OEAEPAZIbHOE TOCYAAPCTBEHHOE BHOZAXKETHOE OBPASOBATE/IbHOE
YHPEXZAEHNE BbICLLUEIO OBPA3OBAHUA « ,£I,OHEL|,KI/II/I FOCY,ZI,APCTBEHHbIl/I
ME,ZI,I/ILI,I/IHCKI/II/I YHUBEPCUTET UMEHWN M. TOPbKOIO» MUHWUCTEPCTBA
3APABOOXPAHEHWA POCCUICKOW OEAEPALNNA

KJANHUYECKUE NMPOABJIEHUA
HECOBEPLUEHHOIO OCTEOIEHE3A C
HECOBEPWWEHHbIM AEHTUHIEHESOM U
noaxoabl K CTOMATONOIMNMYECKOMY

NEYEHUIO

 lertapeHko EneHa BacuabeBHa - goueHT Kadespbl
CTOMATOJ/1I0MMN AEeTCKOro BO3pacTa

« CamonneHko Aptem ANIeKCaHAPOBMY - CTYZAEHT CTOMAT.
daKkynbTeTq, 4 KYPC, 2 rpynna




Llenb

e VI3yunTb pacnpoCTpaHEHHOCTb, FeHeTUYECKME MEXaHU3Mb
BO3HMKHOBEHMWS, a TAaKXe KJMHMUYECKMe, B TOM Yncsie
CTOMATO/IorMyeckme NposiBeHNS HeCOBEPLUEHHOrO OCTeoreHesa,
aCCOLMMNPOBAHHOIO C HECOBEPLUEHHbIM AEHTUHOreHe30M,
0603HaUMTb €ro TUMbl 1 KAKYEBbIE MPU3HAKM, A TakXe 06CyanTb
0COHEHHOCTN CTOMATOI0MMYECKOro BeAeHWs Taknux NaLMeHTOB.




MaTepuasbl U MeTOAbI

 BbinonHeH aHa M3 0TeYeCcTBEHHbIX U 3apybeXHbIX peL.eH3npyeMbixX
nybamkauunm n pykosogcts (Shields et al., PubMed) no Ol n DI. B
YACTHOCTMU, UCMO/Ib30BaHbI JaHHbIE OPUTMHANbHbBIX M 0630PHbIX
ctateu (Halima Abukabbos et al., Saudi Dent J 2013; Orphanet J
Rare Dis 2008; Eur Arch Paediatr Dent 2025) ans 0606uweHns
MHPOPMALLMM O FreHETUKE, KAACCUPUKALLUN, KITMHUYECKNX
NposiIBAEHUAX U cTOMaTosornyeckom seveHum OI/DI.




propeptide
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« HecoBepuweHHbIN ocTeoreHes (Ol) — reHeTUYeCKM reTeporeHHoe
3aboneBaHue.

« Yauwe Bcero obycs0B/1€H ayTOCOMHO-A0MUHAHTHBIMW MyTaLUAMMA B
reHax COL1A1 n COL1A2 (konnareH I), pexe BcTpevaroTcs
ayTOCOMHO-peL,eccrBHble GopMbl (HOBble TUMbl 6e3 yyacTms COL1).




Pe3ynbTatbl n 06cyxaeHmne
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Typel Typel Type IV Type IV Type Ill Type Il
Female Female Male Female Female Male
Age, 38 yr Age, 63 yr Age, 40 yr Age, 35 yr Age, 27 yr Age, 40 yr
Height, 171 cm  Height, 137 cm  Height, 90¢cm  Height, 124cm  Height, 94cm  Height, 84 cm

Mo ynpowéHHou knaccudukaumm Sillence (1979) BoigenatoT TUMbI |-

| — nérkaa Hegodpopmupytowas ¢opma (AD),
Il - nepuHaTanbHo netanbHas (AD),
[l — Taxénas aedpopmmpytowas (AD),
IV — aedopmupytowas cpegHen Taxectu (AD).




Pe3ynbTaTbl n 06CcyxaeHume

r

« PacnpocTtpaHéHHocTb Ol ~1:20 000—30 000;

 50% H0NbHbBIX UMEIOT IKCTPACKeNeTHbIe NpU3HaKkK (ronybas
CK/JIepa, TYroyxoCTb, CKOJIMO3 1 AP.).




