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<> B craTtbe npeacraByier HHTEPECHBIH U IOCTATOYHO PEJKUI KAMHUUECKHI Cyuail BPOXKAEHHOH aHOMAJHH
3aJIHEr0 CerMeHTa 0OOHUX I1a3 B BUJE KOJOOOMDI IHCKA 3PUTEJILHOTO HepBa MpaBoro rasa u KoaoboMbl CO-
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<> The article presents an interesting and fairly rare clinical case of congenital posterior segment anomaly
of both eyes manifesting itself by coloboma of the optic nerve head in the right eye and choroidal coloboma
in the left eye. For the first time, this pathology was diagnosed in our female patient at the age of 48.
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Y naunentku K., 48 jeT, npu npoxoxKaeHun BO-
€HHO-BpaueOHOH KOMHUCCUM B AMArHOCTHUYECKOM OT-
JleJIeHUH Halllel KJAMHUKY BepBble OblJIO0 BbISBJEHO
JIOCTAaTOYHO PEeKOe CoueTaHHe BPOKJIEHHOH aHOMa-
JIMM 3aJiHero cerMeHTa o0OMX IJla3d B BHJE KOJ06O-
Mbl IncKa 3puTedibHoro HepBa ([I3H) npasoro rnasa
1 KOJIOOOMBI COCYAUCTOH 000JI0YKH JIEBOTO IJ1a3sa.

Panee naiyeHTKa HEOTHOKPATHO OCMaTPUBaIach
o TaabMOJOTOM PA3JUYHBIX MEAMIIMHCKHX YUpPEerK-
JIEHUH, HO MOCKOJIbKY »KaJjio0 OHa He MpeabsiBJsiia,
TO 0(TaJbMOCKOMHUS C LIKPOKHM 3PaykoM He BbI-
noJiHsJach. M3 conyTeTByolIeH MaToJ0ruy y naiu-
€HTKH MMeeTCsl TOJIbKO THIlepToHuYecKasi 6oJie3Hb
II cramguu.
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[lo nanubIM JUTepaTyphl, BrepBble KosjoGoMa
JISH 6bina onucana de Wecker B 1886 r. [6]. 13-
BECTHO, UTO JaHHAasi BPOXKAEHHAS aHOMAJIHUS MOXKET
nepeaaBaTbCs MO ayTOCOMHO-JAOMHHAHTHOMY THIY
HacJIeIOBaHUSI C PeNyLIHPOBAHHON TeHEeTPAHTHO-
CTbl0 JIH6O BO3HHUKATH CIOPAJAHUYECKH B TMEPHOJ
¢ 3-# mo 10-10 Hejes1l0 recTalMu, KOrjaa MpPOHUCXO-
IMT (OPMHPOBAHHE BOJIOKOH 3pPHUTEJLHOTO HEPBa.
Kosno6oma JI3H Bo3HHKaeT BesieACTBHE HAPYLLIEHHUS
3aKpbITHSI SMOPHOHAJBHOH T1a3Hoi Hiesu [2]. B no-
CTYMHOH HaAM JHUTepaType TOYHBIX JAaHHBIX O pac-
MPOCTPAHEHHOCTH MOJ0OHON BPOXKAEHHON NATOJIOTMH
3aJIHEro cerMeHTa rsa3a Mbl He Haliu. Ho uactora
BCTPEUYaeMOCTH BPOXKJIEHHOH MATOJOTHH B BHJE KO-
JI0OOMBI Pa3aMYHBIX 060J104€K U CTPYKTYP IVIa3HOT'O
si6710Ka coctaBaseT nopsinka 0,56—0,7 na 10000 Ho-
BOPOXKAEHHBIX JleTell, npuuém Gosiee 60 % caydaes
MPUXOIUTCS HAa KOJOOOMY payKHOH 000JOUKH.

