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PE3IOME

Hapymienue 3puTenbHBIX (YHKIWH M IT1a30ABUTaTENIbHBIE PacCTPOHCTBA pazBuBalOTCS y 90% OOMBHBIX C
paccesiHHBIM CKiIepo3oM. boree MonoBHHBI GOJBHBIX ITEPEHOCSAT HEOTHOKPATHBIE PELUIUBBI ONTHYECKOTO
HEBpUTA, 3aKAHYMBAIONINECS YaCTHYHOH aTpoduell 3pHTenbHOro HepBa. J[isl CBOEBpEeMEHHOTO Ha3HAYCHUS
MIaTOreHETHYECKOTO JIUSHHS UPEe3BbIYaiiHO Ba)KHBIM sIBIIsieTcs A hepeHIaTbHas JUarHoCTHKa C JPYTHMH
3a00JIeBaHMSIMH, COTIPOBOKIAFOLIMMHUCS aTpodueld 3pUTeIbHOTO HEpBa, B YaCTHOCTH ¢ OoJe3HbI0 Jlebepa.

K/IOYEBBIE C/1OBA: aTpodust 3pUTEILHEIX HEPBOB, PACCESIHHBIHN CKIIEp03, AndhepeHnnaibHas JHarHo-

CTHKaA.

BeegeHne

Bonesns Jlebepa (HaciencTBeHHast aTpous 3pUTEIb-
HBIX HepBoB JleOepa) — HaciencTBEHHOE 3a0osieBaHME,
o0ycnoBneHHOe MyTanmeld MuToxoHapuansHoi JIHK,
nepegamoneecs MO0 MAaTEPUHCKOM JHMHUM W XapaKTepH-
3yIOIIeecsl HapacTalolIMM CHIDKEHHEM 3pEHMA, Kak Ipa-
BHJIO, Ha 00a rina3a. bone3Hs neOIOTHPYET Yy MYXUYUH B
Bo3pacte 20-30 et OBICTPO HAPACTAIOUINM CTOUKHM,
Yarie JBYCTOPOHHMM CHM)XEHHEM 3PEHUsI, HE COIPOBOX-
JaronmMcest 00Jb0 B Ta3HBIX s6sokax. [IpumepHo B mo-
JIOBUHE CITy4aeB OTMEYAETCS] CHIDKEHHE OCTPOTHI 3PEHHUS
CHauania Ha OJHH TJa3, KOTOpOoe uepe3 HECKOJIBKO Heelhb
CTaHOBHUTCS ABYCTOpOHHMM. [Ipu odrambmMockonnyeckom
o0cie[oBaHUM OOJBHOTO TMPH3HAKOB PETpoOyIHOapHOTO
HEBPHUTA, KaK NPAaBUIIO, 0OHApyKHUTh He yraercs [1-4].

Ha nHavanpHBIX 3Tamax 3aboieBaHus HpU OPTallb-
MOJIOTHYECKOM OOCIICJIOBAaHUM YJAeTCs OIpPEAeIUTh
JIUIIG JIETKYI0 THIEPEMHIO TUCKOB 3PUTEIBHBIX HEPBOB.
B nebrore 3aboieBaHMs MOMKET OBITh BBISIBIEHA IICH-
TpaJibHasi CKOTOMa NEepBOHAYAIBHO Ha I[BETHBIE METKH,
a 3aTteM u Ha Oexnbidd mBeT [1, 3, 4]. Uepe3 1-2 Hen ot
Hadaja 3abojeBaHMs O(TAIbMOCKOINHUS BBISBISET IIO-
OnmeqHeHNEe BWCOYHBIX IIOJIOBHH JHCKOB 3PHUTEIBHBIX
HEpBOB, KOTOpasi MO Mepe pa3BUTHUSA 3a00JIeBaHHSA pac-
MPOCTpaHsIeTCs] Ha BCIO WX Iutomans. [Ipu 3Tom oTMeda-
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€TCsl CHIDKEHHE OCTpoThI 3peHust MeHsbie 0,05, a B 7% —
IO TIOJIHOH cnenoTsI [3].

