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Pe3tome. HacneacTBEHHbIN HECOBEPLUEHHbIM aMeNoreHes SBASIeTCs
MOPOKOM pasBUTUS IMaU. B ero 0CHOBE NEXXUT HaCNeACTBEHHOE He-
[lOpPa3BUTUE MPOMU3BOAHbIX IKTOAEPMbI, BbI3BAHHOE MYTAHTHbIM re-
HOM — amesnoreHMHoM. KNIMHWYecK1e NposiBNIEHUs HECOBEPLLEHHOTO
amesnoreHesa MHOTOUMCIEHHbI U Pa3HOOBPa3HbI: UCTOHUYEHUE 3ManH,
M3MEHeHWe ee LBeTa, NoTeps ecTeCTBEHHOro Gnecka, HapylleHue
CTPYKTYpbI, YaCTUYHOE UM NONHOE OTCyTCTBME 3Manu. Co3naBas
KOCMETUYECKMI AedeKT, 3TOT NOPOK PasBUTUS M3MEHSIET BHEL-
HWI BUL 3Manu, YeM NPUYMHSIET PEBEHKY NMCUXOIMOLMOHANBHYIO
TpasMy. [103TOMY LeTSM C Pa3nMUUYHbIMKM BapUaHTaMu 3Toi 6onesHu
Heo6X0AMMa CBOEBPEMEHHAs M KOMMIEKCHAsi CTOMATONOrMYeckas
nomolupb v peabunutaums. MNauneHTam nokasaHo obcnefoBaHue
B MeAMKO-TeHETUYECKOM KOHCYNbTaLMM, HABNIOAEHUE U NeYeHue
y neauaTpa v ctomaronora. [1ns npeaynpexneHus Unu ycTpaHeHus
MCUXO3IMOLMOHANBHOTO HAMNPSXKEHUS MO NOBOAY KOCMETUYECKOM
HEA0CTaTOYHOCTU M MOBbILEHUS KAYeCTBA XM3HU HEOBXOAUMbI
CBOEBPEMEHHbIe pecTaBpaLMOHHbIE MEPOTPUSATHS.

KnioueBble cnoBa: HECOBepIJJEHHbIﬂ aMenoreHes, cromartonormnye-
CKaga pea6mnMTau,M9|, peakune 3a60n1eBaHus, CTasbHble CTaHOapTHbIE
KOPOHKM

HacneJJCTBeHHHﬁ HeCOBepIIeHHbBIN aMeJIoTeHe3 SIBISeTCs
nopokoMm pa3Butusi amanu (amelogenesis imperfecta). B oc-
HOBe HeCOBEPIIEHHOTO aMeJioTeHe3a JIeXKUT HaclelICTBeH-
HOe HeZIopa3BUTHe MTPOU3BOJHBIX SKTO/IEPMBbI, BHI3BAHHOE
MyTaHTHBIM T€HOM — aMmesioreHuHoM [3,6]. Cpenu Hacere-
HUsI HeCOBEPINIeHHbII aMeJioreHe3 BCeX TUITOB BCTPevaeTcst
¢ gacroroit 1:14 000 [3].

B03MOXXHBI TP THUIIA HACJIEOBAHUS:

1. AyTOCOMHO-AOMUHAHTHbIN
2. AyTOCOMHO-peLieCcCMBHbIN
3. X-cuenneHHbIn

HacrneznctBeHHOe HeOPa3BUTHE HMAJIH MOKET CHOPMHU-
POBaThCA B pe3y/bTaTe HapyIIeHHs IIOCTPOEHNUS MaTPUKCa
5MaJIv, HapyIIeHs CO3peBaHuUs IMaJIM, TUTIOKAIbIUpHKa-
s smaiu. Jedektsl 5Man GOPMUPYIOTCS Ha BpeMeHHbIX
¥l IOCTOSIHHBIX 3y6ax [1, 2].