[Ipu oO6csieoBaHMKM OCTpPOTA 3pPEHHsT KaxKJo-
ro rnasza pasnsisiach 1,0, pedpakiius sMmMeTpornu-
yeckasi, ypoBeHb O(TaJbMOTOHYCa He MpeBbIllal
20—21 mm pr. c1. (mo Makaakony). [Ipu odrasnb-
MOCKOIHH B YCJIOBHSIX MeJIMKAMEHTO3HOTO0 MHJpHA-
3a qnametp JI3H npesbllian HopMaJsibHble pazmepbl
B o6oux riasax. B mpaBom ruagy JISH 6bi1 mou-
TH B 2 pasa 6oJibllle, YeM B JIEBOM IJ1ady, U TMOUYTH
BCIO €ro MJollafb 3aHUMaJI0 yriyOJeHHe OKpyryon
copMbl 6eJioro 1[BeTa, MOX0XKee Ha BbIPaxKEHHYIO
raaykomMatosuylo  skekasauuio (/1 = 0,8—0,9)
(puc. 1). B neBom ryasy pasmep skckaaiiyu mo Ap-
maJsiu paBHsisicst 0,5—0,6 1o OTHOILIEHHIO K THAMETPY
yBesinueHHoro B pasmepe JI3H; na paccrosinuu 0,5

Fundus Report

auamerpa aucka (PD) ot nuxHeidl rpanuub JISH
B MepuauaHe 6 4acoB onpejesisijics: 1edeKT cocy-
IUCToH 000J04KH pasmepoMm 2 x 25 PD, a B ero
npoekuun — yray6Jaenne B ckiaepe (puc. 2). Ile-
peaHe3a/Hssl 0Cb IPABOrO U JIEBOTO [VIA3HOTO 516,10~
ka npu usmepenuun Ha IOL-macrepe (Carl Zeiss,
CIIA) cocraBusa 23,89 mm (¢ yuétom yruybJieHus
B JISH — 24,9 mm) u 23,87 MM (¢ yuérom yriuy-
6sieHnss B cKJepe — 25,5 MM) COOTBETCTBEHHO.
[Ipu B-ckauupoanun (AVISO Quantel Medical,
@panuus) OblI0 MOATBEPKAECHO HAJUUHE BBIMAUH-
BAHUS CKJIEpbl JIEBOrO Ilada B MPOEKUHUH JedeKTa
COCYZUCTON 060JIOUKHU.

Jls yTouHeHUs! cTerneHu BblParKEHHOCTH CTPYK-
TYPHBIX W (DYHKUHOHAJbLHBIX H3MEHEHHH, a TaKke
C 1eJ1blo n(dhepeHIIHaTbHON IHaTHOCTUKH C OTKPbI-
TOYTOJIbHOH [VIayKOMOH MCEeBJIOHOPMAaJIbHOTIO JlaBJie-
nust (OYT TTHJL) Gbiiio npoBeieHo A0MOMHUTENBHOE
obcJieloBaHle OpraHa 3peHHUs MalUeHTKH.

[IpumeHeHbl MeTONbl CTAaHAAPTHOH W HeCTaH-
JnapTHoi nepumertpuu. [lpu KuHeTHueckod nepu-
MeTpun (nepumerp losibMaHa) Ha npaBoM TJasy
BBISIBUJIM Cy»KeHHe nepudepuyecKuX IpaHull 10Js
3peHusi cHapyxku U cBepxy a0 10° oT Touku uk-
caluM, a Ha JIEBOM IVlagy — HOpMaJibHble nepude-
pUUecKHe IPaHUIbl MOJIS 3PEHUST U OTHOCHTEJBbHYIO
ckotomy pasmepom 20 x 30° B HHIKHEHOCOBOM KBa-
JpaHTe, COOTBETCTBYIOLLYIO MO JIOKAJIU3ALHH KOJIO-
6ome cocyMcTol 060J104KH. [1pH BbINOJHEHHH KOM-
nbloTepHol nepuMetrpuu no Humphrey (Humphrey
Visual Field Analyzer I1 745i, T'epmanus — CIIA,
noporopasi nporpamma 24-2) onpejesiuin ryooKyto
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OdranbmMoCcKoNUIecKas KapTHHa KOJI0OOMbI JIMCKa 3PUTENLHOrO HEPBA MPaBoro rasa naueHtk K.
Ophthalmoscopic picture of patient K.s right ONH coloboma
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Puc. 2. OClL)TaJIbMOCKOHI/I'-[eCKaH KapTHHaA JHMCKa 3pUTEJbHOr0 HEpBa U KOJIOOOMbI CocyﬂHCTOﬁ 0060JIOUKH JIEBOTO T1a3a NalMeHTKH K.