B 45-60% cmygaeB mpu OosiesHn Jlebepa mommmo
CTOMKOTO CHIKEHUSI 3PEHUSI MOTYT OBITH yCTaHOBIICHBI
HEBPOJIOTHUECKHE CUMIITOMBI — MUTPEHO3HBIE MapOKCHU3-
MBI, TOJOBOKPY)XEHHE, TPEMOp, CIIaCTUYHOCTh, M3MEHe-
HHE pedIIeKCOB, YTO 3aTPYIHSIET MOCTAHOBKY JMAarHo3a u
TpebyeT nuddepeHanbHON THAarHOCTUKU ¢ HEBPOJIOTH-
YECKUMH 3a00JIeBaHMSAMH, MPEXIE BCETO C PACCEIHHBIM
cKkiepo3oM. B aTom ciydae roBopst o Gonesnu JleGepa-
witoc [4, 5].

Pa3nmiyaroT 10CHMITOMHYIO, OCTPYIO M aTpO(MHUYECKYIO
craguu Oosiesnn. [Ipu odrasbMOCKONUU B OCTPOM CTaaun
Ha TJIa3HOM JIHE OOHAPY)KMBAIOT TEJIEaHTHOIKTATHYECKYIO
MUKPOAHTMOIIATHIO U NEpUNanUIIpHbINA OTeK [6)].

B octpyto ¢aszy 3abomeBaHUS OOJBHBIE OTMEYAIOT
«3aTyMaHMBaHHE» B TI0JIC 3pPEHHsS, KOTOpOE M0 Mepe pas-
BUTHSI OOJIE3HNW CMEHSIETCS CTOWKHUM CHHMXKEHHEM 3peHHs
CHayaja, KaKk NpaBHJIO, Ha OJUH, a 3aT€M M Ha BTOPOM
rna3. [Ipumepro B 25% ciydaeB oTMmedaeTcss OITHOBpE-
MEHHOE CHID)KEHHE OCTPOTHI 3peHHs Ha 00a Ti1asa.

B ocnoBe pa3sutus 6omeznu Jlebepa nesxut MyTtarus
mutoxoHapuansHoit JIHK. Ilo paHHBIM psina aBTOpPOB,
BBIIBIIIOTCS ciiepyromme Mmytauu JIHK: m.3460G>A,
m.11778G>A, m.4484T>C. OnucaHo, 4TO y MYXYHUH —
HOCHTeNell MyTaluu 3a0oJieBaHHEe Pa3BHUBACTCSl B MOJIO-
BUHE CIIy4aeB, a y *KEHIIUH — Toibko B 10% ciyuaes. 910
CBSI3BIBAIOT C HAJMYMEM X-CIEIUICHHOTO MOJM(HUIHUPYIO-
IIETo TeHa, BeposTHee, Jokyca X, 21,1 [7-9].
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Cpenu BO3MOXKHBIX TPUITEPHBIX (PaKTOPOB, CIIOCOOCT-
BYIOIIMX Pa3sBUTHIO OOJIE3HH, DS MCCIENOBATENCH OTMe-
YalT CIEIYIOIUe: KypeHHe, ajIKorojb, XPOHUYECKUE WH-
TOKCHKAIWH, ICHCTBHE JIeKapCTB, nHbekmwii [6, 10-12].

MexaHn3M pa3BUTHA 3a007€BaHUS OKOHYATEIHHO HE
n3ydeH. M3BeCTHO, 9TO TeHETHIECKUH JePEKT MUTOXOHI-
puansHOi JIHK mon neifcTBueM psiia 9K30T€HHBIX U 3H-
JIOTEHHBIX (haKTOPOB MPUBOJIHUT K Pa3BUTHUIO KacKaaa OHo-
XUMHMYECKHUX peakluil, B pe3ynbTaTe KOTOPBIX 00pa3yercs
M30BITOK TIIyTaMaTa U PEaKTHBHBIX ()OPM KHCIOPOAA, YTO
B KOHEYHOM HTOT€ NPHBOAUT K T'MOENH TaHIJIMOHAPHBIX
KJICTOK IT0 THUITy arorrosa [2, 13-15].

