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Pe3iome

HecosepwenHbiii amerorenes (Amelogenesis imperfecta, AIH) — 310 cocTosiimne, BkAloaiouiee B ceost
reHeTM4eckn W KAMHM4eCKH Pa3AWYHbIe TPYIibl HACACACTBEHHbIX HapyleHWi, KOTOpPble B OCHOBHOM 3a-
TparnBaloT oo6bem, CTPYKTypy n coctaB 3yoHor smarm (Witkop, 1988). KoandectBo 3aghukcrpoBaHHbix
cayyaes Al pazandaercs B 3aBUCMMOCTH OT nonyAsiumm: ot 1:14000 B CLUA Ao 1:4000 B LliBeunn (Wit-
kop, 1988; Sundell, 1986). Tun HacreaoBaHns 3ab60AeBaHMUsI MOXKET ObITb AQyTOCOMHO-AOMMHAHTHbIF,
ayTOCOMHO-PeLIeCCUBHbIA MAM CBSI3aHHBIN ¢ X-xpomocomoii (Bailleul-Forestieret al., 2008). AaHHbix
110 4acToTe BCTPEYAEMOCTH AaHHOH natoAormm no Poccun Hetr. HeT u KAMHMYeCKMX peKOMEHAaLmi
10 Ae4eHUIO NaLMEeHTOB C Takoi NaToAOruen.

KawoueBbie caoBa: HecoBeplieHHbIi SHaMeAOreHe3, MEeXAUCUMIIAMHAPHBINA MOAX0A, CTOMAaTOAOIH1Ye-
CKMIi CTaTyC, KOHYCHO-Ay4eBasi KOMIbIOTEPHasi TOMorpachus.
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Abstract

Amelogenesis imperfecta (AIH) is a rare genetic disease affecting enamel. There are genetically and
clinically different groups of hereditary disorders, which mainly affect the volume, structure and com-
position of tooth enamel (Witkop, 1988). The number of recorded cases of AIH varies depending on the
population: from 1:14,000 in the US to 1:4000 in Sweden (Witkop, 1988; Sundell, 1986) The type of
the disease inheritance can be autosomal dominant, autosomal recessive or X-chromosome-associated
(Bailleul-Forestier et al.,2008). There are no data on the incidence of the disease in Russia as well as
treatment recommendations.

Key words: amelogenesis imperfecta, interdisciplinary approach, dental status, cone-ray computer
tomography.

AKTYAJIbHOCTb

HecoBepLueHHbI amernoreHes
(Amelogenesis imperfecta, AlH) —
39TO COCTOSIHME, BKJIOYAIOLEE B Ce-
09 reHeTU4eckn W KINHWUYECKN pas-
JINYHbIE  TPYNMbl  HACNEeOCTBEHHbIX
HapyLLEHWNIA, KOTOPbIE B OCHOBHOM 3a-
TparmealoT 0O0beM, CTPYKTYpPy M CO-
ctaB 3yb6Hoin amann (Witkop, 1988).
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KonnyectBo 3adurKCUMpPOBaHHbIX Cy-
yaes Al pasnuyaeTcsa B 3aBUCUMO-
ctn ot nonynsauumn: ot 1:14000 B CLLIA
0o 1:4000 B Leeunn (Witkop, 1988;
Sundell, 1986) [5, 10, 13]. Tun Hacne-
[JoBaHua 3aboneBaHns MOXET OblTb
ayTOCOMHO-O0OMWHAHTHbIM, ayTOCOM-
HO-PELECCUBHBLIN ~ UAN  CBSA3AHHbIN
¢ X-xpomocomori  (Bailleul-Forestier

et al., 2008) [4, 5, 9]. Ona knaccudu-
kaunmn AlH npegnarannceb pasnuyHble
CUCTeMbl, HO cucTema Kiaccuduka-
umn Yntkona (Witkop, 1986), ocHo-
BaHHas Ha POAOCNOBHOM 1 heHoTUMNE,
ABNIIETCA CaMOW  pacrnpoCcTpaHeH-
HOM [4]. KnunHunyeckme nposiBneHus
AlH 3ameTHO pasnuyalTcsa B 3aBU-
cumocTn ot Tuna AlH; camble sBHO




BblpaXeHHble HapyLLeHWs BCTpeYaloT-
csa y rmnonnactuyeckoro tuna AlH —
BMJIOTb A0 MNOYTU NOSIHOrO OTCYTCTBUS
amanu.

JlaHHbIX MO YacToTe BCTpPeYaemo-
CTU pgaHHown natonorum no Poccun
HeT. MNpu aNVMAemMMoNorMyeckom uc-
cneposaHum 2015 ropga B Knposckom
obnactn wmBr. Knupose paHHoM na-
ToJsIoOrMM  He Habnogann cpean oc-
MOTPEHHOIro KOHTUHIFeHTa BO BCEX
BO3pacTHbIx rpynnax [3]. Mpwn npose-
[EeHHOM CKPWHMHIre pacrnpocTpaHeH-
HOCTM HacneacTBEHHbIX 3aboneBaHui
¢ 2006-ro no 2015 rop B Knposckomn
obnacti pgaHHaa naTosiorns Takxe
He BbisiBNSnach [6].

CornacHo Knaccunounkaumm
powmnkoBa M. ., HacnencTBeHHblE
HapyLIeHNs1 pa3BUTUS TBEPAObIX TKa-

Heli 3yO6OB OTHOCATCS K NaTosio-
rmm, BO3HMKalOWeN B nepuon ¢on-
JINKYNSIPHOTO pasBuTus 3yba.

