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COBPEMEHHbIE ACIIEKTBI
JUATHOCTHUKH PAJIMUHBIX ®OPM
OTOCKJIEPO3A

Canxm-Ilemepoypeckas MeOUyUHCKAA akademus.
NOCICOUNIOMHOCO 0OPAIOBAHUL,
e. Canrxm [Iemepbype

Beeaenue. OToCcKICpo3 — OJMH M3 KJIHHHYEC-
CKMX BAPHAHTOB CHCTEMHOIO MEHETHYECKH — J1e-
TEPMHUHHAPOBAHHOIO  OCTEOJUCTPOPUUECKOTO 110~
PaXKCHHUS IHIOXOHAPAJLHOTO CJl0s KOCTH [pH
JIOKAJIM3aLMK [aTOJIONHUYCCKOr0 o4ara B 00/1acTy
KOCTHOM KarcyJ/ibl YJAMTKA U HPOSBASETCs Y B3pOC-
J0i rorrynsuuu Oensix epponeiles. Knunuueckn
oTockisiepo3 Berpedaercs y 1-2 % HacesleHua, HO
PHCTOJOIMYECKH — M0 JaHHBIM ayTONCHHAHBIX HC-
ClIC/IOBaHKI BUCOYHBIX KocTeH — y 9-10 %, [na
KJTIACCHUYCCKOH KJIMHUUECKON KapTHHbI 3abonesa-
HHUSI XapaKTepHO CHMMETPUUHOE [0paXkeHHe B 00-
JIaCTH OKHa MpeUiBepud, pa3BuTHe 3abolieBaHns
Y IKEHIMH B MEPUO TOPMOHAJIBHBIX [IEPECTPOCK,
MaHupecTalMss  KOHIYKTHBHOH TYroyxocTH W3-
3a (UKCALUMH TTOIHOKHOM TITACTHHBI CTPEMEHH B
OBQ/ILHOM OKHC M CO BPEMEHEM [IPHCOEAMHENHE
CEHCOHEBPAILHOIO KOMITOHCHTA.

CoBpeMeHHOE NOHUMAHHUE TaroreHesa Ipei-



Mamepuanot HAyHHO-NPAKIMUHECKOL KOHPepeHyun

CTaB/AET OTOCKJIEPO3 KaK MYJbTH(HaKTOpHAlIbHOE
3a00/eBaHuC, 11 BOZHUKHOBEHHS KOTOPOTO 3Ha-
YUMBIMH SABASIOTCS F€HETHUECKKUE, TOPMOHAJIBHBIC,
OMOXMMHUECKHE K UMMYHOJIOIMUCCKHE YCIOBUSL.

Mopdonoruueckum cyobeTpatom 3ab0sieBaHUs
SBJISETCS OrPaHUUEHHbBIH O0CTEOAUCTPOPHUCCKUN
FIpoUece, INpe/ACTaBACHHbIA MEJIKHMH €IHHHYHbI-
MM ouaraMy HOBOOOPA30BAHHOM KOCTHOM TKaHH B
KOCTHBIX CTeHKax 000MX YIUHBIX JJAOHPUHTOB. DTH
OYaru pacroJflaratoTcs OTHOCHTCIBHO CHMMETPHY-
HO B KOCTHBIX Karcyjlax BHYTPEHHEro yxa W Io-
CTEMEeHHO yBEIHUUBASCH, 3aMEIIAIOT KOCTHYIO Karl-
cyny nabupunrta. o crenenu 3penoctu (a Moxer
ObITh M B 3aBUCUMOCTH OT XapakTepa reHeTUY€eCKo-
ro Qaxropa ) BBIACASIOT 3peJsible, MAOTHbIE OYAru
- COOCTBEHHO OTOCKJICPO3 W HE3peJible, phIXiible
ouary ( OTOCMOHTHO3 WJIKM OTOTOPo3). B 3aBHcHMO-
CTH OT PacrpoOCTPAHEHHOCTH OTOCKIEPOTHYECKOTO
1polecca, YTO 4Yaile COOTBETCTBYCT MOC/eA0Ba-
TeJILHBIM STanam TedeHus 3a0oJieBaHus, pasjinya-
10T 3 GopMbl OTOCK/IEPO3a: TUMIMAHAJILHYIO, CMe-
IIAHHYIO B KOX/IEAPHYIO.

