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Summary. Ectodermal dysplasia (ED) is an extensive group of syndromes
that are heterogeneous in clinical manifestations and genetic aspects and
are characterized by abnormalities in structures of ectodermal origin.
This article presents a clinical and radiological review of the hypohydrotic
form of ectodermal dysplasia, as well as describes approaches to dental
rehabilitation of these patients. The important role of the dentist in the
identification and management of patients with ED is shown.
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BBeaeHne
TepmunHonorua n kKnaccnukayms

EePMUH «3KTOoAepManbHaa aucnnasua» (3) obvepu-
HAeT B cebe rpynny HacneacTBEHHbIX 3aboneBaHui,
XapaKTepu3yLwWwmnxca CTPYKTYPHbIMU 1 GYHKUKO-
HaNbHbIMMA aHOMANMAMM TKAHEW, MPOUCXOAALLNX U3 IKTO-
nepmbl [1]. BnepBble onpegeneHne n Knaccuoukauma K-
ToAepMasbHbIX ANCMNa3nin 6o NpeanoxeHol Freire Maia
(1971;1977) [2, 3]. ABTOpPbI BblgenAoT ABe rpynnbl. K rpynne
A oTHOCATCA HO30M0rMK C AedeKTamn Kak MUHUMYM B [1BYX
cnefyoWmnx «KnacCuyeckux» CTPYKTypax: BONOCHI, 3y6bl,
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AnHomayus. JkToaepmanbHble aucnnasuu (1) npenctaBnAioT coboit 06-
LUMPHYIO FPYNNY CMHAPOMOB, HEOJHOPOAHBIX MO KNUHUYECKUM NPOABNEHNAM
W TEHETYECKMM aCMeKTam W XapaKTepu3yLNUXCA aHOMANMAMU B CTPYKTYpax
3KTOZepPManbHOTO NPONCXOXAeHNA. B HacToAWei cTaTbe NpefCTaBAeH KNHU-
KO-peHTreHonornyeckmit 0630p runNorMapoTYeckoit Gopmbl IKTOAEPMaNbHON
ANCMNA3MK, a TakKe OMMCaHbl NOAXOAbI K CTOMATONOrMYeckoil peabunutaumn
JaHHbIX 6onbHbIX. MokasaHa BaHaA ponib CTOMatonora B uAeHTUdUKaLun
11 BeieHuM naumeHToB ¢ 3.

Kniouesbie c1o8a: 3KTOfepManbHaa AUCNAA3MA, TUNOrMAPOTUYECKas, aHrMapo-
Tyeckas, cuuapom Kpucra-Cumenca-Typena, cunapom KnoyctoHa.

HOFTN 1 NOTOBbIE Xefne3bl, C MOPOKaMU Pa3BUTMA U JPYri-
mun fedektamm unu 6e3 Hux. K rpynne B oTHocATcA Ho30-
norum ¢ pedbekTamm TONbKO B OAHON N3 YeTbIpeX Bbllleymno-
MAHYTbIX CTPYKTyp. COCTOAHMNE, XapaKTepr3yemoe TONbKO
3KTOAEPMAbHbIMU NPU3HAKaMU, Ha3blBaeTCA «4mcTon» Jf.
Ecnv natonornuyecknii npoLecc coyetaeT B cebe aKToAEp-
MaJibHble MPU3HAKA U MOPOKM Pa3BUTKA, 3TO Ha3blBaeTCA
cnHgpomanbHoi 3[]. OgHako nosgHee Gblia NpeanoXKeHa
apyraa Knaccudurkaumsa, B OCHOBY KOTOPOW neriy 3HaHuA
O MONEKYNAPHO-TEHETNYECKUX MexaHu3max u buonoru-
yecknx OyHKUMAX Genkos, yyacTBylWmMx B pa3sutumn .
Manuela Priolo (2001) n Carmelo Lagana (2009) sbigenvnm
ase rpynnbl 3/ [4, 5]. K nepBon rpynne oHW OTHeCAnN «4u-
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cTble» O[], BO3HMKaloLWwme B pe3ynbTate gedheKToB perynaumm
pa3BUTUA NN SNUTENNANBbHO-ME3EHXMMANIbHOrO B3anMo-
Jencteua. Hanpumep, X-cuenneHHaa rmnormgpoTtuyeckas
3KTOoAepManbHaa gucnnasua 1 (OMIM 305100). Ko BTopon
rpynmne oTHOCATCA HO30M10MW, MPUUYNHOWN KOTOPbIX ABAAIOT-
cA pedeKkTbl B CTPYKTYpHbIX 6enkax uutockeneta. Hanpu-
Mep, aKToAepmanbHaa gucnnasuma 2, un Knoycrona (OMIM
129500). Ans 31 onncaHbl BCe M3BECTHbIE TUMbI HacleaoBa-
HUA: aQyTOCOMHO-AOMUHAHTHbIA, ayTOCOMHO-PELECCUBHbIN,
X-CLenneHHbIN.