[Ipr MaTOrMCTONOTHYECKOM HCCIIeI0OBaHUH OOHApy-
JKUBAETCS JAeTeHepalus TaHTJIHO3HBIX KJIETOK CEeTYaTKH U
HEHPOHOB JIaTepabHBIX KOJIEHYATHIX TeJl, a B 3pUTEIILHOM
HEpBE W JPYTUX OTAENAX 3PUTEIBHOTO MyTH, B YACTHOCTH
B 3pPUTEIBHON JIyYHCTOCTH, — AEMHUEINHU3ALMS U aTpodus
HEPBHBIX BOJIOKOH.

bonesns Jlebepa siBiseTCS CI0XHOAUATHOCTHPYEMBIM
3a0oneBaHueM. /IMarHo3 yiaeTcsl MOCTaBUTh JIMIIB IOCHE
TIIATEJIBHOTO HEHPOOdTAILMOIOTHUECKOr0 00Cie10Ba-
HUA (MCCiIeoBaHNe TTa3HOTO JIHA, MOoJel 3peHus Ha Oe-
JBIA ¥ IBETHBIE CTUMYJIBI, PETUCTPALMS BBI3BAHHBIX 3pH-
TenbHBIX ToTeHnuanoB (3BII), saexrpopermHOrpadms
(OPI'), onrtmueckas korepentHas Ttomorpadus (OKT)),
HelpoBmsyamm3anuy, JJHK-quarHocTuku U reHeTuyecko-
ro KOHCYJIbTHPOBAHUS.

JuddepernnpoBath 3ab0ieBaHUE CIEIyEeT C PETPO-
OyJIb0apHBIM HEBPHTOM, B TOM YHCJIE Kak Je0I0TOM pac-
CestHHOTO cKiepo3a, OPOM, Gonesnrpto JleBuka, cUCTEM-
Hoil kpacHoi BomyaHkoi (CKB), cunapomom Illerpena,
CapKOUI030M, HEMPOPETHHUTOM (TabJIHUIIA).

IToreps 3penust npu PC cBsA3aHa ¢ IEpBUYHON J1eMHue-
JVHU3aIMeH BOJOKOH 3pHUTENBHOTO HepBa. Perpolyib-
Oapuerii Hesput (PBH) mpu paccessHroM cxirepose (PC)
IPEeXAE BCETO XapaKTEPHU3YETCsl ITOJOCTPBIM OJHOCTO-
POHHHM CHIDKEHHMEM 3peHHs (0T HEYETKOCTH A0 TOJIHOH
CJIETIOTHI), HAPYIIEHWEM I[BETOBOCIIPHITHS, OOJI€3HEHHO-
CTBIO TIPU ABWKCHUHU TJIA3HBIX SIOJIOK, HE CBS3aHHOU CO
CTETEHBIO CHIDKEHMs 3PEHUs, HAJIUYUEM ILIEHTPaIbHOMI
WIN MapaleHTPaIbHOW CKOTOMBI. B psie ciydaeB BbISAB-
nsercs cumnroMm YTtxodda [5, 16—-18]. B ocTpom mepuo-
JIEU3MEHEHUsl Ha IJa3HOM AHe oTcyrcTByroT. st PBH
XapakTepHO TIOJHOE WJIM YacTHUYHOE BOCCTAHOBJICHHE
3peHHs B TE€UCHHE HECKOJIBKHUX HEAETb, 9TO COOTBETCTBY-
eT MoOJIC/IHCHNIO BUCOYHON NOJIOBHHBI MJIM BCETO JIUCKA
3pUTENBHOTO HepBa. VICKIIOUNTENBHO XapaKTEePHBIM MPH-
3HakoM it PC siBisieTcst MexXbsiiepHast 0QTabMOILIET 1,
CBSI3aHHASI C OYaraMy JEMHEITMHH3AINU B BOJIOKHAX Me-
JIUATBHOTO MPOAOIBHOTO IMydKa. Takke XapaKTepHBI JHC-
KOOPAWHUPOBAHHBIE JBIKCHHS TTA3HBIX S0JIOK, HEJIOBE-
JICHUE TJIA3HBIX SI0JI0K KHYTPU ¥ KHAPY’>KH, BEPTUKAIbHBIH

W TOPU3OHTAIBHBIN HUCTarM, aCMMMETPUYHBIA HUCTarM C
POTATOPHBIM KOMITOHEHTOM, MOHOHYKJICAPHBIA HHUCTarMm,
CaKKaUPYIOIIHE JBUKEHHUS TIa3HbIX 070K [19-22].

