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CMUCOK OCHOBHbIX COKPALLEHUI

AKTT — anpeHOKOPTUKOTPOITHBII TOPMOH

AT® — ageHo3uHTpudoOCchOpHas KUcIoTa

JA3H — nuck 3puTenbHOro HepBa

JAHK — ne3okcupnuboHyKJIeMHOBasl KMCJIOTa

KMO — KUCTO3HBIT MaKYJISIPHBINA OTEK

IMTAC — nurmeHTHAas1 abMOTpO(PUs ceTYaTKN

I1P — nurMeHTHBINA PETUHUT

[M9C — NUTrMeHTHBIN BIUTEINN CEeTYATKU

CXK — c0ii XOpuoKaIuIasipoB

TTT — TpaHcnynujisipHasi TepMOTepanus

ul'M® — HUKINYHBIT TYaHO3MH-MOHO(OCchaT

DO0TI" — anexTpookynorpapus

OPI' — snekTpopeTnHOTpadus

OCT — optical coherent tomography (ontTudeckass KorepeHTHass TOMO-
rpacdus)



BBEEHWE

IMurmenTtHas adbuorpodus cetryarku (ITAC), uau MUTMEHTHBIN peTHU-
Hut (ITP), o6benuHsaeT rpymnmny HacJieACTBEHHBIX 3a00JieBaHUI OpraHoOB
3peHUS U XapaKTepU3yeTCsl MEePBUUYHBIM T€HETUUECKU NeTePMUHUPOBAH-
HBIM TMOpaxkeHueM (POTOPELENITOPHOTO CJI0SI U MUIMEHTHOTO SIUTEIHUS
ceTyaTKH. 3a00IeBaHE BCTPEUYACTCS BO BCEX ATHUUYECKUX IPyINax Mupa u
COCTaBJISICT OCHOBHYIO YaCTh HaCJIEACTBEHHBIX 3a00I€BaHU I CETUATKH.

[lepBoe onurcaHue IJ1a3HOTO THA C UCITOJIb30BAHUEM TEPMUHA «[TUTMEH-
THBIN peTUHUT» ObLIO cnenaHo F.C. Dondors B 1855 n 1857 rr.

B nanpHelilneM npu onuMcaHWM 3TOM IPyIIibl 3a00J€BaHU UCITOJIb30-
BaJIM pa3IUIHbIC TEPMUHEI.

Leber (1916) npeanoxuia TepMUH «TalleTOpeTUHAJIbHAS JereHepalns»,
Mpearosaras, YTo IepBUYHBII MPOILIeCC JIOKaIN30BaH B MUTMEHTHOM 3ITH-
Tenuu (fapetum nigrum) cetdyarku. OH BKJIIOYMI B 9Ty I'PYIITY 3a00JIeBaHU I
MMUTMEHTHBIN PETUHUT C TUTMEHTOM M 0€3 Hero, 0eJI0TOUYCYHBI PETUHUT,
XOpUOpPEeTUHAJbHBIC NETreHepallii, CKJIEpPO3 XOPMOWIEH W HACJICIACTBEH-
HYIO HOUYHYIO CJICTIOTY 0e3 M3MEHEHMI Ha TJ1a3HOM HHe. XOTsS MaToreHes
3a00JiIeBaHUI B TO BpeMsl He ObLT U3BECTEH, MX KJIacCU(PUIIMPOBAIN KaK
«abuorpodum» (ot rped. abiotrophia: a — oTpullaHue, bios — XU3Hb,
trophe — utanue). TepmuH npeniaoxeH W.R. Govers B 1902 r. g1 0603-
HaYeHUSI TeHETHMYECKU OOYCIOBJICHHBIX MOpPakeHWIT HEPBHBIX TKaHEH ¢
«HaApYILIEHHOM XMU3HecrnocoOHOCThIO», a Collins B 1919 1. mpuMeHMUI €ro
JIJISE 0003HAYEHU ST CEMEMHBIX TUCTPOPUIA CETUATKU.