HecoBepuweHHbin amenoreHes (AlH)
— TEepMWH, KOTOPbIA MNPUMEHSET-
ca Ans onucaHms HapylweHuin ¢op-
MWPOBaAHMS 3Manu, MNPOSBASIOLLMX-
CSl yalle Ha BCex (Mnu npakTU4ecku
BCex) 3ybax Kkak BPEMEHHOro, Tak
1 NOCTOSIHHOrO MnpuKyca. Yawe Tep-
MWH CBSI3aH C HapyLUEHUSAMWU B pas-
BUTUN 3Manu, y HEKOTOPbIX MaLMeEH-
TOB MOTMYT MMETbCS HE3HAYUTENbHbIE
WUAN SIPKO BbIPAXEHHbIE W3MEHEHMS
Opyrux TkaHen 3yba U 4enoCcTHO-
NNUEBBLIX CTPYKTYp. 3aboneBaHue
0Obl4HO HE COMpPOBOXAAETCH CUC-
TEMHBIMW  HAPYLIEHUSMU U UMEeT
MHOXECTBO (EHOTUMNYECKUX MPO-
ABNEHNIA (NONyNSILMOHHAS YacTtoTa
1:7000-1:14000) [10].

Mpn ayTOCOMHO-A0MUHAHTHOM
AlH cyuwiecTByeT yeTkas MOOENb Ha-
CnefoBaHnsl  C MopaxeHWem  crne-
OYOWMX  MOKOSEHU. [Mockonbky
MYTMPOBaBLUWNIA FTEH HAXOOUTCS B 9yX-
poMaTuHe, TO BEPOSITHOCTb BO3HUK-
HOBEHUS1 3aboneBaHUs Yy NOTOMKOB
coctaBnsieT 50%. MyX4nMHbI W XEH-
LUMHBI MOPaXatTCs C OAMHAKOBOM Ya-
ctoton. Kak npaBuno, 3aTparmBaeTcs
M NOCTOSIHHbIA, W BPEMEHHbBIA  Mpu-
KYyC, OIHAKO MOCTOSIHHblE 3yObl MOryT
nMeTb 6oNee cepbesHble HAPYLLEHNS.

AmenoreHes Bk/lO4aeT Tpu CTa-
oun. MNepBasi, cekpeTopHasi, xapak-
TEPU3YETCH HAKOMIEHWEM OpraHu-
4yeckoro marpukca Bamenobnacrax.
Btopasi, MwuHepanu3auus, 3akiio-
YyaeTcs B Hyk/leaumMm wnam  obpaso-
BaHUW KpucTa/ioB. TpeTba CTa-
Onsi — CO3peBaHne MaTpukca amManu.
OcHOBHble knaccbl 6enkoB B MaTpUK-
Cce amanuM — 3TO aMEesIoreHuH, ame-
nobnacTtuH, amanb, TypTenuH, me-
TannonpoTenmHasa nong Ha3BaHUEM
«gHamenmauH» (MMP-20), cepuHoBas

npoTevHasa nMof Ha3BaHWEM «Ce-
puHOBasi npoTevMHasza 1 martpukca
amann» (EMPSP1) wncnepoBble KO-
NMyecTBa [OEHTMHOBOrO cuanodoc-
donpotemnHa (DSPP). Ha aTon ctagnn
opraHnyeckmin MaTpukc (0coBeHHO
aMenoreHnHbl) paspyluaeTcs nporte-
asamu. [NpooykTbl pacrnaga ameno-
reHnHoB peabcopbupyloTcs ameno-
6nactamu. MNopokn pas3suUTMS amanu
4acTO CBSI3aHbl C MyTauVsSIMU FEHOB,
KOAMPYIOLLMX 3TWN MaTpUYHble Benku.

MopTun, XapakTepusyloLwmniics
X-cuenneHHbIM TUMNOM HacneaoBa-
HUS, CcBA3aH ¢ myTauuen reHa AMELX,
KOAMPYIOLLLErO aMeNoreHnH, KoTopbli
pacnonaraeTtcsi Ha KOPOTKOM mneye
X-XpOMOCOMBI.

MopTunbl C ayTOCOMHO-0MU-
HaHTHbIM TUMOM HacnefoBaHUs CBS-
3aHbl C MyTauMeln reHa SHaMenu-
Ha, a Takke reHa, JIOKannayoLlerocs
Ha xpomocome 4. Habop reHoB B 06-
nactm 4q11-g21, nMeeT OTHOLWIEHNE
K BOSHVMKHOBEHMWIO 2YyTOCOMHO-A0MM-
HaHTHOr O amesioreHesa.

BcTpeyaloTca ceMbu € ayTOCOM-
HO-AOMWHAHTHBIM  HECOBEPLUEHHbLIM
aMenoreHe3oM 1 TaypoAOHTM3MOM
(ADAIT), unmelowme myTaumm B reHe
DLX3. lMpwu 3aTOM eCcTb WMPOKMA an-
anas3oH nposBneHun (deHoTUnbl).
OManb MOXEeT ObITb TOHKOW W TBEp-
[ON, C HOPMasbHOM CTENeHbIO MNpo-
3payHOCTN, HO ee TPYAHO BM3yanu-
31poBaTb Ha PEHTreHorpamMmme, 1U3-3a
YpPE3BbIYANHOM NCTOHYEHHOCTU. 3aTo
BCE CTPYKTYPbl XOPOLUO BUAHbI HA KO-
HYCHO-/Ty4EBOM KOMMbIOTEPHON TO-
morpadum (KJKT).

B HekoTOpbIX cnyyYasx O[HOB-
PEMEHHO MOXeT MNPUCYTCTBOBATb
rmnonnasus 1 rmnomMuHepanmaa-
LMa amanu, BTakux Cryyasix amanb
WCTOHYEHA 1 U3MEHEHA B LIBETE, TaK-
Xe OHa YTpa4yMBaeT CBOK ECTEeCT-
BEHHYI0O MPO3PaYHOCTb. Y HEKOTO-
pbiX NaUMEHTOB 3Malb HOPMAasbHOW
TOJILUMHBI, HO MJIOXO  MWUHEpanm3o-
BaHa, Yy APYrMxXe npu HOPMasbHOW
TONWMHE amManu 3ybbl HeJoCTaTou-
HO MPO3payHble, YTO CYMTAKOT MNpu-
3HakoM  runomartypauum. WHorpa
MCTOHYEHHAs aMallb MOXET ObITb 06-
HapyXeHa Nuvlb NpuU rUcToNornye-
CKOM W3YyYEHUWN YAaseHHbIX 3y6O0B.
Ho cerogHsi cTpyKkTypbl TKaHe 3y6oB
MOXHO PaCCMOTPETb MNPU MOMOLLN
Jly4eBOVM AMArHOCTUKU C UCMONb30-
BaHnem KJIKT. Yacto BO dpoHTanb-
HOM OTAefle MOXET MPUCYTCTBOBATb
On30oKkkno3ns. MexaHmam  dopmun-
poBaHMA €ee [0 CUX MOp HE U3YYeH.
MoaTomy Takmx NaLMEHTOB CTOMATO-
norn 60ATCA M He 3HAIOT, HYTO C HUMMU
penatb. Kak petckume crtomaronoru,
Tak 1 cToMaTonorn obLien npakTukn
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CTanknBalTCs C TPYOHOCTAMMU B Ou-
arHOCTUKE W IEYEHUN [AHHOW naTto-
nornm u B nevyeHnn naumentos ¢ MIH
[13]. PykoBogsilme npuHUmUnbl neye-
Hua AlH Oblin ycTaHOBNEHbI TONbKO
AAPD (American Academy of Pediatric
Dentistry).