Fig. 2. Ophthalmoscopic picture of patient K.’s left ONH and choroidal coloboma
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PesysibTaT ONTHYECKOE KOrepeHTHOH ToMorpaduu.
Kosio6oma jucka 3puTeJIbHOrO HepBa M MapaMeTphl
JI3H npasoro ryaza nanuentku K.

OCT data. Patient K.’s right eye ONH coloboma and

Fig. 5.
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JIEBOTO IJa3 nauueHTku K.

Puc. 5. Pesyabrar onTuueckoil KorepeHTHOH TOMOrpaduu.
DKCKaBalUs IMCKA 3PUTEJNBHOTO HepBa MPH OTKPbI-
ToyroJbHol ryaykome III eranuu u napamerpst JI3H
JieBoro ryasa nauuenta [.

OCT data. Patient G.’s left eye ONH cupping and other

parameters in advanced OAG
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JIEMIPECCHI0 CBETOUYBCTBUTEJLHOCTH B BEPXHEH T10J10-
BUHE lleHTpaJbHoro noJss 3penus (LI13), noxons-
Y10 10 TOUKHM (PUKCALMM U 3aXBATbIBAIOULYIO 30HY
CJIETIOTO MSITHA MpaBOro ryasa, u caabo BblpaKeH-
HYIO JIeMIPECCHIO CBETOYYBCTBUTEJBHOCTH 3a CUET
pacliMpeHusl 30Hbl CJENOro MsiTHA JeBOro IJasa,
unjgeke MD cocrasun —17,74 u —3,51 dB coot-
BeTCTBEHHO (puc. 3). JlaHHble MOpPOroBol nepume-
TPUU C yABOEHHEM TMPOCTPAHCTBEHHOH YaCTOTHI —
Frequency Doubling Technology (FDT) perimetry
B Mopudukauuu M.JI. Cumakosoi u ap. [4] coor-
BeTcTBOBaJ/M u3MeHeHusim B LII13 oGoux rias, Bbl-
siBJieHHbIM 10 Humphrey.

[lo pesyabratam KoH(OKaJbHOH Ja3epHOH
ckanupytoeit tomorpaduu (Heidelberg Retina
Tomograph, HRT, ['epmanusi) u ontnuecko# Kore-
peutnoit Tomorpadun (3D OCT-2000 TOPCON,
Slnonus) noaTBepAUIOCH HAJTUUHE <MAKPOIHCKOBY
000MX TJ1a3 W BBLIPAXKEHHOH aCUMMETPHUM MeXKJy
Humu B pasdmepax. [lo manubim HRT nusowans
JI3H npasoro riasa papusiiach 5,5 u 5,84 mm? —
no ganubiM OCT, a naomanbs JI3H nesoro ryiazsa —
3,64 u 3,21 mm? coorBercTBeHHO. OTHOLIEHHE
nJjomnlaau skckaBauuu kK nuowand JISH npasoro
u Jgesoro ryas cocrasuio 0,81 u 0,54 coorBert-
crtBenHo. [To panubim OCT npaBoro rnasa B JISH
onpeedsiics 60JblI0H 1eheKT TKaHU, pacnpocTpa-
HSBLIKHCS BryyOb 3pUTeJibHOro HepBa. Peléruaras
MemOpaHa B 06J1acTH 3TOro JaeeKTa He onpejess-
Jlach, BeposiTHee BCEero, OHa MPOCTO OTCYTCTBOBAJA.
CpenHsist TOJIIIMHA CJI051 HEPBHBIX BOJIOKOH CeTYaT-
KW B HHKHeBHcouHoM oTmesie JI3H 6nlia cHuxkeHa
(puc. 4).

