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Pe3iome

HecoBepLueHHblii amenioreHe3 — cepbe3Hoe 3abosieBaHue, KOTOPOe BJINSeT He TOJIbKO Ha 3[40P0Bbe Mo-
JIOCTU pTa, HO U Ha obLlee COCTOsSIHUEe 340POBbsl, a Tak)Xe Ha Ka4eCTBO XWU3HU nauneHToB. B naHHOJ cTaTbe
paccmMaTpuBaloTCs NPUYNHbI BO3HUKHOBEHUSI HECOBEPLLIEeHHOro amesioreHe3a, CornyTCTBYIOLLNE OCJIOXKHEHUS.
lNMpuBoasTcs AaHHbIE O MICUXOCOLMasZIbHOW KapTUHe JIIo4eN ¢ 4aHHOW naTtosiornen. PaccMoTpeH KJINHNYe CKUn
cyqani 1e4eHus nauneHToB C HecoBepLUeHHbIM aMmesioreHe3oM. lNpensioXxeH aropuTMm KOMIJIeKCHOro je4e-
HUs ¢ pecTaBpauueii 3y60B ¢ nocsieayoLWnuM nPorHo3npoBaHNEM 3CTETUKO-PYHKLLMOHA/IbHOIro BOCCTaHOBJ1e-
Hus.

KnroueBbie cnioBa: HecoBepLUeHHbI aMmesioreHe3, pectaBpauns 3y6a, CTeKJIOMOHOMEPHbIE LLeMEeHTbl, KOM-
MO3UTHbIEe MaTepuaribl, aJiIrOPUTM JIe4HEHUS.

Abstract

Amelogenesis Imperfecta is a serious disease which affects not only the oral health, but although the gen-
eral health and the quality of life of the patients. This article describes the causes of amelogenesis imperfecta
and associated pathologies. Cites data on their psychosocial condition. Also presents management of the
patients with amelogenesis imperfecta and suggests the complex treatment plan with future prognosis of aes-
thetic and functional rehabilitation.
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treatment plan.

Hekapro3HbIM NOpaXXeHUsM MOCBALEHO HEMANO UC-
CNnefoBaHUN OTEYEeCTBEHHbIX U 3apybexHbIX aBTOPOB [2,
4,5, 13]. bonblloe 3HaYeHNEe NMEET CTPYKTypa TBEPAbIX
TKaHel 3y6oB, 0COOEHHO aMann, Kak Npu NaTonormu, Tak
nBHOpMe [2, 4]. Tpynna 3aboneBaHuin, BO3HMKAIOLLMX
[0 npope3biBaHnsa 3yO60B, MMEKLWMX HACNeACTBEHHYIO
PacnoJIOKEHHOCTb, Ype3BblyaliHa akTyasibHa AN Uccne-
noBaHuin. Cpeay HUX HECOBEPLUEHHbIM amenoreHed (HA).
HA — BecbMa HemoCTaTO4MHO M3Yy4YeHHas rpynna 3abo-
neBaHni, nmeowasa 605bLoe KONYECTBO KIIMHUYECKNX
nposiBfieHnn. PacnpocTpaHeHHOoCTb HA, B 3aBUCUMOCTU
OT N3y4YaeMOW rpynrbl, BapbUPyeTCs CPean HacefeHus
ot 1:718 po 1:14000 [7, 13]. HA — HacnencTBeHHOe 3a-
OoneBaHve, pa3BuUBLUEECS BCNeACTBME HaApyLUeHUs 3a-
KNnagku n GOpMUPOBAHUS 3KTOAEPMasIbHbIX IMCTOB, CO-
nposoxjatouieecs gedekramu amManu BPEMEHHbIX U Mo-
CTOSIHHbIX 3y60B. PasnnyaT ayTOCOMHO-A0MUHAHTHbIN,
ayTOCOMHO-PeLEeCCUBHbIN 1 X-cuenneHHbin HA. TeHeTun-
4YeCcku LEeTEPMUHMPOBAHHbIE MATOIOMMYECKNE NBMEHEHUS
CTPYKTYpbl amanu 3ybos npu HA npuBoaaT k>xanobam:
runepecTesnun u AUckonopuTam 3y6oB, CTPYKTYPHOMY Ha-
PYLUEHUIO TBEPAbIX TKAHEWN. JleueHne natonorum cBOAUT-
CA K YCTPAHEHMIO 3CTETUKO-DYHKLUMOHANBbHOro gedekTa.
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Kpome pemTepanuu nokasaHa acTeTuyeckas (npsmas
WM He npsiMas) pectaBpauusa 3yba. MNMpu onpegeneHun
HacnencTBeHHOCTU HA monpeneneHms co4eTaHHOW Cu-
CTEMHOW naTonornn HeobxoammMma MeanKo-reHeTnyeckas
KOHCynbTaumsa. BaxHO onpenenntb KOMMIEKCHOE fieye-
HMe paHHOM natonorun. B cBA3KM C 3TMM OCTaeTcsa akTy-
aNlbHbIM BOMPOC O pa3paboTke MnjaHa JieYeHns C y4eToMm
0COBEHHOCTEN KIIMHNYECKOrO TeHEHNS NALMEHTOB C AaH-
HbIM CUHOPOMOM.