OTnM peTaM Heobxoamma u CTo-
MaToJsiormyeckasi MoOMOLLb, Y NOPOWA
ncuxonornyeckasl. 4acto naumeHTbl
3aKpblBaloT 3yObl KycoykaMu Gymarm,
XEBATENbHOW PE3MNHKOM AN ApyrnMmn
MaTtepuanamMmu, 4Tobbl MMUTUPOBATb
«00ObI4HbIN» BUA 3y6oB. [MogpocTku
CTaHOBSITCS 3aTBOPHMKAMU 1 Aaxe
yrpoxaioT caMoybuincTBoM K3-3a UX
M3ypoaoBaHHbIX 3yO0oB. MHorve mo-
noaple ntoau ¢ AlH TpebytoT yaaneHus
3y00B 1 TPEOYIOT M3rOTOBNEHUS pas-
JINYHBIX BapuaHToB npoTe3os [12].
Mpu 3TOM 3yObl O4EHb YYBCTBUTESBbHbI
K BO3LENCTBMIO pa3fIiNyHbIX Temrnepa-
TYp Aaxe npu 4nctke 3y6oB. dmasb
y TakKnx NaumMeHTOB TEMHO-XenTas
nan kopudHesasa [15, 16]. YacTto pe-
TW He 3aMeyvaloT LBeT CBOMX 3yOOoB
M TONbKO B NOAPOCTKOBOM MEPUOLE
OHM 06paLLaloT BHMUMaHME Ha LIBET 3y-
60oB. Br. Knupose tonbko 12% onpo-
LLIEHHbIX MOAPOCTKOB n3berann ynbl-
6aTbcsa n3-3a suaa 3yoéos [11].

KakoBbl BapuaHTbl nevyeHns naH-
HOM natonornn? JleyeHne MnOCTOSH-
HOFO M CMEHHOro 3y6HOro npwukyca
Yyalle BK/OYAET MeXAucumMnInHap-
Hbln nogxod. HeobxoaMMO y4UTbl-
BaTb, 4YTO HeobOXoAMMO npeaBapu-
TENbHO TWaTenbHoe obcnenoBaHne
naumeHTa, npodeccruoHanbHas ruru-
€Ha MoJIoCTU pTa, JIeYeHNE 1 ComyT-
CTBYIOLMX NaTonorui [7]. Bo3amoXxHbl
BapuaHTbl BOCCTaHOBMIEHMS 3yOOB
CTaHAAPTHBIMU METaNIMYECKUMUN KO-
pOHKamMK, CTEKJIOMOHOMEPHbLIMU Lie-

MEeHTamMu, KOMMomepamMn U KOM-
no3uvtamm. BOAbWKWMHCTBO Bpayen,
43%, npegno4MTaldT UCMNOJSb30BaTb

CTaHOApPTHblE KOPOHKK, 32% — CUL,
nanm komnomepsbl, 13% — kKomMnosu-
Tbl. KOpOHKK coxpaHsioTcs Ha 3ybax
0o 10 net [14, 15]. OMnomepbl YalLe
MCMONb3YIOT NPU MONSPHO-PE3LI0BOM
runommHepanmzdaumm  (MIN), wmecT-
HOI runonnasvm W reHepann3oBaH-
HOM runonnasun [2]. MeTtannuyeckas
KOpoHka obecrneunBaeT GU3NYECKYIO
3aWmThl 3yb6a, NOCKONbKY 3aKpbiBaeT
3y06 MOMHOCTbIO, NPEensaTCTBYeT pac-
NMPOCTPAHEHUIO KapPWO3HbIX Mopaxe-
Hun [1].

LLENIb UCCNTEAOBAHUA

Ha nprmMepe aByx nauneHToB Npo-
BECTM MOJSIHOE, BO3MOXHOE B AaHHbIX
ycnosusx, obcnepnosaHne, 060CHO-
BaTb W BbIOpaTb Hambonee paumo-
HaNbHbIN METO, Ie4YeHNs.
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MATEPUAJIbl U METO/ bl

UCCJNIEAOBAHUA

MauyeHTbl C peakon naTtonornen
B pPa3HbIX BO3pacTtax — 7 1 S neT.

O6bBEKTUBHLIA OCMOTP NPOBEAEH
cornacHo OOLENPUHATON MeToauke
[8]. Bruoxumunyeckuin aHanus KpoBw
Ha cogepxaHme kanbumsi, ¢ocdopa
1 wenoyHon docdartassbl.

3ak/oyeHne reHeTU4ecKoro
obcnepoBaHus.

KJIKT, Tak kak oHa eguHONNYHO
obecrneynBaeT MOJIHOLUEHHYIO BU3Y-
anu3aumio  kaxaoro 3yba B nob6oM
NPOEKUMOHHOM  pakypce, aTakxe
NO3BONSIET MPOBECTU MAHOPAMHYIO
1 OObEMHYIO PEKOHCTPYKLMIO  3y6-

HblX psaoB 06e3  MNpPoeKkuMOHHOro
NCKaXXeHus.