JuddepenuuaibHas IMarHOCTUKA PACCESTHHOTO CKIIepo3a
H HACJIeICTBEHHOH aTpo(uu 3puTeILHbIX HEPBOB Jlebepa

IMpu3Hax PC Bonesns Jlebepa
Ion MyKCKOM, JKEHCKHI My:xckoit
Hauano Octpoe, nozgocrpoe Ocrtpoe, 1o0cTpoe
[epuokynsipHas + -
60116
Cumnrom Ytropda + -
Hapymienue user- + +

HOTO 3pEHUs

LenrpanpHast u + +
napareHTpaIbHbIe
CKOTOMBI

I'masnoe aHo Jexonopanys BucouHbIx | TeneaHrnoskraruueckas
MOJIOBHH MHKPOAHTHOTIATHST 1
MepUIanUIIpHOE HaOy-

XaHHue

Jlokanu3zauus Yarue 0HOCTOPOHHSIS Yarue 1ByCTOPOHHSIS
OPT Her usmenenuit W3MeHeHune anekTpuye-
CKHUX TOTEHIIUAJIOB
3BIT 'YBenu4yeHne JJaTeHTHOCTH|Y BeIMYEHUE aMIUTUTY b
oTBeTa
MPT Perpookynsiproe nopa- | HTpaokyssipHOe mopa-
JKEHUE, IMCCEMHHUPO- JKEHUE, OTCYTCTBUE
BaHHBIC OYaru B TOJIOB- [HAKOIUIEHHsI KOHTPACTa B
HOM Mo3re, HakoruieHne | 3H, Het oyaroB nemue-
KOHTPACTHOTO BEILIECTBA JTUHU3ALAN
PeruuBel + _
Boccranosnenne Yare nosnHoe Yare He MPOUCXOTUT

OCTpPOTBI 3pEHUS

MexbsanepHas + —
odrampmorierus
CHHIPOM KJIMHHYe- + -

CKOr'o pacuiCIUICHUA

MexbsaaepHas + —
odrampmorierus

IIpu MPT BBIABIAIOTCS O4Yaru IE€MUEIMHU3ALUM, U3-
MEHEHHE 3pPUTEIbHBIX BBI3BaHHBIX MoTeHIManoB (3BII) na
obpamenne maxmaTHoro narrepaa B 100% ciryyaes, npu
OKT — cHIKeHHE TONIIUHBI CJI0S1 HEPBHBIX BOJIOKOH CET-
vatku [ 10, 23-25].

[Tpu onTHKOMHUENNTE MOpPa’KEHHE 3PUTEIBHOTO HepBa
MOJKET OBITh OJJHO- WJIM JIBYCTOPOHHUM, COIIPOBOKIAETCS
OoJyibI0 B TJ1a3aX, CHIKEHHEM OCTPOTHI 3pEHHs, OTEKOM
3PUTEIBLHOTO HEPBA, BBIIBISIEMBIM IPH O(PTaIbMOCKOIINH,
orcyrctBueM 3BII (BciencTBre MOBpPEXIEHUS] aKCOHOB).
Ymaercsi BEIIBUTh W3MEHEHHE TIOJICH 3peHUs 10 THITY He-
LEHTPaJbHBIX CKOTOM, KBaJpPaHTHOW, TPHUKBAaIPAHTHOM,
OuTeMIOpaNIbHBIX TeMHaHONCHi. B mepebpocnmpanbHOit
xkuakoctu (LICXK) — crenmduyeckuii KOMIOHEHT IHTO-
CKeJeTa acTPOLMTOB.
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B 10% cinyuaeB nopakeHue 3pUTEIBHOIO HEpBa
BcTpeuaercst B nebrore CKB. Ilpu nanHoM 3abojeBaHHM
ONTHYECKUH HEBPUT Halle OBbIBACT JBYCTOPOHHUM, pELH-
quBHpyromuM. Kpome Toro, BEISBIAIOT XapaKTepHBIE U3-
MCHEHH J1a0OpaTOPHBIX ITOKa3aTelseil, B 4aCTHOCTH yCKO-
peane COD, nuMdo- 1 TPOMOOIMTOIICHHUIO, JIOKHOIIOJIO-
KHUTEIHbHYIO PEaKLUI0 Ha CUQUIHC.

