuan u memogu

HanpaBeHo e npoyyBaHe Ha gocmbnHama cneuuaAusupaHa
AUMepamypa U ca nogbpaHu cmamuu, CogbpXkawlu uHpopma-
UUA OMHOCHO emuoAO2UAMA, PasnpoCcMpaHeHuemo, KAUHUYHa-
ma cumnmomamuka, gudepeHuuarHama guazHo3a U AeYeHUemo
Ha gBama muna geHmuHoBa gucnaasus, kakmo u 3a gpyau 3a6o-
AfBaHuA, ¢ koumo ce npaBu gudepeHuuaAHa guazHosa.

Pesyamamu

PasnpocmpaHeHue Ha gBeme 3abonsBaHus

Mo gaHHU om cneuuaAusupaHama Aumepamypa [leHmaa-
Hama gucnAasua mun | 3acAea okoro 1 Ha 100 000 gywu. Mo-
»keme u >keHume ca egHakBo 3acmpaweHu. [pu JeHmuHoBa
gucnaasua mun Il cowo He ce HabalogaBa npeBec Ha bGoaec-
mma no OMHOWEHUE Ha noAa. He ca omkpumu AumepamypHu
U3mouYHuuu, noco4yBawu koHkpemHa yecmoma Ha [leHmuHoBa
gucnaasua mun Il. Cnopeg Hakou aBmopu [6] mun Il ce cpewa
no-yecmo om mun |. Bonpeku moBa kameaopuyHo geHmuHoBa-
ma gucnaasua mun Il ce pasaaexkga kamo pAagko 3aboaaBaHe.

Emuono2us Ha gBeme 3a6oAsABaHus

Emuonozusma Ha mun | ce cBbp3Ba u3udgr0 C 2eHe-
MUYHA npegucnosuuud, a 3aboaAaBaHemo ce onpegeaa kamo
aBmOHOMHO goMuHaHmHo. JedekmHuam 2eH Bce owle He e
ugeHmuduuupaH uAu cBop3aH ¢ onpegeAeHa xpomosoma. [lpu
JenmuHoBa gucnaasua mun Il e ycmaHoBeHo, ye pascmpol-
cmBomo ce npuyuHABa om Mymauuu Ha geHmMUHOBUA Cuano-
dochonpomeuroB 2eH (DSPP 2eH) [7]. 3cregoBameaume ca
ycmaHoBuau, ye DSPP 2eHa e pasnoAoXkeH Ha gbA20mMO pamo
(q) Ha xpomosoma 4 (4g21.3) [8, 9]. Te ca onpegeauAu gBa kaa-
ca Mymauuu, koumo npuyuHaBam geHmuHoBa gucnaasus mun
[I. MopBuam kaac BkalouBa HenpaBuAHu Mymauuu (m.e. npo-
MfAHA Ha egHa aMuHoKuceAuHa B gpyeaa) 3a Hakou om nbpBume
18 amuHokuceauHu Ha DSPP 2ena. Bmopuam kaac mymauuu
npuyuHABa amuHokuceAauHHa noBmopaemocm, omkpuma BvB
Bmopama noAoBuHa Ha mMO3U 20AAM NPOMEUH, kamo npomsa-
Hama e om Bucoko kuceauHeH kbm xugpodoben xapakmep Ha
amuHokuceauHama. 1 gBama kaaca npuvuHaBam geHmuHoBa
gucnaasua mun I, kamo HapywaBam cnocobHocmma Ha kaem-
kama ga cuHmesupa U/UAU ga MUHepaAusupa mampuuama Ha
geimuna [10-12].

KauHuyna cumnmomamuka npu g8eme 3abonsBaHus

lMpu PagukyanapHama gucnaasus MoXke ga e 3ace2Hamo
kakmo MAagyHOmMO, maka u NOCMOAHHOMO Cb3bbue. HegopasBu-
mama, HeHOpPMaAHa NyAnHa MbkaH e pasnoAoXkeHa npegumHo B
kopeHume Ha 3bbume. HabalogaBa ce uAu NbAHa AuNca Ha nyAn-
Hama kamepa uAu msa uma gpopmMama Ha noAymeceu. KopeHume
ca koCu UAU HeobuvalHo odopMeHu, kamo Ha peHmaeHozpadus
Moxke ga usanexkgam kamo caaba cadka, m.e. Busyaausupam ce
kamo HegocmambyHO NAbmHa cmpykmypa, nponyckawa peHm-
2eHoBume Abyu. Maakama gbakuHa Ha kopeHume 0bukHOBeHO e
npuyuHa 3a npexkgeBpemenHa 3azyba Ha 3bbume. bes AeueHue,
AUUAMa ¢ geHmuHoBa gucnaasua mun | Mozam ga 3a2y6am 3b-
bume cu go 30-40 2oguwHa Bo3pacm.