KnuHunuyeckne npnmepbl
Hanbonee pacnpocTtpaHeHHomn D [;

Ha cerogHAWHMIA fAeHb onucaHo 6osee 150 pasnnyHbIX
31 c n3BeCcTHOWM MoneKynAaApHoOW NpuynHon. [1se Hanbonee
pacnpocTpaHeHHble ¢GopmMbl — runoruapoTuyeckaa [
n rugpotunyeckan M. PacnpocTpaHeHHOCTb Bcex TMnoB 3/
coctanseT 21.9 Ha 100000 HoBOpOXKAEHHbIX. TMnormgpo-
TUyeckas Gpopma ABAAETCA Hanbonee PacnpPoOCTPaHEHHOW
n coctaBnseT 90% Bcex 3KToAepPMaNbHbIX Aucnnasuninl6].

MnormgpoTnyeckas sKkToAgepmanbHasA gucnnasus
(r3) (cnHppom Kpucta-CumeHca-TypeHa) — 90%

Haunbonee yactoin dopmori [ ABnAeTcA rMnornapoTu-
yeckaa sKTofepmanbHasa gucnnasva (M), xapakrepusyio-
WanAca TpMagon NpusHakos: 1) rMNOTPUXO3 (UM aTpuxos);
2) rnogoHTMA (@aHoAoHTUA); 3) rMnoruapo3 (MM aHrMapos),
KOTOPbIA MOXET COMPOBOXAATbCA YrPOMaloLEen MU3HU TU-
neptepmuen [7]. TepMmnH «runoruagpoTnyeckas» I npep-
noyTuTenbHee «aHrMAPOTUYECKon» L1, Tak Kak 0ObIYHO HeT
MOJIHOTO OTCYTCTBMSA MOTOBbIX »kene3 [8]. PaHee Obino noka-
3aHo, yTo MyTaumn B yeTbipex reHax (EDA, EDAR, EDARADD
1 WNT10A) oTBeTCTBEHHbI 3a NpubnnsutenbHo 90% cnyyaes
PO [9]. TMnorngpoTnyeckasa sKTodepmasibHaA AWcCnnasua
XapakTepmsyeTca Takumy GeHOTUNUYeCKMMU 0cobeHHOCTA-
MW LA KaK BbICTyMatowWwmin Brepes NobHble 6yrpbl, peakue,
TOHKMeE, 3a4acTylo OTCYTCTBYIOLME BPOBM U BOOChHI, peAKMe
AMCcTpodUUHble pecHUUbI. NrMeHTaumsa BOMOC YacTo OTCyT-
cTBYeT. VimeeTca yacTuyHasa nnm nonHas ageHTrA. Cnmsuctble
000MI0UKM CyXMEe, KOXKa MArKas, Cyxas, C MEJIKUMI CKIafKamu,
MOPLUMHKM MOA rNa3amu, XapakTepHasa nepuopbuTanbHas
rmnepnurMeHTaums, 6onbluve BbiCTyMNaroLye YLy, BbinAYeH-
Hble YTOJLIeHHble Ty6bl, ceaioBUHaA nepeHocuLa 1 rmno-
nnasms yentoctein. 3aboneBaHue CyLLeCTBYET C POXKAEHNA UK
pa3BuUBaEeTCA B TeUeHUe NePBOro roga »usHu. MNpu ructono-
rMYecKoM MCCNeloBaHUM BroMnTaTa KOXM OTMEeYaeTcs aTpo-
¢dua anmMaepMmUca, NOTOBbIE Xere3bl He 0OHAPYKNBAKOTCA U
onpepensaTca NX PyAUMEHTbI, MOXET BCTpeYaTbCA rmnomnna-
3UA BONOCAHBIX GONNMKYNOB 1 canbHbIX xene3 [10]. Aytoco-
MHO-AOMUWHAHTHAsA 1 ayTOCOMHO-peLieccuBHan Gopmbl BCTpe-
yaloTCA B paBHOW CTeneHn y npeactasuteneil 06oux nosos.
B cnyuae X-cuenneHHon Gopmbl, y HOCUTENEN XKEeHCKOro nona
3aboneBaHne MOXeT npoTekaTb 6eccuMnToMHO unu B 6onee

nerkon Gopme: Npy OCMOTPE BO3MOXHO BbIABUTb OSIMFOAOH-
TV, AehOPMALIO PE3LIOB MO TUMY KOHMYECKOWN GOpPMbI, T1-
NOTPUX03, YMEPEHHbIN TMNOrMAPO3 U TPYAHOCTY B FPyAHOM
BCKapMIMBaHUN BCNEACTBUE MOPOKA pPa3BUTUA TPYAHbIX
xenés [11, 12]. AnnenbHbiM (roMmoreHHbIM) BapyaHTom X-I3[]
ABNAETCA CENEeKTUBHasA areHe3ums 3y60B ¢ X-cuenneHHbIM Jo-
MWUHAHTHbIM TUMOM HacNefoBaHNsA, OCHOBHbIM KINNHUYECKM
NPU3HaKoM KOTOPOW ABMAETCA ONINIO- U TMNOAOHTUA.

