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Pesiome

HacnefctBeHHble fOMVHAHTHbIE ApY3bl (COTOBUAHAsA AUCTpodusa cetyatku [orHa) — 310
reHeTM4Yeckn o06ycnoBrieHHoe 3abofieBaHME CETYATKU C BapuabenbHOM KIMHUYECKON
KapTuHON. M3yueHune 3TrMonaTtoreHesa COTOBMAHOW AUCTPOGUN 3aTPYOHUTENIbHO BBULY
HU3KOW YaCTOTbl BCTPEYAEMOCTM 3TOM Ho3omnoruu. Mog Hawmm HabnoageHneM Haxoau-
nacb nauueHTka K., 68 net, 06patuBLLancA C MOJO3PEHVEM Ha HOPMOTEH3UBHYIO FayKo-
My oboux rnas. Mo ntoram opranbMONOrMYecKoro obcnefoBaHusa 6bin BepudrLpoBaH
[MarHo3 «4OMVHAHTHbIE PY3bl», @ TAKXKe OblfO YCTaHOBMEHO, UTO AedeKTbl Mo 3peHus,
BO3HVKaloLMe Npu 3TOM 3a6oneBaHun, 0OyCIOBNIEHbI ICTOHYEHEM KOMIIeKCa FraHmu-
O3HbIX KJTIETOK 1 HEPBHbIX BOJIOKOH CeTyaTKu. [prBefeHHbIN B HACTOALLEN CTaTbe aHanun3
NMTepaTypbl 1 KIIMHAYECKOTO CJlyyas No3BOJIAA PaClUMpPUTb NPeAcTaBAeHe O MeXaHW3-
MaX HapyLUEeHWs 3pUTeNbHbIX QYHKLUA NPy COTOBUAHON Anctpodum.

KnioueBble cnoBa: cotoBuaHas anuctpodua cetyatku [JomHa, rmaykoma, HepBHble BOMOK-
Ha, BO3paCTHasA MaKynapHasa gereHepauumsa
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Abstract

Familial dominant drusen (Doyne honeycomb retinal dystrophy) — is genetically
determined retinal disease with variable clinical manifestations. Honeycomb dystrophy
etiology and pathogenesis are difficult to research due to low incidence of the disease.
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Here in the article we present a clinical observation of a female 68 years old patient K.,
who was initially suspected for low-tension glaucoma in both eyes. Ophthalmologic
examination revealed dominant drusen; as well, ganglion cell complex and retinal nerve
fibers thinning was found to be the source of visual field defects arising from the disease.
The clinical case and literature review presented in the article adds to our knowledge of
visual impairment mechanisms in honeycomb dystrophy.

Keywords: Doyne honeycomb retinal dystrophy, glaucoma, nerve fibers, age-related
macular degeneration

B OB30OP JINTEPATYPbI

TpaAnUMOHHO ApPY3bl CYMTAIOTCA NMPU3HAKOM BO3PACTHOWM MaKyNAPHOW fereHepauum
(Bo3pacTHadA makynsapHasa guctpodusa, BMJ) n npoyHo accoummpytotca B npeacTaBneHnn
Bpayen-opTanbMoNoroB ¢ 3T1M 3aboneBaHreM. XOTA yXKe Npw NePBbIX HAYUYHbIX ONCaHU-
AX APY3 B MaKyNApHO 061acT aBTOPbI OTMEYaU, YTo NoJOOHbIE OTIIOXKEHNA MOTYT Tak-
e NoKann3oBaTbCA BOKPYT ANCKa 3puTenbHoro Hepga ([3H) 1 Boonb cocyamcTbix apkag.
O6a KNMHUYECKMX BapuaHTa UCCIeAoBaTENN pacLeHMBany Kak NMpu3Hakyu BO3pPacTHbIX
3ab0neBaHNI CETYATKN 1 XOPUOVAEN, OLHAKO BHEMaKYsPHble ApY3bl CKOpee cunTanu
OTAENbHOM NAaTONOMMEN CO CTOPOHbI FAa3HOMo AHA, Hexenv GopMOoN UM BapraHTOM Te-
yeHusa BMI, n pekomeHpoBanu yeTko anddepeHUMpoBaTb 3T HO30/10rMK B OdpTanbMo-
nornyeckoun npaktuke [1, 2].

K HacTosLeMy BpemMeHU B HayYHOW nnTepaType onybinkoBaHO MHOXECTBO CJIOBEC-
HbIX OMUCAHWI U LBETHBIX N306paXKeHU ApY3, NIOKANM3YIOLWUXCA BHE MAKYsSIPHON 06-
nacTu, nof pasfiyHbIMU aBTOPCKMMMN HAMMEHOBaHMAMU: ay TOCOMHbIE CEMENHbIe Hacneq-
CTBEHHbIE IOMUHAHTHbIE ApY3bl, COTOBUAHAaA anctpoodua-gereHepauma [loriHa (Doyne’s),
NeBEHTMHCKas 6onesHb (uTan. malattia Leventinese), LeHTpanbHbIN KanneBuaHbIV (QH.
guttate) xopuonant XatunHcoHa — Taa (Hutchinson - Tay), NOBepXHOCTHbI XOpUOpPEeTH-
HUT XonTxayca — batteHa (Holthouse - Batten), pagnanbHble Apy3bl, JOMUHAHTHbIE ApPY3bl
MeMbpaHbl bpyxa, GaMunbHbI XOpMOMANT, TManmHoBas AucTpodurs n ap. [1-6].

