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Onmuueckas nesponamus Jlebepa (OHJI) — smo mumoxonopuanvroe 3abonresanue, npu KOMopom 8 MoA0OOM 603~
pacme npoucxooum 08ycmopoHHee MeONeHHOe CHUJICEHUe 0CMPOMbL 3peHUsl, He CONPo8ocoaroueecs: OONbI0 6 2Aa3HbIX
a6a0kax. B nacmoswee epems He cyuecmeyem cnocoboé sgpghexmuenoii npoghurakmuru u asevenus OHJI. B cmamobe
npedcmaener KAUHUMeCKUull cay4ail yayuuenus spumensuovix gyukuui npu OHJI nocae pesackyaspusupyroweil onepayuu
(pesackyasapuzayus 3pumenbHo20 Hepéa 6 COYeMAaHUU ¢ AeHeOHbIM PempOoCKACPONAOMOUPOBAHUEM) C UCNOAbI0EAHUECM

buomamepuana <Annonasanmy».

KimouyeBble ciioBa: aTpodust 3puTeIbHOIO HepBa, onTUYecKast HeBporatus Jlebepa, aJuloTpaHCILIaHTAT.
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B mocnenHue roabl B CBSA3U ¢ pa3BUTHUEM MOJIE-
KyJSIPHO-T€HETUUECKON AMarHOCTUKU MUTOXOHIAPU-
aJIbHBIX 3a00JIeBAaHUI YBEJIMYMIOCH YUCIO CIydaeB
onTtuueckoit HeBporaTuu Jlebepa (OHJI). CormacHo
BMUIEMHUOJIOTUIECKUM JaHHBIM, B CeBEpOEBPOIEHCKOM
peruoHe npubausuteabHo Kaxabiii 9000-ii yeaoBek
HeceT oAHy U3 TpeX ocHOBHBIX MyTauuii OHJI. Pacrpo-
cTpaHeHHOCTh MyTaluii B EBpone cocrapisieT ot 1:30000
no 1:50000 [1, 2].

IIpu nanHOM 3a00JI€BaHMU B MOJIOIOM BO3pac-
T€ TIPOUCXOMUT IBYCTOPOHHEE MEIJeHHOE CHUKEHUE
OCTPOTHI 3peHUS, HE CONPOBOXKIaIolIeecs 00JbIO B
Ia3HbIX s610Kax. CpenHuit Bo3pacT Havyalia 3aboJe-
BaHus cocranisgeT 20—40 net, 95 % manmenTtos ¢ OHJI
TepsitoT 3peHue K 50 rogaM, OIHAKO OIMKUCAaHbI OTACIbHbIE
ciyyau jnebroTta 6ose3nu mociie 70 net [3]. B 3aBucu-
MOCTH OT BMJa MyTallMu 3a0ojieBaHME Pa3BUBAETCS
y 50 % nocureneit Myxckoro noja u 10 % Hocureseit
JKEHCKOro 1oJjia [4].

Hacnencreennass OHJI B 95 % cityyaeB oOyciioBiie-
Ha OTHOM U3 CJICAYIOLIUX MyTalliA MUTOXOHIPHUAJIbHOMN
OHK: 3460G>A B rene ND1, 11778 G>A B rene ND4,
14484T>C B rene ND6 [3]. Y HocuTeneit myrauuu
14484T>C orMeuaroT 6oJiee JIeTKMe KIMHUYSCKHE ITPOo-
SIBJICHUSI 11 OOJIBIIINE IIIAHCHI K CTIOHTAHHOMY BBI3IOPOB-
nenunto. HauGonee yacroit (okosno 50 % ciy4yaeB) siBIisI-
erca mytauust 11778 G>A B rene ND4 (3ameHa aeHUHA
Ha ryaHuH B rmo3uiuu 11778), KOTopblil KOOUPYET CTPYK-
Typy pepmenTa HAJITH-yOUMXrHOH-OKCUAOPEAYKTA3bI.