UEJIb ICCNNEAOBAHUSA
M3yyeHne pasBuTUS M TeYeHus OaHHOM aHOManuu,
a Takxe paspaboTka anroputMa 1ev4eHns nauneHToB.

OBLUAYA XAPAKTEPUCTUKA

HECOBEPLUEHHOIO AMEJIOFEHE3A

HA — HacneacTBeHHbIV AedekT amanu, nopaxawLwmi
Kak TMOCTOSIHHble, Tak W BpPeMeHHble 3ybbl. [pynna
3aboneBaHuin, Ha3BaHHbIX HA, BKO4YaeT TONbKO Te CNy-
yau, korpa nedekTbl amanu obHapyXuBakTCA B OT-
CYTCTBUE [OPYrux CUHOPOMOB W HapyleHun meTabo-
nm3ama [13]. Hanbonee wmMpoko npuHATas knaccudpu-
Kauns HeCOBEPLUEHHOr0 amMefioreHes3a BKJIlo4YaeT u4e-
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Tbipe TuNa: FUNOMAACTUYECKUIA, TMNOMaTypaLMOHHbIN,
rmnokanbun@uKauMoHHbIN, rMnomMaTypaunoHHO-
runonnactuyeckuit [8, 10] (puc. 1).
Takxe cywecTByeT knaccudukaumns, cBa3daHHas C Ha-
c/iefoBaHMeM 10 3akoHaM MeHgens: X-CLernJieHHbINn:
Puc. 1. UameHeHuna B CTPYKTYpe aManu, CBsa3aHHble reH AMELX Ha KOpoTkOM nneye X-XpOMOCOMbI, KOTOPLIN
€ pasnnyHbiMu TUnamu HA B cpaBHeHuM KOAMPYET aMeNIOreHVIH, raBHbI 3MasieBblii MaTPUKCHbIN
C HopManbHO cpOPMUPOBAHHOI IMabIO U APYr 6enok. bbino gokas3aHo, YTO OH MYTUPYET B HECKOJIbKUX
C Apyrom cemMbsax ¢ X-cuenneHHbim HA:
+ X-cuenneHHbin: npu X-cuenneHHom HA Takxe
Obln BbIABNEH APYrOM NOKYC Ha AJIMHHOM nedye
X-XpOMOCOMBI.
AyTOCOMHO-OOMUHAHTHLIN: OblI  BbISIBNIEHbI  MYy-
TauMm BreHe 9HaMennHa, KOTOPbIA NoKannu3yeTcs
B 9TOW Xe obnactu.
AyTOCOMHO-PELECCUBHBIA: MyTauunm BTreHe Ma-
TPUKCHOM MeTannonpotenHasbl-20 (MMP-20) mnnu
KannukpeuHa-4 (KLK-4).
+ Cnopagunyeckue cny4am.