KnrnHunyeckas kKapTrHa COTOBMAHOW AUCTPOGUN B MONYNALMUM OUYeHb BaprabenbHa 1
XapaKTepn3yeTca CyLWeCTBEHHbIMU OTIMYUAMM B OTHOLLUEHUN TaKMUX KPUTEPKEB, Kak BO3-
pacT MaHndecTaumy 3aboneBaHns, NPEVMYLLECTBEHHOE PACMONIOKEHWE 1 OPTaSIbMOCKO-
NUYecKin BUA ApPY3, CKOPOCTb NMPOrpeccupoBaHns, CybbekTBHAs CUMMNTOMATMKA, CTe-
MeHb HapYLLEHWSA 3PUTENbHBIX GYHKLUUIA 1 MPOrHo3 6one3Hun. JoMUHaHTHbIe APY3bl MOTYT
NPUHYMATb Pa3HOO6pPa3Hble hpeHoTUNUYECKe GOPMbI B Mpefenax OQHOro reHeanormye-
CKOTO [1PEeBa, a TakXe NpoTeKaTb C BbIPaXKEHHOM aCMMMETPUEN MeXay NapHbIMU rna3amm
OfHOro nauveHTa [4, 7-13].

Bo3pacT Havyana 3aboneBaHWs U MHTEHCMBHOCTb €ro MpPOrpeccMpoBaHKsA LIVPOKO
BApPbUPYIOT, @ CYObEKTUBHAsA CMMMTOMATNKA NPU COTOBUAHON ANCTPOdUM MOXKET OTCYT-
CTBOBATb BOBCE WM COMPOBOXAATbCA BbIPAXKEHHBIM CHUXKEHMEM LIEHTPANIbHOTO W/Unm
nepudepryeckoro 3peHus. B cBsA3n C 3TUM JOMUHaHTHbIE APY3bl MOTYT ObITb KaK Cllyvait-
HOW 6eCCMMMITOMHON 0(pTaIbMOCKONMUYECKON HAXOAKON, TakK Y MHBAMAU3MPYIOWMM CO-
CTOAHMEM C HeONAronpuATHBIM MPOrHO30M 1 MOTEePEN LeHTPaNbHOro 3peHus [4, 7-13].

MakynapHasa o6nacTb MOXeT npeTeprneBaTb CYLUECTBEHHbIE V3MEHEHUs, XapaK-
TepHble ana BM[, nnn coxpaHATbCcA MHTaKTHOW. [py3bl, Kak NpaBuio, pacrnonaralorca
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napananunnAapHo (NeprnanuanApHoO, KCTananunaapHO) C Ha3allbHOW CTOPOHbI KHYTPU
o1 [13H 1 paguanbHo (pacnpocTpaHAAach BAONb COCYAMCTbIX apKag 1 Ha CpefHen nepude-
pUK rNasHoro AHa), HoO MOryT MMETb MPENMYLLECTBEHHYIO JIOKanM3aLuuio B MexXapKagHoM
NPOCTPaHCTBE 1 MaKynapHo obnactu. BaprnabeneH n odranbMockonmyecknii BUg apys3
no dpopme (oKpyrnble Unn yannMHeHHble), pa3mepy (Mefkme uam KpymnHble), unciy (MHo-
YKeCTBEHHbIE VAN eANHUYHbIE), pacnpeaeneHnto (UCCEMUHMPOBaHHbIE MW JIOKaNbHO
CrpynnupoBaHHble, CAIMBHbIE) U OTTEHKY [4, 7-13].

EfVHMYHBIE KNVHMYECKME MPUMepPbl C MPOLOKUTENbHBIM NEPUogoM HabnogeHun
NoO3BOJINAN aBTOPaM NOCTAAUIAHO ONKMCaTb NPOLECC PA3BUTKA MNATONOMNYECKNX N3MEHe-
HUA Npu coToBUAHON ancTpodun. Ha paHHMX cTagusax 3aboneBaHVA BHE MaKynspHON
obnacTn onpepenalTcA Menkme cnabonurmeHTMpPoOBaHHble (CBeTNble) ApY3bl, 3pUTesb-
Hble GyHKLUN He cTpafatoT. Co BpemeHeM pa3mep, KONMyecTBo 1 APKOCTb (MprobpeTatot
XKenTbl LiBET) ApY3 YBENMUMBAOTCA, APY3bl PaCNPOCTPaHATCA MO niowaau (B Tom uncne
Ha obnacTb XenToro NATHa), POPMUPYIOT rPO3aeBUAHbIE CKOMMEHUA, CINBAIOTCA MEXAY
coboin, nprnobpetatoT 6onee penbedHble GOPMbl U KOMMOUAHBIA BUL, NPUNOAHUMAIOT
CEHCOPHYIO CeTyaTKy U CnocobCTBYIOT nepepacnpeenieHnio PeTUHANbHOrO NMUIMEHTa,
Ha nepudepnn cneunduyeckne M3MeHeHUs NPUOBPETadT TUMUYHBIA BUA NUYENMHbIX
COT (KNnaccuyecknii COTOBUAHbIN NAaTTEPH-OPHAMEHT); NPU 3TOM HapyLUeHMe 3pUTeNbHbIX
OYHKUMIA NPOABNAETCA B BUAE CHMPKEHMA MaKCMManbHO KOPPUIMPOBAaHHOW OCTPOTbI
3peHnA, NOABMIEHNA OTHOCUTENBbHBIX U aBCOMIOTHBIX LIeHTPaNbHbIX, MapaLeHTPanbHbIX 1
neprdepmryeckx CKOTOM B NoJie 3peHuns, meTamopdoncum, gucxpomatoncum, GoToncmm,
CBeTO00A3HN, HapyLIeHNI TEMHOBOW afjanTauny U CyMepeyHoro 3peHus. [anbHelnwee
nporpeccrpoBaHie JOMUHAHTHbBIX ApY3, Kak 1 npu BM[, conpoBoxpaetca pa3sButu-
€M BblPaXeHHbIX N3MEHEHUIN NUrMeHTHOro anuTenus cetyaTtku (M3C), reorpadpuueckon
n/vnn guddysHon atpodun ceTyaTky, KNCTO3HOrO MaKyNAPHOro OTeKa 1 XOprouaanb-
HoW HeoBacKynapusauuu (XHB); nocnenHAA MOXeT OCNOXHATLCA CYyOpeTUHaNbHbIM Kpo-
BOM3NUAHMEM Unn pnbpoBacKynapHbimM pybuom [1,4, 8,9, 11, 14-19].

