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Purpose: to detect characteristic changes of evolving cone and cone—rod
dystrophies in children.

Methods: Children with cone or rod—cone dystrophy were examined.
Complete ophthalmologic examination, including optical coherent
tomography, static threshold perimetry, fluorescent angiography, and
standardized electroretinography was performed.

Results: 12 children, aged 7—14 years old were included into the study.
Amplitude of cone ERG and 30 Hz flicker were reduced in all patients.
OCT demonstrated abnormal reflectivity of outer and inner foveal zone
of retina, extension of a retinal thinning outside the fundoscopic lesion in
central pattern, defects of high reflective layer corresponding to the junc-
tion between the photoreceptor of inner and outer segments.
Conclusion: These signs could be regarded as additional diagnostic crite-
ria of cone or rod —cone dystrophies in children.

porpeccupyioliie Koa60uKOBbIE 1 KOJGOUKO—Man0u-

KOBBIE ANCTPODUM CETYATKN — TEHETHYECKH 1 KIUHY-

4eCKH TeTepOoreHHast TPYIIa HacleCTBEHHBIX 3a001e-
BaHWI CeTYATKH, MAHU(PECTUPYIONIUX B PA3IMIHOM BO3PACTE.
OOGuenprHsITON KIaccH(DUKAINN HACTEACTBEHHBIX TUCTPO-
¢uii ceryarky Het. TTopaxkeHus ceryaTKu OBIBAIOT M30JIMPO-
BAHHBIMHU, HO MOTYT COYETATbCS C TJIA3HBIMU U/UJIH CUCTEM-
HbiME 3ab0seBanamu [12,14,16,20]. Hepexnxo y nereii ¢ po-
rpeccupyomumn Koi6oukosbiMu (KJIC) n konbouko—ria-
soukosbiME (KITJIC) auctpodusimMut ceTyaTky HET OUeBHUAHbBIX
0(hTATBMOCKOTINYECKNX M3MEHEHUI, UTO 3aTPYAHSET UX pac-
MO3HABAHME 1 B CJIyyae HENPABIJIbHON JAMATHOCTHKHU TIPUBO-
JUT K HeajlekBaTHOMY Jiedenuto [16,20]. Mopdomnornueckue
M3MEHEHHST CETYATKH Y GOBHBIX € H30TMPOBAHHBIMI TPOTPECc-
cupyrommvu KJIC n KIIJIC B smreparype mpejictaBieHbt
b B 4 myGrukarmsx [8,12,21,26]. Onrudeckast KorepeHT-
Hast tomorpadus (OKT) — MeTon Busyanmsanuu cTpyKTyp-
HbIX M3MEHEHUIl CeTYaTKy in vivo ¢ pasperieHueM, npudJm-
JKAIONMMCST K TUCTOJIOTnYecKuM uccaeaoBanusam (3—10 mxm)
[5,10]. [Tpu OKT cTpyKTYypHbIE M3BMEHEHUS CETUYATKH Y TIAIN-
€HTOB € PAs3/INIHBIMI 3200JIeBAHUAMI 3a/[HETO OTPE3Ka Ila3a
MOKHO OOHAPY/KUTh 3HAUMTEJLHO PAHbIIE, YeM MOSBISIOTCS
o rambMOCKOIMYeCKUe HAPYMEHNS WK (HYHKIINOHATLHbBIC
OTKJIOHEHUS, BbIABJIAEMbIEC B XO/I€ CTAHIAPTHBIX 37eKTPOhH-
3MOJIOTMYECKUX M HCUXO(DU3UUECKUX HCCIE[0BAHUI, T.e. B
cyOkmHIdeckoii craguu Gonesnu [5,11,18,25]. B muteparype
HeT MyOJIMKAINH, aHATU3UPYIONINX CTPYKTYPHbIE H3MEHEHHUS
ceryatku pu OKT y gereit ¢ mporpeccupytomumu KIT/IC.
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Mesxny Tem nndopmarms o xapaktepabix s KITJC uzme-
HEHMSX ceTyatk, onpeeseMbix mpu momommn OKT, moxer
obserauTh BepuUKaIN 9TUX 3a00JIeBaHIi Y jeTei, 0co-
OEHHO B TeX CJIyUasx, KOT/a POBeeHNe MCUXO(QU3NIECKIX
UCCJIeIOBAHII HEBO3MOXKHO M3—3a BO3PACTHBIX UJIH UHTEJ-
JIEKTYAJIbHBIX OTPaHIYeH il B cBs13u ¢ 9THM I1€1b nccIe10Ba-
HUS — OTIPE/IEINTh XapaKTepHble M3MEHEeHHUs 1T TIPOTPecCcH-
pytonux K/IC n KIIJIC y neteit npu OKT, odramsmockonin
1 TICUXO(U3MIECKIX MCCTeTOBAHMUIX.