Ha X-cuennennyto ¢opmy 3 (X-I34, cuHgpom Kpu-
cta-CnmeHca-TypeHa) npuxogutca fo 95% Bcex cnyyaeB
M [13]. PacnpocTtpaHeHHocTb X-M[ coctaBnset 1 Ha 17
000 HoBOpOXAeHHbIX [14]. MNpuunHon passutna X-N3[ sas-
NATCA pa3nuyHble myTaumn reHa EDA, pacnonoxeHHoro
Ha ANVHHOM nneye X-xpomocombl (Xgq12-q13.1) n kogupy-
IowemM TpaHCMeMOpaHHbIN 6eNoK, 3KTOAWUCNIAa3nNH-A, IKC-
npeccupylowunca B KepaTtMHoLmMTax, BONOCAHbIX donnu-
Ky/nlax 1 MOTOBbIX »Kene3ax M UrpaloLmnin KyeBylo ponb
B aNUTeNnanbHO-Me3eHXUMaNHoM nepegave curHana [15].
leH EDA (MN_001399.4) coctouT 13 8 3K30HOB. B HacTos-
Lee Bpems onncaHo 6onee 330 MmyTaLuii B 3TOM reHe, BKITHO-
Yyasa KpynHble geneumm n nHcepumm. OCHOBHOM TUM MyTa-
LA — TOYKOBble (MMUCCEHC M HOHCEHC BapuaHTbl). Ha ux
[l0Nt0 MO AaHHbIM 6a3bl AaHHbIX HGMD® Professional Bepcusa
2019.3 npuxogutca okono 55%. Ha gonto HebonbLmx pene-
LU N NHCEPLUUN, a TaKKe MyTaL M carnTa CniancuHra npu-
XOANTCA OKONO 25% 1 9% COOTBETCTBEHHO OT BCEX MyTaLui
reHa EDA. Ha gonio KpynHbix geneunin n nHcepuui Bbinaga-
eT 11% Bcex myTaumi reHa EDA.

B HacToALlee BpemMA AOCTYMHbI Kak NpAMas Tak U Koc-
BeHHaa [JHK-gunarHoctnka X-I3/1, 3akntovarowiasnca B nouc-
Ke MmyTauuin B reHe EDA meToiOM NPAMOro aBTOMaTn4eckoro
CEKBEHMPOBAHUA U aHanm3e cuensieHMA BbICOKOMIMMOp-
bHbIX reHeTUYEeCKMX MapKepoB, PaCcMoNIOXKEHHbIX B JIOKyce
reHa EDA meTtogom nonumopéursma anvH amnamdukaum-
OHHbIX pparmeHTOB. OffHaKO B HEKOTOPbIX Cly4Yanx AaHHbIX
METOAOB ObIBA€T HEAOCTATOUYHO AJIA BbIABIEHWA MyTaLuu
UM ana onpepeneHna HOCUTENbCTBA MYTAHTHOrO reHa
y XeHWwwuH. Tak, Hanpumep, y matepen, AnA CbIHOBEN KO-
TOpbIX Oblia BbiiBfIEHa Aeneuuns/gynavkauus BCEro reHa
EDA vnun ero 4yactu, HeBO3MOXHO C MOMOLLbIO CEKBEHNPO-
BaHWA onpeaenuTb HOCUTENbCTBO MyTauuu BCeACTBUe
Hann4uMAa BTOPOW MHTAKTHOM X-XpOMOCOMbI. B aTOM cnyyae
nokasaHo onpegeneHusa yncna konun reHa EDA metogom
KONMYECTBEHHOW MYNbTUMAEKCHON JINFa3HOW  peakumm.
B cnyuyae yctaHOBNeHHOW MONeKynApHOW NpuunHbl X-MN[
B OTATOLUEHHbIX CeMbAX BO3MOXHO MpoBefdeHne Aopomdo-
BOW AMArHOCTUKM ANA NPOrHO3a NOTOMCTBA.

mppotnuyeckasa 3] (cuHgpom KnoyctoHa) — 10%
oT Bcex O[]

CuHgpom KnoycToHa — KpallHe pefKkoe HaciefcTBeH-
Hoe 3a60J1eBaHVe, OCHOBHbBIMU NPU3HAaKaM1 KOTOPOro ABNSA-
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Puc. 1. ®oto B dac

