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YHacAegeHu gucnaasuu Ha emaiina

Huta MycypaueBa

Kamegpa no Couuaxa meguuuHa u obluecmBero 3gpaBe, Pakyxmem
no ObwecmBero 3gpaBe, Meguuurcku yHuBepcumem - lroBguB

Peslome

VHacAegeHama HecbBoplueHa emMalino2eHe3a MoXe ga bbge
CaMOCMOAMEAHO 3acA2aHe Ha emalAa UAU CUMNMOM Ha 00wWo
yHacAegeHo 3aboaaBaHe. HabalogaBa ce u B gBeme Cb3bbus.
KauHuyHama maHupecmauus Ha moBa pAgko 3aboaaBaHe Bapupa
Npu pasAudHUME nauueHmu, B 3aBucumocm om (eHomuna —
XUNONAA3Us, XUNOMUHEPaAU3auuA UAU Xunomamypauus. AeyeHuemo
Ha emadAoBama gucnaasus npegcmaBaaBa npegusBukameacmBo
32 geHmaAHume cneuuaaucmu u usuckBa UHMeEpPgUCUUNAUHAPEH
u komnaekceH nogxog 3a Bb3cmanoBaBaHe Ha ecmemukama u
¢GyHkuuama. Tesu nauueHmu ce HyXgaam om npogbakaBawiu npes
ueAusn xuBom apuxku.

KnalowoBu gymu: yHacAsgeHama HecbBbpuieHa emaiao-
26He3a, AeueHue, pegku 6oaecmu
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Abstract

Inherited imperfect emelogenesis may be a single affect on
the enamel or a symptom of a common inherited disease. It is also
observed in both teeth rows. The clinical manifestation of this rare
disease varies with different patients, depending on the phenotype
— hypoplasia, hypomineralysis or hypomaturition. Its treatment is
a challenge for dental specialists and requires interdisciplinary and
complex approach to restoring teeth aesthetics and their function.
These patients need lifelong care.
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BuBegeHue

YHacAegeHama HecbBbplieHa ematinozeHe3a Moxke ga bbge
CaMOCMOAMEAHO 3acseaHe Ha emaliAa UAU CUMNMOM Ha 00Wo
yHacAegeHo 3aboaaBaHe [1]. HabalogaBa ce u B8 gBeme cb3vbus.
KAuHu4Hama maHugecmauua Ha moBa pagko 3aboaaBaHe Bapupa npu
Pa3AUYHUME NAUUEHMU, HO YeCcmOo AeYeHUemo My npegcmaBasaBa
npegu3BukameAacmBo 3a geHmaAHume cneuuaaucmu u usuckBa
uHmepgucuunAuHapeH u komnaegkced nogxog 3a Bo3cmaxoBaBane
Ha ecmemukama u @yHkuuama. Te3u nauueHmu ce Hykgasm om
npogbakaBawiu npes ueaus XuBom apuxku.

Liea

Llen Ha Hacmoswama nybAaukauua e ga ce HanpaBu
xapakmepucmuka Ha OcHOBHUme munoBe yHacAegeHama
HecbBbpuweHa emalo2eHesa, kauHuuHama kapmuHa npu msax u
ga ce ovepmasm OCHOBHUME Hacoku npu AeueHuemo, koemo 6u
NnognoMOo2HaA0 gedlHocmma Ha obwonpakmukyBawume geHmaAHu
Aekapu.

Mamepuaa u memogu

HanpaBeno e npoyyBaHe Ha  cneuuaAusupaHama
AUMepamypa U ca nogépaHu cmamuu, CogopXkawu UHdopmauus
32 guazHocmukama, emuoAo2UAMa, AeYeHUEmMO, gudepeHuuaAHa-
ma guazHo3a Ha 3aboAaBaHemo.

PasnpocmpaHeHue

Mo gaHHU om cneuuaAu3upadama Aumepamypa yHacAegeHama
HecbBoplueHa emadnozeHesa 3acAza okoao 1 Ha 14000 gywu 6
CALL [2] uAu 1 Ha 700 gywu 8 LLIBeuus [3].

Y Hac no enugeMuoAno2uyHU npoyyBaHus Ha KabakuyueBa (1989)
pa3nNpoCmMpaHeHUemo Ha 3bOHUME gucnAasuu npu BpemeHHume
306U € 4,37%, a npu nocmoaHHume 2,90%. Mpugobumume 3bOHU
gucnAasuu 3aemam Bogewo mMAcmo, cAegBaHu om BpogeHume u
yHacAegeHume [1].

Kaacudukauus

B cBemoBHama Aumepamypa cobulecmByBam pasAuyHuU
knacudukauuu Ha gucnaasuume Ha emaliaa. (mabauua 1).