Mamepuanvt u memoowt. O6cnenoannt 12 rereit (24 rira-
3a) B Bogpacte 7—14 JeT ¢ KOMOOUYKOBBIME U KOJOOUKO—IIa-
JIOYKOBBIMU JiucTpodusiMu. Hapsiny ¢ pyTHHHBIME MeTOIaMy,
obcJteioBanme BKITOYAMIO MI(POBYIO HOTOPETHCTPAITIIO U3Me-
HEHWII CETYATKU B 33jIHEM TIOJTIOCE 1 (PITIIOOPECTIEHTHYIO aHTHO-
rpadmio (pynnyc—kamepa TRC-NWT7SF «Topcony, Anonus),
aBTOMaTHYECKyto epumetprio (mporpammsl «[Toporosas 30°»
u «Maxkyia noporosast 10°» a nepumerpe «Oculus Twinfield»,
Tepmanus), OKT u asekrpodusnonornyeckue uccie0BaHus.
[IBetoBoe 3penue uccaeposamy mpu momontn Tadmun E.B.
PaGkuna (1971). OKT mnposoaunu Ha ckanepe <«Stratus
OCT-3» («Carl Zeiss», CIIIA) no mporokomam «Ilepe-
KpecTbe», «BpicTpoe KapTUPOBAaHUE TOJMTUHBI CETYATKUS> U
«JInHeHbI», UCTIOJIB3YS CPe3bl VIMHOM 3—6 MM.

Perucrpanuio makcumasbuoit, purmudeckoit (30 Ir), xkos-
GOUYKOBOIT 1 Ta0uK0BOIT astekTpopernrorpadun (IPT) ocy-
mectBisn Ha npuGope «EP-1000 Pro» («Tomey», Tep-
Mamust), yepeausist 50 0TBeTOB. AKTUBHBIN 3JIEKTPOA—TIETIIIO
(bUKCcIpoBaIN B HIKHEM KOHBIOHKTHBAJIBHOM CBOJIE, MHAM(D-
(epentHpiii — Ha Mouke yxa. Pesynsratet OPT u OKT 6oJib-
ubix ¢ KJC u KIIJIC comocraBisiim ¢ aHaIOrHaHbIME Tapa-
MeTpaMy KOHTPOJIbHO¥ TPyl n3 112 310poBbIX feTel.

Pesyavmamot. Octpora 3peHus 00CIe0BAHHBIX jeTeil
sapbuposaia ot 0,08 1o 0,5 (tabu. 1). ¥V 5 nereit popurenn
OTMEYAJIN CBETOOOS3HD, Y 3 — 3peHNe YIYUIIAIoch IPH CyMe-
peuHoM ocseniennn (remepasonus). Y 3 Obli rOPU30HTaIb-
HBIA HUCTarMm, y 4 — ak3otponust 5—10°. [Ipn nepumerpun
OBLIK YCTAHOBJIEHbI cyeyionue namenenust (puc. 1, 2 u 3):

e cHmKeHue (hOBeaTbHOI CBETOBOI UYBCTBUTENBHOCTH HA
4-12 nb - 24 riasa;

® OTHOCHTETbHAS [EHTPaIbHAs cCKoToMa — 18 Ti1as;

® MHO’KeCTBEHHbIE apalleHTpaJIbHble U nepudepudeckue
OTHOCHUTEIbHBIE U abcomoTHbIe gedekThl — 20 r1as.

[[BeToBOCTIpHSITHE OBIIO HAPYIIEHO MO THITY AefTepaHo-
nmuu — y 4 jieTeld, 10 TUITY JTedTepaHo—TPUTAHOMIN — Y 5, 0
HecnenupuIeckoMy THITy — y 3.

V3meHenus Ha rJia3HOM JiHe OTCYTCTBOBAJN Y 4 neteit (8
raaz). Y 4 pereit (8 ra3) npu oTasibMOCKONUN B MaKyJie
OTIPEJIEISLIACE JIOKYCHI JIeUrMeHTaiui ( prc. 2) 1 cBoeodpas-
HbIe ouaroBbie u3MeHeHus (puc. 1 u 2), Ha3pIBaeMble B JITe-
parype Garofapst X acCOMATHBHOMY CXOJICTBY YYacTKaMu
«KOBAHOI OPOH3BI» WK «30J10TOT0 O1ecka» [1,9,13]. ¥V oxro-
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1o 13 3THX GOMBHBIX (2 T/Ia3a) YYACTKH «KOBAHOU OPOH3bBI»
Ot OOHAPY/KEHDBI Takke Ha cpefHeil mepudepun (cM.
puc. 1). ¥ 3 Gosbubix (6 r71a3) OblIa yecTaHOBIEHA MaKyJIOTIa-
THs «Obrumii ras» (puc. 3), y 1 (2 rmasa) — He guddepenin-
poBasuch (HOBEATbHBIN 1 MaKyJISIPHBIT pediexchl.

Awmerpomnin OblH BhsiBIEHB Y 8 (66,7%) AeTeit: Muorms
ot — 0,75 10 — 2,25 anTp — y 4, CTOKHBIN THIEPMETPOTIIYE-
CKUIi aCTUTMATU3M — Y 4.