KnnHnyeckmne npossneHus HA BapbupyoTca OT 3Ha4YuM-
TENbHO rMNONNas3npPOBaHHONM (TOHKOM) aManu paBHOMEpP-
HO C AMCTaHUMENn mexnay cocegHumu 3ybamm mnmn bec-
nopsiA0YHO, YTO cnocobcTByeT 06pasoBaHuMIo SMOK U 60-
pPO300K, OO0 PasfMyHbIX CTEMEeHen rmnoMmHepannsauum
(HepocTaTO4HO CPOPMMPOBAHHANA 3Masib) C UBMEHEHNEM
LuBEeTa U CBETONpOHULaeMocTn (puc. 2, 3). Bo mHOrmx
cny4dasax runonnasvs m runomMmHepannsaums Habnwopa-
I0TCHA BMECTE.

CunTtaeTcs, 4TO UBET 3yOOB OTpaxaeT CTerneHb rnro-
MUHepanM3aumnm amMaan: 4Yem TeEMHee LUBET, TEM Bbllle
CTeneHb rMNoOMMHepann3aumnmn.

Mpu X-cuenneHHoMm HA y XeHLUVH BbISBNAIOTCH BEPTU-
KaJibHble MOMOChlI HA M3MeHeHHoW amanu. MoryT Habnio-
[aTbCs BepTuKaibHble O0p0o3abl (MO NMPUYMHE rmMnonaa-
31n) N/MNn BEPTUKASIbHbIE NOMIOCHI HA 9MaN C UBMEHEH-
HbIM LIBETOM U/ CBETONPOHNLLAEMOCTbIO (MO NPUYNHE M-
NnoMMHepann3auum) UM codyetTaHne o6emnx KIMHUYECKMX
KapTuvH. B Taknux cembsix He ByaeT HacnenoBaHUs OT MyX-
YUHbI K MY>X4YMHE, B TO BPEMS KaK reTepO3MroTHbIE CEMbMU
MOryT nepenaTtb 3Ty 0COOEHHOCTL CBOUM AEeTAM Nto6oro
nona.

Y HekoTopbix nauveHToB ¢ HA oguH (unu 6onee) 3y6
He npope3biBaeTcs. BepoaTHo, 3TO cBsizaHo ¢ 6Gonee Ts-
XenblM HapyLeHnem GpopMnpoBaHNsa aManeBoro opraHa,
npv KOTOPOM MOXET NPOM301TU Pe30pOLLINA KOPOHOK 3y-
60B. B HekoTopbIx cnyyasax (BnnoTb Ao 50%) HabnopaeT-
CSl CKENIETHbIA OTKPbITbIV MPUKYC B NEPESHEN rpynne 3y-
6os [13].

OcHOBHbIMUK XanobamMu nNaunMeHTOB C AaHHOW naTo-
nornen aBASOTCA Nnoxash 3CTETUKa, MOBbILWEHHAs 4yB-
CTBUTENILHOCTb 3y0OO0B, HapyLLUEHNE XEeBaHMWS, YTO B CBOIO
oyepenb NPUBOAUT K HAPYLLUEHMIO MCUXOCOLMANbHOrO CO-
CTOSIHUA NMaLneHTa.

MepBoe nccnepoBaHne, B KOTOPOM MOMbITANNCh 00b-
E€KTMBHO OXapakTepu3oBaTb MCUXOCOLMANbHOE COCTOS-
Hue naumeHToB ¢ HA, 6bino nposeneHo Coffield KD n ero
konneramu. OHM 0BHAPYXMAK, 4TO NaumeHTbl ¢ HA nve-
Puc. 3. CKAHAMPYIOWLAs SNEKTPOHHAS 10T 6oNlee BbICOKUI YypOBEHb n3beraHnsa coumyma u guc-

MUKPOGDOTOrpacdUsi NALMEHTA C HECOBEPLICHHBIM Tpecc cuHapoma. CamooueHKa MauueHTOB 3aBucena
amenoreHe3om. AHOManbHO TPaBsieHHas amanb [6]  OT X Bo3pacTa [1, 9, 12]. B peTpocnekTMBHOM nccneno-