Pe3ynbTaTbl n 06CcyxaeHune

5°-DSPP Defects: DGI-111 3'-DSPP Defects: DD-11 and DGI-11

¢.135+3A>G €.2525delG; p.(Ser842Thrfs*472)  ¢.3700delA; p.(S:|234AIa‘Ter80)

« HecoBeplueHHbIN geHTUHOreHe3 knaccuduuympyetcsa no Shields
(1973) Ha Tvn | (accoymmpoBaHHbIn ¢ Ol) 1 n3oimpoBaHHble TUNb |-
I

 [1pn TMNe | nopaxéH konnarex | (kak npu Ol);

e [Mpu TnNax lI-lll — ren DSPP (dentin sialophosphoprotein).




Pe3ynbTaTbl n 06CcyxaeHume

 [1n5 3y6oB DI xapakTepHbl AHTAPHO-XENTAs UAM KOPUYHEBAS
OKpacKa, NoAynpo3payvyHOCTb U CKIOHHOCTb K BbICTPOMY M3HOCY.

« Mono4Hble 3ybbl NopaXeHbl CUbHEE MOCTOSAHHBbIX.




Pe3ynbTaTbl n 06CcyxaeHume

« Ha peHTreHorpammax 3y6bl npu DI umetoT konokosno0obpasHbie
YTO/ILLEHHbIE KOPOHKW C PE3KMM CY>XXEHUEM Y LLUENKMN, Y3KMNE
KOPOTKME KOPHU 1 MOMHYIO UM YaCTUYHYIO 061MTepanmio ny/ibnbl.




Pe3ynbTaTbl n 06CcyxaeHune

AMMJW#@A&WJ&WWWM&&

e [MCcTONOrNYeCKHn AEHTVNH TMNOMUWUHEPAJ/IN30BaH, C HEPETrYJIAPHbIMUA
PacllMPEHHBIMN KaHa/lbLaMN.




Pe3ynbtatbl n 06cyxaeHmne

« BegeHune aeteun ¢ OI/DI TpebyeT 0OCTOPOXHOCTU BBUAY XPYMKOCTU
KOCTHOM TKaHW U gedeKTHOro geHTuHa. Cnheayet nsberatb TpaBm
(Hanpumep, MHTYbaLKUKM) M UCNOIb30BaTb HepeXKHble MeTOAbI
aHecTesnu.




Pe3ynbTatbl n 0b6cyxaeHmne

e [MpodurnakTmka Kapmneca y naLLMeHTOB C HECOBEPLUEHHbBIM
AEeHTMHOreHe30M 0COHbeHHO BaXHa:
perynapHas npopeccnoHanbHas r’MrmeHa (Markas WeTka,
dTOopUAHaa nacTa) u repmetmsauma pmuccyp obasatenbHol 415
npeAynpexaeHns OCJ0XHEHUN.




Pe3ynbTatbl n 06cyxaeHmne

NONYKOPOHKM NONYKOPOHKMW

\ g8

\

samsakov.ru

e [Mpn HeObXOAMMOCTM paHHEro BOCCTaHOB/IeHMS 3yboB
npeAnoYTUTENbHbI MONYKOPOHKU WUJIN MOJIHbIE KOPOHKM
(MeTanAnyeckme Nam KOMNO3UTHbIE) A5 3aLUTbl yTPAYEHHOI O
AEHTUHA M COXPaHEHUsA NpuKyca.




Pe3ynbTatbl n 06cyxaeHmne

» OpTOAOHTNYECKOE IeYeHNE BO3MOXHO MPU HaZEXHON PurKcaLuum,
HO TpebyeT yuyéTta c1aboCcTy a3Manu n AeHTUHa.




3aK/IloyeHue

« HecoBepLueHHbIN OCTEOreHe3 C HECOBEPLUEHHBIM AEHTUHOMEHE30M
— HaC/IeACTBEHHAs KO/IIareHonaTus, CoYeTarowWw,as CUCTEMHbIE
aHOManuu ckeneta (YacTble nepenombl, gedpopmanmm, ronybas
CKJ1epa) 1 BblpaXkeHHble aHOMa K 3yHos.

« PaHHAS KOMNIEKCHAA A4MArHOCTMKA M MEXANCLLUMANHAPHbIM
noaxog (reHeTuKu, opToneAbl, CTOMATONOMM) KPUTUYECKM BaXHbI.

« CBOEBpeMeHHOe CTOMAaTOo/IorMyeckoe ConpoBOXAeHune
(NnpodurnakTuKa, pecTaBpaLMm KOPOHKAMM, KOHTPOIb TUTUEHbI)

MOMOraeT COXPaHUTb 3yHbl N PYHKLMIO XXEBAHMUS, yay4LLas
KQueCTBO XWU3HU N CHUXAS PUCK OC/TOXKHEHNN.
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