Kpome Toro, Bpauyammn-odpranbmonoramu Gbinia oTMeuyeHa CBA3b JOMUHAHTHBIX APY3 C
pa3BuTUEeM rnaykomol [1, 2, 4].

DTUoNOrMA 1 NatoreHe3 COTOBUAHOW ANCTPOOUM HA CErOAHALIHUNA AeHb TOYHO He
ycTaHoBneHbl. Mophonormyecknx n rmcToXMMMYECKUX OTIMYNIA MeXay JOMUHAHTHbIMA
opy3samu 1 gpysamu npyu BM[I otmeueHo He 6Gbino. Bcnencrere cxoxecTn KNMHUYECKUIA
NPOABNEHUN, MUKPOCKOMUYECKUX, TMCTONOMMYECKMX W YNbTPACTPYKTYPHbIX OCOOeH-
HOCTel Apy3 HEKOTOPbLIMI aBTOpaMu ObinM BbiCKa3aHbl MPENOIOKEHMA O TOM, UTO CO-
ToBMAHaA auctpodma n BMI moryT nmeTb MAEHTMYHbIE NaToreHeThYecKne MexaHu3mbl
[1,7,11,14,16,17].

[lo HepaBHero BpemeHn UccrefoBaTeNlM PACXOAUINCD BO MHEHUAX OTHOCUTENIbHO
NPUPOAbl 1 3TMOMNATOreHeTNYECKON OAHOPOAHOCTV AOMMUHAHTHbIX Apy3. OfHuM nccne-
foBaTen 060CHOBAHHO Monaranu, YTo JOMUHaAHTHble ApPY3bl ABMAIOTCA STMONOMMYECKn
pa3HbIMK 3a601EBAHUAMM CO CXOXKMMMU, HO B TO »Ke BPeMsA OYeHb BapurabenbHbiMK GpeHo-
TUNNYECKUMW NPOABNEHUAMM: NPeANPUHMMANUCL NONbITKK anddepeHLMpoBaTb JOMU-
HaHTHble Jpy3bl B KauecTBe JUCKPETHbIX HO30M0MMI NyTeM onpefeneHns KINMHNYeCKmx
0COBEHHOCTEN, CBONCTBEHHbIX TEM UK MHbIM popMam 3abonesaHus [5, 7]. Jpyrue aBTo-
pbl 6bIAM CKNOHHbI CYATaTb JOMUHAHTHbIE JpY3bl GEHOTUMNYECKMMU BapraHTaMy OLHOM
HO30/10MMYeCKON eANHNLbI — pa3HbIMU GOPMaMK OLHOIO U TOTO e 3aboneBaHMA C Bapu-
abenbHbIMU KNMHNYeCKMMU npoasneHmamun [18, 20, 21].
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MepBble reHeTnyeckne HabnLeHWA MO3BOMANN NWLWb C BbICOKOW CTEMeHbld A0-
CTOBEPHOCT YyTBep)KAaTb, UTO COTOBMAHAA [AUCTPOOUA CeTYaTKM — TeHeTUYecKu
obycnosneHHoe 3abonieBaHMe C KNacCMYeCKMM MeHAeneBCKMM TUMOM HacnefoBaHusA
(ayTOCOMHO-fOMMHAHTHOE HacsefoBaHue). Bnocnenctsum 6bin KapTMpOBaH NOKYC U
TUNMPOBAH MYTaHTHbIN annefib, OTBETCTBEHHbIN 3a pa3BuTme Bcex GOpM JOMMUHAHTHBIX
APY3 — ayTOCOMHO-AOMMHaHTHaA mucceHc-myTauma Arg345Trp (R345W) B reHe EFEMP1
(aHrn. EGF-containing fibulin-like extracellular matrix protein 1, EGF - epidermal growth
factor; ¢nbynmHONoaoOHbIN 6eNoK BHEKNETOUHOrO MaTpuKca 1, cofeprKalyuin snvaep-
ManbHbI dakTop pocTa, IDP-copepalmin GprbynnHonofobHbI 6enok BHEKNEeTOUHO-
ro matpuikca 1), kogmpytowem 6enok FBLN3 (fibulin, prnbynux-3), xpomocoma 2p16-21.
C >1o no3uuum deHoTUNMUeckasa BapmabenbHOCTb AJOMUHAHTHBIX ApYy3 oObAcHAeTCA