B nuteparypHbIx HcTOUHKHKAX 0YEHb MOAPOGHO
OIMMCaHbl KJIMHWKA, AMarHOCTHKA U JIeYeHHE THUM-
naHajgbHOU (POpMBbI, TOrIA Kak J(MAarHOCTHUECKHE
KPUTEPUM KOXJIEapHOH hOpMBI HEAOCTATOUHO pas-
paGoraHbl. B 4acTHOCTH, AMATHO3 CeHCOHEBpasb-
Has TYrOyXOcCTb, B CHJY WACHTHUYHOCTH KJIMHHYeE-
CKOH KapTHHBbI, BBICTABIISAETCS ropasjio yatie, YyeM
9T0 HeOOXOUMMO W yMecTHO. M3 aToro cieayer, 4To
s anddepeHuranbHOH JIMArHOCTHKH THX JIBYX
3aboneBaHuii HeOOXOMM OTIpeIeNIeHHbIH AJITOPUTM
00C/Ie10BaHUS, YTO U sIBJSICTCS 1ENIBIO HAILEro MC-
C/e/J0BaHUS.

MarepuaJibl, MeToAbl. OTOOp GOMBLHBIX MIET
nytem odcjieoBaHHs MALMEHTOB ¢ )KayiobaMH Ha
CHWIKCHME CJIyXa U LYM B yllIaX MPU UX NEPBUYHOM
oOpanieHuH, a TakKe 1NyTeM obcaeaoBaHUs Malu-
EHTOB ¢ M0J00OHBIMHU KalobaMu U ¢ yiKe YCTaHOB-
JIEHHBIM AMAarHO30M CEHCOHEBpaslbHas TYrOyXOCTb.
B KOHTpO/bHYIO TpyMy BKIIOYEHbl MALMEHTbI C
THMNaHanbLHOU Gopmol oTocksiepos3a. B Hactos-
IHHA MOMEHT TI'pyny ¢ KoxJjeapHo# dopmoil orto-
CKJIepo3a cocTasistoT 20 4esoBeK, a ¢ TUMITAHAb-
HOH (popmoit - 50 yesioBek. BospacT nauMeHTOB OT
18 ner no 56 ner, npeodnajator xeHuMHbL. O6-
cilefioBaHue BEACTCs Mo cieiylouel cxeme: coop
Kano0 U aHaMHe3a ( BHUMaHHWE Y/IeJIseTCs TepHojLy
JETCTBA U BBIACHSIETCH HACICACTREHHbIH aHAMHE3),
MPOBOAMUTCS aKyMETpHs, ayAMOMETPHS ¢ BbIMOJIHE-
HHEM HAAMOPOrOBbIX MPOO, THMIIAHOMETPHS, UM-
NCAAHCOMETPHS, OTOAKY CTUUECKAs IMUCCHS.

CyluecTBeHHYIO MOMOULb B JHATHOCTHKE OKa-
3bIBAET KOMIILIOTEPHAs TOMOTIpadusi BUCOUHBIX KO-
CTeil, No3BOJIsIONas ONpeieanNTh YYaCTKH IOBBI-
HICHHOM IEHCUMETPHUCCKOM MIIOTHOCTH B 00J1acTH

OBAJIBHOTO OKHA YJIUTKH, 10Ty KPYXKHbBIX KAHAJIOB H
BHYTPEHHErO CJ1yXOBOTO IPOX0/a.