Ha nepswiii B3rssin, pesynsrar OCT JA3H npa-
BOrO rJa3a Hallled naiueHTKH (cM. puc. 4) coor-
BETCTBOBAJ KapTHHE IJIayKOMAaTO3HOH 9KCKaBallMH,
XapaKTepHOH I JaJjeko3alluejlledl JayKoMbl,
HO, KaK BUJHO Ha pUC. O, peluéryarast MeMOpaHa na-
uuenta [ ¢ OYT III crapuum seBoro riaza coxpatena
Ha BcéM eé npoTtskenun. 1o nanueim OCT neBoro
rjnaza Hauled MauueHTKH TOJIIMHA CJI0S HEPBHbBIX
BOJIOKOH CeTyaTKH Obljla B Mpejesax HOPMbI, MOJ
JIBH onpenensiica ydyactok yriyOJieHHs B CKJepe
CO 3HAYUTEJIbHbIM HCTOHYEHHEM HeHpPOCEHCOPHOMH
CeTYaTKH, C OTCYTCTBHEM MUIMEHTHOTO SMHUTEJHS
¥ XOPUOMJIEN HaJl HUM, UTO COOTBETCTBOBAJIO KOJIO-
6omMe COCyIHCTOH 000JIOUKH U CTaUIOME CKJIEpPbI
B €€ MPOEKLHH.

[TosyueHnble pesy/bTaThl CTPYKTYpPHO-aHATOMH-
YECKHX MCCJIeI0OBAaHUH 3a/IHET0 cerMeHTa 000uX rias
MO3BOJIMJIM YCTAHOBUTL Hasinuue yriyoaenns B JISH
NpaBoro rjasa, KoTopoe MOKHO OblJIO TPaKTOBAThb
KaK ero KosoOoMy, /M KaK [JIayKOMaTO3HYI0 3IKC-

KaBallMIo, MO0 KaK UX couyeTaHHe, a TaKyKe HaJH-
une KoJI060Mbl COCYIUCTONH 000J0YKH JIEBOTO T1a3a
1 CTa(UJIOMBI CKJIEPHl B €€ MPOEKIHH.

JlanHble cTaHAapTHON M HECTAHAAPTHOH KOMIIbIO-
TEPHOU MOPOroBOU NEPUMETPUU CBUALTEJbCTBOBAJIH
0 HAJIMYMM IyOOKOH IeNPeCcCHH CBETOUYBCTBUTE/b-
HoCTH B BepxHe# nosoBuHe LII13 npasoro rsasa
1 ca1abo BbIpaKeHHOH JIeNPeCcCHH CBETOUYBCTBHU-
TEJILHOCTH 3a CUET paclIupPeHHst 30HbI CJIENOro MATHA
JIEBOTO TJ1a3a.