[eHmaaHama gucnaasua mun Il 3acAza camo MAEYHOMO
Cob3bbue B8 ycmHama kyxuHa. BpemeHHUME 3v0u Mo2am ga 6b-
gam ouBemeHu B8 >kbamo, kadaBo, cuBo-kexaubapeHo uAu ka-
(AB0-CUHLO. 3acezHamume 3vbu noHAkoza ce onucBam kamo
umawiu noAynpospayHa ,onaaecueHuua“. lpu mo3u (eHoMeH
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uBemoBeme 6 ompaseHa cBemaAuHa usaaekgam MomHu, Buxk-
gam ce MAEYHU, NOGOBHU Ha onaa.

Kozamo geHmuHoBusm caod B kopoHama Ha 3bba e
mBoupge cAabd, 3a ga noggopka emataa, MoXke ga ce CmuzHe
g0 paspylwaBaHe Ha emailina u npeXkgeBpemeHHama My 3a2yoa.
MocmoAHHUMe 3vbu 06ukHOBeHO He ca Bugumo 3ace2Hamu u
umam HopmaneH uBam. OcBeH moBa dopmama u pasmepom
UM CblLO ca HopmaAHu. PenmaeHozpadckomo uscaegBaHe oba-
ye nokasBa xapakmepHu aHomaAuu Ha nyanHama kamepa. [Mo-
konkpemHo, me u32aeXgam ¢ HeobuyalHa naambkoobpasHa
Gopma U 4ecmo uMam HeHopMaAHU paswiupeHus 8 kopeHoBama
yacm Ha 3vba. Yecmo ce HabatogaBam MHoXkecmBo kaauudu-
kamu, koumo npegcmaBadBam abHOPMHU OMAa2aHuA Ha kaa-
uueBu coau. C HanpegBaHe Ha Bv3pacmma nyAnHume kamepu
Ha NOCMOAHHUME 3bbu Mo2am ga 6bgam YacmuYHO 3aAUYEHU.
3caegBaHuama nokasBam, ye pasBumuemo Ha kopeHume Ha
NOCMOAHHUME 3bbu 06ukHOBeHO € HopMaAHo [13-16].

Jlua2Ho3a

HuazHo3ama u npu gBeme 3a6oaABaHuA ce npaBu Ha ba-
3ama Ha ugeHmu@uuupaHe Ha xapakmepHume cuMnmomu, nog-
pobHa aHamMHe3a, AabopamopHU u3cAegBaHuA U 3agbAboyeHa
kAauHUYHa oueHka. PeHmaeHoBume u3caegBaHus Mo2am ga pas-
kpuam HeobuualiHa popma Ha kopoHkoBama nyAna, usmezasHe,
cmecHABaHe UAU 3aAudaBaHe Ha nyAnHume kamepu, HaAuuue uAu
Aunca Ha kaauudukamu.

JudepeHuuanya guazHo3a mexXkgy géeme u gpyau 3abo-
AABaHuA

Mpu 2eHemuyHO 06ycA0BeHUME geHMUHOBU aHOMaAuU Ce
HabAlogaBam CXOQHU KAUHUYHU CUMNMOMU NO OMHOWEHUE Ha
3vbbume, BkAlouBawu npomMaAHa Ha uBema Ha 3bbume, aHOMaAuu
Ha nyaAnHume kamepu, HeobuuadHo 3akpvaaeHu KopoHKU U npex-
geBpemeHHa 3azyba Ha 3vbu. Mpu [leHmuHoBa gucnaasua mun
| ca 3acezHamu kakmo koponkama, maka u kopeHoBama yacm
Ha 3vba. XapakmepHume HapyweHua ce HabalogaBam kakmo
Npu MAEYHOMO, Mmaka U npu NOCMOAHHOMO Cb3vbue. Mpu [leH-
muHoBa gucnaasua mun Il ce 3acAea kopoHama Ha 3vba, a He
kopeHa. Bugumo yBpegeHu ca camo MAeYHUmMe 3vbu, koumo ca
¢ kagaBo-cunkaBo ouBemaBae.