WM3meHeHue cTpyKTypbl (hepMeHTa IIPUBOAUT K Hapy-
LIIEHUIO B3aUMOAEUCTBUS YOUXUHOHA ¢ I KoMILIeKCOM
JbIXaTeJIbHOM 1IeMU U MOBBILIEHHOMY 0Opa30BaHMIO
aKTUBHBIX (popM Kuciaopoja. JdedekT apixaTeibHOI
eIy oO0yCJIOBIMBAECT dHEPreTUYeCcKuii JeULUT, U
KJIETKW CETYaTKU, B MEPBYIO ouepeib TaHIJIMOHAPHbIE,
MEPECTAIOT OCYIIECTBIITh BBICOKOIHEPro3aTpaTHBIN
Mpoliecc reHepaluv HEPBHBIX UMITYJILCOB, UTO IIPUBOUAT
K 3aIyCKy MPOLIECCOB arnornTo3a.

B TeueHunu 3a601eBaHUs BBIIEASIOT PSiJl TOCEN0-
BaTeJIbHbBIX CTAIMI: JOKJIMHUYECKYIO, OCTPYIO U XPOHU-
yecKylo (arpoduueckyro). Ha nokimHuyeckoil cranuu
MO>KHO BbISIBUTb NIEPUTTANUIUISIPHBIE TEJIEAHTMOIKTA3NM,
CHWXKEHME TOJILLIMHBI CJIOS HEPBHBIX BOJIOKOH C BUCOUHOM
CTOPOHBI, HAPYILIEHUS LIBETOBOTO 3peHus (KpacHbI —
3eJIEHBII ), CHIDKEHE KOHTPACTHOI YyBCTBUTEILHOCTH,
CyOHOpMaJIbHBIE MMapaMeTPbl JIEKTPOPETUHOTPAMMBI U
BbI3BAaHHBIX 3pPUTEbHBIX TOTEHIIMAIOB. B ocTpylo cTa-
JIAI0 TTPOMCXOJUT TMOCTENEHHAs MOTepsl LEHTPAIbHOIO
3peHusa. TunuuHas MmaHudecTauus 3a00JieBaHUS —
MOsIBJIEHUE LIEHTPAJbHOU CKOTOMBI Ha OJIHOM TJia3y.
CkoToMa yBe/IMYMBAETCs B pa3Mepax, BTOPOii IJ1a3 00bIY-
HO mopaxaercs B TeueHre 6—8 Hezelb. B pesyiibrare 3a
1—2 mec. octpota 3peHust B 80 % cirydyaeB IaaeT 10 «Cue-
Ta MaJblIeB y JUIa», B JaTbHEHUIIIEM B PEAKMX CIydasix
OHa MOXET CaMOCTOSITeJIbHO YaCTUYHO BOCCTAHOBUTBHCS
(6omee xapakTepHoO W1t HocuTenei myrauu 14484T>C).
OOBEKTUBHBIMU MPU3HAKAMU SIBJISIOTCS U3BUTOCTH
LIEHTPAJIbHBIX COCYIIOB CETYaTKU, OTEK CJI0S HEPBHBIX
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BOJIOKOH, MUKPOAHTHOIATHS TTePUTTATTMIIISIPHBIX CO-
CYIOB B BUJIE TeJIEAHTHOAKTa3Ui. MOXET OnpeneasiThes
cumIiitoM Apraiia PoGepTrcoHa: oTCyTCTBUE peakKluu
3pavKOB Ha CBET IPY €€ COXPAaHHOCTH Ha KOHBEPIeHIIUIO
1 aKKOMOJALIMIO.

XpoHuueckas (aTpoduyeckasi) CTaaus XapakKTepu-
3yeTcs OuiiaTepajabHOM aTpodueii 3pUTeIbHBIX HEPBOB.
CornyTcTByIOIIME HEBPOJOTUUECKME HapyIIeHUs (TIOCTy-
paJbHBIN TPEeMOp, HEBPOMIATUM, MUOTIATUH, TMCTOHUH,
aTakCuMM) pa3BMBAIOTCS BO MHOTHUX CIyYasX, OJHAKO
pPEeAKO CTAaHOBATCS KIIMHUYECKN 3HAUMMBIMU.