Tabauua 1. Knacudukauus Ha yHacnegeHume gucnaasuu Ha emailna

Cnopeg MameeBa (1995) yHacregeHume emadAoBu
gucnaasuu B 3aBucumocm OmM HayuHa Ha yHacAegaBaHe u om
KAUHUYHUME NpOMEeHU ce pasgeaam Ha mpu 2pynu [1]:

1. YHacregeHa emalinoBa xunonaasus

* ABM030MHO-gOMUHAHMHA 2Aagka xunonaasus

* ABM030MHO-goMuHaHmMHa mbHka u 2panaBa xunonaasus

* ABM030MHO-gOMUHaHMHa xunonaa3us ¢ pegku BgarobbBanus

* ABMO30MHO0-gOMUHaHMHa AokaAu3upaHa Xunonaasus

* [ToroBo-cBop3aHa goMuHaHmHa epanaBa xunonAasus

2. YHacAegeHa ematinoBa xunomuHepaausauus
3. YHacnegeHa emalinoBa xunomamypauus

Emuonoaus

YHacaegeHama HecbBoplueHa emalino2eHes3a ce gbaku Ha
2€HHU Mymauuu. HabalogaBam ce cmyweHus 8 Hakou om 2eHume
0m_20B0pHU 3a cuHme3a Ha eMatiroBume npomeuHu (amelogenin,
enamelin, ameloblastin, c4orf26) uau 3a cuHmesa Ha eH3uMu
(kallikrein 4, MMP20); omkpumu ca gedekmu 8 2eHume omaoBopHu
3a Gakmopume (MSX2, DLX3) u kaemouHume npomeuHu (WDR72,
FAM83H, COL17A1), kakmo u kaemvusume peuenmopu (ITGB6) u
gp. [3].

KAuHuYHa kapmuHa

KAauHuyHama kapmuHa ce onpegend om  (eHomuna Ha
yHacAegeHama gucnaasus Ha emadaa. Mpu ematroBama xunonaasus
gMalixbm € No-MbHok OM HOPMAAHO U32pageHus, ¢ BgAbOHaMUHU,
bpasgu u mouku no uarama noBbpxHOCM UAU CaMo Ha Mecma.
Tod e mBopg, ¢ UHMEH3UBHO >kbamokadaB uBam. 3vbume He ce
3acazam om kapuec B no-Bucoka cmeneH, HO mol MoXe ga ce
pasBue Ha no-kvceH eman kamo pesyamam om pemeHuuama Ha
naaka. Mpu xunomuHepaausupaHama ¢opma emaisbm 6bp30 ce
oalowBa u ce omkpuBa geHmMuHbm. 3bbume ca ¢ XkoAmeHukat uAu
cBemaokadaB uBam. Mpu emairoBama xunomamypauus emadabm e
C HOPMaAHa gebeAuHa, Ho nopagu HeaBbpweHama MuHepaAu3auus
mol e ¢ HamaneHa mBvbpgocm U 6bp30 Ce pywu. 3vbume ca ¢
MamoBobsA uAu XkbamokadaB uBsm [1]. iHmepecHa e kauHuyHama
MaHudecmauua npu noAoBo-cBbp3aHama gucnAasua Ha emadAa.
Mwkeme Mo2am ga ca cbC 3bbu, koumo umam camo mbHbk CAO

Weinmann et al 1945

J18a muna cnopeg ¢eHomuna: xunonaacmuy4Ha u XunoMmuHepaausupaHa

Darling 1956 XunonaacmuyHa gpopma

2 2pyna - X cBop3aHa xunonaasus
XunomuHepaAusupaHa

1 2pyna - 2eHepaAusupaHu 8gao6BaHusa no noBbpxHocmma

Tun 4 A - 6aeg, koameHukaB uau kagag emaia
Tun 4 B - ematirom e mek,onlowBa ce u ce omkpuBa geHmuHom
Tun 5 - 2eHepaAu3upaHo UAU AOKaAu3UpaHo Hauwlbp6BaHe Ha emalina, npomMeHu B uBema

Witkop 1957 Hypoplastic
Hypocalcification
Hypomaturation

Pigmented hypomaturation
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emaliA ¢ HopmaAreH uBAam u NOAyNpO3payHOCm, UAU emadAbm Mo-
Xe ga bbge ¢ HOpManHa gebeAuHa, Ho CAab0 MUHepaAusupaH CoC
3azyba Ha npo3payHocm u / uAu Xkobamo-kagago ouBemsaBaHe. Om
gpyea cmpaHa, npu »eHume, koumo HacAegaBam MymaHmHUs 2eH,
8 pesyamam Ha uHakmuBauua Ha X-xpomo3oma ce HabalogaBam
BepmukanHu BgabbHamuHu no kopoHkama  uAu  BepmukaAHu
AEHMU OM NPOMEHEH NO UBAM UAU HOPMaAeH emaln [4].