Brnoxumunyeckmne vccnenosa-
HUS  CJIIOHbI  MPOBEAEHbl B Hayd-

Hoi nabopatopun «Kapueconoruns».
Broxnmunyeckme ncenenosaHms BKIO-
Yyanun B cebs onpeneneHuss cogepxa-
Hua Ca?" n PO,* BcocTaBe poOTOBOW
XWAKOCTU MPOBOAMNIOCH MPU MOMO-
Wy Habopa peareHToB «Kanbunii-2-
onbBekc» Uu«PH-OnbBekc», conep-
XaHne obuiero 6enka CTaHAAPTHbIM
Habopom peareHToB «Butan — O6wmii
6enok», C 3aBeplUeHneM MeToauK
Ha cnekTpodoTOMETPE Shimadzu
1240 (9noHua). OueHky obuiel aH-
TUOKCUAAHTHOW  aKTMBHOCTUM  OCYy-
LWECTBASANN  XEMUIIOMUHECLEHTHBIM
METOZOM, MO COOTHOLLUEHNIO YPOB-
HEN MaKCUManbHOWM BCMbILWKK/CBE-
Tocymma 3a60 cekyHa (Im/S60)
C UBMEPEHNEM YyKa3aHHbIX Mapame-
TPOB  Ha XeMWUNlOMUHOMETpe  Lum
100. WUsmepenne pH nposogmnochb
MUKPO-pH-meTpoMm.
Mwukpobuonormnyeckme wmccnepo-
BaHWs NPOBOAMNM B GakTepronornye-
CKOM OTAENeHun Hay4yHol naboparo-
pumn «HanpaBneHHOro perynmpoBaHus
MEXMUNKPOOHBIX B3aVIMOOENCTBUN
B 9K30- W 3HOOMMKPO3KONOrMYECKIMX

2018, 4 Cmomamonozus demcxozo 6o3pacma u npopuiaxmuxa

cuctemax».  Mukpoburonornyeckui
matepuan otbupanu npu ocMoTpe
B 06/1aCTV MakCUMasibHOro ckorne-
HMA 3yOHOro Haneta cneuyanbHbIM
CTEPWJIbHBIM  BYMaXHbIM  LUTUPHTOM
1 NoMeLLan B CTepuiibHble NMpodup-
K1 «dnneHgopd» obvemom 0,2 mn
C KPbILLKOW, 3anofIHEHHble AONCTUSI-
nnpoBaHHoOW  Bogon. JJoctaensnun
B OakTepuonormyeckyio  nabopato-
pUIO B TEYEHNE OBYX HACOB C MOMEHTA
B3ATUA npobbl. Comepxumoe aecs-
TUKpaTHO pas3soaunu. [ns Bbloene-
HUS CTadUIOKOKKOB MCMOMb30BaIm
nuTaTesibHyl0 Cpeay >XeNnTo4yHO-CO-
nesoro arapa (KCA), unHkybuposa-
oM npu Temnepatype 37°C B Teue-
Hue 48 vacoB. NapeHTuduumposanm
C UCMOSIb30BAHNEM oroxmmunye-
ckmx nnactuH HMO «Huxeropoackuin
KOHTYp». CTPEnTOKOKKN  KYNbTUBU-
poBann Ha KPOBSIHOM arape, 9HTe-
POKOKKM —  HadHTEepOKOKKarape;
KopuHebakTepum — Ha kopuHebaka-
rape, knebcmensbl, KULWEYHbIe nanoy-
KM — Hacpene OHOO, aHadpPOOHble
MWKPOOPraHm3amMbl —  Ha 3JIeKTUB-
HOW cpene Ans BblpallMBaHUS aHas-
po6OB B YCNOBUSAX MPUMEHEeHUs ra-
30reHepaTopHbix naketoB GasPac
npoussoacTea  HiMedia, NHpousa.
OnddepeHumposann C NpYMeHe-
HMEM TecToBbIx HabopoB Lachema,
Yexus.

PE3YJIbTATbl UCCJIEAOBAHUA
U NX OBCYXXAEHUE

KnuHuyeckas cutyaums 1

B cTtomatonormyeckunii kabuHet
KnnHukn Kuposckoro MY obpatu-
flacb Mama C CblHOBbSIMU 7 N 5 neT.
>Kanobbl y neter Ha HEOObIYHbIA LBET
3y060B (XKenTo-ko-

nuwy. Y mnagwero 6pata Bce CUM-
NTOMbl BblpaXeHbl criabee (BpemeH-
HbIi NpUKyc). Y Mambl Toxe Gbinn Ta-
KWE W MOCTOSIHHbIE, U BPEMEHHbIE
3y6bl, celtyac Bce 3yObl MOKPbITbI KO-
poHkamu. Y nanbl 3ybbl OObIMHOIO
ugeTta. MaumeHTtbl M., 7 net, v nauu-
eHT W., 5 net, npoxwuealT B 3KOSO-
rmyeckn HebnaromnosyyHoM panoHe
Knposckoi obnactu. Xanobbl Ha He-
3CTETUYHbIA UBeT 3yb6oB, Gonu npu
npuemMe nuy, npuv 4Ynuctke 3y6oB.
Co cnoB Mamebl, OHM cpasy npopesa-
JIMCb TaKoro ugeTa.

CoctosiHne naumeHTta M., 7 ner,
yOOBNETBOPUTESNIBHOE, acTeHunye-
CKOM KOHCTUTYUUU. Manbymk KOH-
TakTeH. KoxHble nokpoBbl 6nea-
HO-pO30Bble. JIMLO CUMMMETPUYHO,
nmeeT npoaoroBaTylo dopmy
(puc. 1). PervoHapHble numdoy3s-
Nbl HEe YBENIMYEHBI, OTKPbIBaHWE pTa
cBOOOAHOE B MNONHOM 0ObeMe, OBU-
XEeHVe B CycTaBax CBOOOOHOE, CUM-
MeTpuyHoe. MNpUKyC CMEHHbIN, 1me-
IOTCS  MOCTOSIHHbIE 1 BPEMEHHbIE
3ybbl. MimeeTcsi cyxeHue B HOKOBbIX
oTaenax, Hebo roTmyeckoe, OTKPbITbIN
npukyc (nepegHuii). KpacHaa kanma
ry6é 6e3 naTtonorn4yeckmx anemMeHToB.
Cnnauncrtaa obosioyka MnonocTn pTa
6nenHO-pO30BOro LBETA, YMEPEHHO
BNaXHas.