Jns 06beKTUBHOU OLEHKH OHO3JEKTPHUUECKOH
AKTHBHOCTH HEHPOHOB 3PUTEJBLHOrO aHaJju3daTopa
B COOTBETCTBHMHU CO CTaHAAPTAMHU MEXKYHAPOJLHOTO
o0lLlecTBa KJAMHHUYECKON 3JIeKTPOMHU3UOJIOTHH 3pe-
HUS BBIMOJHUIN 3JIEKTPOPU3HOJIOTHYECKHEe HCCJle-
nosanus (DPU) ob6oux ryas B cienyioiiem o6bhEMe:
obuiasi snekrpoperunorpagpus (OIPI), purmuye-
ckast asnekrpoperunorpadus 30 I'u (PIPT 30 I'u),
3pUTeJIbHbIE BbI3BAHHbIE KOPKOBblE TOTEHIHA-
abl (n-3BKII) na peBepcuBHbBIN LIaXMaTHBIH nar-
Tepu [7, 8]. DDPU npoBoaUaIM C HCMOJb30BAHU-
eM sJsekTpodusnosornyeckoil  cuctembl  Tomey
EP-1000 Multifocal (Tomey Corporation, SInonus).
Pegyabratel OPI" u POPI" 30 'y cBUieTeIbCTBO-
BaJiM 06 OTCYTCTBHH OTKJIOHEHHH OT HOPMATHBHBIX
3HAUEHWH ToKasaTeJsiefl 3JeKTporeHe3a ceTyaTKH
000HX TI/1a3 KaK Ha ypoBHe (OTOpeLenTopoB U OH-
MOJIIPHBIX KJIETOK, TAK U B CHCTEeMe KOJOOUKOBbBIX
sjieMeHToB cetyaTKu. [Ipu uccnenosanuu n-3BKIT
BbISIBJIEHbl TMPU3HAKHU HapylueHUs (QyHKIIMOHAb-
HOI aKTHBHOCTH MPOBOAALLIUX MyTel MpaBoro rjaasa
B BUJIe CHUKeHMsS aMIuTyabl mika N8O Ha 3 MKB
(56 %) ¥ yBeMUeHHs ero JaTeHTHOCTH Ha 16,5 mc
(21,6 %) no cpaBHEHMIO C HOPMAJILHBIMH JAHHBIMH
Jgesoro rnasa. [losyuyeHHble pe3y/abTaThl COOTBET-
CTBYIOT JAHHBIM HEMHOTOUUCJEHHBIX MyOJUKaALUH,
B KOTOPbIX H3YyYaJlUCh 3JEKTPO(U3HOJOrHUECKHEe
NoKazaTeJsii 3pUTEJbHOTO aHaJjusaTopa MpH aHa-
JornyHoil natogsoruu [3, 9]. OTcyrcTBHE naToJio-
rHYecKUX u3MeHeHui B peadysnbratax OIPI u POPI
30 T'u mpaBoro ryiasa CoOOTBETCTBYET HOPMaJbHO-
My aHaTOMHMUYECKOMY COCTOSIHMIO €ro HapyKHbIX
ca0éB cetyatku. OTCYTCTBHE MATOJOTHUECKHUX H3-
MeHenuidl B ganHbix OPI u PIOPIT 30 I'y sieBoro
rjiasa, rje umeercss KoJoHoma COCYAUCTOH 0060-
JIOYKH, C Halled TOYKH 3peHHst, 0ObsCHSETCsl OT-
HOCHTEJIbHO HeOOoJbIIUMHU €& pagmepamu (He GoJiee
2,5 PD), B cBs3u ¢ ueM e& BJMSIHHE Ha 3JEKTPO-
reHe3 HapyKHbIX CJIOEB CETYATKH 0Kas3aJjoch
He3HAYMMbIM.

BrisiBaiennast MexKOKyJ/sipHasi pa3Hula rnokasare-
geil n-3BKII coBnamaer ¢ gaHHBIMH BCEX HCIOJIb-
30BAHHBIX CTPYKTYPHO-aHATOMHUYECKHUX U (PYHKILHO-
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HaJIbHbIX METOJ0B MCCJENOBAHUS, TOATBEPKIAs
(byHIaMeHTaJIbHBIH 3aKOH €IHHCTBA CTPYKTYPbI
1 (PYHKIIHH.

Pesgyabrathl BbIMOJHEHHBIX HCCJAEIO0BAHUH T10-
3BOJIMJIM CJleJ1aTh BBIBOJ O HaJWYWU y Halled na-
LIMEHTKH ONTHYECKOH HelHponaTHH MPaBoro riasa.
C ueabto uckawodenuss OYTD TTH/L BbIMOJIHUIN U3-
BECTHYIO HArpy30uHyl0 BaKyyMIepUMETPHUYECKYIO
npob6y  Bousakosa — Cyxununoit — Tep-Annpuacona,
a TakyKe pas3paboTaHHYI0 HAMH €€ MOIU(HUKAIIUIO
Ha ocuose FDT-nepumerpuu [1, 5]. Pesynbratsl 06e-
MX HArpy30uHbIX NPo6 0Ka3aJucCh OTPUILATEIbHBIMU
Ha 060OUX rylasax.