IIpu OKT O6bLiy yCTAHOBJIEHBI CJAEAYIONITE U3MEHEHIS
(taba. 1):

® yMeHBIIEHNE TOJNIMHBI HelipoanuTenns B (osea 1o
104-169 mxm (B cpeanem jo 138,0+4,4 MKM, Tor/Ia Kak BO3-
pactHast HopMma st fieteit 3—8 jiet cocrasisier 194,6+17,34
MKM, a y geteit 9-15 jer — 199,6+17,7 mxm) — 24 rmasa
(puc. 1-3);

® OTCYTCTBHUE TPEThEIl BBICOKOPE(IEKTUBHOIN TTOTOCH B
hoBea (oTpakeHne JUHUN COUJIEHEHUST HAPYKHBIX W BHYT-
peHHUX cerMenToB (hoToperenTopoB) — 24 riaza (puc. 1-3);

® yMeHbIIEHIE MaKyJSIPHOTO 00beMa (CpeHuil moKasa-
TeJb MaKyJIspHOro oObema coctasJisi 5,51+0,09 mym® ipu Bos-
pactHoii HopMe — 6,85+0,34 Mm®) — 21 ri1az;

® BEIPAKEHHOE YMeHbIeHNe PehIeKTHBHOCTU HelPOaTH-
Tequs B posea — 18 rmas (puc. 1);

® oTCJI0lKa HelipoatuTesust — 4 riaza (puc. 3).

KnuHunueckas OdJTaIIbMOJ'IOFIMI

TosmuHa ¢104 HEPBHBLIX BOJIOKOH CETYATKH MTPH KOHTIECHT-
PUYECKOM CKAaHUPOBAHUHY € PauycoM cpe3a 1,7 MM OT 1ieHTpa
JIMCKA 3PUTEJNBHOTO HEPBA y BCEX TAIMEHTOB COCTABJAIA B
cpentem 107,7£8,3 MKM, 4TO He OTJIMYATIOCH OT BO3PACTHON
HopMel (110,8+9,6 Mmxm m 109,5£9,2 MkM 7151 ZeTeli B BO3-
pacTHBIX AranazoHax 3—8 et n 9—15 JIeT COOTBETCTBEHHO).

[Ipu perucrpamiu IPI yeraHoBIEHDI Caenyione n3me-
Henus (puc. 3):

® 3HAYKMTENBHOE CHIKEHHE aMILINTYbI KOJIOOYKOBOIL
IPT — 20 rnas;

® cHUKeHYe aMIINTy bl putmudeckoit IPI — 18 rias;

® CHIDKEHME aMIUTHTY/IbI a—BOJHBI MAKCHMATBLHOTO KOM-
OMHUPOBAHHOTO OTBETA — 6 IIa3;

® CHIDKeHMe aMIIUTY bl asioukoBoit IPT — 6 ruas.

Odcyacoenue. Iporpeccupyiomue KJC u KIIJIC xapak-
TEPUIYIOTCS CHIKEHUEM OCTPOTHI 3PEHMUs, CBETOGOSI3HBIO,
JIMCXpOMATOTICHel U HapyieHusMu nosist 3pennst [1,9,16,23].
M3MeHeHMI Ha IJIa3HOM J(HE, KaK IIPAaBUJIO, He ObiBaer.
Wuormga BeTpevaioTcss He3HAUYNTENbHBIE OTKIOHEHUS, MPO-
ABJSIONIMECS OTCYTCTBUEM (DOBEATBHOTO W MaKyJISPHOTO
peduiexkcoB, win fedeKTbl MUIMEHTAIMT B 3a/[HEM 110J110Ce
[9,16]. ¥V HexoTophIX marmenToB hOpMUPYETCsT MaKyJIOMATHS
«Oprumit tmas» [1,14,23]. Anarornunbie n3MeHeHUs HAGIO-
JAI0TCSA  Takke TPH TOKCHMYeCKWX Makyzaomatusx [1,9],