pasfiMYHON 3KCMPeCccHen reHa U ero HeMosIHOM NeHeTpaHTHOCTb. PubynunH-3 — rnuko-
npoTtenH 6a3sanbHoli membpaHbl, GOPMUPYIOLLMIA BHEKIETOUHBIA MaTPUKC 1 obecneun-
BaloLWNi ero GyHKLNOHaNbHOCTb; rPaeT BaXKHY posib B MOAAEPKaHUN CTPYKTYPHOI 1
dursronornyeckon LenocTHocTn 6asanbHbIX MemMOpaH 1 coeNHUTENbHbIX TKaHel — cTa-
6UnNM3NpyeT CynpamoneKynapHble KOMMIEKCbl U CNOCOOCTBYET AaNibHENLWUM MeXMorne-
KyNnApHbIM B3aVIMOAENCTBUAM; KaK ClefcTBMe, PeryinpyeTr OCHOBHblE KNeTOUHble QyHK-
Lum — yyacTByeT B MpoLeccax CTapeHus, MNacTMYyHoCTy, nponndepaumnm u pereHepawmu;
Heob6xoaMM AnA noffep aHna HOpManbHOW XXM3HeAeATeNbHOCTM KNIETOUHbIX 3/IEMEHTOB,
BK/IOYasA HepBHble BOSIOKHa. [0-BUAMMOMY, MyTaLMa He BAUAET Ha cam 6enloK, Ho fenaet
€ro HeycToMuMBbIM K Jerpajauuu, BCeACTBME Yero pa3BuBaloTca ancMmetabonunueckme
npouecchbl. Mi3BectHo, uto npu aeduumnte FBLN3 HapylieHO BOCCTaHOB/IEHNE HEPBHbIX
OKOHYaHUI nocne nx nospexzeHud. VimelTca AaHHble, CBULETENbCTBYIOWME O PONKU
dunbynuHa-3 B nopaepxaHnn 1 pereHepaunm TkaHe 06OHATENIbHOrO TPaKTa B3pOCI0oro
yenoseka. CoBpemMeHHbIMY MeTofaMu Obino nokasaHo, uto EFEMP1 skcnpeccupyeTca B
TKaHAX rnasa npeumyLecTBeHHO B LWINApHOM Tene (HeNnMrmeHTUPOBaHHbIN NUTeNui),
porosuLe (6a3anbHblli SNUTENUI), FONIOBKE 3pUTENbHOIO HEPBa U ceTyaTKe (B Coe HepB-
HbIX BOJIOKOH, BO BHYTPEHHEM 1 BHELLUHeM cermeHTax ¢poTopeLientopos; B [19C, BHYTpeH-
HeM 1 Hapy>XHOM AAiePHbIX CNOAX — Ha Nepudepun; B Hapy>kHOM NnekcupopmMHOM crioe —
B LileHTpanbHow obnactu). B Hopme ¢ Bo3pacTom B ceTuaTke HabniopaeTca yBennyeHune
skcnpeccun EFEMP1. Beugy Ttoro dakta, uto $prbynuH-3 BbICTynaeT B KauyecTBe BaXHO-
ro mMopynatopa GMONOrMn CoeiHUTENbHOTKAHHbBIX CTPYKTYP, FreHeTUYeCKne BapuaHThl
FBLN3 cBA3aHbl CO MHOXKeCTBOM 3ab0neBaHWI YenoBeKa B pas3fiMyHbIX CUCTEMaX OPraHoB;
annenv EFEMP1 TecHO accoLMmpoBaHbl C pa3BUTUEM MNEPBUYHON OTKPbITOYrO/IbHOW rnay-
KOMbl 11 I0OBEHWIbHOW OTKPbITOYroNbHOM rnaykomsl [7, 8, 13, 16, 22-35]. [laHHble 0 KOMOp-
6UOHOCTM COTOBUAHOM ANCTPODUN CETUATKU C HelpofereHepaTMBHbIMM 3aboneBaHnAMYN
B [OCTYMNHOW NrTepaType OTCYTCTBYIOT, UTO FOBOPUT O BOBNEYEHUU B MATONOTMYECKMNA
npoLecc NCKNOUYNTENIbHO HepasibHbIX S1eMEHTOB CETUaTKM, HO He 3pUTeSIbHOro HepBa U
He CTPYKTYp LieHTpasnibHOWM HEPBHOW CUCTEMBI.