B Hacrosliee BpeMsl He CYyIIeCTBYeT CIIOCO00B
s pexTuBHOM npodunakTuku u eueHuss OHJI. Kak
U TIpY IPYTUX 3a00J1€BaHUSIX, COTTPOBOXKAAIONINXCS Ha -
pYILIEHUSIMU (DYHKIIMU MUTOXOHIPUIA, MOXKHO Ha3HAYaTh
kooH3uM Q10 1 AT®, xoTs TepaneBTUUYeCKUil 3 HeKT
HX TIPYUMEHEHUST COMHUTEIICH.

B nanHoit paboTe Mbl IpeACcTaBIIsieM KIMHUYECKU
ciyyaii appexkruBHoro neueHus:t OHJL.

Kaunuvecxuii cayyaii. Ilauuent K., 37 ner, obpa-
TUJcs B o TalbMOXUpyprudeckoe otaeneHue Beepoc-
CUICKOIo LIEHTPA TJIa3HOM U MIaCTUYECKOM XUPYPruu
B utoje 2014 r. ¢ xanobamMu Ha yXyAlleHHUE 3pEHUS,
LICHTPpaJIbHYI0 cKOTOMY oboux Tia3. B aBrycre 2013 r.
3peHre 00OMX IJ1a3 Hayajao MOCTeTICHHO YXYAIIAThCs.
OOparuics B KIMHUKY MockoBckoro HMMU rna3Hbix
6ome3Helt uM. I'epMrOJIBLIA, TOE OB ITOCTABICH OUa-
rHo3: «OU — yacTuuHas aTpodusi 3pUTEIbHBIX HEPBOB».
Bruto TIpoBeeHO KOHCEPBATUBHOE HEHPOIPOTEKTOP-
HOE, aHTHUOTIPOTEKTOPHOE JiedeHUEe 0e3 MOJOKUTEb-
HOW IMHAMUKU.

bosibHOMY OBLIO PEKOMEHAOBAHO MOJIEKYISIPHO-
TeHETUYECKOEe MCCIeNOBAHUE C 1IEeJIbI0 MCKIIOUEHUS
HaciaeactBeHHoit OHJI. 1o maHHBIM TeHETUYECKOTO
obcnegoBaHus ooHapyxxeHa mytauus m.11778G>A B
TOMOTUTa3MMYECKOM COCTOSTHU.

brino npoBeneHo obOcenoBaHue, BKIOYaBIIee
BU30OMETPHUIO, KOMITBIOTEPHYIO MIEPUMETPHIO, DIIEKTPO-
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Puc. 1. CnekTpanbHas onTudeckas KorepeHTHasi ToMmorpadus nalmeHTa ¢ onTu4eckor Hesponatueii Jlebepa.
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dusnonornyeckoe ucciegosanue (DMOUN), onpeneneHb
3puTelibHbIE BhI3BaHHBIe ToTeHIab! (3BIT), BeIoHE-
Ha CTIeKTpajibHasl ONTUYeCKasi KOrepeHTHast ToMorpadust
(COKT). Octpora 3penus — 0,04/0,03, mo maHHBIM
KWHETUYECKOM MepUMEeTPUH OITPENeISINCh IBYCTOPOH -
HUE LeHTpabHble CKOTOMBI. DMU B mipeeiax HOPMBIL.
I'mazHoe AHO: IMCKU 3pUTEIbHBIX HEPBOB OJiIeAHLIE,
KOHTYpPHUPOBaHHBIE.

ITo nanubiM COKT ycraHoBiaeHo: OD — tonuHa
CJI0S1 HEPBHBIX BOJIOKOH CETYATKM TEPUITANAIISPHOMN
00J1aCTV 3HAYUTEJILHO CHIKEHA B BEPXHETEMIIOPATIbHOM
1 HUKHEM CEKTOpax, B BEPXHEM CEKTOPE CHIDKEHA He-
3HAYUTEIBHO, B APYTUX CEKTOPaX — B Ipeaeaax HOPMBI.
OS — TOJIIMHA CJI0S1 HEPBHBIX BOJIOKOH CETYATKU MIEPU -
ManMJUISIPHOI 00JIaCTH 3HAYMTEIbHO CHIDKEHA B BEPX-
HETEMITOPATbHOM CEKTOpe, B HUXKHETEMIOPaJbHOM
CEKTOpE CHIXKEHA He3HAYUTEIbHO, B APYTUX CEKTOpax —
B IIpeJeiax HopMbl (puc. 1).