Tabnuua 1. Pe3ynbratbl NCUXour3NYECKUX UccrenoBaHni, odptanbmMmockonum n OKT peten
c nporpeccupytowmmm KAC n KNAC
MapameTpbl Pesynbratbl OKT
obcnepo- Bospacr Octpota | HapyweHuns N3MeHeHuns 1:0nu.mua MakynsipHbin
BaHuA I 3peHus LIBETOBOIO - Henposnure- o6bem CTPYKTYpHble
MauneHTbl (OD/0S) 3peHns nus B poBea (OD/0S), HapyLueHUs
(non) (OD/0S), MKM Mm®
Quaru genurMmetauumu, Het 3—w BPM,
K A (Q) 8 0,1/0,08 + y4acCTKM «KOBaHOM 163/142 5,3/5,2 | pednekTnBHOCTH
OpOH3bI» HD
C.B. (3) 8 0,2/0,2 + Het 168/162 5.1/5.3 Het 3-1 BPIM
B.B. (3) 8 0,1/0,1 + Het 169/166 5,9/6,2 Het 3-1 BPM
M. A. (3) 7 0,3/0,2 + Het 148/156 6,3/6.4 Het 3—-1 BPIM
Ovarv genurmMetaumm, Het 3-11 BP,
C.A.(9) 9 0,3/0,3 + y4acTKM «KOBaHOM 133/128 4,8/5,1 | pednektnBHoCTM
OpOH3bI» H3
Ovarv genurmMetaumm, Het 3-11 BP,
H.A. (?) 7 0,1/0,1 + y4aCTKM «KOBaHOM 104/113 5,1/4,9 | pednekTnBHoCTM
OpOH3bI» H3
Het 3—1 BPI,
0.7 (3) 7 0,08/0,08 . Makynonatus «Obl4nia 116125 5,6/5,5 yMeHblUeHue
rnas» pednekTMBHOCTY
1 otcnomnka HS
Makynonatns «Obl4nia Her 3-1 BPT,
AP (3) 7 + 107/110 5,1/5.0 | pednekTmsHocTH
rnas»
H>
QOuarn genurmMetaumm, Het 3—1 BPTT,
M.E.(9) 14 0,08/0,08 + YHaCTKM «KOBaHOW 121/149 5.3/5.7 | pecbnekTnBHOCTH
OpOH3bI» H3
Het 3-1 BP,
LA(Q) 8 0,2/0,3 + Hert 136/147 5,6/6,0 | pednekTnsHocTH
H3
Het 3-11 BP,
B.A.(?) 11 0,5/0,5 + OTcyTcTBME pednekcoB 166/158 6,0/5,8 | pednektnsHoCTH
H3
Het 3—1 BPI,
. Makynonatus «Obl4nia yMeHbLUeHVe
L. 3.(9) 7 0,1/0,1 + nas» 117/124 5,5/5,6 O —
1 otcnonka HD
MpyMedaHnsa: «|» — yMeHbLUeHue; «+» — Hanu4re HapyLeHun; BPI — BbicokopednekTBHasa nonoca; HS — Herpoanutenumm.
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CUCTEMHBIX METaDOJIMUYECKUX PACCTPOICTBAX 1 JIeTeHEPATHB-
ubix nopaxkenusx [THC [1,2,30], nurMeHTHOM peTHHUTE
[9,20], uTo BbI3BIBAET 3aTPYAHEHUST TIPU TIPOBEIeHIN T de-
pennuanbHoil auarnoctuku [20]. OcTtpora 3peHus: 06bIYHO
cHIKaeTcst B Bo3pacte 10 jieT uim crapiire, XoTs HapylnIeHUs
I[BETOBOTO 3PEHUS] UM TEMHOBOI aJIaliTAI[Id MOTYT BCTpe-
4yaThes yike B 2—3—nerneM Bospacte [16]. Mexmy Tem, mpu-
MeHeHHe HEeKOTOPBIX MCHXO(DU3UIECKUX —UCCIAe[0BAHUI
(mepuMeTpus, uCCIeNOBAHME IIBETOOILYIEHHs], TeMHOBOIL
aanTaum) y eteil I0MKoILHOTO BO3pacTa ObIBaeT 3aTpy/l-
HUTEJIBHBIM I, BCJIeACTBIE GoJiee MO3aHeH MaHudecTainm
HapyieHui, HenHGOpMaTUBHBIM. Kpome Toro, cyImecTBYIoT
dopmbt KITJIC, nporexatomue Geccummromuo. J. Wroblewski
u coaBT. (1994) onmcanu 3 ceMbl ¢ MaKyJIgpHOIi fucTpodueti,
00y CIOBJIEHHOI TOYKOBOII MyTarmeil B kogone 172 rena rds,
XapaKTepU3YIoMeiics MpernMyIecTBEHHBIM TTOPakeHHeM KOJI-
Gouek. Y GOJNbHBIX jieTeil U3 3TOi ceMbl ObLIN OYEBUIHBIE
o(TaTbMOCKOIITYECKHE N3MEHEHUS] B MaKyJe, HO COXPaHs-
JIach HOPMaJibHasl OCTpoTa 3penust [28].