DTOT HaCJe[ICTBEHHBIH MOPOK PA3BUTUS U3MEHSET
BHEIITHU BUJT OMAJTH, CO3/1aeT KOCMETUYeCKuit e eKT, mpu-
4yuHseT pebeHKY ICMX09MOIMOHANBHYIO TpaBMmy [1, 2, 4].
OtiM paKkTOM 00yCIOBIEeHA aKTYaJbHOCTh MCCIIeN0BAHUS
Y OKa3aHMsI CTOMATOJIOIMYeCKON TOMOLIIH.
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CroMmaTtonornmyeckas
peabunuranus meTei mpu
HaC/IeACTBEHHOM HECOBEPIIEHHOM
aMeJIoTeHe3e

Summary. Amelogenesis imperfecta is a hereditary malformation
of enamel. It is based on hereditary ectodermal derivatives
hypoplasia caused by a mutant gene — amelogenin. Clinical
manifestations of amelogenesis imperfecta are numerous and
diversified: enamel thinning, its color changing, loss of natural
splendor, violation its structure, the partial or complete absence
of enamel. This malformation changes the appearance of the
enamel and creates a cosmetic defect, causing the psycho-
emotional trauma to a child. Therefore, children with different
variants of this disease need timely and comprehensive dental
care and rehabilitation. Patients need in a genetic consultation,
supervision and treatment by a pediatrist and dentist. Timely
restoration activities are required to prevent or eliminate mental
and emotional stress over the cosmetic failure and for increasing
the life quality.

Keywords: amelogenesis imperfecta, stomatological rehabilitation,
rare diseases, standard steel crowns

KnuHuveckve TPOSIBIeHUS MHOTOYUCIEHHBI M Pa3HO-
o0pa3HbI: XapaKTepHble UCTOHYEHUS 3Manu [4, 5], uzme-
HeHye [1BeTa (KeJITO-KOPUYHEBBIE), IOTEPS eCTECTBEHHOTO
6ecka sManyu (TUIICOBBIE 3y0Obl), HAPYLIEHNE CTPYKTYPBI
aMainu (pudeHocts) [2, 4], YacTUYHOE UM IOJTHOE OTCYT-
cTBUe HMaju (CKanbiBaHue aManu) [1, 4].

KIVMHUYECKU TIPYMEP 1

Poputenu 5-netHero M. obpaTuinch ¢ )xanobamMu Ha U3-
MeHeHIe 1IBeTa SMaJii Ha BCeX BPeMeHHBIX 3y0ax y ChbiHa,
4TO CO3JaeT KOCMETHYeCKHi IeeKT.

AHaMHe3: 6epeMeHHOCTh U IOCTHATaJbHBIN Meproj
6e3 ocobenHocTell. [pyIHOE BCKapMJIMBAHKE B TeyeHUeE
ozHoro rona. [TepeHeceHHbIe 3a00J1eBaHUSA: THETOHEPPUT
(B Bo3pacte ogHoro roga), OPBU, BetpsiHaa ocna. Bpe-
MeHHbIe 3yObl IPOPe3bIBANIUCh B CPOK C M3MEHEHHBIM
IIBETOM 5Majid. B CTOMaTOJIOTNYeCKYIO KJIMHUKY He 00-
pauanuck.

[Ipu BHeNIHEM OCMOTpe: KOHQUrypauus Juma He u3-
MeHeHa, TUMQOY3JIbl He YBeJINYeHbl, KOXXHbIE TTOKPOBBI



2014 /2 / 70/ anpenb—uioHb

qucThle. B momocty pra: ciausucras 0601049Ka pTa BO BCEX
yJacTKax 06e3 N3MeHeHUH.

Ompenenen rurneHnveckni nHzekc mo enoposy—Bo-
JIOMKWUHOM, MHTEHCUBHOCTb KOTOPOTO cocTaBua 2,8 6asna,
YTO COOTBETCTBYET YZOBIETBOPUTEILHOMY COCTOSIHUIO IO~
JIOCTH PTAa.

Pa3Mepbl KOPOHOK BPEMEHHBIX 3yO0OB COOTBETCTBYIOT
HOpMe, 5KBaTOP CIJIaXKEH, Y HEKOTOPBIX 3y0OB OTCYTCTBYIOT
KOHTAaKTHbIE MYHKTHI. L[BeT 3Mau y Bcex BpeMeHHBIX 3y00B
’eJITOBAaTO-KOPUYHeBhId. IIpy 30HANPOBAHNN — 3MaJb
I71afiKasi, poBHas, OJecTsAInas, HMajeBblil CI0M HECKOJb-
KO MCTOHYEH, HEZIOCTATOYHO BBIPAXKEHBI OYTrpbl Ha MOJIA-
pax. IIpu cMbIKaHUY 3y0OOB OIpezesieH OTKPBITBIN MPUKYC
(puc. 1—3). BriABNIeHbI KapHO3HbIe MOJIOCTU HA BeCTUOY-
JISIPHBIX U JKeBaTeJIbHBIX TOBEPXHOCTSX 3y00B 7.4, 7.5, 8.4,
8.5. TeyeHne Kapreca KOMIIEHCHPOBAHHOE, 3MaJb U IeHTUH
IUIOTHBIE, ITIafiKve. 30HANPOBaHUe 110 IHY U CTeHKaM I10JI0-
creil 6e3001€3HEHHOE.