[To maHHBIM KOMIIBIOTEPHOW MEPUMETPUU
(puc. 2) Ha OD Ha nepudepun oTMeuaeTcsl COXpaHeHUe

OCTAaTOYHOW CBETOBOW YYBCTBUTEJIBHOCTU B HA3AIBHOM
MOJIYTIOJIe ¥ 3HAYNTEIbHOE HApYIIIEHNE B TEMITOPATbHOM
noiynone 3penus. Ha OS Ha nepudepun otMmeuaercs
3HAUUTEIBHO JCMpPecCUpoOBaHHAas CBETOBAsl UyBCTBU-
TEJbHOCTb.

B uenTpanbHoMm mnosie 3peHuss OU orMmeuaeTcst 00-
LIIMPHBINA a0COJIIOTHBIN Ae(PEKT CBETOBOM YYBCTBUTE/Ib-
Hoctu (paguyc 1o 20—30° ot Touku (pukcaunmn), 6osee
mpokuii Ha OD (puc. 3).

ITo nanHbIM 3BIT Ha BCBIIKY (CBETOBOCIIPUSITHUE)
otMeuaercst OD/OS HeycTOMUMBOE CBETOBOCIIPUSITUE
(15—25 %). CxopocTb npoBeaecHMsI MHGOPMALIUK 3a-
MeJIeHa.

OTMeUeHO HEeyCTOMYMBOE MPEIMETHOE 3PUTENb-
Hoe Bocripusate (20—30 % ot HOpPMBI) IAXMATHOTO
narTepHa (IpeaMeTHOE 3pUTEIbHOE BOCHPUSITUE) HaA
OD. CxopocTb npoBeneHUs ”HGOpMaLMU 3aMeIJIeHa.
OS noxasbIBaeT HEYCTOMNYMBOE ITPEAMETHOE 3PUTEIIBHOE
Bocrpusitue (15—20 % ot HopMbl). CKOPOCTh IIpOBE/Ie-
HUS UH(OpMALIKY 3aMeIJIeHa.

Three in Ona Eye: Left

Peripheral 60-4 Threshold Test

Fixation Monitor: OFF Stimulus: I, White Pupil Deameter: Date: 29-07-2014
Fixation Target: Central Background: 31.5 ASB Visual Acuity: <0.05 Time: 11:23
Fuation Losses: 0/0 Strategy: SITA-Standard R os oc X Age: 37

False POS Errors: 0%
False NEG Errors: 14 %
Test Duration: 07:46

Threshold Graylone

Fovea: OFF

A

Three in One Eye: Right

Peripheral 60-4 Thrashold Test

Fixation Monitor: OFF
Fixation Target: Central
Fixation Losses: 0/0
False POS Errors: 0%
False NEG Errors: 8%
Test Duration: 06:56

Stimulus: [ll, White Pupil Diameter: 5.5 mm Date: 29-07-2014
Background: 31,5 ASE Visual Acuity: 0.05 Time: 11:13
Strategy: SITA-Standard R oS5 oc X Age: 3T

Threshold Graytone

Fovea: OFF

Puc. 2. KomnbloTepHas nepumeTpusi naumeHTa ¢ onTudeckom HesponaTunein Jlebepa no onepaunn, nepudepus 60°. A — OS; b — OD.

Singhe Field Analysis

‘Central 30- 2 Threshold Test

Fication Moninor: OFF
Foation Target: Cantral
Fixation Losses: 0/0
False POS Erors: 0%
False NEG Errors: 9%
Test Duration: 08:34

Sumulus: IIl, White
Background: 31.5 ASB
Strategy: SITA-Standard

Pupil Diarmater Dane: 29-07-2014
Visual Acuity: <0.05 Tirne: 11:02
R DS DCX Age: 37

Fovea: <0dB |

Single Field Analysis Eye: Right

Central 30- 2 Threshold Test

Stimubus: I, White
Background; 31.5 ASB
Strategy: SITA-Standard

Fiation Monitor: Gaze,/Blind Spot
Fixation Target: Central

Fixation Losses: 2/19

False POS Errors: 0 %

False NEG Errars: N/A

Test Duration: 07:43

Pupil Deameter: 5.5 mm Date: 29-07-2014
Visual Acuity: 0.05 Time: 10:51
R s [ 4 Age: 37