3ybHass dopmyna npencraese-
Ha Hacxeme 1, KapMO3HbIX NMopaxe-
HUI HeT. 3oHaMpoBaHWE Bcex 3y6oB
60ne3HEeHHO, 9Mallb Ha NOCTOSIHHbIX
M BPEMEHHbIX 3ybax OTCYTCTBYET.
[JEeHTUH YNNOTHEH, XEeNnTo-KOpU4YHe-
BOro LBeTa (puc. 2), peakums Ha xo-
nop, 6onesHeHHasi, npoxoaswas no-
CJle yCTpaHeHus pasgpaxuTens.

pVYHEeBbIN),  He- Cxema 1. 3yb6Hasa dpopmyna naumenta M., 7 ner
npUSTHbIE  OLLY-

LISHIS U YNCTKE 16|55/54/53| 0 |11(21(22]63|64|65/|26
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Bce 3y6bl NOKPbIThI 0OUSIbHBIM Ha-
netom, nipekc NpuHa-BepmnnboHa —
2,4 (HeynoBNEeTBOPUTENbHbIN). PMA —
84%, KPOBOTOYMBOCTb OTCYTCTBYET.
Kapuno3aHbix nonoctein HeT. 90/, no-
CTOSIHHbIX 3y6oB konebnetca oOT 3
00 5 MAM.

MpenoBapuTenbHbIi ANarHo3: He-
KaprMoO3HOEe MOopaxeHne, BO3HUKLLEE
[o npopesbiBaHus  3y6os.  K00.50
(Amelogenesis  imperfecta,  AlH)
f'MnomuHepanusoBaHHblil AU (Tun
Ill), koTopkI sBNsSieTCA Hanbonee TA-
xenon dopmor AlH.

HasHayeHbl [onoHUTENbHbIE Me-
TOAbl 00CNenoBaHNS:

+ KoHyCHO-ny4yeBasi KOMMblOTEPHAast
Tomorpadwvs;

+ Brnoxmmumnyecknii aHanns Kpoeu
(copep>xaHne LWenoYyHom
docdoTasbl);

+ Brnoxmmumnyecknii aHanns CntoHbl;

+ Mwukpobuonormnyeckuii aHanms
CJIOHBI;

+ KoHcynbTaums reHeTuka.
MNMoBTOpHOE noceLyeHne BObIIO Ye-

pes3 nBe Hepenu, 4TO CBSI3AaHO C OT-
OaneHHbIM MPOoXMBaHWEM MauMeHTa.
B 6uoxvmunyeckoMm  aHanuse  Kpo- 31
BN Y BCEX YNI€HOB CEMbW COAepXa-
HMe wenoyHom docdoTtasbl B GU3n-
ONIOrMYeckMx Hopmax, Y naumeHTa
M.— 198 Epn/n. 310 ucknoymno ru-
nogpocoortasuio. CogepxaHme kasb-
ums BKkpoBu 2,3 MMOnb/n, docdo-
pa 1,82 MMosb/n, 4TO COOTBETCTBYET
HOpMe OJ1s1 JaHHOro Bo3pacTa.

B BroxumMmnyeckom aHanuse cho-
Hbl coAepXaHue kanbums n docdho-
pa COOTBETCTBYET MnokasaTensaMm Ka-
puecpe3ncTeHTHbIx noaein, pH-7,04.

B Mukpobuonornieckom rnocese
BCE MMKPOOPraHn3mMbl NPUCYTCTBYIOT
B konnyectse 102-103, yTto TOXE TO-
BOpPUT 06 MX CMMBUNO3E.

KoHcynbTaumsa mMeamumHCKoro re-
HETMKa nokKasana, 4TO W3MEHEHUN
B CTPYKTYPE XPOMOCOM Y BCEX YJIEHOB
ceMbM He BbisiBieHo. CornacHo cum-
naTokoMryiekcy u GeHoTUNMYECKUM
NposiBNIEHNSIM, FeHeTUK MNoATBep-
OV OMarHo3 «HecOBEepLUEHHbI 3Ha-
mMenoreHes». Ha cxeme 2 BUAHO, 4TO
HacnegoBaHMe MNPOU3OLLIO MO ayTo-
COMHO-A0MUHAHTHOMY MPU3HaKY.

Cxema 2. 3akpallueHHble
durypbl — nuua, umeowme
natosioruio amanu syo6oe
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MoJfiipax 3malib 4aCTUYHO OTCYTCT-  Ha 3ybax, npakTuyeckn 6e3 Cxema 3. 3yoHaa ¢popmyna naumeHTa U.,
ByeT (puc. 5). Npu atom B nynbnap-  npenapupoBaHusi. 3ybbl ne- 5 nert

HbIX Kamepax NMOCTOSIHHbIX 1 BpeMeH-  pen dukcaumein Obiin 06-
Hblx 3y6oB ob6pa3oBaHuii HeT. KopHKM  paboTaHbl  Ae3NHPUUMNPY- 55/54/53/52/51/61/62/63 64|65
NMOCTOSIHHbIX 3yO6OB B CTaguu pocTta, towmm pacteopom 0,05% 85/84/83/82/81[71|72]73[74|75
POCTKOBbIE 30Hbl Ha BCEX MOCTOSIH-
HbIX 3yb6ax KOHTypupyloT. KopHu Bpe-
MEHHbIX MOJSISPOB B CTagun pe3opb-
UMK, 4TO COOTBETCTBYET BO3pacTy
pebeHka.