B cBsi3u ¢ 3TUM pacrio3HaBaHue KOJIOOUKO—TATOUKOBBIX
AUCTPOdUIl BBI3BIBAET CJIOKHOCTU ¥ OCHOBBIBAETCS HA TIIA-
TEJBHBIX 2JEKTPOPUINONOTHIECKUX nccaenoBanusx [1,9].
Mexay tem, pesymbratel peructparuu IPI mpu K/C u
KIIJC oranyatorces moanMophu3MoM, YTO MOKET BbI3bIBATH
3aTpyZIHEHUS TP MHTeprpeTaiiu. Hapsaay ¢ KInHndeckuMn
dopmamn KJIC, xapakTepusyionmmMucs CHIKEHHEM aMILIH-
TY/Ibl MAKCHMAIBHOI, PUTMHYECKOH, KOJOOUKOBOH U /Miu
nanouykosoit IPT [15,23], ormcamsr K/IC ¢ cymepHopMambHOI
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nasoukoBoit IPT, a Takke HOPMATLHBIMU MAKCUMAJIbHOU 1
putmuueckoii IPT [6]. Kpome Toro, peructpanus HeKOTOPBIX
mozndukanuit IPT y neteit Miasie 5 et BO3MOKHA TOIBKO
npu ucroab3oBanuy Hapkosa [16,20]. Tloatomy momosau-
TeJIbHbIE MPU3HAKKM KOJOOYKO—ITANOUKOBBIX AUCTPO(HIi,
BBISIBJICHHBIE B XOJI€ IPUMEHEHHsT OOBEKTUBHBIX HEMHBA3WB-
HBIX METO/IOB BU3YAJM3AIINK 3a[JHETO OTPE3Ka Ia3a y jeTeti,
oxauM u3 kotopbix aBusgercsa OKT, pacmupsior ciextp auar-
HOCTHYECKHX KPUTEPUEB M MOTYT YIIPOCTUThH BePH(UKAIIUIO
3abomeBanms. B ymrepatype TMpeACTaBIECHBI PE3YIBTATHI
THCTOJIOTHYECKUX HccaeaoBanuii mpu bosestu IItaprapara
[9,28], murmentHOM petmnute [2,17,29], X-cuenaeHnom
BposkaenHoM peruHommmsuce [9,20], cunapome S—konbouKo-
BOW IUIIepUyBCTBUTEBLHOCTH [8], HO MbI OGHAPYKUIIN TOJIBKO
OJIHO oTucaHie MOP(OJOTHYECKUX U3MEHEHUI CEeTYATKH Y
GonbHOTO ¢ X—CIenIeHHON K0I60uKkoBoil aucTpodueii [26].
JlaHHbBIE O THCTOJOTHYCCKUX U3MEHEHHSX CeTYaTK y 60JIb-
HbIx ¢ nporpeccupyomumu KITJIC npenctaBienst Juimb B
3 mybmukanusx [8,12,21].

Ha ocrnoBanun o0HapyKeHHBIX U3MEHEHUI IBOUM 00JIb-
HbIM ObLI yCTaHOBJIEH Jnarno3 «iporpeccupyomas KJC», a
10 — mporpeccupyiomas KITJIC (tabu. 1). 1o coorBeTcTBYET
KPUTEPUSM, ONyOJMKOBAHHBIM B Psijic PYKOBOJACTB 10 T1aTo-
gorun cetyatku [1,7,9,20]. Kommumupys npuBeseHHble B
srepatype nauibie, A.F. Deutman u C.B. Hoyng (2001) yka-
3BIBAJIH, YTO TO/(pa3/ieJieHne JUCTPOPUil CeTIATKH HA «KOJI-
OOUYKOBBIEY 1 «TTATIOYKO—KOJIOOUKOBBIE SIBJISIETCS YCJIOBHBIM,
TaK KaK HEPEeKO y MAIMEHTOB ¢ MPOTPECCHPYIONTM 3ab0re-

Puc. 1. TnasHoe ano (a, 6), pesyasratel AT (8), OKT (r, 1) n nepumerpun (e) 9-sernero maipumka (ciayyaii C.A.)
¢ nporpeccupylonieii K0100YKk0—nai0uKkoBoii mucrpodueit. Ocrpora spenns OD u OS - 0,3.

a — [IPABBIil 1V1a3: OUAKKI [EMUTMEHTAINN U YYACTKI «KOBAHOIT GPOH3bI» B MaKyJie; 6 — JIeBblil 171a3 (MOHTaX ): YIACTKI «KOBAHOIT GPOH3bI» B MAKYJIE 1 Ha
cpetreii nepudepur; B — mosnsis dhasa (33 ¢): MHOKECTBEHHBIE CIMBAIONINECS OKOHYATHIE [eheKTh, 00pasyole 300y TUIeP(IO0PECIEHINN B MaKyJie
JIEBOTO I71a3a; T — Pe3yJITaThl aBTOMATIYECKOTO I3MEPEHHs TOJIUHBI CeTYATKI: NCTOHYEeHNe HEfiPOaNITeNs B MaKyJIe IpaBoro (cJjaesa) i JIeBoro (crpa-
Ba) Iv1a3 (TOJIIMHA HeitpoanuTeaus B osea yMeHbineHa 10 133 mxm npu Hopme — 199,6£17,7 Mxm); BBepxy — 1IBeTOBasl KapTa, BHU3Y — TOJIIITHA HEIPo-
AIUTENN B Y CEKTOPAX MAKYJIBI (B MUKPOMETPAX ); /L — TOPU3OHTAIBHbIIT CPe3 yepe3 MaKyJ1y UVINHOIT 3 MM: (hOBEaIbHBIIT KOHTYP CIJIaKeH; YMeHbIIeHIe TOJ-
IIUHB 1 pedIeKTUBHOCTH HEHPOIMUTENS; OTCYTCTBYET BbICOKOPedIeKTHBHAS 110710Ca, SABIAIONAsCS OTPakeHNEeM COUIeHeHNs BHYTPEHHNX 1 HAPYKHbBIX
CerMeHTOB (HOTOPEIENTOPOB B (hOBEa; U3MEHEHIIS HElIPOaIITe s 00y CJIOBIMBAIT (POHOBOE YCHIECHUE CUTHAMA OT CJI0S XOPHOKAIIIJIJISIPOB; € — Pe3yJIbTa-
ThI IIOPOTOBOII cTatHyeckoii mepnmetprn (30°) mpaBoro (cJeBa) n eBoro (Crpasa) I71a3: OTHOCUTENbIHbIEC IEHTPasbHbIe, TapalieHTpasbHble 1 nepudepide-
CKHIE CKOTOMBI.
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BaHUeM B (oJiee TO3/[HEM BO3PACTE MOSIBJISTIOTCS HOBBIE CHMII-
TOMBI, CBU/ICTEILCTBYIONINE O TEHEPATN30BAHHOM OPAKEHUH
KaK Majoyek, Tak u koibouek. MHOTOUMCIIEeHHbIE KINHUYE-
cKue HabIoIeH ST IPYTHX ABTOPOB MOATBEPIK/IAIOT X MHEHHE
[16,19]. [Tonemuky BBI3BIBAET TaKXkKe MCIOJb30BAHIE TEPMU-
HOB «/IeTeHePAIUsT» 1 «AuCTpodust». It 0603Ha9eH s Topa-
JKeHuit KOMO0UeK, PA3BUBAIOIINXCST B CTAPITEM BO3PACTE, Yallle
MPUMEHSIOT TEPMUH «aucTpodus» [9].