I0TCA ANCTPODUS HOTTEN U TMNOTPUXO3 PA3NIMYHON CTENEHN
Bblpa)keHHOCTU. Horty runonnactuunbl 1 fedbopmmpoBaHbl
C NOBBbILLIEHHOW BOCMPUMMUYUBOCTbBIO K MAaPOHUXNANIbHBIM UH-
dekumam. [ledpekTbl BONOC BapbUpyIOT OT JIOMKOCTU U Mef-
NEHHOW CKOPOCTM POCTa A0 NosnHown anoneuun. OTmeyaeTcA
YMEPEHHbIV UAN TAXKENbIN NanbMOMNaHTapHbIN runepkepa-
TO3 U NENKOMNIakuA B NOIOCTU pTa BCIeACTBME peayLmpoBaH-
HOW JeCKBaMaLMn KepaTUHOLMTOB. Y NaLmMeHTOB MOBbILLEHA
CKJIOHHOCTb K Kapuecy, Habnofaerca runepnurMmeHTaums
B obnactn cyctaBoB. OYyHKLMA MOTOBbIX U CaSibHbIX XENé3
He HapylweHa. Mpu rMcTonornyeckom mccnegoBaHum 6uon-
TaTa KOXW PErMcTpUpYIoT He3HauuTesbHylo aTpoduio snu-
JepMuca, rmnepkepartos, OTCYTCTBME WU HeJopPa3BUTOCTb
BOJIOCAHbIX (ONNMNKYNOB, MOTOBblE Kefe3bl onpeaensaTca
B HOpMaJbHbIX Konnyectsax [10]. AnnenbHbIM (roMOreHHbIM)
BapraHTOM cvHApoMa KnoycToHa ABRAETCA TYroyxocTb C ay-
TOCOMHO-AOMVHAHTHbIM (TN 3B) nnu aytocomHo-peLieccus-
HbIM (TN 1B) TMNOM HacnegoBaHNA, OCHOBHbBIM KIIMHUYECKM
NposBNEeHEM KOTOPOW ABNAETCA ABYCTOPOHHASA NOTepa CIly-
Xa 1 BecTnbynapHasa auchyHKLmUA (y HEKOTOPbIX NaLMEHTOB).

MpuunHon pa3BuTNA cMHApPOMa KnoycToHa ABnATCA
pa3nnyHblie myTauunn reHa GJB6, pacnonoxeHHOro Ha gnanH-
HOM nneuye xpomocombl 13 (13q12.11) n Kogupyoulero
6esloK LWENEBOro KOHTaKTa KOHHeKCUH-30, aKcnpeccupyto-
LWMACA B FOSIOBHOM MO3re, YIUTKE 1 SNUTeNNK N NrPatoLwmnin
KnoueBylo ponb B nponudepaunn n audpdepeHumposke
KneTtok [16]. lfen GJB6 cocTtonT 13 3 3K30HOB, MEPBbLIN 1 BTO-
PO 3K30HbI ABNAIOTCA Hekogmpyowmmn. B HacToAwee Bpe-
MA B reHe GJB6 onuvcaHo 34 myTtauun. OgHako Ha Aonto na-
TOreHHbIX BapUaHTOB, NPUBOAALLNX K CUHAPOMY KnoycToHa,
npuxoamntca Bcero 20,5% v BCce OHU npeacTaBiieHbl MUC-

ceHc-BapmaHTMamu. OcTanbHble 79,5% MyTaunin, BKNoYas
KpyrnHble aeneuun, onucaHbl Npu TyroyxocTtu. B HactosAulee
BpemA fgocTynHa npamas JHK-gnarHoctnka cuHgpoma Kno-
YCTOHa, 3aK/NI0YaoLLanca B MOMNCKe MyTauui B reHe GJB6 me-
TOAOM NPAMOro aBTOMaTMUYECKOro CeKBEHNPOBaHUA. B cny-
Yyae YCTaHOBNEHHOW MONEKYNAPHON MPUUYUHBI CMHAPOMA
KnoycTtoHa B OTAroLeHHbIX CEMbAX BO3MOXKHO MPOBeAeHNE
[0pPOAOBOM ANArHOCTUKK AnA NPOrHo3a NOoTOMCTBa.

MaTepransl ¥ METOALI

Ha 6a3e otaeneHuna yentoctHo-nuueBom xupyprum Ory
«UHNNC n YNX» r. MockBa MwuH3gpasa Poccun Haxoawm-
NUCb Ha neveHun n peabunutauyum 10 NaLMeHTOB B Neproa
€ 2014-2019 1. 8 MY>KUMH 1 2 XKEHLWWNHbI, BO3pacTom OT 19-
28 ner.

Bce nauuweHTbl ¢ NoaTBEPKAEHHBIM AUArHO30M: «IKTO-
JAepmarbHasa ancnnasus (rmnorngpoTtunyeckasa popma), ¢ Ya-
CTUYHOWM UMM NOJTHOW afeHTVEN BEPXHEN U HUXKHEN Yenio-
cTen. Hegopassutnem BepxHen 1 HUxHen yentocten» (MKb
X:Q82.4, K00.0, K07.0).

Ha ocCHOBaHUM KAUHWYECKUX, PEHTTeHONOrMYECKmX
1N KOMMbloTepHbIX MeTopoB (3D-uedanometpuna) nccnepo-
BaHWS MPOBEeAEH CPaBHUTENbHbIV aHaNM3 NauueHToB ¢ O/.

Y nauueHToB C runorugpoTtudeckon dopmon 3 xa-
pakTepusylTCcA TpragonW CUMMTOMOB: TMMNOTPMUXO3 (Mnu
aTpuXo3), r’MNoAgoHTUA (@QHOJOHTMA) 1 TMNOrMAPOo3 (MK ax-
rMAPO3), KOTOPbIA MOXET CONPOBOXAATbCA YrpoXaloLlen
XU3HW runepTepmuer (Mpy onpeaeneHHbIX NOroAHbIX YC-
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ITanmenT A

ITamaerT B

Puc. 2. ®oTo B npodunb

Puc. 3. ®oto nonoctu pta

nosusx). OTMeualoTcs JIOMKMe, NYLKNCTble BOMOChI Ha roso-
Be, FMNepKepaTos BblpaXKeH HE3HAUNTESIbHO, HEAOPa3BUTbIE
BONIOCAHbIX GONNMKynbl B HAA6POBHbIX 06nacTsAx (Bonochbl
penkue). Bce maymeHTbl 0UeHb CXOXKM MeXAY CO6Oi.