Bbin coctaBneH nnaH neveHus:

+ npoBeaeHne NPodeccroHanbHOM
rMrMeHbl NoJIOCTU, UCNONb30-
BaHMe goma 3yOHol nacThl,
copepxatlein 1500 ppm F,

* MOKPbITUE NUTBIMU MeTanun-
4eCKMM KOPOHKaMW NepBbIX
NMOCTOSIHHbLIX MOJIIPOB Ha 06enx
YenCTAX NPY MUHVMaSIbHOM
npenaprpoBaHnn TkaHel 3y6a;

* N3roTOBJIEHME KOPOHOK N3 akpu-
nosow nnactmaccsl Villacryl STC
useTa A3 Ha NepeaHIolo rpynny
NOCTOSHHBIX 3y60oB (1.1; 2.1;

2.2), ons 6onee aCTETUYHOIO

BHELLHEero B1aa nauneHTa v Bo3-

MO>XHOCTW KoppekLmn hopMbl

1 OKKJTIIO3MOHHbIX KOHTAKTOB.

32 lMnaH neveHns cornacoBaH C 3a-

KOHHbIM MNpeacTaBuTenem (Mamoi),
1 BbINIO peLleHo NpucTynaTh K ero pe-
anusaumn. YunTbliBas 4albHOCTb NPO-
XMBaHUSA naumeHTta ot r. KupoB un ero
boneBble peakuuu, ObINO PELLEHO pa-
6oTatb ¢ Mogensamu. 3yOHOM TEXHUK,
Y4UTbIBAsi MUHUMaSbHbI 0ObEM Mpe-
napupoBaHus 3y6oB, NPOBEN npena-
pVYpOBaHMS Ha MOAEnNsX, W3roToBWJI
afanTbl U3 NIACTMACChl, C NMOMOLLbIO
KOTOPbIX ObIIN OTAPenapupoBaHbl 3y-
Obl Kak Ha mogenu. Takum ob6pasom,
CHavyana M3roTaBNNBaIMCb KOPOHKMU,
aTO/IbkO MOTOM MnpenaprMpoBancChb
3y0bl.

Ha nepBom aTtane 6buin 3aduk-
CUPOBaHbl TOJIbKO JNNUTble MeTanau-
yeckme KOPOHKW Ha NepBbiX NOCTOSIH-
HbIX Monsipax (puc. 6, 7) 1 nonyyeHsl
OTTUCKM CUJIIMKOHOBO Maccoli ¢ obe-
MX YeNloCTEN OBYX3TaAnNHOW MeToam-
Ko (puc. 8), aTakke onpeneneHo
COOTHOLLEHWNE YEeNoCTeN NMpu Momo-
wy 6anT-permcrtpaTopa U3 CUINKO-
HoBOW Macchl (puc. 9). PebeHok oT-
nyleH Ha ABe Heaenn OOMOM, YTobbl
apanTmpoBasncs K MeTa/llIN4eCcKMM
KOPOHKaM.

B panbHenwem TexHuK 3armnco-
BblBa/l paboyve MoOenn B OKkoaa-
TOp W MOOENMPOBaN KOPOHKM pPe3LLoB
npyv MOMOLWM TEexXHOMormm wax-up.
Janee npoBogunn 3amMeHy Bocka
Ha akpuIoOBYlO Maccy, MeToaoM Bap-
KW nnacTmacchl B kioBeTe. 3aTeM Ko-
POHKM MPUNacoBbIBaNM Ha rMrcoBbIX
Monensix B okkitogarope. NMocnegHnm
aTanomMm Bpay GUKCMPOBaN KOPOHKMU
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xfioprekcuamHa ovirniokoHata u eH-
TUH-repMUTU3NPYIOLLNM JINKBU-
nom npowussoactea Human Chemie
GmbH. 3adurkcrpoBaHbl BCe KOPOHKM
Ha CUL, Ketac Cem Easymix. Mpwu no-
MOLLM MJIaCTMACCOBBLIX KOPOHOK ne-
PEKPbLINU OTKPbITLIA NPUKYC BO GPOH-
TaneHOM otgene (puc. 12, 13).
PebeHok v poauTenu ynosneTBope-
Hbl MPOBEAEHHbIM nedveHnem. OueHb
TPOHYNM C/IOBAa Manbynka, BCTaBLLIEro
13 kpecna: «<Bam MoOXHO foBepaTh!».

KnuHnyeckas cutyauus 2

CoctosiHne nauuweHta W., 5 ner,
yOOBNETBOPUTENIBHOE, HOPMasbHOro
TENOCNOXEHUS. Manbynk KOHTaKTEH.
KoxHble nokpoBbl 61egHO-PO30BLIE.
JInuo cMMMETPUYHO, MMEeeT OBallb-
Hylo dopmy. PervoHapHble numdbo-
y3J1bl HE YBENIMYEHbI, OTKPbIBAHME pTa
cBOOOAHOE B MOSHOM 0ObeMe, ABU-
XeHWe B cycTaBax CBOOOAHOE, CUM-
MeTpu4yHoe. NMprUKyc MOMOYHbIN, UMe-
eTcs CcyXeHue B OOKOBbIX OTAenax,
HebO roTmyeckoe, OTKPbITbIA Mpu-
Kyc (nepegpHuii). KpacHas kalima ryo
6e3 NnaTonornyeckux 31EeMEHTOB.
Cnnauncrtas obosioyka nosocTn pTa
6nenHO-pO30BOro LBETA, YMEPEHHO 33
BNIaXHas.

3ybHass ¢popmyna npeacrtasnieHa
Ha cxeme 3, KapuO3HbIX MOPaXeHWUN
HeT. 3o0HAMpPOBaHKe BCcex 3y60B cnabo
O0ONe3HeHHO, 3Manb Ha BPEMEHHbIX
3y6ax 4aCTU4HO OTCYTCTBYET. JJeHTUH
YMJIOTHEH, XENTO-KOPUYHEBOrO LBE-
Ta (puc. 14), peakuus Ha X0noA cna-
60 6onesHeHHas!, NpoxoasLLas nocne
YCTPaHeHMS pasapaxnTens.

Bce 3y6Gbl  MOKPbITHl  0OWIb-
HbIM HanetoMm, uHaoekc Pepoposa-
BonopkuHon — 3,4 (HeypoBsnet-
BOPUTENbHbIN). PMA —  78%,
KPOBOTOYMBOCTb OTCYTCTBYET.

MpenoBapuTenbHbli ANArHO3: He-
Kapno3Hoe MnopaxeHue, BO3HUKLLEE
[o npopesbiBaHus  3y6os.  K00.50
(Amelogenesis  imperfecta,  AlH)
'MnomuHepanunsoBaHHbii AU (Tun
).