Fovea: <0 dB |

Puc. 3. KomnbloTepHas nepnmMeTpus nauneHTa c onTruyeckoin Hesponatumeii Jlebepa no onepaumn, ueHTpansHas o6nacts 30°. A— OS; b - OD.
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19.09.2014 mauueHTy ObLIa IMpoOBEIcHA peBa-
cKynsipusupytomas onepauust OS: peBacKysipusa-
LM 3pUTEJbHOro HepBa [5] B coueTaHUU C jaeded-
HBIM peTpOCKJeporuioMbrupoBaHuem [6] B KauecTBe
MOTBITKM OMOCTUMYJISIIIMU 3PUTEIBHOTO HEpBa.
Ha 7-e cyTku manieHT ObLI BbIIIMCaH 0€3 CYIIeCTBeH-
HOW TMHAMUKMU.

Yepes 6 mec. manuent K. mocrynun B odrajib-
MOXUpPYprudyeckoe otaeseHue Bcepoccuiickoro 1meH-
Tpa TJIA3HOM U IUIACTUYECKON XUPYPTUMU C OCTPOTOM
3penus 0,05/0,6.

ITo mnaHHBIM KOMMBIOTEPHOM MEPUMETPUU, HA
nepudepun oTMevyaeTcsi yMepeHHas Aerpeccusl CBe-
TOBOI YYBCTBUTEJIBHOCTH, O0JIee BhIpakeHHas B BepX-
HeM nojynojie Ha OD u B HazanbHOM mnojaynoje OS
(puc. 4). B uenrpanbaoMm nose 3peHuss OU oTtmeua-
eTCs1 a0COJIIOTHBIN Ie(eKT CBETOBOIM YyBCTBUTEIHLHO-
ctu (pagnyc go 10—30° ot Touku dukcauum), doyee

mwpokuii Ha OD (puc. 5). OTHOCUTETBHO MPEAbIIYIINX
pe3ynbTaroB (oT 07.2014) oTMeuaeTcsl 3HAUUTENbHOE 10~
BBIIIIEHNE CBETOBOI UyBCTBUTEILHOCTH MCCIEIOBAHHOTO
noJist 3peHus OU.

ITo manubiM 3BI1 HaA BCIBIIIKY BBISIBJIEHO HE-
ycroituuBoe cBeroBocnpustue (15—20 %) na OD,
CKOpPOCTh MPOBeNeHUS MHDOpMALIMK 3aMeieHa;
Ha OS ycroiiunBoe cBetoBocnpusitue (35—45 %
oT HopMbI). CKOPOCTh NpoBeaeHUs MHPOPMALIUU 3a-
MeIJIeHa.

OTMeUeHO HeyCTOMIMBOE ITPEIMETHOE 3pPUTEJILHOE
Bocrpusitue (5—10 % oT HOpMbI) IIAXMATHOI'O IIATTEPHA
Ha OD, ckopocTb mpoBeieHUs MH(MOPMALIKY 3aMe/JIeHA.
OS — HeycTOYMBOE ITPEAMETHOE 3PUTEILHOE BOCIIPU -
stue (20 % o HOpMBI), CKOPOCTb IIPOBEACHUST UH(DOP-
Malluu Ha TpaHu1ie HOPMBIL. [1pu yMeHbIIIeHUM pa3MepoB
KJIETOK OTMEYaeTCs 3aMeIJIEHNEe CKOPOCTH ITPOBEACHUS
vHOOPMALIUU.