B npodumnb oTmevaeTca BepXHEUENIOCTHAA U HIXKHeYe-
NIIOCTHAA rMNOMNJA3una, HUXKHEYENIOCTHAA NPOrHaThA, TakxXe
cooTHoueHune yentocter no Il u lll Knaccy SHrns, Kak caruT-
TaNbHOWM, TaK U BO GPOHTASIbHON MNIOCKOCTAX, CHUKEHMEM
BbICOTbI MPUKYCa, BblpaXkeHHas nogbopofoyHas CKnagka,
noa6opoaoK BbICTyNaeT Brnepes 1 BBePX — JaHHble npu-
3HAKN MOXHO CPABHUTb CO CTAPUYECKUMU MPOABAEHMAMMN
YentCcTHO — NMLEeBON 0bnacTu.

B nonoctn pTa Hanbonee ABHbIM NMPU3HaKoOM ABNAEeT-
CA nNepBnYHaA ONIMTOAOHTUA, OTCYTCTBUE 6 n 6onee 3Y6OB
BKJ/ItoYasn 3-u MONApPbI.

Y BCex NaLneHTOB OTMeYaeTCcA OTCYTCTBME, KIbIKOB, Mpe-
MOMNAPOB U TPETbMX MOJIAPOB Ha BEPXHEW YeNoCcTy, aHo-
MaJIbHOE PacrosioKeHMe LeHTPanbHbIX Pe3L0B OTMeYaeTcA
y ABYX MaLMEHTOB, aHOManbHaA popma LieHTPanbHoro 1 na-
TepasibHOro pesua y Tpex nayMeHToB, Halnune BpeMeHHbIX
3yO0OB Ha BEPXHEN U HVKHEN YeNioCcTu Yy Tpex naLueHToB.
OTcyTCcTBUE Pe3LOB, KNbIKOB 1 NepBbIX MPEMONAPOB Y ABYX
nauMeHToB, OTCYTCTBME Pe3L0B W MepBbiX NPeMOoNApPOB
y OAHOrO NaumeHTa.
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Tabnvua 1. KonnyecTBo BpeMeHHbIX Y MOCTOSHHbIX 3y60B

Konnuecteo Konnuectso Konnuectso Konnuectso
O6uwee O6uwee

BPeMEHHbIX BPEMEHHbIX NOCTOAHHbIX MOCTOAHHbIX

Ne KONn4yecTBo KONn4yecTBo
3y60B Ha 3y60B Ha 3y60B Ha 3y60B Ha

MaymneHTa " . BPEeMEHHbIX . . MOCTOAHHbIX
BepxHen HUXKHEN BepxHen HUXKHEN

3y60B 3y60B

yenwcTn yencTn yencTn yenwcTn

1 0 0 0 4 1 5

2 1 4 5 2 2 4

3 0 0 0 3 0 3

4 6 3 9 3 2 5

5 0 0 0 10 6 16

6 1 0 1 8 8 16

7 4 1 5 4 7 11

8 4 0 4 4 2 6

9 0 0 0 2 0 2

10 0 0 0 1 2 3

11 3 2 5 2 2 4

Puc. 4. CKpUH-KapToOYKa KOMMbIOTEPHOM TOMOrpadum

Puc. 5. OpoHTanbHbIN cpe3 MCKT
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Tabnuua 2. MokasaTenu NIOTHOCTM B eAUHMLAX XayHcounaa

Ne MuHuManbHoe 3HaueHune MaKcMManbHoe 3HaueHne CpepgHee 3HaueHMe MNIOTHOCTMN
MaymeHTa nnotHocTu (hu) nnotHocTu (hu) (hu)

1 193 1802 1609
2 201 1770 1569
3 230 1820 1590
4 200 1678 1478
5 198 1700 1502
6 201 1750 1549
7 202 1688 1486
8 200 1670 1470
9 199 1710 1511
10 196 1680 1484
11 204 1655 1451

62.7 mm

248 mm | 253mm

‘. \\f

47.7mm 8

- |-

P 16.6 mm

Puc. 6. 3D uedanometpurueckoe uccnegoBaHue

DManb TakKXe MOXeT ObiTb aedekTHoun. Habnopaetcs
LUNPOKAsA cpefiviHHaA amacTema.

Mo AaHHBIM PEHTrEHONIOMMUYECKOrO 1 KOMMbIOTEPHOIO
NccnefoBaHWA OTMEYaeTCA TMMonasnpoBaHas KocTHas
TKaHb Ha BEPXHEl 1 HUXHEl YeniocTy B 30HaX OTCYTCTBYIO-
LMX 3y60B, anbBeONAPHbIN FPebeHb Ha BEPXHEN 1 HUXKHEN
YenioCTn XapakTepHOW 3a0CTPEHHOI GOPMbI.