JIONOJIHUTENLHBIM ~ KOCBEHHBIM — METO0M
YTOUHSAKUIMM AMArHO3 SBJIAETCS PaAMOH30TOIIHAS
cuuHTHrpadusi, BLISIBISIOLIAs 04ark aKTHBHO-TIPO-
rpeccupyouiero rpouecca (M30bITouHOH Makpoda-
rajbHOM aKTUBHOCTH) B 00JIACTH BUCOUYHBIX KOCTEH
ueperna.

Takxe Mbl BBINOJIHIEM MHUKPO3ICMEHTHBIN
aHalli3 BOJIOC C BBLISICHEHMEM YPOBHSA KaJIbIIMSL.
ITpoBOMM HUMMYHOI'€HETMUECKHH aHAIN3 C BbIsIB-
JeHHEM KOHKPETHBIX JIOKYCOB OTOCKJIEPO3a.

B Toxe BpeMsl CYUIeCTBYIOT KIIHHUUECKHE CITy-
Yau HEKJIaCCHUYECKOTO TeYeHHMs 3a00J1eBaHus, KOTO-
pble npe/cTaBistoT co60H 3HAaYUTENIbHbIE KakK Ana-
FHOCTHUECCKHE, TaK W jleueOHbIe TPYJAHOCTH.

Pesynbrarel. Koxiieapnast ¢opMa 0TOCKIEPO-
3a JIMarHOCTHPYETCSl MPH CHUIKEHMH TOHAJIBHOIO
cimyxa nojo0HO HapyUIEHHIO 3BYKOBOCIPHSTHIO.
Ha TonanbHO# ayamorpamme OTCYTCTBYET KOCTHO
BO3AYLUHBIH WHTEPBAT H KPWUBbIE MMEIOT HHCXO-
JANHIA XapakTep B 30HE BbICOKMX 4acToT. [loporu
KOCTHO# MPOBOAMMOCTH MOTYT cTaThb Bhie 40 ab.
B oravumne or rnepBuYHOI CEHCOHEBPaIbHON TYro-
YXOCTH NMpH KOXJIeapHOi (hopme OTOCKIepo3a Ka-
MeproHaibHeie 11podsl Punne, @eaepuun u Kese
orpuuareisibHble, ormedaercs 100% pasbopun-
BOCTb PeUH IpH BLICOKMX I1OpPOrax KOCTHOMH NMPOBO-
aumocty. ®YHI yacTo BLISBIASETCS, HO COXPaHs-
eTCsi CITyXOBasi YYBCTBHTEJIBHOCTb K YJIBTPA3BYKY.
Habnronaercst BHICOKHE ypoBeHb AUCKOM(OPTHOH
rpoMKOCTH. HMiKHSSL rpaHHLA BOCHPHHMMAEMbIX
qacToT roebiieHa n0 60-80 I'u. Onpenensiorcs
XapaKTepHble I8 OTOCKJIEpO3a H3MEHEHHS TIpH
umneaadcomerpun. KommnbioTepHas Tomorpadus
JIEMOHCTPUPYET ~ COOTBCTCTBYIOLLME ~ M3MEHEHHs
KOCTHOM KaricyJ/ibl 1abupunTta. Hakonenue paauo-
(bapmnperniapata npy BbITIOJHEHUH CUMHTUrpaduu
XapaKTepHO Jist OTOCKJICpPO3a.

B Hacrosiee Bpemsi BeAeTCs HMMYHOIEHETH-
YECKHH aHaTU3 My TeM MOJIUMEPa3HO-LENMHON peak-
LIHH.