JILA. KatHenbcoH B 1973 T. IpemIoXuI BepHYTHCS K TEPMUHY <«IIHT-
MeHTHas abnotpodus ceruatku». [loHaTHE «aOMOTPOPUA» TOTUESPKUBACT
HaCJIeACTBCHHYIO IIPUPONY U TUCTPOPUICCKU T KOMITOHEHT 3a00JICBaHM .

B HacTosImee BpeMs KaK B OTEYSCTBEHHOM, TaK U B 3apy0eXKHOM TUTe-
paType Hapsay ¢ TEPMUHOM «IIMTMEHTHAsI a0MOTPO(US CETUaTKN» IITUPO-
KO paclpoCcTpaHEH TePMHUH «ITUTMEHTHBIM PeTHHUT». OTHAKO 3TOT Tep-
MWH HETOUYCH, TaK KaK HEe OTpaXkaeT ITaToreHe3 3a001eBaHM S, TIPU KOTOPOM
OTCYTCTBYET IIEPBUYHBIIN BOCIAJIUTEIbHBIN IpoOIIecC.

IMonTBepkaeH HACIEACTBEHHBIN XapaKTep IMUTMEHTHOW aOMOTpOhUN.
3abosieBaHWE MOXET OBITh MOHOTEHHBIM (BBI3BAHHBIM Ie(PEKTOM B OTHOM
TeHe) WJIM TUTeHHBIM (BBI3BAHHBIM Ie(DEKTOM B ABYX reHax). MOHOTCHHBIC
(GopMBI MOTYT UMETh ayTOCOMHO-IOMHUHAHTHBIN, ayTOCOMHO-PEIECCUB-
HBI 1 X-CLETJeHHBI TUIIB HacjemoBaHMUsA. YacToTa BBISBICHHS 3TUX
THUIIOB B Pa3HBIX CTpaHaX BapbUPYET.



6 o [MUTMEHTHAS ABOTPO®IA CETHATKI

Kaunnyeckass kapTuHa 3a00JeBaHMS BKJIIOYAeT HOYHYIO CJCIOTY,
MOCTENMEeHHY0 MOTepIo neprucepruyeckoro, a Mo Mepe MporpeccupoBaHus
3a00J1eBaHM S U LIEHTPAJIbHOTO 3PEHUSI, CBSI3aHHYIO C (DYHKIIMOHATbHBIMU
W3MEHEHMSIMHU U ereHepalueii poroperienTopoB. OcoOEHHOCTH Mpoliecca
3aKJII0YAECTCs B HE3aMETHOM HauaJie, COIPOBOXKIAIOIIEMCS ITOCTEINeHHbIM
CHMKEHUEM 3pUTEIbHBIX (DYHKIUN M HE3HAUYUTEIbHBIMM M3MEHEHUSIMU
Ha TJIa3HOM JIHE.

JAmarHo3 NUrMeHTHOM a0noTpodUu CeTYaTKH YCTaHABIMBAIOT HA OCHO-
BaHUU XapaKTepHOU O(MTaJIbMOCKOIIMYECKON KapTUHBI, (DYHKIIMOHAIb-
HBIX CUMIITOMOB, TaHHBIX 3JeKTpopeTnHorpaduu (BPI) u onTuyeckoi
korepeHTHo Tomorpacduu (OCT — ot optical coherent tomography).

HecMoTpst Ha 3HAYUTEABHYIO PaCIPOCTPAHEHHOCTH Mpoliecca U 0Ob-
1II0€ KOJUYECTBO CAy4YaeB MHBAJUIHOCTH, ITPOOIeMa MUTMEHTHOM abuo-
TpoduUM ceTUaTKM Jajeka oT pa3peIicHusI.