Jns HelipopeTvHMTa (3BE314aTOM peTHHONATHM) Xa-
pakTepHsl npeauiecTBytomas nHdekms (OPBU), napyme-
HHE [[BETOBOTO 3PEHNs, OTPaHNYCHHUE TT0JIEH 3peHus (caenas
LEHTpalbHasl CKOoToMa). boin B rimasy peaku, Ha TIIa3HOM
JTHE — 9KCCYIAThI JIUIHIOB, OTEK 3pPUTEIILHOTO HepBa [2—4].

Knununueckoe HaOmoneHue

bonvrou Y., 1992 r. p., ¢ peppans 2010 r. oTmeyaer
CHIDKEHHE 3peHMs Ha o0a rnasza. 3a MEAUIIMHCKON IoMo-
mpio BoepBele obpatwics B mapte 2010 r. 8 KO MHTK
«Mukpoxupyprus riazay. [Ipu noctyminesun:

Vis OD 0,04; OS 0,1.

[Mopor anexTpuyeckoii 4yBcTBUTENBHOCTH (MKA): OD
107, OS 76.

Dnekrpuueckas JaduiapHocTh 9 (I'y): OD 32, OS 35.

3putensHble BBI3BaHHbIE MOTeHIHANE: OD — 3Haunm-
TeJIbHBIE (DYHKIMOHAIBHBIE HapyIIeHHS Ha YPOBHE 3pH-
TesnpHOTO HepBa, OS — He3HauuTeNnbHbIE (YHKIHMOHAb-
HbBIC HAPYIIICHHS Ha YPOBHE 3pUTENBHOTO HepBa (puc. 1).

[epumerpus: OD — oOmupHas HEeHTpaibHas CKOTOMa,
OS — ob6mupHas neHTpaibHas ckoroma (puc. 2, 3).

B-ckarupoBanme: OU — 00nacTe 3pHTEIFHOTO HEpBa
MIPOMEHHPYET B CTEKIIOBUIHOE TENO, 00O0IOUYKH MPUIIEXKAT.

Buomerpus (mm) OD 23,53; OS 23,43.

OKT: mnpusHakoB atpoduy He BBISBICHO, HE3HAUYM-
TEJIFHBIM OTEK B BepxHeM cermeHTe. OS — MpHU3HaKu Mepu-
NanuUIIPHOTO oTeKa (puc. 4).

O0bexktnBHO OU — mpum OWHOKYISPHOH (hUKCAINH
TIOJIOKEHHE TJa3 MPaBHIIbHOE, IBIXEHUS TIA3HBIX 00K
B IOJIHOM 00BeMe, 06€300J1€3HEHHEI.

KonBeprenuus coxpaHeHa. KoHbloHKTHBa OJeqHO-
pO30Bas, pPOroBHLIA TPO3payHasi, Biara HepegHell KaMmepsl
npo3pauHasi, 3pa4ok 3 x 3 MM, Ha CBET pearupyer, xpy-
CTaJINKU NPO3PavHbIe, CTEKJIIOBHAHOE TENO Oe3 0COOEeHHO-
creir. ['masnoe muo: OD — JI3H OnegHOBaT B BHCOYHOU
MIOJIOBMHE, HEMHOTO OTEYHBIH B BepxHeMm cermeHte. Co-
cynel cyxenbl. OS — JI3H GienHOBaT, TpaHUIIB Pa3MBITHI,
oteuHblil. COCy/IbI CYKEHBI.

CocrostHEEe OBLIO PacleHEHO KaK YacTH4YHAs aTpodus
3purensHoro HepBa OD. PerpoOynbsOaphsiit HeBput OS.
[TpoBoannacs KOHCepBaTHBHAS TEpaIus: AEKCOH 11/0, B/B,
IUNpoQIIOKCAIlMH, BUTaMUHBI Tpymisl B, BurammH C,
aKTOBETHH, JHaKap0, KEeCTHH, IMOKCUIIMH, KAJIbIMs TIIIO-
koHat. Ilocie mpoBeAeHHOTO JieUueHHs] CYOBEKTHBHO OT-
MedJaJ He3HA4YHWTEeNIbHOE yIyd4IIeHHe (CO CIIOB IalHeHTa,
«3PEHHE CTAJIO YETUE»).
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Puc. 1. 3purenbHble BbI3BaHHBIE TOTEHIMANBI ManueHTa Y. Otmeda-
€TCs1 yMEHBIICHHE JTATEHTHOCTH M CHIKEHUE aMIUTHTY bl BOJIHBI P1gg