Hacneacrenteiil anamues npoOaHoB ¢ 1oj-
TBEPXKICHHBIM JIHATHO30M OTOCKJIEPO3a KJIMHHMKO
— ayAHOJIOTHYCCKHU MJIM Ha Orepaluy JAEMOHCTpPH-
pyeT BO3MOXHOCTb pa3jIMYHbIX BAPHAHTOB Hacjie-
JIOBAHHS TATOJOTHH: CIIOPaM4ecKoro (BeposTHO
ayTOCOMHO-PELIECCUBHOT0), ay TOCOMHO-/IOMUHAHT-
Horo u X — cuerniennoro. Kaxaomy u3 9TUX Ba-
PHAHTOB HAC/IEIOBAHUSA COOTBETCTBYET HATMUHE B
rerorurie rnpodania Ornpeae/eHHON reHeTHYECKOH
MyTaldd WK 1OJMMOPGHU3MOB € Pa3IMYHOM, 110~
BHJIMMOMY, B Ka)XKJAOM Cjlydae MEHETPAHTHOCTHIO.
CerofHs ye H3BECTHBbI HECKOJbKO KOHKPETHBIX
JIOKYCOB OTBETCTBEHHbIX 3a [OABJICHHUS OTOCKIIEPO-
3a: OTSCI ( B 15 xpomocome), OTSC2 ( B 7 xpo-
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mocome , OTSC3 ( B 6 xpomocome )., OTSCS (B 3
xpomocome). OTSC4 (eule 4ETKO He OIPEeIeHo).
Kpome Toro, u3BecTHbl 2 reHa, OTBETCTBEHHbIE 32
pasavUHble dTalbl CHHTE3a OENKOB COeMMHHTE b=
HOM TKaHW — KOJIJIareHOB, B YAaCTHOCTH KOJ1J1arcHa
1 Tna, W Takke rpHHUMalolue yuactue B (op-
MHUPOBaHUH AErpajalnk HOPMaJIbHON CTPYKTYDbI
KOCTH B paMKax HECOBEPILIEHHOro ocreoreHesa ¢
Pa3BUTHEM, B TOM HHCIIe, H KIMHUYECKOH KapTHHbI
orockieposa: COLTAL, COLTAZ.

BbiBosibl. B COBpPEeMEHHBIX HCC.I€/10BaAHUAX
CKPUHUHT My TalHi yKa3aHHBIX FTeHeTUYCCKUX (pak-
TOPOB SIBASACTCS OCHOBAHMECM LIS MOJIEKYJISIPHOIO
ITOATBEPIKICHHMS /IHArHO3a OTOCKIEePO3a U IPaKTH-
YECKHU HE HECEeT CaMOCTOATEIbHOIO KIHMHUYECKOro
snavenust. Oanaxko JIHK- aguarnocrmka ¢ Bepu-
duKauMCH MOTEKYIAPHO — IFeHeTHYeCcKoro Oasuca
CIIOHFMO3HOM MEPECTPONKU KOCTHOH TKaHH, Aalo-
el 1pejICTaBNCHUT O 11arToOMOXUMUUCCKUX MPO-
reccax B COCAMHUTEIBLHON TKaHM, HA HALl B3IV,
MOYKET SIBAATHCS TEOPSTHUCCKUM OCHOBAHUEM J1/Tst
pa3paboTKW  KOLCEpPBATUBHOIO crienn(Guaeckoro
JICUSHMsI, COCTABR/ICIHIH TPOTHO3a KaK AasibHEHLICro
TEUEHHsl OTOCK/IRpO3a, TaK H CUCTEMHOIO COCTO-
AHUS KOCTHOM TKauu (0CTEOropo3, rUIepocTos3 M
fnp.), a TaKKe ABAATLCS OCHOBHBIM AH((epeHLH-
AIBHO — IMArHOCTHYECKOTO KPUTEPHUEM B KIIMHHUYE-
CKM — CJIOKHBIX CJlyvasix, HanpuMep, pu Hekac-
CHYECKON KIMHHMKO — ay/IMOJIOTHYECKON KapTHHE, B
YACTHOCTU MPH OAHOCTOPOHHHX TIpoleccax, Nnpu
Pa3BUTHUM Yy MYIKYHUH, MPH TMOKO3PEHUH Ha rep-
BHUHO — KOXJEapHyto Gopmy, uto Kaxeres KpaiHe
NEePCrNeKTUBHBIM,
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