Mo npuurHe pepKon BCTPeYaeMoCTU COTOBMAHONM fereHepauuun npegnaraemble 1c-
cnepoBaTenAmm neyebHble MeponpUATUA HOCAT B ONpefeNeHHON CTeNeH SMNUPUYeCKni
UNW 3KCNeprMeHTanbHbIN XapakTep. B KauecTBe Xupypruueckmx Mmep 6b11v onpoboBaHbl
nasepHas Koarynauma n potogmHammnyeckas Tepanua. OnmcaHHble MeTOAbI SleueHrs Npum
COTOBUAHON ANCTPOOUN B OCHOBHOM HamnpaBJieHbl Ha pa3peLleHne OCNIOKHEHUI: Npo-
BefeHVe aHTK-VEGF Tepanuu, nHTpaBuTpeanbHOe BBefeH e MIoKOKOPTUKOCTEPOUAOB 1
BUTPeOpeTMHalNbHble XMpypruyeckme BMmelwatenbctsa [1, 21, 34, 36-40].
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B OMUCAHUE KINTMHWNYECKOIO HABJTIOAEHWA

B ®IBHY «<HUWNTB nm. M.M. KpacHoBa» ob6paTtunack nauyneHTKa K., 68 net, c nogo3peHu-
€M Ha HOPMOTEH3UBHYIO MIAaYKOMY C MPOrpeccupyowmmM CHUXKEHEM 3PUTESIbHBIX QYHK-
unin. NMpu nepBrYHOM 06CNIeoBaHNM He ObiNO BbIABIEHO 3M300B NOBbILEHNUA BHYTPU-
rnasHoro AaesieHns Bbllle pedepeHCHbIX 3HaYeHUN, OiHAKO pe3yibTaTbl KOMMbOTEPHOM
nepumeTpuun 1 odprTanbMocKonmyeckne ocobeHHocT [13H no3sonany 3anofo3puTb rnay-
KOMATO3HY0 ONTUYECKYI0 HENPOoMaTUio.

MpuHYMaa BO BHMMaHWe AaHHble 0PpTaNIbMOTOHOMETPUM U ODTaNbMOCKONMYECKYHO
KapTWHY FMa3HOro AHa, nauueHTKa bbina foobcnegoBaHa ¢ HEBPOMOTMYECKON CTOPOHBDI 1
NMPOKOHCY/bTUPOBaHa BPauoM-HenpoodTanbMOSIOrom C LieNblo UCKIIYEHWA YaCTUYHOM
atpodun 3putenbHoro Hepsa (YA3H) 1 HellpoaereHepaTUBHbIX 3a60N1eBaHNI LieHTpanb-
HOW HEPBHOW CUCTEMBI.

C D

Puc. 1. MHOXecTBEeHHble AUCCeMNHUPOBaHHbIe MefKne APY3bl Ha YPOBHE MUIMEHTHOrO SNuTenna
ceTyaTKu U Mmemb6paHbl Bpyxa: A, B - 6uomunkpodororpaduu rnasHoro fHa, nony4yeHHbie Npu NOMoLLM
$yHpayc-kamepbi; C, D - ckaHbl ceTyaTKu, NolyYeHHbIe NPU NOMOLLY ONTUYECKOro KOrepeHTHOro
Tomorpada (npaBoro v NeBOro rnasa COOTBETCTBEHHO)

Fig. 1. Multiple disseminated small druses of the retinal pigment epithelium and Bruch’s membrane:
A, B - fundus images obtained by the means of retinal camera; C, D - retinal scans obtained by the
means of optical coherence tomograph (the right and the left eyes, respectively)
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Puc. 2. Mop¢$opyHKLOHaNbHble HapyLlUeHNsA, BbisIBJIEHHbIE NpU coToBUAHON anctpodun: A, B -
COCTOAAHME KOMIUIEKCa FraHMMO3HbIX KNETOK ceTYaTKu Mo pe3ysibTaTam ONTNYeCKOl KOrepeHTHOI
Tomorpadum; C, D - none 3peHus no pesynbratam KomnblotepHoi nepumeTtpuu; E, F - coctosHmne cnoa
HepBHbIX BOJIOKOH CETHYaTKM Mo pesynbTaTaM ONTUYECKOI KorepeHTHoll Tomorpadum (npasoro u 1eBoro
rnasa COOTBETCTBEHHO)

Fig. 2. Morphological and functional impairments, revealed in honeycomb dystrophy: A, B - ganglion cell
layer on the optical coherence tomography; C, D - visual field on the computer perimetry; E, F - retinal
nerve fiber layer on the optical coherence tomography (the right and the left eyes, respectively)
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CneunanbHble MeTofbl OdTasbMONIOrMYECKOro 06CNeoBaHMA, MNPOBEAEHHOIO
B8 HNWIB, no3sonunun BM3yann3npoBaTb MHOXKECTBEHHblE AUCCEMUMHMPOBaHHbIE MefKue
Lpy3bl Ha ypoBHe 3C n membpaHbl bpyxa Kak B MaKynapHow obnactu, Tak 1 Ha nepude-
pwn ceTyatku (puc. 1).

MeTopgom onTuyeckon KorepeHTHol Tomorpadum (OKT) ceTyaTKkn 1 3pUTeNIbHOTO He-
pBa 6b110 BbIABNIEHO 3HAUMTENIbHOE UCTOHUYEHME KOMIMIeKCa raHrMO3HbIX KNETOK (csiom
HEepPBHbIX BOJIOKOH, FAHIMIMO3HbIV C/TION 1 BHYTPEHHWUA NNeKcOPMHDBIA Cloi ceTyaT-
K1) N HepBHbIX BONOKOH [3H (puc. 2). MNpn 3TOM COCTOAHME TONOBKU 3pUTESIbHOrO He-
pBa COOTBETCTBOBASIO AaNeKo 3allefLlen CTagnm rnaykombl: naoLwagb akckasauum — 1,49
n 1,42 mm? (MpaBoro 1 fIeBOro rnasa COOTBETCTBEHHO), MOWaAb HEPOPeTUHANbHOIO
nosicka — 0,69 n 0,85 mm?, 06bem 3KkckaBaumm — 0,416 1 0,335 Mm?, ob6bem HelpopeTu-
HanbHoro nosicka — 0,043 1 0,051 mm3, cooTHoLeHKe nnowaan [3H K nnowaan skckasBa-
uumn - 0,68 1 0,63, cpefHAA TONLMHA C1I0A HEPBHbIX BOSIOKOH CETYATKWN BAONb KOHTYPHOW
nnHum — 73,30 n 65,08 MKm.