Ha OIITI: gnuHa 1 popma KOpHEH COOTBETCTBYIOT
HOpMe.

I[TpoBezieHa nuddepeHIaTbHAS JUaTHOCTAKA MEX/Y
HaC/IeZICTBeHHBIM HecOBepIIeHHbIM aMeJIOreHe30M, HacIes -
CTBEHHBIM HECOBEpIIeHHbIM /IeHTHUHOT€He30M, HaCJIesCT-
BEHHOU OJOHTOZAKMCIUIa3uel, PII00PO30M U CUCTEMHOM -
nonasue smamu [1, 2, 6].

AHaMHe3 1 KJIMHUKO-PeHTTeHOJIOTYecKrie IPU3HaKU
noateepxkAatoT Auarsos: K00.50 «HecoBepuieHHbIN aMe-
norene3» (MKB-10, 2010). I.D. I'magxas runonuasus c ay-
TOCOMHO-/JOMUHAHTHBIM TUIIOM Hac/efioBaHus [6]. AHao-
TUYHbIE 3MEHEeHUs 3MaJi 3y00B MeJId MeCTO Y IaJIbHero
POICTBEHHHKA.

PexoMeH/I0BaHO: IPOQecCHoHaNIbHAS TUTHEeHA TOIOCTH
pTa, caHaLUs MOJIOCTH PTa, GTOPCOZEPKAIIAss U peMIHe-
panusupyomas repanus (Minerals Medical resis, R.0.C.S)
MeCTHO 4—6 KypCOB B T'OfI, CTaH/IapTHbIE 3aIUTHbIe KOPOH-
KU Ha TPYIIIY JKeBaTeJbHbIX 3y0O0B, IUCIAaHCEPHBIA OCMOTP
y cToMaTosiora 4 pasa B rof.

[TonyueHO fO6POBOIbHOE MHGOPMUPOBAHHOE COTIJIA-
cre Ha OKa3aHue CTOMATOoJIOrm4yecKo momomy. ITpoBezsena
npodeccuoHaIbHAS I'UTHeHa U CaHALWSA TTOJIOCTH PTa.

KIUMHUYECKUI TIPYIMEP 2

Poputenu marventa T., 11 siet, 06paTUIKCh 3a TIOMOMIBIO
B CBSI3U CO 3HAUUTEJIbHO BhIPA)KeHHBIM M3MeHeHNeM LIBeTa
HOCTOSTHHBIX 3y00B Yy CbIHA, YTO CTAJIO BHI3BIBATDH Y HETO
0ecroKONCTBO ¥ OTPAaHIYMBATH OOIIEHHE CO CBEPCTHUKAMHU.

V3 aHamHe3a: 6epeMeHHOCThb U MOCTHATANbHBIN Tepu-
on 6e3 ocobeHHOCTel. [pyaHOE BCKapMJIMBaHUE B TeYeHIe
oxHoro rozia. IlepeHeceHHbIe 3a001€BaHNA: BPOXKIEHHBIN
nopok cepzaua, OPBU. BpeMeHHble U IOCTOSTHHBIE 3YObI
MpOpe3auch B GU3NOIOTHYECKUE CPOKU.

BHemHui1 0cMOTP: KOHUTypaLys J1la He U3MeHeHa,
MQOY3JIbI He YBeIYeHbl, KOXKHbIE IOKPOBHI YHCTHIE.

B nosnoctu pra: yMepeHHas runepeMusi U OTe4HOCThb
JIeCHEBBIX COCOYKOB Y BCeX TPYII 3y0OB, KDOBOTOUYMBOCTD
npu 30HAMpoBaHKU. Ha 3ybax sMasb CIylmuBaeTcs, COXpa-
HSIOTCA ee HeOOJIbIINe YYaCTKY B IIPUIIEeYHON 061acTH.

Puc. 2. MayueHm M. 3y6bi Ha sepxHeli Yemocmu

Puc. 3. MayueHm M. 3y6bi Ha HUXHeU Yemocmu

OOHa)XeHHBIN I€HTUH MHTAKTHBIN, JKeJITO-KOPUYHEBOTO
1IBeTa Ha BCEX TI0OBEPXHOCTSAX 3y60B (puc. 4—6).