Hamu pesysisraTsbl cOracyioTcst ¢ JaHHBIMU OT/AEIbHBIX
TUCTOJIOTMYECKUX MCCIIEI0BAHMUH, TOCBAINIECHHDIX PA3IMYHbIM
nuctpodusm cetyarku. B wactHoctu, A. H. Milam u coasr.
(1998) ycranoBu/IM, YTO OHUM U3 PAHHUX MOP(HOTOTHIECKIX
MPU3HAKOB MUTMEHTHOTO PETUHUTA SBJSETCS YKOPOUCHHUE
HAPY/KHBIX CEerMeHTOB majiodek u kojibouek. K. Grego-
ry—Evans u coasr. (1998) npecraBuiy pe3yisTaTbl UMMYHO-
[UTOXUMUYECKUX MCCIICIOBAHUI U 3JIEKTPOHHONH MUKPOCKO-
i oxHoro riasa mamuenta ¢ KITJC. Oun oGHapy:kuim
3HAYNTENHHOE YMEHBIEHNe KOMMYECTBA KOTOOUEK B TEHT-
PAbHBIX U TePH(DEPIICCKIX OT/ETAX CETUATKHM, a TAKKE YKO-
pOUeHIe HAPYKHBIX CETMEHTOB TaJI0uek 1 Kosbouek. OTiiein-
HbIE JlereHepUPOBABIINe KOJOOUKH UMENH IJIOTHYIO 1[HTO-
IJIa3My U AUCTIOIMPOBAHHbIE MUKHOTHYECKKe Apa. AHamo-
ruanble Hapyienus yeranopuii EY. Demirci u coast. (2005),
HCC/IEIOBABIITNE CETYATKy TJiaza GOJBHOTO ¢ X—CIeTIeHHON
nporpeccupyiomeil KITJC, obyciosieHnoil MyTtauuei B
ak3one ORF 15 rena RPGR. Panee y artoro mnanuenra mnpu
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Puc. 2. Tnasnoe muo (a), pesyasratsl MAT (6), OKT (8, r) u nepumerpuu (1) 8—neTHeil 1eBoYKH
(cayyaii K.A.) ¢ mporpeccupyiouieil Ko1604Kk0—1aI0uKkoBoit mucTpodueil.

Ocrpora 3penus OD - 0,1, OS - 0,08.

a — YUaCTKU «KOBaHOiT OPOH3BI» 1 JEMITMEHTAINN B MaKyJIe; 6 — oburipHast 30Ha rumepdroopec-
IIEHIIIN B MaKyJle; B — TOPU30OHTAJIbHBII cpe3 yepes (hoBea JUTMHOI 3 MM: BBIPQ/KEHHOE yMEHbIIICHHe
TOJIIMHBI 1 HEHPOAIUTE NS B (hOBEQ, OTCYTCTBYET BBICOKOPE(hIEKTHBHAS M0JI0CA, SBIITIOMASCS OTpa-
JKEHHEeM COUJIEHeHNs BHYTPEHHIX M HAPYXKHBIX CErMENTOB (hOTOPEIENTOPOB B MaKy.JIe; (hOHOBOE YCH-
JIEHHE CUTHAJIA OT XOPUOKAIUJIISPOB; T — PE3YJIBTaThl aBTOMATHYECKOTO N3MEPEHHUsT TOJIUHBI CeT-
YATKM JIEBOTO [JIa3a; yMEHbIIEHHE TOIIIIHBI HefipoarmTeis B napadoseanbHoil obmacTi i hosea 10
142 MxM; BBEpXy — I[BETOBAS KapTa, BHU3Y — TOJIIHIHA HeipoamuTeHst B 9 ceKTopax MaKyJbl (B MUK-
pOMeTpax); A — pe3yJIbTaThl HOPOroBoil cratiyeckoil nepumerpun (30°) mpasoro (ciesa) 1 J1€BOro
(cpasa) ruras: uddysHoe yMeHbIeHne CBETOBOM YyBCTBUTEIBHOCTH, IIEHTPAIbHAST OTHOCUTEIbHAS
CKOTOMA, CJIBAIOIIIECST TAPAIEHTPATbHbIE A0COMIOTHBIE If OTHOCHTETBHBIE CKOTOMBI (TTaPaIleHTPasTh-