Puc. 2. Pe3yapTaTsl ONTHYECKOI KOTEPEHTHON TOMOrpadHy MaiieH-
Ta Y. OT™Meuaercst yMeHbIICHHE CIIOS HEPBHBIX BOJIOKOH CETYATKU
B HNEPUNANMILIIPHON 30HE

O6wexTnBHO: Vis OD 0,02; OD - 0,2.

I[Mopor anekTpuyeckoit 4yBCcTBUTENBHOCTH (MKA): OD —
33, 0S - 35.

[Tepumerpusi: OS — ckoTomMa coxpaHsieTcsl.
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Odranemockomnust: OU —nepeaHuii 0Tpe3ok He n3Me-
HeH, rnasHoe o — OU — JI3H GienHoBaT ¢ BUCKA, rpa-
HUIIBI YETKHE.

Y4uuThIBass COXpPaHSIONIMECS KalnoObl HA CHIDKCHUE
3pEeHUs], NaHHbIE OOBEKTHBHBIX METOJOB HCCIICAOBAHUS,
JUIT MCKITIOYCHUS JEMUECTUHU3UPYIOUIETo 3a00JIeBaHus
HHC nanueHT GbUT HanpaBJIeH B HEBPOJOTHMYECKOE OTJIe-
nenue Kamyxckoil 001acTHOM OOJBHMIIBI, I/Ie COCTOSIHHE
OBUIO pacleHEHO Kak JeMHUETMHU3Upyoliee 3a0o1eBaHne
HHC. Knnaudeckn H30IMPOBAHHBIN CHHAPOM.

IIpu MPT rosoBHOro M03ra 04aroBbIX M MaTOJIOTHU-
YEeCKUX U3MEHEHUH He omnpezeneHo. [Ipu HeBposoruue-
CKOM OCMOTpE 0YaroBOil CUMITOMAaTHKH HE BBISBICHO.

Puc. 3. JlanHbIe epuMeTpUH IPaBoro riasa namuenta Y. Beisisiena
o0mmMpHas NEHTpaTbHas CKOTOMA

Puc. 4. [lanuble nepuMeTpHU JTEBOTO IN1a3a. BeIBIeHa IIEHTpaIbHAs CKOTOMA

IIpoBoaunacek mynbc-Tepanusi merunpeaom 1 000 mr
Ne 5, a Takxe HelipoMeTabosnueckas ¥ HEHPOIIPOTEKTUB-
Hasl Tepamnus, Ha (oHe KOTOpoi O0IbHOM OTMedan He3Ha-
YUTEJILHOE YJIy4IIEHHE B BUJIE YMEHBIICHUS TOMYTHEHUS
B TI0JIE 3pEHMsI 000WX TJ1a3.

Ha mporskeHun mocienyomux 6 Mec 0TMEYaloch
HEYKJIOHHOE CHIDKCHHE 3pEHHUS Ha 00a riiaza.

B umione 2011 1. o6paTuics 3a MEIUIIMHCKON TTOMO-
upl0 B HeBposiornyeckoe otaeneHue OKVY3 «MCY
MBJ Poccun mo Kamyxckoir obnactn». Ha mMomeHT
MOCTYIMJICHHUS TIPEABSBISUT KaloObl Ha CHMXKEHHE 3pe-
HUS, pa3MBITOCTh B TIOJI€ 3peHus o0oux ria3. YepemHo-
MO3TOBYIO TPaBMY, BpeIHBIC NPUBBIUKH, HEHpOMH(pEK-
IIUU OTPHUIIAeT.
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[Tpu neransHOM cOOpe aHaMHE3a YAANOCh BBISICHUTD,
YTO Cpeu JalbHUX POJCTBEHHUKOB II0 MAaTEpPUHCKOMN
JUHHUU €CTh JIUIA, YTPAaTUBIIHE 3pPEHUE B MOJOAOM BO3-
pacre.