[ucnaasuuume Ha emaiaa MoXe ga ca cBobp3aHu C pasAuYHU
CuHgpomu. B aumepamypama ce guckymupa Bpvskama mexXgy
amelogenesis imperfecta u  mpuxo-geHmaaHo-kocmuus (TDO)
CuHgpom, u3pasaBaw, ce B «kogpaBa koca», ckeremHu npoMeHu,
BkatouumeaHo kocmHa ckaeposa. lokamo npomeHume 8 kocama
Mo2am ga npegcmaBaaBam o6w ekmogepmaneH gedekm, mo
kocmHuUme npoMeHU ca NO-MpygHO 0BACHUMU, Mbl kamo me
npegnorazam Me3sogepmaned gedpekm. TDO ce npuyunaBa om
mMymauua 8 2eHa DLX3 [5]. Mpu gpy2o u3scaegBaHe aBmopume
coobwaBam, ye amelogenesis imperfect u TDO ca 2eHemuyHO
pasAuyHu [6].

HuazHocmuka
(DamuaHama aHamHe3a, npoyyBaHe Ha pogocAoBuemo,
KAUHUYHOMO  HabalogeHue npegcmaBasBam  ocHoBama  3a

nocmaBaHe Ha QuazHo3ama. Ekcmpa-opaaHume naHopamHu
peHmaeHozpaduu Moz2am ga paskpusm HaAUYUEMO Ha HenpobuAu
U noHAkoza CNOHMAHHO pe3opbupawiu 3bou. HMpaoparHume
peHm2eHo2pamu ce u3noA3Bam 3a uscaegBaHe Ha koHmpacmma
meXkgy emaliAa U geHmuHa B8 cayyaume, kozamo MuHepausauuama
moke ga e buna 3aceeHama. Ha peHmeeHozpadua mpygHO
ce omkpuBa 2paHuuama mexkgy emala u geHmuH. Moke ga ce
usnoa3Ba u xucmoaozuvHa U Mukpockoncka guazHocmuka.
leHemuyHU u3cAegBaHua ce usnoa3Bam eguHcMBeHO 3a KAUHUYHU

npoy4BaHus.

NudepeHuuanHa gua2Hosa ce npaBu C  QAyoposa,
mempauukauHoBo ouBemsBane, MOAAPHO-UHUU3UBHA
XUNOMUHEepaAu3auus.

N\eyeHue

NeveHuemo Ha amelogenesis imperfecta no Bpeme Ha
gemcmBomo e camo BpemeHHa ¢asa [7]. B paHHa gemcka Bo3-
pacm ce u3noA3Bam npegBapumeAHo O(OPMEHU MeMAaAHU
kopoHu 32 Bb3cmaHoBABaHe Ha 3agHUME 3bbu. 3a ppoHMaAHUMe
3v6u mMoXe ga ce u3noa3Bam noaukapo6oHamHu KOpPOHU UAU
komnosumHu Bov3cmaHoBsaBaHuA. Yecmo amelogenesis imperfecta
ce cbyemaBa C pasAuyHu Manokaysuu (Hanp. omBopeHa 3axanka)
U Ce Hanaza kombuHupaHo AeveHue ¢ opmogoHm. MoggbpkaHemo
Ha Qobpa oOpaAHa xueueHa e 3agbikumeaHo. CaegBawama
daza e mpaH3umopHa U mA 06xBawa AevyebHUME Memogu npu
CMECEHO Cb3vbue. Tyk ce ueau Bv3cmaHoBABaHe Ha ecmemuka
u ¢yHkuusa, HamanABaHe Ha XunepceH3umuBHocMMa Ha 3vbume
U 3anasBaHe Ha gvBkameaHama paBHuHa. OkoHYameAHOMO
AEYEHUE HA nauueHmume ce ocbllecmBsaBa Ha no-kbceH eman u
usuckBa MyAmugucuunAuHapeH nogxog — BkalouBa XupypauuHo,

NapogoHMOAO2UYHO, eHgOgOHMCko, 0pmONeguyHo, opmogoHmcko
AeyeHue [8]. Yeuausama ca HacoyeHu koM nogobpaBaHe kauecmBomo
Ha »kuBom Ha nauueHmume [9].

3aknlouenue

Amelogenesis imperfecta hereditaria € pagko 2eHemuyYHO
00ycA0BeHO 3aboadBaHe, koemo 3acAea kauecmBomo Ha »kuBom
Ha nauueHmume, noBausBaiku ecmemukama, ¢yHkuusma u
couuanHa akmuBHocm. AeyeHuemo My usuckBa komnaekce
nogxog u npogbakaBa npes ueaua XkuBom.
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