Puc. 2. Ha cpe3e TBepAbIX TKaHEN BbiIBNISETCSA
KpaviHe TOHKasa 3aManb y naumeHTa
C HeCOBepLUEHHbIM amenoreHe3om [6]
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BaHun Lindunger A. n Smedberg J.l. 3agBunu, 4TO y BCEX
naumeHToB ¢ HA Oblny MONOXUTENbHbIE PEeakLUUN Ha UX
neyeHne. NHTepecHoO, 4TO MOYTU MONOBMHA MALMEHTOB
¢ HA npegno4ynn BoOCCTaHOBUTENIBHOE NledeHne a0 16 nert.
[Mo9TOMY MOXHO YyTBEPXAATb, YTO PaHHAS OMArHOCTU-
Ka 1 CBOEBPEMEHHOE BMeELIATENbCTBO MOTYT YBEIMNYUTb
NCUXOCOoLMaNbHOE COCTOAHME N CAMOOLEHKY NALMEHTOB
¢ HA, oco6eHHO B eTCKOM 1 NOAPOCTKOBOM BO3pacTe [8,
11].
[aHHas aHoManna nmeeT Tpu ¢pasbl Pa3BUTUSA:
+ BpemeHHasa ¢asa — BO BpeMs BPEMEHHOIO 1 CMe-
LLIaHHOro Npukyca.
+ MNepexogHasa ¢pasa — nocne npopesbiBaHUS NOCTO-
SAHHbIX 3yOOB 1 1,0 COBEPLUEHHONETUS.
+ MNMocTosiHHaa paza — nocne CoBEPLUEHHONETUS.

Bo BpemeHHON ¢daze cTomaTonormyeckas noMoOLLb
HanpaefieHa Ha obecrneyeHne ONaronpuUsTHLIX YCNOBUI
0N Npope3biBaHUS MOCTOSIHHbLIX 3yOOB, aTakxe Ans
HOPMAaJIbHOrO0 pPOCTa JINLEBbLIX KOCTEM U BUCOYHO-HUX-
HEeYeniCTHOro cycrtara. locne npopesbiBaHUS MepPBbIX
MOJISIPOB GOPMUPYIOT HAKNaAKU U3 HEPXKaBEIOLLLEN CTanu
0N NpenoTBpalleHus pasBUTUS kapueca U UCTUpaHus
nedeKTHOM amManu Npu COXpPaHEeHUM OOCTaTOYHOro npo-
CTpaHCTBA M BEPTUKANIbHOrO pa3mepa OKkaw3uun. [Ana
pecTaBpauun nepenHux 3yOOB B KAYECTBE asibTEpHaTU-
Bbl MOTYT MCMNOSb30BATLCA CTEKJIOMOHOMEPHBIE LEMEH-
Tbl (CUILL), c6OpHbIE KOPOHKM (KOPOHKUN U3 HEPXXAaBEOLLEN
CTaN C 3CTETMYECKON OOJINLOBKON UM 6€3 HUX) nnn
KOMMO3UTHI.

B nepexonHon ¢pase Lenuv ne4eHns COCTOSAT B COXpaHe-
HUW CTPYKTYpP 3y0OO0B, NOAAEPXaHUN UX XXM3HECNOCOOHO-
CTU, YMEHbLUEHNN YYBCTBUTENIbHOCTU 3yOOB 1 yNy4LLEHUN
acTteTukn. Korga nosBnsitoTCs MOCTOSIHHbIE MEPBbIE KO-
pPeHHble 3yObl 1 NepeaHne 3ybbl, HeobxoamMma OPTOOOH-
Tnyeckas KoHcynbTauusa. TeM He MeHee, peabunutaumsa
B CMeLUaHHOM 3yOHOM psay CNOXHa, Tak Kak 3ybbl UMeoT
pasnnMyHoe BPeMs MpPope3biBaHUS, U OKOHYaTENbHOE fe-
YyeHne He MOXeT ObITb OKa3aHO A0 NOJIHOro popMmnpoBa-
HMS NOCTOSIHHOI O MpUKyca.