CouwecmByBam u gpyau 3ab0AaBaHuA, Yyuumo cuMnmomume
Mo2am ga 6bgam NogoobHU Ha Me3u Ha geHMuHoBama gucnAasus
mun | umun Il. Te3u HapyweHus 3acazam kakmo bebewkume 3v6u,
maka u nocmoAHHUME 3vbu. [leHmuHo2eHe3uc umnepdekma
e HacregcmBeHo 3aboaABaHe, npegaBaHo kamo aBmOHOMHO
JOMUHAHMHO U 3acA2aWL0 geHMUHa Ha 3bbume. Xapakmepu3supa
ce cbC cuHkaBo-kapaBo uau kapaBo ouBemsABaHe Ha MAEUHUME
U NOCMOAHHUME 3bbu. 3bbHUAM emailA AeCHO ce u3HocBa u
ce pasnaga. [lpu 3acezHamume NOCMOAHHU 3bbu MoXe ga
ce HabalogaBa ocmaHara camo kopeHoBa yacm om 3bbume.
PeHmeeHoBume Avuu 06ukHOBeHO nokasBam Auncama Ha nyAnHu
kamepu u kopeHoBu kaxaau [17].

XunopocpamemuyeH BumamuH D-pesucmeHmeH paxum
ce yHacaegaBa kamo X-cBobp3aHO gOMUHAHMHO 3ab0AABaHe.
3aboraBaHemo 3anoyBa B kpad Ha nopBama UAU Ha4aAOMOo Ha
Bmopama 2oguHa om >kuBoma. B gonbAHeHUe kbm 3acAz2aHemo
Ha ObOpeuume u maxHama ¢yHkuus B noggobpkaHemo Ha
paBHoBecuemo Ha dochamHume doHuU MmexXgy kpwBma,
knemkume U ypuHama, nauueHmume umam  MyckyAHa
XunomoHus, gedopmauus Ha kocmume, 0COBEHO HAa JOAHUME
kpaliHuuu, npuAuvawa Ha ,namuua‘ noxogka, HabalogaBa ce u
cnupave Ha pacmexXa. Pa3Bumuemo Ha 3vbume MoXe ga Gb-
ge Cepuo3Ho 3a6aBeHO u nyanHUmMe kamepu ga ca no-20AeMU
om obuvaiHomo. B gonbAHeHue, geHMUHbM UMa 20AeMU
nykHamuHu, koumo Bogdm g0 AecHO ¢pakmypupaHe Ha
geHMUuHa, a OM Mam U Ha 3bba U N0 MO3U HaYUH NPUYUHABam
uHgekuuu u abeuecu [18].

Neyexue

Mpu [deHmuHoBa gucnaasua mun | 3acezHamume 3vbu
ce AekyBam om 3vborekap, eHgogoHm. 3anbABaHemo Ha
kopeHoBume kaHaau moXe ga ygomku nepuoga om Bpeme,
npe3 kolmo 3acezHamume 3vbbu ocmaBam QukcupaHu kom
yenlocmma. lMoxakoza ce Hanaza ekcmpakuusa Ha 3acesHamume
3bbu U nocaegBawo npomesupaHe. MpenopbyBa ce 2eHEMUYHO
koHcyamupaHe 3a cemelicmBa ¢ geua ¢ lesmuHoBa gucnaasus
mun | [15].

MMpu dermunoBa gucnaasua mun Il Ae4eHUEMO € HACOYEHO
kbM cneuuduyHume cumnmomu, koumo ca nposaBeHu npu
omgeAHume nauueHmu. Toll kamo nocmoAHHUME 3bbu Yecmo
He Ca 3ace2Hamu, He € Heobxoguma cneuuduyHa uau HeobuyatHa
cmomamoAo2u4Ha mepanus. MpenopbyaHomo AeyeHue MoXe ga
BknlouBa pegoBeH MOHUMOPUHZ OM CNEuuaAuCMU NO geHmaaHa
MeguuuHa u npogbAkaBawa npeBaHmuBHa geHmaAHa nomoul.
leHemuyHomo koHcyamupaHe moXe ga 6bge om noAsa 3a 3a-
cesHamume Auua u mexsume cemeticmeBa [16].

3aknloyeHue

Kamo kaunuyHa cumnmomamuka g8ama muna geHmuHoBa
gucnaasua umam Hakou npuAuku, HO 3agbABOYEH KAUHUYEH
aHaau3, nognomMozHam Om  QUAZHOCMUYHU  A3B6OPaMOpPHU
uscaegBaHuA, npaBam Bb3moXkHa gudepeHuuarHama guazHosa
meXgy gBeme 3aboaaBaHus B eXkegHeBHama obwa geHmaaHa
npakmuka u He BuHa2u e Heobxogumo HasHauyaBaHe Ha
gONbAHUMEAHA KOHCYAMAUUA CbC cneuuaaucm.
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