Hamu 6b110 ycTaHOBNIEHO, UTO Y NMaLMEHTKMN Mena MecTo CHUMKEHHaA TONIePaHTHOCTb
BOJIOKOH 3puTenbHoro Hepga K BI. MHanBugyanbHasa Hopma B 6bina onpefeneHa Kak
12,8 1 12,1 MM pT. CT. 419 NPaBOro 1 N1eBOrO rfasa COOTBETCTBEHHO. PacueT nHamemnayanb-
HoW HopMbl odTanbMOTOHYca 6bin paspaboTaH Ha 6aze OIBHY «<HUUTB nm. M.M. KpacHo-
Ba» 1 OMNMUCaH B paHee onybnnKoBaHHbIX cTaTbax [41, 42].

Pe3ynbTaTbl KOMNNEKCHOTO MYNBTUMOAANIbHOrO 06C/IefOBaHA MO3BONWAN BbIHECTU B
3aK/UNTENbHbIA ANArHO3 COTOBUAHYI0 ANCTPODUIO CETUATKM Y HOPMOTEH3MBHYIO rnay-
Komy oboux rnas.

B kauecTBe neuebHbIX MeponpuATWi, Gnarofapa KOTOpPbIM yAanocb CTabunusnpo-
BaTb 3puTenbHble GyHKUMM (MO nToram 12 mecaues HabnogeH ), Gbina Ha3HaueHa KOM-
NnieKCHasa HeMmponpOoTEKTOPHAA Tepanna 1 NPOBeAEHO aHTUINAayKOMHOE Xpypruyeckoe
nevyeHve (BBUAy HefoCTaToYHOW 3GGEKTUBHOCTU MMMNOTEH3MBHOIMO MeANKaMEHTO3HOMo
pexrma) C fOCTUXKEHVEM NHANBMAYANIbHOTO LIeNeBoro ypoBHs odrtanbmoToHyca. OT du-
310TEPANEBTUYECKOTO JleUeHNs Oblfo NMPUHATO peLLeHre 0TKa3aTbCA B CBA3UN C TEM, UTO
[eTaslbHO He YCTaHOBMEH NnaToreHes 3abofieBaHUA 1 NaToreHeTUYeCKne MexaHU3Mbl ero
pa3BuTuA. MNaumeHTKa ocTaeTcsa Nog fanbHeNWnM HabnoaeHeM peTUHOSOra.

B ObCYXIOEHWE

M3BecTHO, UTo ApY3bl Ha MMa3HOM [He MpefCTaBnAlT cobol OTNoXeHNA amopdpHOro
MaTeprana mexpgy 6asanbHon membpaHoi M3C 1 BHYTPEHHUM KOMMareHOBbIM CI0eM
MeMbpaHbl bpyxa. [leno3uTbl MOryT NIOKaNM30BaTbCA Kak B 06/1aCTV XeNnToro nATHa, Tak
N BHE MaKynApHOW 0bnactu 1 ABNAIOTCA Pe3y/bTaToM fereHepaTuBHO-ANCTPODUYECKIX
N3MEeHEeHWIN CceTuaTKM Yallle BO3pacTHOro xapakTepa [2, 18].

CumTaetca, uTo Jpy3bl ceTyaTku GopMUpyIoTCA B pe3ynbTaTe ayTodaranbHOM TpaHC-
dopmaumn knetok M3C, cBA3aHHOW C KX MOBBILEHHOWN IN30COMaIbHOWM aKTMBHOCTbIO.
Mo mepe nporpeccupoBaHuA NaTonormyeckoro npouecca knetku MN3C HakannueatoT fe-
CTPYKTUBHbIN MaTepuan B TIM30COMaX, B pe3ysibTaTe Yero aHoMasbHble MUFMeHTHbIe 3Mu-
TenuouuTbl ceTyaTkm GopMmpytoT amopdHble Aeno3unTbl B BUAE ApY3 Ha MembpaHe bpyxa
[7,43]. Ecnu npy BM[1 o6pa3oBaHue apy3 NPUHATO CBA3bIBaTb C HAKOMEHNEM NPOAYKTOB
MeTabonu3ma GoTopeLienTopoB CeTyaTKK, TO BOMPOC O MPOUCXOXKAEHUN AeCTPYKTUBHO-
ro matepuana npu AOMUHAHTHbIX py3axX OCTaeTcA OTKPbITbiM. Micxoasa 13 BbiABNEHHO-
ro HaMM yMeHbLUEHUA TOJLLMHbI KOMMJIeKCca FraHrMO3HbIX KNETOK CETYATKN M HEepPBHbIX
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BOJIOKOH [13H, a Takke NpuHMMan BO BHUMaHMe bronorunyeckyto ponb ¢pubynmnHa-3 B noa-
LepaHny HoOpManbHOro GyHKLMOHNPOBaHNA HEPBHOTO BOMIOKHA, MOXXHO Npejnonaratb,
YTO UMEHHO NPOAYKTbI pacnaja raHrMO3HbIX KNEeTOK CeTUATKM, X aKCOHOB (HEPBHbIX BO-
NOKOH CeTyaTKu) 1 AeHAPUTOB (BHYTPEHHero nnekcndopMHOro cfiof) AenoHMpPYITCA B
BMAE OOMVHAHTHbIX APY3, PafAnanbHO PacrnonoXKeHHbIX BAOSIb COCYANCTbIX apKag no xogy
HepPBHbIX BOJIOKOH CETYaTKMW.