Wccnepgys 6UoTUN KOCTHOW TKaHU Ha OCHOBAHWM KOM-
NblOTEPHON TOMOrpaduu, onpeaenslT MUHUMANIbHOE
N MaKCMManbHOE 3HauyeHue MNIOTHOCTU OUOoNOrnYecKkomn
TKaHW B eflHMLax No wkane XayHcdpunga (cornacHo npo-
rpamme «Amira 3D Reconstructiony).

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N21 sneape 2021 .

CpepHee 3HauyeHMe MIOTHOCTM KOCTHOW TKaHW y BCeX
Tpex nauueHToB cooTBeTcTBYeT Tuny — D1 (npu Hopme
NAOTHbIX CTPYKTYP paBHou oT 1455 HU).

Ha ocHoBaHuu nposegeHHoro 3D uedanomeTpuyecko-
ro aHanvsa 4entCTHO-NMLEBOI 06nacTy y NaLMeHTOB C ru-
norngpotnyeckon Gopmoin O] oTmevaeTca (Npumep nccne-
[AOBaHNA OQHOrO U3 MaLUeHTOoB):

CkeneTHble
napameTpbl

MexanukanbHbiin yron (<ANB) -5.4 deg, uto cooTBeT-
CTBYET COOTHOLUEHUIO YeNoCTen Mo CKeNleTHOMY 3 Knaccy.
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Tabnuua 3. 3Tanbl peabnnutauun NnauneHToB

MNpoTte3npoBaHue
C onopow Ha
JeHTanbHble

KocTHan
nnacTnka

Ne YnaneHne He
Maumn- | cocToATeNnbHbIX

[eHTanbHasA
nMnaaHTauua/
KONIMYeCcTBO

OpTorHaTuue-

CuHYcnnTUHT cKas XMpyprua

eHTa |3y60B

(AyrmeHTayus)

+/8

nMmnnaHTaTtbl

o

+/8

+/12

+/9

+/8

+/10

+/10

+/7

+/12

+l+(+ [+ [+ ]+ ]+ [+ ]+ [+

+/12

— =l ||| | DdMN|W|[N|—
++ [+ [+[+0]+T+=]+[+]+ [+

+

+/12

+ [+ [+ [+ ]+ [+]+]

«-»- He MPOBOANIOCH; «+»-MPOBOANNOCH; «O»-NaHnpyeTcA

[lono:xeHHe roI0BOK H YIJ10B HIKHEH 4e/I10CTH

Mandibular Angle Position - Gonion . q
to Anterior Facial Plane, R (mm) 60,6 e " -
Mandibular Angle Position - Gonion
to Anterior Facial Plane, L (mm) 620 00 70 1.0
Mandibular Angle Position - Gonion
to Superior Facial Plane, R (mm) 842 820 70 0,3
Mandibular Angle Position - Gonion
to Superior Facial Plane, L (mm) 843 820 70 03
Gonion to Midsagittal plane, R (mm) 47,7 45,0 30 -0,8
Gonion to Midsagittal plane, L (mm) 46,6 45,0 30 0,5
Gonial Width (mm) 944 90,0 70 0,6
Condyle Position - Condlyion to I 250 50 L6
Superior Facial Plane, R (mm) i B i o
Condyle Position - Condlyion to 17 25.0 50 15
Superior Facial Plane, L (mm) B ) B -
Condyle Position - Condlyion to .
Anterior Facial Plane, R (mm) 158 il 2 e
Condyle Position - Condlyion to
Anterior Facial Plane, L (mm) 81,5 80,0 >0 0.3
Condilyion to Midsagittal plane, R 494 490 30 0.1
(mTl) ? 2 ’ 2
Condlyion to Midsagittal plane, L 473 490 30 06
(m) b} I b b
Condlyion Width (mm) 96,7 98,0 70 0,2