B HacTosiieM pyKoBOACTBE MpeACTaBICHBI COBPEMEHHBIC TaHHBIC 00
aHaTOMUU U (DU3UOJIOTUHU CETYATKH, a TaKXKe 00 STUOJOTUM U TaTOTeHE-
3¢ MUTMEHTHOM abmoTpoduu cetyarku. [IpuBeneHBl MaTOreHETUUYECKU
000CHOBaHHBIe Kiaccudukanuu 3adosieBanus. [lonpobHO onmcaHbl KIK-
HUYECKHE CUMIITOMBI U TEUCHME IMUTMEHTHOI aOMOTpoduu ceTyaTku, a
TaKKe COBpEeMEHHBIC METONBI AUArHOCTUKHU. [IpeacTaBaeHbl JaHHBIE TeHE-
TUKU, OIIPEISSIONINe HOBBIC HAIIPaBJICHUS B U3yYCHU U HACJICACTBEHHOMN
MMaTOJOTUU 3PUTEIBHONU cUCTeMBl. OTpaxKeHBbl MEePCIeKTUBHBIC CIIOCOOBI
JICUCHUS.



[nasa 1

AHATOMHSA CETYATKM

Cetyarka — HauboJsiee CIOXHOE CTPYKTYpHOe U (PYyHK-
IIMOHAaJIbHOEe oOpa3oBaHue rnasa. OHa mpeacTaBisieT coOoit
MMPO3pauyHYI0 TKaHb, BHICTUJIAIONIYIO BHYTPEHHIOK TOBEpX-
HOCTb TJIa3HOTO $0JI0Ka, 3aHUMAIOIIYI IIpuU 3ToM 3/4 ee
TJIOIIAM, M PACTIPOCTPaHSIETCS OT IMCKa 3pUTEIbHOTO HepBa
IIo 3youaToii 1uHU (ora serrata), TIEpexXosl B 3TON 00JacTH B
MATMEHTHBIN SNUTEeNnii pecHuuHoro tena. Ceryatas 000-
JIOYKa COCTOUT M3 TPEX CJIIOEB TeJ HEPBHBIX KJIETOK ((hoTope-
LIETITOPOB, OMIOISIPHBIX M TaHIJIMO3HBIX), KOTOPbIC pas3fe-
JICHBI IBYMSI CJIOSIMU CMHAIICOB, 00pa30BaHHBIX aKCOHAMU U1
IEeHIPUTAMU 3TUX KJIETOK (puC. 1-1, CM. IIBETHYIO BKJICHKY).
OcHoBHag QYHKI NS ceTyaTKU — (oTopeuenus. B ceTyar-
Ke ITPOMCXOIUT IIpeoOpa3oBaHNEe SHEPTUU CBETOBBIX JyUeii B
IIPOIIeCC HEPBHOTO BO30OYKICHMSI C TTOCICAYIONINM aHATN30M
OINTUYCCKMUX Pa3apakKUTeICH.

BHekeTouHOE TTPOCTPAHCTBO 3aHMMAIOT OOJIBIINE TIH-
aJbHBIC KJEeTKH Mroijepa, IpoXOmsIne paaralibHO depe3
BCE CJIOM CETYATKHU OT (DOTOPELETITOPOB IO CTEKJIOBUIHOMN
MeMOpaHbl. OHU BBHITIOJIHSIOT OIIOPHYIO, OydhepHYyIo 1 Tpodu-
YyecKy (QyHKLNU.

[Tpu ocymiecTBICHUH 3PUTEILHOTO ITpoliecca hoTopelern-
TOPHI CeTYATKH, MUTMEHTHBIN SIIUTEIN 1 MeMOpaHa bpyxa,
B3aMMOJIEHCTBYSI MEXIYy c000ii, 00pa3yloT enuHyr (GYyHK-
IIIOHAJIBHYIO cHCTeMy. I1OCKOJMBKY MHaTOJOTMUYeCKUI IIPO-
1Iecc Ipy MUTMEHTHOI a0MOTpoGUHU pealn3yeTcsd Ha yPOBHE
doTopenenTOpOB ¥ MUTMEHTHOT'O SIMUTEINS CeTYATKH, TO Ha
AHATOMUYECKUX M (PYHKIMOHAJIBHBIX OCOOCHHOCTSIX 3THUX
CTPYKTYP CTOUT OCTAHOBUTHCS O0JIee MOAPOOHO.



