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Beenenue

Bpoxnennas anupuaus (BA) reneruyeckoe 3abosieBaHHE, BCTPEYAETCS C YacTOTOM
1:40000-1:96000. T'mmorura3usi pamyKKu cOUYETaeTcss C AUCTPO(PHEH pPOTOBHUIIBI, TIAYKOMOM,
KaTapakTo, Turormazuen ¢osea, 3pUTEILHOTO HEPBA, MOABBIBUXOM XPYCTalIHKa, HUCTAIMOM.
XapakTepHO BOBIICYCHHE APYTUX OPraHOB M CHUCTEM, YTO TPeOyeT MyJIbTHUAMCIUTUIMHAPHOTO
noaxoja. AHanu3 myonukanuii mo npodieme BA mokaszan HeoCTaTOK CTaTei B PyCCKOSI3bIUHOM
JauTeparype.

eans uccaenoBanus

N3yunth 0cOOEHHOCTU KJIMHUYECKON KapTHHBI, OEHUTh MPOrHO3 BA y neTeil v TakTUKY
KOHCEpPBATUBHOT'O U XUPYPrUUECKOTO JICUCHHUS.

Matepuanbl M1 MeTOABI

O6cnenoBano 5 manuentoB (10 rma3) ¢ momHoit BA B Bo3pacte ot 1 roma mo 15 ner,
neunBiuxcst B PIIOL] ¢ 2000 mo 2015 rr. OueHuBanu BO3pacT, CEMEWHBIA aHAMHE3, OCTPOTY
3peHHsl, MPOBOAMIN DPEePPaKTOMETPUIO, TOHOMETPHUIO, OMOMHKPOCKONHUIO, O(TaTIbMOCKOIHIO,
TOHHUOCKOTHIO, ONITUYECKYIO KOTepEeHTHYI0 ToMorpaduto. V3yyanu cucTeMHbIe COMMyTCTBYIOIINE
nposiBiieHud  BA, 9((dexkTuBHOCTE  KOHCEPBATUBHOTO M  XHPYPTUYECKOTO  JICYCHHS.
Ncnonp30Banu JaHHbIe IETCKOTO KaHlep — peructpa B nepuoi ¢ 1989 nmo 2015 rog.

PesyabTarsl

BA B 2/3 cnyudaeB HacnenctBeHHas, B 1/3 cnopaaudeckasi, 90% MyTarnuii 3aTparuBaroT
redi PAX6. CymecrByer PAX6 accouumpoBanHas BA ¢ ayTOCOMHO-JOMHHaHTHBIM
HacJIeIOBaHMEM, CIIOpaguveckass MW  CUHApoMalbHas. B n1erckoM  KaHlep-perucTpe
3apeructpupoBaHo 3 yenoseka ¢ BA u WAGR cunapomom.

HaGmromanmucy S5 neredt M3 HEPOICTBEHHBIX ceMei:c monHoi BA- cnopamudeckas
MmyTanus-3 pebeHka, ayTOCOMHO-JOMHUHAHTHOE HacienoBaHue-2. CuHApoManbHAas aHUPUAMA:
WAGR u T'mmnecnu cunzapomsi-2. ComyTcTBYIOLIasi TJla3Has MATOJIOTHS: KepaTomaTus — 5
neTeil, HucrarmM-4, Karapakra-3,rmaykoma-4, runorasus (oBea-5, MOABBIBUX XpycTajauka-2.
Bcem nersM mpoBOAMIIM KOPPEKIMIO aHOMainuii pedpakiuu oukamu ¢ YD-Guinbtpom u
MOJISIpU3alueli, TPUMEHSJIU KEepaTONPOTEKTOPHI, MOJOUPATU PEKUM AHTUTIIAYKOMHBIX
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npenaparoB. XUPYpPruueckoe JEYEHHE IIayKOMbl BKIIIOYAIO HMMIUIAHTALMIO JIpeHaxa AXMe[
(1rma3)-BI'Jl 6vuto kommencupoBano. Ha 3 rmazax mnpousBeneHa JUMOOCKIEPIKTOMHS C
KJIallaHHBIM CYyNpalWIMapHbIM JpeHupoBanuem, BI'/[ kommeHcupoBaHo Ha 2 rias3ax, Ha 3-M
pa3BWIIaCh THUIOTOHUSA C cyOaTpodmueit TimazHoro s0joka u3-3a aHupuauitHoro ¢uopoza. Y
JEBOYKM ¢ cuHapomoM ['wmmiecnn Ha ogHoMm rnasy npousBeneHun CTO u 99K, BI'J]
KOMIICHCUPOBAaHO, HO pa3BWJIach BBIPAKEHHAs KepaTomaTHs U3-3a HEAOCTaTOYHOCTHU
TMMOAJIBHBIX CTBOJIOBBIX KJIETOK, Ha 2-M ri1a3y npousBeaena CTD, yTo mpuBeno K KOMIICHCAITUH
BI'I.

BriBoabI

1 BA mnaHokynspHas mporpeccupylomias, paHO WHBATUAU3UPYIOLIas MaTOJIOTHs,
coYeTaroulasics ¢ CHHAPOMAJIbHBIMU 3a00JIeBaHUSIMHU, TTATOJIOTUEH IPYTUX OPraHOB U CUCTEM.

2 CBOEBPEMEHHOE BBISIBJICHUE MPOTPECCUPOBAHUSI KepaTolnaTuu, jaekomieHncauu BI'/],
JUCTIAaHCEpHOE HAONMIOZACHWE C  POXKIACHMSA, B3BELICHHBIM MOAXOJ K XHPYPTUYECKUM
BMEIATEeIbCTBAM-OCHOBHBIE TPUHIIMUIIBI BEACHUS OOJIBHBIX.