B neBponornueckom craryce: HH — 3pauku, rinazHele
menu paBHbl. DoTopeakuuu CcoxpaHeHbl. JIBUMXKEHHA
IJIa3HBIX S0JIOK HE OorpaHW4eHbl, Oe30ose3HeHHBL. KoH-
BEPreHIMs HECKOJbKO ociabiieHa. JIMIo cuMMeTpudHOE.
S3bIk Mo cpenHelt nuHUU. ['MyOokue peduieKchl JKUBBIE,
D = S. UyBCTBUTENBHBIX PACCTPOMCTB HA MOMEHT OCMOT-
pa He BbUIBICHO. KoopawHaTOpHBIE NMPOOBI BBITOIHAET
yzaoBieTBopuTeabHO. B mo3e PombGepra ycroiums. IlaTo-
JIOTHYECKUX U MEHHUHTealbHBIX 3HAKOB HeT. (DyHKIMU
Ta30BBIX OPTaHOB HE HapyILICHEI.

ITlo nanneiM MPT ronoBHoro mos3ra Ha MOMEHT IIO-
CTyIUIeHUs: Ha cepud MP-ToMorpamm, B3BelIeHHBIX B T
n T, B Tpex NpOEKIHSX, BU3YaJIHM3UPOBaHbI CyO- U Cympa-
TEHTOPHANbHbBIE CTPYKTYphl. M3MeHeHui odaroBoro u
mddy3Horo xapakrepa B BEIIECTBE TOJOBHOTO MO3ra He
BBISIBJICHO. BOKOBBIE KeTymoukd, 0a3ajbHble LHUCTEPHBI
HEe M3MEHEeHbI. XHua3MallbHas 00J1acTh 0€3 0COOEHHOCTEH,
TKaHb Tuno¢usa nmeer oObIYHBIA curHan. CybOapaxHou-
JaIbHbIe KOHBEKCHUTAJbHBIE MPOCTPAHCTBA HE pacCIIUpe-
Hbel. CpellMHHBIE CTPYKTYpBl HE CMeIleHbl. MUHIaInHBI
MO3KeUKa pacrnoiokeHs! Ha ypoBHe b30.

Ha npunensubix MP-ToMorpamMmax opOUT: riasHble
SI0JIOKM CUMMETPHUYHBI, PacIojiOKEHbl 00BIYHO, B pa3Me-
pax He yBenudeHbl. CHUTHABI OT CTPYKTYp OpOWT HE W3-
MEHEHBI. 3pUTEIbHBIE HEPBBI: MIPaBbIi 3PUTENILHBINA HEPB B
peTpoOynp0apHO YacTH M3MEHEH, IIMpPHHA €ro B cepe-
JIMHE OpPOMUTHI 2 MM, CTPYKTypa Aud(dy3HO HEOTHOPOJHAS.
JleBBIit 3pUTENBHBIN HEPB — MUPHUHONW 4 MM, OTMEYAIOTCA
HW3MEHEHHs CHTHaja OT Nepupepudeckux OTIeNIOB HepBa
U HEKOTOpasi HEPOBHOCTb €ro KOHTYPOB, BEPOSTHO, 3a
CYeT OTEKa, CTPYKTYpa €ro YMEpPEHHO HEOAHOPOIHAs.

Xwna3ma W 3pUTENbHBIE TPakThl 0€3 0COOEHHOCTEH.
I'ma3Hble MBI OOBIYHO PACIOJIOKEHBI, HOPMAaJIbHOMN
TOJIIIMHBI U HIMPHUHBL. PeTpoOynpbapHas KieTdaTka, MbI-
IIEYHBIE BOPOHKH, COCYIBl M CIIE3HBIE JKEJIe3bl HE M3Me-
HeHsbl. [IpuaTouHble Na3yXu HOCA BO3AYILIHEL.

IIpocBeTsl CcOCYHOB PaBHOMEPHBIE, KPOBOTOK CHUM-
METPUYHBIN, yYaCTKOB C MATOJOTHUECKUM KPOBOTOKOM HE
BBISIBJICHO.

[Ipu odramsmockonuu JI3H OU: 6nenHble, TpaHUIBI
CTepTH, OTMEYAETCsl MOOIETHEHNE BHUCOYHBIX IOJIOBUH
JIUCKOB 3pUTEIbHBIX HEPBOB.

Vis OD - 0,02 u/k, OS — 0,04 w/k.