Puc. 7. NMoka3zatenu 3D yedanometpryeckoro nccnefoBaHuns (NpogomkeHne Ha cTp. 201)
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VIil0BbI€ IIAPAMETPbI
Palatal Plane PNS-ANS (°) 31 30 30 -0,1
Occlusal Plane (%) 11,2 8,0 30 11
Mandibular Plane, R (°) 13,7 21,0 30 24
Mandibular Plane, L(°) 13,3 21,0 3.0 2.6
SNA (°) 78,2 82,0 30 -13
SNB(°) 84,8 80,0 30 1,6
ANB (deg) -6,7 20 20 44
Wits Apprsl, (mm) 04 25 02
Beta Angle ( deg) 43,7 310 40 32
Ar-Go-Me (R)(deg) 1280 130,0 50 04
Ar-Go-Me (L) (deg) 1277 130,0 50 0,5
Interincisal angle (U1-L1) (R) 130,0 8,0 -16,3
Interincisal angle (U1-L1) (L) 130,0 8,0 -16,3
Ul-Palatal Plane (deg) (R) 1127 110,0 50 05
Ul- Palatal Plane (deg) (L) 1138 110,0 50 08
LI-MP (deg) (R) 95,0 50 -19,0
LI-MP (deg) (L) 95,0 50 -19,0
JIuneiinble napameTpni
Sna-Snp (mm) 474 56,1 43 2,0
A-Snp (mm) 45,0 51,0 35 -1,7
Go-Me,R (mm) 82,0 86,0 50 -0,8
Go-Me,L (mm) 84,9 86,0 50 -0,2
Co-Go,R (mm) 54,1 66,0 39 3,1
Co-Go,L (mm) 55,1 66,0 39 2,8
N-S (mm) 72,8 71,0 30 0,6
N-Me (Total facial height) (mm) 100,3 118,0 6.0 3.0
(H)Zy-Zy (mm) 123,8 130,0 6.0 1,0
(H)N-Me\(H)Zy-Zy (%) 81,0 91,0 6,0 -1,7
Ioo:xeHnne BepxHel YeII0CTH
(H) Maxillary position at A point (AP) 15 0.0 20 08
(H]Tl) » ? > £
(H) Maxillary position at A point
(ventically) (o) 537 54,0 30 01
(H) Maxillary position at A point
(sag itally) (orn) 0,7 0,0 00 0,7
Maxillary Width (J-J) (mm) 502 62,0 30 39
Manxillary Cant (J-J) (mm) L5 0,0 0.0 L5
Tlonoxenne HILKHeH Ye/I0CTH
(H) Mandibular position at Pg (AP) 99 0.0 20 50
() ’ : : :
(H) Mandibular position at Pg
(vertically) (mm) 95,8 100,0 6.0 -0,7
(H) Mandibular position at Pg 14 0.0 0.0 14

(sagittally) (mm)

Puc. 7 (npogomxeHue). Mokaszatenu 3D LedanomeTpryeckoro ncciegoBaHus

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N21 aHeape 2021 a.




KJINMHUYECKAA MEANLUHA

Yron Beta paBeH 45.1 deg — cooTBeTCTBYeET 3 CKENETHO-
My Knaccy.

MapameTtp APDI, xapakTepu3yloLwmnin ANCMNasnio pas3su-
TWA YeNoCTeN B CarmTTasbHOM HanpasneHuuy, paseH 100.9
deg npu N=81.4 +\- 5 deg, uTO yKa3blBaeT Ha HanMuue cKe-
NIeTHOro 3 KJacca.

Pasmep 1N NOJIoXKeHne BerHeI‘/'I yenwctn

Pa3zmep ocHoBaHusA BepxHen yentoctn (PNS-ANS) no ca-
rUTTANN HUXKe HOPMbI.

CyXeHue ocHoBaHuA BepxHew (J-J) uyenocTn B TpaH-
CBep3alibHOM NNTIOCKOCTY— CNpaBa PaccTosHNe [0 CpeanH-
HOW NNOCKOCTU cocTaBnaeT 24,8 mm, cnesa — 25,3 mm. N=
31.0 +\- 1.5. 3agHee nonoxeHne BepxHelr YenoCTn B carnt-
TaNbHOW NMIOCKOCTN OTHOCUTENbHO NepeaHe ro OCHOBaHUA
yepena (<SNA = 78,2 deg, N= 82 +\- 3) 1 HOpManbHoe no-
NoXeHue.

Pa3mep 1 NonoxkeHne HUXKHeN YentcTn

Pasmepbl Tena HwxHen uventoctu no caruttann (Go-
Me) yBenuueHsbl: cnpaBa — 92.8 mm, cneBa — 94.4 mm. (N=
86.0+\- 5).

[nvHa Tena HUXXHen YentocTn cnpasa Ha 1.6 MM MeHbLue,
yem cneBa. Betb cnpaBsa Ha 4.8 mm 6onblue, yem cnesa. [o-
HuanbHbIn yron (< Ar\Go\Me) ymeHbLueH: cnpasa 115.1 deg
n cnesa 118.0 deg. CnpaBa yron Ha 2.9 deg meHbLuUe, yeM
cnesa. [lporHaTna HWXKHEN YentCTn B CarnTTasbHOW MNJo-
CKOCTWN OTHOCUTENIbHO NepefHero OCHOBaHUA Yyepena — <
SNB paBeH 88.0 deg npu Hopme 80.0 +\- 3 deg. MporHaTuA
HVXKHEN YentocT OTHOCUTENIbHO NepeaHen nuueson pede-
PEHTHOW NI0CKOCTU.

Y Bcex o6cnefgyembix NaLMeHTOB MO AaHHbIM MPOBeeH-

Horo 3d uedanomMeTpryeckoro NCcCefoBaHNA OTMeYaeTcA:
CKeneTHbIN 3 Kfacg;
rOPU30HTaNbHbIN TUM POCTa;
YyMeHbLIEeHe pa3Mepa OCHOBaHWUA BEpPXHEN uenio-
cTy;
yMeHbLUeHNe pa3mepa BETBEW HVXKHEN YentocTu;
-aHTEUHKANHALUUA HUXKHEN YentocT B BepTuKasb-
HOW MNOCKOCTH.