CoToBuAHas auctpodura ceTyaTky ABNAETCA pPefKkuM 3aboneBaHueMm, YTo B onpege-
NeHHOW CTEeNeHN OCNOMKHAET BO3MOXHOCTUN U3YyUYeHNA 3TON HO30M10rnn. HecMoTpa Ha pag
aBTOPCKMX My6nvKauumi ¢ pesynbTatamy MynbTUMoAanbHon Mopdonormyeckon n GyHk-
LMOHANIbHOW AMAarHOCTMKNW, MPOBEAEHHOW NPUW BbIABNEHUN Y NALWEHTOB AOMUHAHTHbIX
Lpy3, NaToreHeTMYecKre MexaH13Mbl Pa3B1TMA 3TOro 3aboneBaHus, MPUBOAALLME K CneL-
NPUYECKUM HapyLLIEHUAM 3peHNA, TaK U He Bbln packpbITbl. CnefyeT OTMETUTb, UTO B 60-
nee paHHMX Ny6nmKaumax nccnefoBaTeny akLeHTUPOoBaNy CBOe BHYMaHMEe B OCHOBHOM
Ha OKT-BM3yanu3auum SOMUHAHTHbIX JPY3, PaCMONIOXKEHHbIX B MaKynApHol obnactu. Ak-
LeHT 6bin caenaH Ha coctosaHuM M9C n MembpaHbl Bpyxa, Ha TUNMYHBIX Ana BMJ ocnox-
HEHVAX N COOTBETCTBYIOLLEM CHVXKEHMM LLeHTPaIbHOW OCTPOTbI 3peHuna [12, 17, 19, 34].

OpHako B JOCTYNHOWN nutepatype MMEeITCA AaHHble U O COYETaHUN [OMUHAHTHbIX
APY3 C KNIMHNYECKMU NPU3HaKaMuy BOBNEUYEHMA B MaTONOrMYeCKnin NpoLecc 3puTeNibHo-
ro HepBa 1 ero BOSIOKOH (aKCOHOB FraHMMO3HbIX KETOK ceTuaTKku). Tak, pe3ynbratbl nepu-
METPUM NPU COTOBUAHOM ANCTPOGUM CETUATKM ObiNn NpefcTaBfieHbl NLWb B ANHNYHBIX
pabotax. [lepeKTbl Nona 3peHna Obin BbiABAEHDI B BUAE OTHOCUTENbHBIX Y aOCOSIOTHbBIX
CKOTOM KaK C Ha3a/IbHOM CTOPOHbI, TaK U PacnonoXKeHHbIX TemnopanbHo. KomnbioTepHas
nepumeTpua NO3BONUIa ONpPeAEenTb Hannume napaueHTpanbHbIX MUKPOCKOTOM U pac-
LUMPEHNMeE «CIenoro NATHax». Y o4HOro naumneHTa 6bi1a BblABEHA CKOTOMa B BUCOYHO Ya-
CTV NONsA 3peHuna, 3axBaTbiBalowaa 061acTb «CAENOro NATHa» U PACNPOCTPAHALWAACA K
Touke durkcaumun. B gpyrom KnuHmuyeckom ciydae Obina onpefeneHa KOHUeHTpuUYeckas
cKoToMa (cepnoBugHas, B Gopme nonymecaua), B HEKOTOPOM pPofe MMUTUPYIOLLAsA CKOTO-
My Bbeppyma npu rnaykome. iHTepeceH TOT $aKT, UTo BCe aBTOPbI 0ObACHANY NOABNEHWE
CKOTOM MPWU COTOBUAHOM ANCTPOPUN CETUATKM UCKIOUNTENBHO noBpexaeHnem M3C n
¢doTopeuenTopHoro annapata [6, 17, 20, 34].