Hast Jokamusaiust 1edekToB 00yCI0BIeHA IKCIEHTPUYHOI BuKcaitueit).

KnuHunueckas O(bTaIIbMOJIOFIMI

o(pTaTbMOCKONHN OblJIa BHISBJIEHA MAKYyJIOMATHSI «ObIYHil
ria3» [8]. HeoOXOAUMO OTMETHTDH, YTO BBINIEOMHCAHHBIX
M3MeHEHNH He GBUI0 0OHAPY/KEHO TPH MOP(POJIOTHIECKUX
HCCJeIOBAHUSX T1a3 GoMbHBIX ¢ Gomesnbio Bapue — Bus,
[IUTMEHTHBIM PETUHITOM U KOJIOOYKOBOM Auctpodueii — Mo3-
’KeIKOBOH aTakcuetl, a Takke HOPMATBHBIX I71a3 [12].

D. Vail u D. Shoch (1965) npezncraBuim pesysraThl FHCTO-
JIOTHYECKOT0 MCCJIeIOBAHIS [IBYX TJIa3 78—JeTHel NalueHTKy,
Y KOTOPOIi, BEPOSITHO, ObliIa KOIOOUKOBAS IUCTPO(USI ceTyar-
K. B 3THX T71a3ax He ompeiesisiyicss Hapy:KHbIN SIIePHBIN CIT0M
MaJI0ueK 1 KOJMOOUEK, a B CJI0€ TTATMEHTHOTO AIUTEIHST CeTJar-
kit (TT9C) Gbun BhIpaKEHHBIE IMTMEHTHBIE HapyieHts [27].
It (HaKThl MOTYT OOBSCHATD HCUE3HOBEHUE TPEThEH BBHICOKO-
pedIeKTHBHOI [OJIOCH B IIpoeKinn (osea y 00c/ie[0BaHHbIX
Hamu GoutbHbIX ¢ iporpeccupyrommmu KJIC u KIT/IC.

Haubosiee 04eBUHBIM MPU3HAKOM TPOTPECCUPYIONINX
KJIC u KIIJIC, BcTpevaromummMest BO BCex Haimux HaOJio/e-
HUSIX, OBLJIO YMEHBIIEHUE TOJIIUHBI (POBEATLHOTO HEIpOoaIH-
Tesust B cpefreM 110 138,0+4,4 MM 110 cpaBHEHMIO ¢ BO3PACT-
HOIl HOPMOIi, KOTOpas /Jisl [ieTell B BO3PACTHBIX JUANa30HaX
3-8 ner nu 9-15 uxer cocrasiger 194,6£17,34 mMxm u
199,6+17,7 MmxM cooTBeTCTBEHHO. BhIpaxkeHHOe MCTOHUEHUE
Helipoarmresaus B Gosea 10 114123 MKM 110 cpaBHEHMIO €
KOHTpOIbHOI rpymioit (16119 MrM) y GobHBIX ¢ KOJIG0U-
KOBOIT uctpodueit obHapysxumu patee S. Ben Salah u coasr.
(2008). Ananoruynble M3MEHEHHS CETYATKU YCTAHOBJCHBI
upu OKT y gereii ¢ Gosesnbio IITap-
rapara. A.A. Hlmak w gp. (2008), wc-
nosb3yst OKT-3 u cnexrpampayio OKT,
BBISIBIJIM  3HAUUTEJBHOE WCTOHUEHHE
cetyatku B ¢osea (o 30 MKM) n3—3a
rpy6oii Jle30praHu3aluy Helipoamure-
qust y pereii ¢ Gomesupio IItaprapara.
BaskHO yunTHIBATh, YTO U3MEHEHUS TIPH
OKT y 60TbHBIX ¢ pa3muuHBIME 3a60T€-
BaHWUSMU 3PUTETHHOTO HEPBA U CETYATKI
Pa3BUBAIOTCS HA HECKOJBKO MeCSIeB
paHbIIle, YeM MOSIBJISIOTCS 3PUTENbHbIE
auchynrmnuu [5,11,18]. ITo coBnamaer ¢
pesyabratamu A.-H. Milam u coasr.
(1998), xoTopble yCTAHOBUIN TTPU MOP-
(hoTOTMYECKUX MCCITEOBAHUSX, UTO HC-
TOHUEHHUE €051 POTOPEIENTOPOB TIPe/-
IIECTBYET OIYTUMOMY CHUKEHUIO OCT-
DOTbI 3PEHUIS.