BeaAeHne naumeHTos C 3A

MepBuYHana gnarHocTmka J/1 B AeTCKOM BO3pacTe

Y106bl YCTaHOBUTL CTemneHb 3aboneBaHUs y nauueHTa
C AVArHO30M FMMOrMApPOTNYECKas AW FMAPOTUYECKasA K-

ToAepManbHaa AWCMa3nA, PEKOMEHAYITCA cCrieaylowme
OLIEHKM:

202

MepBOHayanbHasA OLEHKa pPa3BMBAIOLErocs 3yOHO-
ro paga obblYHO BbIMOJIHAETCA NMyTEM Majibnaumm
3yOHbIX anbBeON MafeHUeB, YTobbl onpesenuts,
NPUCYTCTBYIOT N1 pa3BuBatoLiecs 3ybHble 3auat-
Kn (KoTopble NpOABAAIOTCA B BUAE BblNyKNOCTEMN
B afibBeore).

CTomatonornyeckmne peHTreHorpammbl ana onpege-
NEeHNA CTeNEHN TMNOAOHTUN U TMNOMNJIa3nn BEPXHEN
1 HPKHEN YentocTun
MNpoBeneHne reHeTUYECKOro UcciefoBaHmA

JleueHne nposABneHuin

BefeHve nauneHTOB C TMNOTrMAPOTUYECKON WU Tu-
OPOTNYECKON 3KTOAEepManbHOW AucChnasven HanpasieHo
Ha TPY OCHOBHbIX 3N1EMEHTa:

onTMMM3aumaA NCUxocoumanbHOro passutua. Pewe-
Hue npobnembl agantauun aeten ¢ [ AsnAeTcA
He MPOCTON, HO OYeHb Ba)KHOW 3afadyelrt poauTe-
nel, Nefaroros, NCUXONMOrOB 1 COLMalbHbIX paboT-
HUKOB.

co3paHue agekBaTHoW GyHKLUMM NonocTu pra. Sleue-
Hue 3y60B, OT NPOCTbIX pecTaBpaLuii 4O NPOTE30B,
JOMMKHO HauMHATbCA B paHHeM Bo3pacTe. YentocT-
HO-NMUeBana XMpyprus, C uenbio 3y6o-4entoCTHON
peabunutaumn naumeHToB. ANeTonornyeckoe KoH-
CYNbTUPOBaHME MOXET ObITb NMONE3HO TeM NIOAAM,
KOTOpble MCMbITbIBAOT MPO6MeMbl C >KeBaHUEM
N FNOTaHWEM, HECMOTPA Ha afeKBaTHYO CTOMATo-
NOrMYeCKyo NOMOLLb. 3aMEeHUTENN CIIIOHbI 1 ONTK-
ManbHOe Bo3fencTBue GpTopa MOryT ObiTb NONE3HbI
ANA npefoTBpalleHna Kapreca y Tex NIlofen, y KoTo-
pbIX OTMeYaeTCA 3aMeTHOe CHUKEHME CITIOHOOThE-
NeHus.

CMMNTOMAaTUYECKOE NleyeHne HanpaBneHo Ha ynyu-
LUEHME KayecTBa »KM3HW MaLMEHTOB: MCMNONb30Ba-
HUEe MapuKOB N KOCMETONOrMYecknx CpeacTs AnA
KOPPEeKUUN BHELWHUX MPOABAEHUA W YnyyleHWA
O6LLEro COCTOAHUS KOXW, BOJIOC, HOTTE; OXNaXKaa-
oWwme Xnnetbl, NynbBepr3aTopbl, KOHANLNOHEPDI
N YacToe NUTbe NPU PUCKE Pa3BUTUA TMNepTEPMUN
y naumneHToB ¢ [ 9[]; ncnonb3oBaHme KePaTONNTUKOB
Ha yyacTKax rnnepkeparosa y naumeHTOoB C CUHAPO-
MOM KnoycToHa.

B Tabnuue 3 npeactasneHbl 3Tanbl peabunuTaymMmn 3Tom
KaTeropuvm naumeHToB B YCJIOBUAX cTaumoHapa OrbY HMUL
«LUHUNC n YN X».

MNMporHo3

MauuneHTbl ¢ 3] 06bIYHO MMEeT XopoLWwunii NporHos. MNoa
BAUAHNEM JIeYEHUS BO3MOXHO YMEHbLUEHWE BblpaXXeHHO-
CTU KNMHNYECKMX Npr3HaKoB. OfHaKo ecnn ecTb 3ageprkka
B AMArHOCTMKe ypoBeHb cmepTHocTW anA X-F3[] coctas-

Cepus: EcmecmeeHHbie u mexHu4yeckue Hayku N°1 sHeape 2021 e.
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naet go 2.1% B TeyeHme NepBOro rofa »*u3HM B pesysnbra- 13-3a NXopagku unm NHGeKLMin OpraHoB rpPYAHON KNeTKM
Te runeptepmmmn. OB ypoBEHb CMEPTHOCTY OT D[] co- [8]. MpPOROMKNTENBHOCTD XN3HM B3POCSbIX, KaK MpaBuio,
cTaBnseT npumepHo 30% B TeyeHue nepsbiX 2 NeT KU3HU He n3MeHeHa.
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