ITopor syeKTpHYEeCcKOi YyBCTBUTEIBHOCTH (MKA):
OD - 117, 0S - 83.

ITo mamaeiM OKT: yMeHbIIEHWE TOJIIWHBI CIIOS
HEPBHBIX BOJOKOH B NEPUIATMIUIIPHOM 30HE.

IIpu 3BII BBIABICHO yBEIUYEHHE JATEHTHOCTU U
CHIKEHHUE aMIUTUTYAbI BOJHBI Pgq.

VY4uThIBas JaHHbIE aHAMHE3a, KIMHUYECKON KapTHHBI
3a00/IeBaHMs, TaHHBIX JIOTIOJHUTEIBHBIX METOAOB HCCIIE-
JIOBAaHUs, NAHHBIX HACJIECACTBEHHOIO aHAMHE3a, JHMArHo3
IuMHeTHHI3npYytomero 3adoneBanus [[HC Opor moctaB-
JIeH T0J] COMHEHHE, OBbUIO BBICKa3aHO IPENIOIOKEHHE O
HaJIMYMK Y OOJILHOTO HACJIEACTBEHHON aTpo(uu 3pUTEIh-
HBIX HepBOB JleOepa, pekoMeHJ0BaHa KOHCYIbTAlUs HEl-
POTEHETHKA, MO3BOIUBILAS TIOATBEPIUTH JUATHO3.

3akK/to4eHne

Bbonesnp Jlebepa — cnoxkHOgMAarHOCTHPYEMOeE 3aboJie-
BaHUE, SBISIIONIEECS OJHON W3 TPUYUH MPOTPECCUPYIO-
el 6e300s1eBO# aTpo)MU 3PUTEIBHBIX HEPBOB Yy JIHI]
MOJIOZIOTO Bo3pacTta. [ MHarHOCTHKH TaHHOTO 3abolie-
BaHUS YPE3BBIYAHO BaXKHBIM SIBJSICTCS TIOAPOOHBIN cOOp
aHaMHe3a, B TOM YIHCJIC HACICICTBEHHOTO, NaHHBIC HEB-
POJIOTHYECKOTO ¥ O()TaIbMOJIOTHYECKOTO OCMOTpa, HC-
MOJIb30BAHUE METOJIOB BHU3yalu3aluM (TIPeXIe BCEro
MPT, OKT) B coueranuu ¢ QpyHKIHOHAILHBIMH METOJA-
MH HCCIIeJOBaHUS (MIEpUMETPUCH, XPOHOMETpHUEH, I[BETO-
BOM KaMIHMeETpHeH, HCCICIOBAaHWEM 3pPUTEIBHBIX BBI-
3BaHHBIX IIOTCHIIANIOB, HWCCIEIOBAHUN DIICKTPUICCKOMH
YYBCTBUTEIHHOCTU U JTAOWIILHOCTH 3PUTEIHLHOTO HEPBA) U
JHK-nuarHocTukoi, 4TO TMO3BOJUT CBOEBPEMEHHO BBI-
CTaBUThH BEPHBIN JUArHO3, U30exaTh M3NHUITHUX Ha3HAYe-
HUH JIeKapCTBEHHBIX CPEICTB, CBOCBPEMEHHO ITPOBECTH
MEINKO-TEHETHYeCKOe KOHCYJIBTHPOBAaHHEC W HA3HAYUTH
MaTOreHeTHYeCKH 000CHOBAaHHOE JICUCHHE.
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LEBER'S DISEASE. CLINICAL CASE

Maslova N.N., Andreyeva Ye.A.', Yerokhina Ye.V.?

! Smolensk state medical academy, Smolensk, Russian Federation
2 ISTC “Eye Microsurgery” of S.N. Fyodorov, Kaluga, Russian Federation

ABSTRACT

Violation of visual functions and oculomotor frustration develop at 90% of patients with MS. More than a
half of patients are transferred by the numerous recurrence of an optical neuritis which is coming to an
end with a partial atrophy of optic nerve. For well-timed purpose of pathogenetic treatment differential
diagnostics with other diseases, being accompanied an atrophy of an optic nerve, in particular with

Leber's disease.

KEY WORDS: atrophy of optic nerves, multiple sclerosis, differential diagnostics.
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