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[IpeoOpazoBanne Martepuana xaOEpHBIX AYyr B YCIOBUSX HOPMaJbHOTO 3MOpHOreHe3a
IIPOUCXOAUT B COOTBETCTBUU C TEOPHEH ME30JEpMAILHOIO NPOHUKHOBEeHMS Dieiimmana-Bo,
COIJIACHO KOTOPOW HEepaBHOMEPHBIA pocT U AuddepeHIUpPOBKAa ME3EHXUMBI IYT U3MEHSAET UX
BHEIIHUH BUJ, MpeBpaias B Ae)UHUTHBHbIE CTPYKTYpHl Juna. [Ipu HapyleHuu 3Toro mpoiecca
BO3MOXXHO (DOPMHUPOBAHHME YENIOCTHO-JIMUILEBBIX Majdb(opMaluid, B YHCIE€ KOTOPBIX U CHHAPOM
lonpaenxapa, 3aHUMAIOUIMI BTOPOE MECTO IIOCIE pacuieNuHbl TBepAoro Heba. CoriacHo
kinaccudukanmn ORPHANET, mis manHOr0o cCHHApPOMA XapaKTePHBI:

- nopaxxeHue opOouTsI (orbital distortion);

- HeZopa3BUTHE HIDKHEN yemoctu (mandibular hypoplasia);

- aHoManmu yxa (ear anomaly);

- BOBJICYCHHOCTh HEPBOB (nerve involvement);

- nedunut markux Tkanei (Soft-tissue deficiency).

[TpuBoauM /Ba ciayyas ¢ marosnorueu pazputus 1 u 2 »xabepHbIX AYT.

VY neouku 10-Tu JeT mocine yaaneHus HHOPOIHOTO Tela U3 MPaBOro HAPYKHOTO CIYXOBOTO
poxoJia OOHApYKEH KOCTHBIA KaHaT [uHOW 11 MM U quamerpom 4,6 MM, KOTOPBIHA CIICIIHATUCTHI
BepUUIIMPOBAIN KaK aHOMaius pa3BUTHs 1 >kaOepHOHM Ieau MO THUIY YJIBOCHHUS HApYy>KHOTO
CIlyXOBOTO Tpoxoxaa. V3 anamHe3a M3BECTHO 00 ONEpaTHBHOM JICYCHHUU 2-X CTOPOHHUX OOKOBBIX
KHCT ILIeH, YTO CBUJIETEIHCTBYET O COUETAHHBIX MOPOKaxX pa3BUTUA 1 U 2 xaOepHbIX IeNeil y JaHHOU
MAIUEHTKH.

VY 1eBOYKH MPH POKICHUH OOHAPYKIIKUCh OTCYTCTBHE JIEBOU U JieopMaIus MpaBoil YIIHBIX
pakoBuH, o0IUTEpaUs 000UX HApYKHBIX CIIYXOBBIX IMPOXOJIOB, OblIa 3aMETHA ACUMMETpPHS JIMIIA.
C mnosiBlIeHHMEM U CMEHOM 3y0OB YCHJIWJIHCH OpPTOJOHTHYECKHE IMPOOJIEeMBbl, HE MOJIAIOIIUECs
Koppekuuu Opeker-cucreMoil. IlpuumHON 3THX mHpoOieM ObUIM BpPOXIEHHBIE aHATOMHYECKHE
ne(eKThl JIEBOr0 BHCOYHO-HMKHEYEIIOCTHOIO CyCTaBa: B HEM MPAKTUYECKH OTCYTCTBOBAIU
CyCTaBHbIE TOBEPXHOCTHU U MBILLEIKOBBIA OTPOCTOK, HE CHOPMHUPOBAINCH BETBU HUYKHEHN YEIIIOCTU U
€€ TOJIOBKA, OTCYTCTBOBAJIM HHKHEUEIIOCTHAs sMKa M CKYJIOBOM OTPOCTOK BHMCOYHOM KOCTH.
JleyeHne BKIJIIOYAJIO OCTEOTOMMIO BEPXHEW M HUKHEM UYEIIOCTH B COUYETAaHUM C JIBYXIOJIOCHBIM
SHAOIPOTE3UPOBAHUEM  BHCOYHO-HMJKHEYENIOCTHOrO  cycrtaBa. [IpemonepannonnHoe  3D-
MOJIETTMPOBAHUE TO3BOJIMIIO 3HAYUTENIBHO MOBBICUTH TOYHOCTH OCTEOTOMHUHU U B 2 pa3za COKPATUTh
IIPOJOJKUTEIBHOCTD OIEpaLiu.

TakuM 00pa3zoMm, OTJIMYHBIE MO CTEHNEHH TSHKECTH U O0BEMY MOPAKEHHBIX CTPYKTYp JIBa
ciydas cuHapoma [onmpaeHxapa MUMEIOT OOLIUII MEXaHU3M Pa3BUTHS, KOTOPBIM XapaKTepu3yeTcs
BO3/JICHICTBUEM MYTareHOB B pa3HbI€ MEPUO/IbI Pa3BUTHS 3apO/IbIIIA.
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