B nocTtosaHHy0 ¢pasy uenamm nevyeHnsa aBnstoTCa CHU-
XEeHMe 4YyBCTBUTENbBHOCTU 3yOOB 1 BOCCTAHOBJIEHME
OKKNO3UKU, YHKLUK, aTakxke I3CTeTukn. OkoHyaTenb-
Has 0bOpaboTka 4acTO Ha4YMHAEeTCs, Kak TOJSIbKO BbICOTA
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KJIMHMYECKOM KOPOHKU N TKaHW OECHbI CTabUIN3nNpyoTCS,
a nynbnoBas kamepa yMeHbluaercs [1, 3, 5].

OcCHOBHbIMM NpobnemMamMn pecTaBpaLun SBASIOTCS
CNOXHOCTb aaresum, n3-3a 4ero Heo6xoaAnMo TLWATENbHO
BbIOMpATh MaTepuan Anas pecTaBpauuun, aTakXke Cpen-
CTBa A1 NPOTPaBAMBaHUA U GOHOMHIOBYIO CUCTEMY. Tak-
Xe GakTOpPOM, YCIOXHSAOLLMM NPOLECC NTeYeHns, ABNSeT-
ca HeoBXOAMMOCTb ANUTENBHOW NMOArOTOBKWU, a UMEHHO
ONNTeNbHOE NPOBEAEHME pemMoTepanmn 1 BbiI6op paumo-
HaNbHOro aAre3nBHOro NPOTOKONA.

MATEPUAN U METOAbl UCCJIEOOBAHUA

Mocne npoBeneHHOro ob6cnenoBaHUs U NMOCTAHOBKMU
AnarHosa uccnengyemas rpynna coctosisia u3 5 yenosek
B Bo3pacTe 12-15 neT. Ha npumepe KNIMHUYeckoro cny4yas
naumeHTkn ¢ HA BbiiBNeHbl 0COBEHHOCTU NeYeHus, Tak
KaK Ha AaHHbII MOMEHT He CYLL,eCTBYET AOCTYMHbIX UCTOY-
HUKOB NTNTEPATYpPbI, B KOTOPbLIX Obl OHY paCCMaTPMBAINCD.
B LleHTp cTOMaTonormm v 4entoCTHO-NLLEBON XUPYPrnv
MIMCY nocTynuna naumMeHTKa C OCHOBHOM >asiobom
Ha 3CTETUYECKUIA BUA, U M3BMeEHeHMe LBeTa 3y6oB. Mocne
obcnenoBaHUa NauveHTa u AMarHoCTUYecKmMx Meponpu-
ATWNIA OblN NOCTaB/IEH AMArHO3 «HECOBEPLLEHHbI aMeno-
reHes». Takxe ObINIO BbIACHEHO, YTO 3aboneBaHne ABNS-
€TCa HacneacTBEHHbIM, Nepefanocb pebeHKy OT oTua.
Ha nepBom atane neyeHnst 661710 HEOOXOAMMO OOBACHUTL
nauneHTKe 1 ee poauUTENSIM, YTO OTCYTCTBUE JIeYEHUNS BE-
neT K yTpaTe 3y0OoB.

PeHTreHonornyeckoe wuccnenoBaHve nokasano, 4To
KOpHU 3y60B chopMmUpoBaHbl HOpMasnbHO. Bbino npose-
neHo nnombupoBaHue 3yb6os ¢ nomoLbto CUL, n komno-
3UTHLIX MaTepunanos (puc. 4).

[aHHble pecTaBpaumm 6yayT COXPaHATLCSA 00 NOSIHOMO
dopmMnpoBaHNa NOCTOAHHOIO npukyca. lNocne atoro nna-
HUPYyeTCSH NPOU3BECTU OPTONEANYECKOE NIeYeHune.