Tem He MeHee HeNb3s1 UCKITYaTb YU BO3MOXXHOCTb TOMO, YTO 3TMONOrMYecKme ocober-
HOCTM paccMaTpUBAEMOro B HacTosLLEN cTaTbe 3aboneBaHMA CO34aloT NPEANOCbUTKA K
rnaykoMaTO3HOMY MOBPEXEHWIO 3pUTENIbHOrO HepBa Npu YpoBHe odTanbMOTOHYCa B
npegenax HopMasabHOro AranasoHa. Beab o6Len3BecTHO, YTO B Pa3BUTHV HOPMOTEH3B-
HOW rnayKoMbl 3CCeHUMaNbHY0 ponb UrpatoT GpakTopbl, Aenatouime BonokHa [3H ya3su-
MbIMU K BO3AeNCTBUI0 dur3nonornyeckoro yposHs Bl [44]. Tem cambim dpakTopom, npes-
pacnonaralowmum K pa3BUTHIO rayKoMaTo3HOW ONTMYECKON HenponaTnm npu COToBUA-
HOW JMcTpoduUn, MOXeT BbICTYNaTb reHeTUYeckr 0bycnoBeHHbin fedekT metabonmama
¢dunbynuHa-3. Torga BbiABNEHHOE HAMU NMPY AOMUHAHTHBIX APY3ax BOBMIeUEHMeE KOMMeKca
FaHrMMO3HbIX KNETOK CeTUYATKN B MATONIOMMYECKMiA NpoLecc MOXHO paccMaTpmBaTh Kak
NposABfieHNe rMayKoMaToO3HOro NOBpeXAeHNA 3pUTENbHOrO HepBa.

B mocTynHom nutepatype Mbl He 06HapyXunu NyonnKauuin o KOMoOpOGUZHOCTU COTO-
BMAHOW AMCTPOOUN C HOPMOTEH3MBHOW FMaykomol. XOTA BbiABAAEMble NPY JOMUHAHT-
HbIX Apy3ax gedeKTbl Nona 3peHns paHee ObiNM pacLieHeHbl Bpayamu-odTanbMonoramm
Kak cnepctaume nospexxaeHus MN3C 1 npunexawux K Hemy GpoTopeL.enTopos, Hefb3A He
OTMETUTb HEeCOOTBETCTBUE TrpyObIX HapyleHUn 3putenbHbiX GYHKUUA Habnogaemon
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odTanbmMocKonuueckonm KapTuHe Apy3. BoamoxkHO, rnaykomonofgobHasa cvMnTomaTuka
npu coToBUAHOM AMcTpodumn Obina HegooLieHeHa No NpuyrHe BapuabenbHOCTU KIMHU-
YecKMX NPOABNEHUIN pacCMaTpUBaeMoro 3aboneBaHuna Uy BBUAY HeJOCTaTOUHOro pas-
BUTWA CNeuunanbHO AMarHOCTUYECKOW TEXHUKM — aBTOMaTUYECKMX KOMMbIOTEPHbIX Me-
pUMeTPOB. A onucaHHble B paHee Ony6/IMKOBaHHbIX CTaTbAX BblPa)keHHble HapyLleHUA
LleHTPanbHOro 3peHus, NHTeprnpeTMpyemMble Kak pesynbtaT GOoOpMUPOBaHNA JOMUHAHT-
HbIX ApYy3 B MaKynapHow obnactui, Ha camoM fiene MOryT ABNATbCA CNeACcTBUEM yTpaThl
HepPBHbIX BOJIOKOH CeTYaTKM NanuasioMaKyasapHoOro nyyka.

Kpome Toro, cnegyet umeTb B BUAY, YTo Npu BM MOryT MMeTb MECTO CXOXKe C COTO-
BMAHONM anctpodurein mexaHnambl apy3oobpasoBaHua. Begb nssectHo, uto BMJ, cornac-
HO COBpPEeMeHHbIM NpefCTaBeHNAM, OTHOCUTCA K HEpOoAereHepaTUBHbIM 3aboneBaHNAM
rna3 c OTHOCMTENbHO YacTol accouraumen C Apyrumy HelipoaereHepaTUBHbIMU 3a60-
neBaHuAMN [45-47]; B pa3BUTMM NATONONMUYECKUX M3MEHEHNI Ha rnMa3HoM gHe npu BM[,
MMeeT MeCTO 3aMHTEPEeCOBAHHOCTb HEPBHbIX BOJIOKOH XOPUOWAANbHbIX COCYA0B U Kie-
TOUHbIX 3/IEMEHTOB CETUATKN 1 XOPUOUAEN HeNpPaNbHOro npoucxoxaeHua [48-51]; 6binn
noslyyeHbl MONOXKMTENbHblE pe3ynbTaTbl HEMPONPOTEKTOPHOM Tepanuu npy BMJ [52, 53].

B 3AKJ/TIOYEHWE

npOBEJJ,eHHbIVI aHanms nuTepaTtypbl 1 pa36op KINMHNYeCKOro ciy4aa no3sosiniin pac-
LWNPUTb NpeacTaBNeHnA O MeXaHN3MaxX HapyLleHNA 3pUTENbHbIX d))/HKLI,VIl7| npun cotosuna-
HOM }J,I/ICTpO(I)VIVI. BbiABneHHble npu AOMWHAHTHbIX JpYy3aX NaTonornyeckmne nsmeHeHma co
CTOPOHbI KOMMNNEKCa raHrMmMo3HbIX KNETOK N HEPBHbIX BOJTOKOH CETHATKN 00DBACHAT BO3-
HUKaouwmne npm 3Tom 3aboneBaHun ,EIEd)EKTbI nosiAa 3peHnA. Takum o6pa30M, COTOBUAHYIO
aereHepaunio MOXXHO pacCMaTpurBaTb Kak O4HO 13 HempOAEFEHepaTMBHbIX 3aboneBaHui
rnas, npoAasnAanLeeca n/vnn accounmpoBaHHoe C HOpMOTEH3I/IBHOI7I rnayKomon.
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