Takum 06pazoM, y BeeX HAIlINX TaIli-
€HTOB OB YCTAaHOBJIEHBI CHMIITOMbI
(tabm. 1), TPAAMIMOHHO CYMTAIOIIHECST
JMATHOCTUYECCKUMHI  KPUTEPUAMU  TIPH
Bepudukamuu mporpeccupyiomux KJIC
wm KITJIC [7, 9, 20]: mocrenennoe cHu-
xenne ocTporsl 3perus (100% rias),
dorododus u/unm remepanonus (50%),
Hapymenus 1BetoBoro 3perus (100%),
nedextsr B mose 3pernst (100%), maxy-
aspubie u3Menenus (58,3%) mpu od-
taspMockonun 1 DAT, napymennst IPT
(100%). Kpome Toro, GBI BBISABIEHDI
oTaTbMONIOTHYECKIE HAPYIIEHHUS, YACTO
COUETAIONINECS C PA3JIMYHBIMU THIIAMI
KJIC wmm KIIJIC, — mucrarm (25% ciy-
yaeB), axk3oTportust (33%), muorust (33%),
CJIOXKHBIII THITEPMETPONNYECKUIT acTHT-
MaruaM (33%). Y Beex metei mpu OKT
ObLT OOHAPYIKEHbI OIHOTHITHBIE H3MEHE-
HUS — WCTOHYEHWE HEHpPOIMUTENUS B
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(hoBea, 1cye3HOBEHNE BEICOKOPE(IIEKTUBHOI TOJIOCHI, SIBJISTIO-
1elicst OTpasKeHNeM JTMHUM COUIEHEHIST HAPYKHBIX U BHYTPEH-
HUX CErMeHTOB (hOTOPEIENTOPOB, YMEHbIIEHNE MAKYJISPHOTO
obbeMa 1 pehIeKTHBHOCTH HAPY/KHBIX CIOEB CeTYaTKi. B 4
Ia3ax Obljia BBISIBJICHA IHeJIEBHIHAS OTCIONKA HEHPOSTIHTEIHSL.
YauThIBasi BHICOKYIO YACTOTY U OTHOPOIHOCTH OGHAPYKEHHBIX
mprt OKT cTpyKTYpHBIX H3MeHEHuUil y OOMBHBIX ¢ POTPECCH-
pytonmmu KJIC n KIIZIC, MoxxHO paccMaTpuBaTh yKa3aHHbIE
MPU3HAKY B KAUECTBE IOMOTHUTENBHBIX IHArHOCTUYECKUX KPH-
TepUEB MPU BePUDUKATINHN TAHHOH TATOJIOTHH Y JIETel.
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Puc. 3. Tnasnoe o npasoro (a) u aesoro (6) rias, pesyasratol MAT (8), OKT (r, 1), nepumerpuu (e) u perucrpauun IPT (k)
peGenka ¢ nporpeccupyionieii Koa60YK0—NaI0UKOBOH aucTpodueii.

a, 6 — MakyomaTus «Obranit r1as>; B — mo3HsA (asa (23 ¢): KoubIeBnaHas THIEPQII0OPECIIEHINS B MAKyJIe; T — TOPH3OHTATBHBII Cpes uepes (hosea 1mu-
HOIT 3 MM: HCTOHYEHHE 1 IeJIeBH/HAs OTCJI0IKA HEIPOIIUTEIN B MAKYJIe; OTCYTCTBYET BHICOKOPE(ICKTHBHAS M0JI0CA, ABJISAIONMASCS OTPAKEHUEM COYJIe-
HEeHs1 BHYTPEHHUX U HAPYKHBIX CErMEHTOB (DOTOPEIENTOPOB B MaKyJie; i — Pe3YJIbTaThl aBTOMATHYECKOTO M3MEPEHUS TOJIIMHBI CeTYATKI: YMEHbIICHIE
TOJIIMHBL Helipoarmrenns B napadoseanbhoii obmactn n posea (10 152 MM crpasa, g0 145 MkM ciaea). Obo3HayeHus: Te JKe, 4TO W Ha pHC. 2;
€ — pe3yJIbTaThl IOPOroBoil cratuyeckoit mepumerpun (30°) mpaBoro (cieBa) i JIeBOro (CrpaBa) I71as: eHTPAIbHbIE U MAPAleHTPATbHBIE OTHOCUTEbHbIE
CKOTOMBbI; 3K — CHUJKEHIE aMILTUTY bl putmmdeckoii DPT (BHu3y) u b—BosiHbl MakcuManbHoit IPT (BBepXy); HE3HAUNTEIbHOE CHILKEHUE aMILIUTY (bl
a—BOJIHBI 1 BBIpKEHHAS peyKImst b—BouHst kKoaGoukoBoit IPT (B ienTpe); M0 BepTHKAIN — aMIUIHTy/A (MKB), 10 TOPH30HTAI — IATEHTHOCTH (MC).
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