He coBcem TunuuHas njst riiaykombl opma sKe-
KaBalHH ¢ 1eeKTOM TKaHH 3pUTEJILHOIO HEPBA U OT-
CYTCTBHEM B 00J1acTH 3TOro jaedekrta peuéryaroi
MeMOpaHbl, CHUYKEHHE TOJILMHBI CJI05 HEPBHbBIX BO-
JIOKOH CeTYATKH HA OrpaHUYEHHOM Y4aCTKe — TOJb-
KO B HMKHEHAPY2KHOM OT/eJie, LIeHTPaJbHOe pacro-
JIOXKEHHE COCYJMCTOro MyyKa, HopMaJibHbIH YPOBEHb
opTasbMOTOHYCA, OTPHULIATEJbHBIH pe3ybTaT 00enx
Harpy3ouHblix Mpo6 M, YTO OCOOEHHO BaXKHO, CTa-
OUJIHOCTb 3PUTEJIbHBIX (DYHKLHUI Ha MPOTSKEHHUH
MHOTHX JIET MOCJY>KHJH OCHOBAHMEM CUHUTATh, UTO
MIPUYMHON ONTHUYECKOHN HEHPOMAaTHH MPaBoro ryasa
Ha MOMEHT 00CJe/loBaHUS SIBJSIETCS He TJlayKoMa-
TO3HBIH Mpolece, a BpoxaéHHas kojo6oma JI3H.

JlaHHBIH KJIWHUUECKUH cJjyyall, Mo HalleMy MHe-
HUIO, PEJICTABJSIET HHTEPEC, UCXO/S U3 CJIe/LYIOLLUX
cooOpaKeHUH.

BrbisbiBaeT ynuBJeHMe, UTO BIEpBble JaHHas
BPOXKJIEHHAS aHOMaJIUsl 3aJHEr0 cerMeHTa 00O0MX
rjaa3 Oblja JHAarHOCTHPOBAHA Y MALMEHTKH TOJbKO
B Bo3pacTe 48 jieT. BeposiTHO, BbICOKasi OCTpoTa 3pe-
HHUSl U OTCYTCTBHE KaJ100 MOCJYKHJIH OCHOBAHHEM
BBIMOJIHATE O TANbMOCKOMHUIO MPH Y3KHX 3paukax
M He JIeTaJu3UpoBaTh OMUCAHUE [JIa3HOrO JIHA.

Hecmotpst Ha BpoxKAE€HHBIH xapaKTep 3aboJieBa-
HUS, CTabUJIBHOCTbL 3PUTEJbHBIX (PYHKIHH, TalH-
€HTKA JI0JI2KHA MOCTOSIHHO HAXOAUTHCS MOJ IMHAMHU-
yecKuM HabJtofieHneM odranbmodgora. Mmeromnecs
y Heé M3MeHeHHUs MoJis 3peHus (MperuMylleCTBeH-
HO MPaBOTO TJa3a) SBJSIOTCH HeOJaronpusiTHbIM
(hoHOM, KOTOpPbIH MOXKET MacKMpoBaTb M 3aTpyl-
HSITb TPAKTOBKY HapylLIeHHH 3pUTEJIbHBbIX (DyHK-
UM B cJyyae pa3BUTHS MHOro 3a00JieBaHHUsl 3pH-
TeJbHO-HEPBHOIO MYTH WJIH CETUATKU: TJ1ayKOMbI,
HEBPHUTA, HApyLIEHHsI KPOBOOOpAleHHsI B CTBOJE
3pUTENBHOTO HEpBa M ceTyaTke, 3a00JIeBAHUH TO-
JioBHOro Mosra. Jist nuddepeniialbHol HATHO-
CTHKM JlaHHBIX 3a00JIeBaHUH CJIE/lyeT UCMOJb30BATh
KOMIIJIEKC COBPEMEHHBIX METOJ0B HCCJe0BaHMus,
B YAaCTHOCTH KOMIIbIOTEPHYIO peTHHOTOMOTrpadHuio,

CTAHJAPTHYIO M HECTaHAAPTHYI0 KOMIIbIOTEPHYIO
NepUMETPHIO, 3JEKTPODHU3NOIOTHUECKHE HCCIIEN0-
BaHMs, TPH HEOOXOMUMOCTH HArpy3ouHble MPOObI
1 JIpYyTHE METOJIbI.

[TatimenTka npojoXKaeT HaXOAUThCS MO HALLTUM
HaOJtofieHneM ¢ jekabps 2015 T
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