HasHayeHbl JONONHUTENbHbLIE Me-
TOoAbl 00CNenoBaHNS:

+ BUOXMMUYECKWNIA aHaNN3 KPOBU
Ha coaepxaHme Kanbums, poc-
dopa 1 wenoyHomn pocdoTassbl;

+ BUOXMMMYECKWNIA aHANN3 CIIOHbI;

*  MUKpoBMonornyeckmin aHanna
CJIOHBI;

* KOHCYNbTaLMs reHeTuka.
MoBTOpHOE  nocelleHne  Obl-

N0 4Yepe3 [OBe HeOenu, 4to CBsA3a-
HO COTOANEHHBIM  MPOXWUBAHUEM
naupeHta. B 6Guoxmmmnyeckom aHa-
NM3e KPOBW Yy Manbynka comepxa-
HUMe wenoyHon ¢ocdoTasbl 223
En/n B dusmnonornyecknx Hopmax.
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910  umckmouuno  rmnogocdoTa-
3uio. CopepxaHve kanbumsi B KPO-
BU 2,48 MMOJb/N, dochopa
2,13 Mmmonb/n, 4To aBngetTca Gusno-
NIOrM4eCcKom HOPMOW.

B 6uoxmumunyeckom aHanmae crio-
Hbl cogepxaHue kanbumsa un pocdo-
pa COOTBETCTBYET MnokasaTensam fe-
TEN C KapUEeCPE3NCTEHTHOM 3Mablo,
pH-7,01.

B mMukpobuonornieckoMm nocese
BCE MUKPOOPraHm3mMbl NPUCYTCTBYIOT
B konn4yectBe 102-103, yTO TOXE rO-
BOpPUT 06 nx cumburose.

KoHcynbTaumss MeguumHCKoro re-
HeTMKa mnokasana, 4TO W3MEHEHWI
B CTPYKTYPE XPOMOCOM Y BCEX YNEHOB
CEMbM HE BbISIBNEHO. [launeHTbl §B-
naTcs 6patbsMn, NO3TOMY Hacne-
[OBaHWe Takxe MpoM30LLI0 Mo ayTo-
COMHO-0MVHAHTHOMY MPU3HaKy.

Bbin cocTaBneH nnaH nevyeHus:

+ npoBegeHne NpodeccrnoHanbHoM
rMrmeHbl NONOCTU, UCMOMb30-
BaHMe goma 3yO6Hol nacThl,
cogepxaweri 500 ppm F,

* MOKpbITUE NNTBIMU METANNN-
4eCKUMU KOPOHKaMU BTOPbIX
BPEMEHHbIX MOJIIPOB Ha 06enx
YENCTAX NPU MUHUMANbHOM
npenapupoBaHUn TkaHel 3yba.

Y wmnagwero 6pata He NpoBO-
onnn KTJIK, Tak Kak Manb4MK O4YeHb
NOOBWMXHBIA 1 HE 3aXOTeN  CTOATb
HEMNOBUXHO.

MnaH neyeHns Toxe ObIN corna-
COBaH C 3aKOHHbIM MNpeacTaBUTENEM
(Mamoi), ncpasy npUCTynuan K ero
ncnonHeHuo. PelweHo 6bino pabo-
TaTb C MOAENsMW, a B AallbHENLIEM
TEXHUK KapaHzalwom oTmedan obna-
CTW, roe OH NpoBOAWA NMpenapupoBa-
HWe Ha Mopaensx, 4Tobbl Bpay npena-
pupoBan 3TV Xe MOBEPXHOCTM 3yba.
MepBNYHO M3roTaBNMBaNNCb KOPOH-
K1 1 NoAroHsMck nopg, 3yosbl (puc. 15,
16).

Y paHHOro pebeHka Mcrosib3oBa-
NI TONbKO METaININYECKNE KOPOHKM,
Tak kak He 6blN0 CUSIbHOW YyBCTBM-
TENbHOCTM MpU Npueme nuwm. 370
CBSI3aHO CO CTPOEHNEM HEPBHOIO BO-
JIoOKHa (6e3mMunenMHoBOEe) BO BPEMEH-
HOM npuKyce. He ctann wucnonb3o-
BaTb CTAHOAPTHbIE KOPOHKM, TakK Kak
Manb4MK O4eHb BO3GYAUMBIA 1 HEMO-
CelJIMBbIN, Y4TO BbI3bIBAET NPOBGNEMbI
npu npunacoBke KOPOHOK. BTopble
MOJIOYHbIE  MONSIPbl  MPAKTUYECKN
He npenapuposann. [locne odwukca-
LN NNTbIX KOPOHOK Ha CULL naumeHT
M. He ucnbiTbiBan anckomaoopT, emy
OblJI0O MHTEPECHO cTy4aTb 3ybamu,
KaK «cepbln BOSK». B geTckom BO3-
pacTe HeOOXOAMM N UTPOBOI KOMMO-
HEHT 0N OOCTUXEHWUS MOCTaBEH-
HOWM uenn nevyeHusa. HesHaynTenbHoe
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yBeJINYeHne BePTUKASIbHON OKKI03UN
YCTPAHUTCS CaMOCTOSATENIbHO B Teye-
Hue 20-30 gHen.

3AKNIOYEHUE

OcHoOBHasa UeNb Nie4YeHUst 3akiio-
yanacb B COXpPaHEHUM MexasbBe-
OJIIPHOM  BbLICOTbI Yy 0OOUX OeTen,
aUMEHHO — B COXpPaHEeHUN LEenocT-
HOCTW MOJSIPOB, SIBASIOLLNXCS «KJtO-
4YOM  OKKO3UN» B GOPMMUPOBAHUN
MOCTOSIHHOIO Npukyca. JleyeHne nNpo-
BeOEHO COrflacHO oA006peHHOro Ma-
MOW nnaHa. B xoge neyeHns yuntoiBa-
JINCb MHAMBMAOYaNbHble 0COOEHHOCTN
nosegeHnsa petein. lNpumMeHeHa He-

0o6blyHAs MeToAuKa W3roTOBAEHUS
KOPOHOK B OPTOMEAMYECKOl  CTO-
MaTonormu:  3ybbl  MpenapupoBa-