PE3YJIbTATbl UCCJIEOOBAHUA
U NX OBCYXXAEHUE
BbisiBneHbl cnepytolime oCoO6eHHOCTN anropmuTmMa noa-
LEepXVBaloLLEN Tepannn Ha 9Tarne NPeBeHTUBHOM pecTas-
paunn nedeKkToB NPpU HECOBEPLLUEHHOM aMeJIoreHe3e:
+ [ocTosiHHOE NpoBeAEeHNE peMUHEPaNU3yloLLen Te-
panuu ans 3y0O0B, He MOKPbLITLIX NoMb6aMu crneuu-
aNlbHbIMW PEMUHEPANU3YIOLWMMM PacTBOPaMn U1 re-

C

Puc. 4. 3Tanbl Ne4YeHUs nauMeHTa (a — HayasbHaga cutyauusd, b — nposeaeHo naomoupoBaHue ppoHTaNIbHOM
rpynnbl 3y00OB, C — NPOBEeAEHO NJIOMOUpPOBaHUE XXeBaTesIbHOM rpynnbl 3y00B)
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T

3/18



B noMowb NpakKTUYECKOMY Bpauy

NaMU AN OMALUHEro npuMeHeHus (B 4aHHOM Cry-
yae ncnonb3osancsarens R.0.C.S. medical minerals).
lMpoBeaeHEe peEMUHEPANNIYIOWEN Tepannum Nepeg
pecTtaBpaumen, kak B AOMALUHUX YCIOBUAX C UC-
MoNb30BaHNEM PEMUHEPANU3YIOLLKUX renen (B LaH-
HOM cnyyae wucnonb3oBanca R.0.C.S. medical
minerals), Tak 1B KIMHUKE npenapaTtaMmu KalbLus
B KoHUueHTpauun 10% meToaom anekTpodopesa
(10-12 npouenyp). [Ana npoBeaoeHUs peMnuHepanu-
3auuM B KJIMHUKE HeobXoaMMO npenBapuTesibHO
npou3BecTu NMPOPeCCUOHANBHYIO YbTPa3BYKOBYHO
YNCTKY.

Mepen npoBegeHnemM pecTaBpaumm CBETOOTBEPXK-
JaeMbiMM  KOMMOO3UTaMu NPOTPaBAMBaHME OCYy-
LLECTBSETCS C MOMOLLbIO KUCNOTbl KOHLLeHTpauum
10%, Tak kak rnybuHa Mmnkpornop, obpasyemMbix npu
NnpOTPaBANBaHUU C UCMNONb30BAHNEM KNUCAOTbI AN
amanm (37%), 6onblue, 4em rnybuHa, Ha KOTOpPYHo
CcrnocoOeH NPOHMKHYTb BOHA,.

HaHeceHne 6GOHOA B HECKOJIbKO 3TaroB, TaK Kak
rnocre NpoOTpPaBAMBAHWUSA OCTAETCHA TOJIbKO OpraHu-
yeckas martpuua 3yba, 6G0HO NPOHMKAET B MNOPbI,
HO HE MOXET 3anofIHUTb WX MOJIHOCTbIO C MEPBOro
pasa.

MpocywmBaHne 3y60B BaTHbIMM  TaMMnoOHaMW,
a He CTpyel BO34yxa, Tak Kak CTpys BO34yxa Cno-
cobHa BbI3BaTh Npu HA peakuuio «WoK ogoHToONa-
CTOB».

Mcnonb3oBaHme CUL, B kauecTBe maTtepuana gns
pecTaBpaunii HEMOMHOCTbIO CHOPMUPOBAHHBIX 3Y-
60B 1 KOMMO3UTHbLIX MaTepPManos Ass 3y60B, 3aKOH-
YMBLUMX CBOEE POpMUPOBaHUE.

MapannenbHoe HabnogeHMe y CTOMaTosIora-opTo-
nepaun ctoMmartonora-xmpypra.

Taknum obpasom, npeasioxkeHbl 0COOEHHOCTU anropuT-
Ma nedeHusa naumeHToB ¢ HA, BYaCTHOCTM NOAroToBKa
K pecTaBpauum, npouenypa npoTpaBanBaHns 1 ocobeH-
HOCTU BbiOOpa MaTtepuanos AJis pectaBpaummn Ha npume-
pPe KOHKPETHbIX KIMHUYECKUX CIy4yaeB MO3BOMSET Yyu-
LWNTb KQYeCTBO JIeYEHNS CTOMATONOrMYeCkX NauMeHTOB
C LaHHOW NaToNnoruen.
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