Ha OIITT (puc. 7) ompeziensieTcs: MpoelXpoOBaHIe 3Ma-
JIY JIMIIb B TIpUIIeeYHOi obnacty. JImHa u GopMa KopHei
COOTBETCTBYET HOPMe, He BBISIBJIEHO O0JIMTEepAIMU KOPHe-
BBIX KQHAJIOB U MOJIOCTH 3y0a.

IMocne npoBenenus AupdepeHIaTHLHON JUarHOCTUKY
HaC/IeZICTBEHHOTO HeCOBEPLIEHHOTO aMesioreHe3a ¢ Ipyru-
MM IOPOKaMH Pa3BUTHUS TBEPABIX TKaHel 3y6oB [1, 2, 6]
611 nocraBien auarHo3: K00.50 HecoBepieHHBIN ame-
noreHe3 (MKB-10, 2010). I.G. IllepoxoBaras rumnoria-
3Uf1 C ayTOCOMHO-PELleCCHBHBIM TUIIOM HacjejoBaHusA [6].
K05.1 «XpoHnuecKuii TMHTUBUT>.

Ponutenu o3HaKOMJIEHBI C AUAarHO30M. IlpensioxeH
MeToq peabunuTanuy — QUKCALUA 3aMIUTHBIX CTAIbHBIX
KOPOHOK Ha I'PYIITy JKeBaTeJbHBIX 3y00B U 3aLIUTHBIX KO-
POHOK C IJIACTMAcCOBOY OOJMIIOBKOW Ha MepesHuX 3ybax
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Puc. 4. BecmubynapHasa nogepxHocms 3y606 nayueHma T.

Puc. 5. lMayuenm T. 3y6el Ha 8epxHeli yenocmu

Puc. 6. lMayueHm T. 3y6bl Ha HUXHel Yenocmu

Ha BepXHel U HYKHel democTsx. I1o1ydeHo J06pOBONIBHOE
nHGOPMUPOBAHHOE COIJIacHe Ha OKa3aHWe CTOMATOJIOTH-
4ecKoi momomy. [TaneHTy npoBeneHsl MpodeccHoHab-
Has IMr¥eHa MOoJI0CTU PTa, CUMIITOMAaTHYecKoe JedeHue
XPOHUYECKOro KaTapaJbHOI'O TMHI'MBUTA. HepBbIe MOJIAPBI
BOCCTAaHOBJIEHBI CTAJIbHBIMU 3alIIUTHBIMA KOPOHKAMMU. Boc-
CTaHOBJIEHUE 3yOOB CTAJIbHBIMU 3aLIUTHBIMU KOPOHKaMHU
M03BOJISIET COXPAHUTD BBICOTY IIPUKYCa, 3aIIUIIaeT 3yObl
OT KapHMO3HOT'0 M MEXaHUYEeCKOT0 Pa3pylleHus 10 IIOJIHOTO
dopMupoBaHus KOpHe#t. B nasbHelileM TaKTUKa JiedeHs]
OyzeT mepecMOTpeHa.

JlaHbI peKOMeH/IalluH 110 YXOZy 3a IO0CThIO0 pTa. Kpart-
HOCTb AWCIIAHCEPHBIX OCMOTPOB — 4 pa3a B FOf.

Puc. 8. lMayueHm T. Ha 3y6u1 1.6, 2.6, 3.6, 4.6 3ahukcuposaHsel 3awjumHsie
CMarnbHble KOPOHKU

3AK/IIOYEHNE

JleTy ¢ pa3nUYHBIMKU BapUaHTaMU HaCJIe[CTBEHHOTO
HeCOBepILIeHHOr0 aMeJIoreHe3a HY)X/AI0TCS B KOMILJIEKC-
HOH peabunurauuu. [TokazaHo o6cief0BaHNE B MeIUKO-
reHeTUYeCKON KOHCYJIbTAalluu, HabofeHre U JiedeHue
y mepuaTpa, cromarosiora. Heo6xouMbl CBOeBpeMeHHbIe
pecTaBpallMOHHbIe MEPONPUATUSA AJIs IPeAYIpeXAeHNs
WU YCTPaHeHUsI MCUX0IMOLMOHATBHOTO HATPSKEeHUS
II0 NIOBOZY KOCMETUYeCKON HeIOCTATOYHOCTH ¥ MOBBbIIIIe-
HUSI KauecTBa XU3HM.
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