NN Nocfie W3roToBJSIeHUS KOPOHOK.
B cnoxHbIx cutyaumsix Heobxoammo
NPUMEHSATb MEXANCLUMNIINHAPHBIN
noaxon, He Bcerga COOTBETCTBYIO-
W1A  KIIMHWYECKUM  pekoMeHOaum-
AaM. OTO MO3BOJSISIET CHUXATb Y AETEN
KONMYECTBO MOCEeLUeHni i Bpaya, 4To
aKTyanbHO O/ PEermoHOB C HU3KUM
YPOBHEM CTOMAaTOJIOrM4yeckom MoMo-
LM M NPpU OTCYTCTBUM CMeLnanncToB
B OTAAJIEHHbIX palioHax obnacTu.
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610002, r. Kupos,

yn. Bonogapckoro, 4. 167

Banepuit KOHCTAaHTHHOBHUY
JIeOHTBHEB — K 80-JI€THIO CO
ITHA POXKIECHUA

Banepwuii KoHcTaHTUHOBNY JIEOHTbEB — OKTOP MEeANLMHCKNX HayK,
npogeccop 6MoHeopraHN4eckor n 6uogpuanyeckor xummumn, rnpogec-
cop cTomartoJsioruu, 3acjlyXXeHHblii gesatesnb Hayku Poccun, akagemuk
PAMH, akapemuxk PAH, Buuye-npe3ugeHT CTAP, 3acnyxeHHbli ges-
Tes1b Haykm Poccuun, HavdasbHUK yripaBrieHusi no Hayke MFMCY um. A.U.
EBnokumoBa. Banepwii KOHCTaHTMHOBUY MHOIrOoKpaTHO Harpaxpgascs
mMegansamMmu, noYyeTHeiMu rpamoramm MunuctepcTBa 34paBooxpaHe-
Hus P®, Poccuiickolri akageMun ecTeCTBeHHbIX HayK U Ap. 3a 3acly-
rm nepen npakTu4ecKUm 3[paBooOXpaHEeHUEeM U NMoAroToBKe Kaspos,
HarpaxpaeH lNpasurenscTtsom Poccumn opaeHom lNMoyera 3a 3acnyru B
ob6nacTu 3apaBoOXpaHeHusl, opaeHoM «3a 3acsyru nepes croMaro-
noruen» | creneun, opgeHom lNetpa Benukoro | creneHu 3a 3acnyru v
60/1bLUOJ BKJ1aA B pa3BUTUE OTE4YECTBEHHON MeauLVHbI N 34PaBOOX-
paHenuns (HaunoHanbHbIli KOMUTET 00LecTBeHHbIx Harpag Ne01-07 —

opaeH Ne 098 ot 19.01.2007 r.), npucyxgeHa locynapcreseHHas npe-
musi P® 3a 2002 r. B o6nactu Hayku u TexHuku (yka3s lpe3ugeHta PP

Ne1481 or 13.12.2003r.).
Banepuii KOHCTaHTMHOBMY — aB-
TOp 67 MoHorpaduii n y4ebHNKOB MO
BCEM pasgenam ctomartosioruum. Mog
€ero pykoBOACTBOM 3alUplleHbl 60-
nee 150 pokTOpCcKMX W KaHouaaTt-
CKMX guccepTauuii no akTyasbHbIM
BOMpocamM cTomartosiorum. Akagemuk
NeoHTber B. K. — ocHoBaTtenb psga
Hay4YHbIX HanpaBneHni B 0TEYECTBEH-
HOM CTOMATONIOMNK, MOCBSALLEHHbIX

M3y4eHMI0 PasHO0bpasHbIX NPobem.
Peaynbratbl ero Hay4yHOW [esTenb-
HOCTW BbICOKO OL@HEHbl POCCUIACKMM
M MexOyHapoAHbIM CTOMAaTONOrn-
yecknum coobLlectsoM. JleoHTbeB B.
K. — uyneH MexpayHapoaHol akage-
Mun Mbepa Pywapa (1993r), uneH
MexayHapogHor AkagemMun cToma-
Tonorum (1995 r.), uneH n Buue-npe-
3naeHT MexayHapogHor Reference
Academy (2002 r.),
yneH BcemwupHol ac-
couyaummn cToma-
Tonoroe ¢ 1994 r. B
2001-2002 rr. 6bi1 13-
6paH npe3naeHToMm
Poccuiickoro mMenun-
UMHCKoro obuiecTsa,
ABNSAETCS AMPEKTOPOM
cbe3noB Poccuiickoro
MeOULUHCKOro 06-
wectea (2007 r.), no-
YeTHbIM npodeccop
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HECKOJIbKUX
YHNBEPCUTETOB.
B nocnyxHoM cnucke akagemu-
ka JleoHTbeBa B. K. ecTb roapl, Kor-
0a OH 3aBefoBan kadenpor oeTcKom
ctomatonorun OMCKOro MeauuyiH-
CKOr0o MHCTUTYTA, U eMy, Kak HUKOMY,
[0 CcerogHsiluHero OHs 6nmn3kn npo-
6nemMbl getckux ctomartosnoros. o,
ero pykoBoACTBOM 3aluumuLeHO 60sb-
LIOe KONMYEeCTBO KaHANAATCKUX U O0-
KTOPCKMX AnccepTaumim no AeTcKomn
cTtomarosiormm. B HacTosilee Bpems
MHOIMe ero y4eHuku OOCTOMHO MpPOo-
JOMKalT  Hay4yHO-uccnenoBaTtesib-
CKYIO OesiTeNbHOCTb MO AEeTCKOW CTO-
maTonorum B Poccum n ctpanax CHI.
Konnerm wn y4yeHukn OT Bcen

akagemMmumn, BY30B,

aywm no3apasnsioT Banepus
KoHcTaHTUHOBMYA C  toOUneeMm u
XenalT emy  Kpemnkoro  340po-

Bbd W MHOrmx net I'IJ'IO,EI,OTBOpHOVI
AeAaTesibHOCTU.

2018, 4 Cmomamonozus demckozo 603pacma u npoduraxmuxa
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