Three in One Eye: Laft

Paripharal 60-4 Threshold Tast
Dase: 31-03-2015
Time: 15:40

Age: 37

Stimulus: [Il, White
Background: 31.5 ASB
Strategy: SITA-Standard

Pupil Diamater: 5.2 mm
Visual Acuity: <0.05
RC os oc X

Fieation Monitor: Gaze/Blind Spot
Fixation Target: Central

Fication Lossas: 0717

False POS Emmors: 4 %

False NEG Emors: 27 %

Test Duration: 06:45

Threshold Graytona

Fovea: OFF

A

Three in One Eye: Fight

Peripheral 60-4 Thrashold Test

Fixation Monitor: OFF Stirnudus: 11, White Pupd Diameter: 5.7 mm Date: 31-03-201£
Fixation Target: Central Background: 31.5 ASB Visual Acuity: 0.05 Time: 15:30
Fixation Losses: 0/0 Strategy: SITA-Standard A (s 3 DoC X Age: 37

Falkse: POS Errors: 1 %
False NEG Errors: 21 %
Test Duration: 07:51

Threshold Graytone

Fovea: OFF

Puc. 4. KomnbloTepHas nepumeTpus nauyeHTa ¢ ontTuieckom Heeponatumeii Jlebepa yepes 6 mec. nocne onepauuu, nepudepus 60°. A — OS;

B - OD.

Bye: Left

Single Field Analysis

Cantral 30-2 Threshold Test

Date: 31-03-2015
Time: 15:19

Age: 37

Stimuus: [, White
Background: 31.5 ASB
Strategy: SITA-Standard

Pupil Diameter: 5.3 mm
Visual Acuity: <0.05
R oS [+ 3 §

Feaation Monitor: Gaze,/Biind Spot
Fieation Target: Central

Fixation Losses: 1/20

False POS Erfors: 1%

False NEG Ermors: 0%

Test Duration: 08:12

Foves: <0 dB |

Single Field Analysis Eye: Right

Central 30-2 Threshold Test

Date: 31-03-2015
Time: 15:08
Age: 3T

Fixation Monitor: Gaze/Blind Spot
Fixation Target: Central

Fixation Lossas: 1/21

False POS Emmors 2%

False NEG Emors 6%

Test Duration: 08: 10

Stimulus: 1ll, White

Background: 31.5 ASB
Strategy- SITA-Standard

Pupil Diameter: 5.7 mm
Wisual Aculty: 0.05
RC DS oc X

Fovea: <0dB

Puc. 5. KomnbioTepHas nepumMmeTpus naumeHTa ¢ ontTuyeckon Heeponatumeit Jlebepa yepes 6 Mec. nocne onepaumn, LeHTpanbHas obnactb

30°.A-0S; 6 -0D.
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OBCYXIEHUE

Huarnoctuka OHJI nipencrapiisieT 3HaYUTEIbHYIO
npo0OJjeMy. B 00JIbLIMHCTBE CllydyaeB OKYJIUCT UM HEBPO-
JIOT TI0 MECTY XXUTEJIbCTBA IIpejiaraet MmaueHTy ooce-
JIOBATHCS TSI UCKITIOUEHUSI pa3HOTO POa BOCTIANUTEb-
HBIX, HACJEACTBEHHO-IETeHEePATUBHBIX 3a00JIeBaHUIT
1 OITyXOJIEBBIX MPOILIECCOB, 2 HE MUTOXOHIPUATLHOMN
atpoduu 3pUTeIbHBIX HEPBOB Jlebepa.

B T0 ke BpemsI ceituac He cylecTByeT 3(pPeKTUBHBIX
Ccroco00B IMPO(GUIAKTUKU U JIEYSHUSI 3TOr0 3a0071eBaHusI.
TpanuIMOHHO WCIIONb3YeMbIe CTEPOMIbI, AHTATOHUCTHI
LUaHUAOB, TUAPOKCUKOOaTIaMUH He AaioT 3ddexTa.
COMHUTETBbHBIMU KaXyTCsI U TpeajaraBIivecs: paHee
XUpypruyeckue Metonuki. [Iprnasas 3HaueHYe POy ITa-
HuaoB B narorexHeze OHJI [7], npuMeHsIM UUCTUH BHYTPb
1Mo 4—8 r B IeHb B COYCTAHUU C BBEACHUEM TUIPOKCH -
KobGajamuHa BHyTpumbliiedyHo mo 1000 MKT 3 pasa
B Hezemo. Y 35 % G0JIbHBIX 3a ITEPUO. HAOIFOACHMS, PaB-
HBIII OMTHOMY TOIY, OCTPOTA 3pEeHMSI Ha (POHE JICUSHUS 1O~
BoeIcuiach 10 0,3. OmHaKo JaHHOE COOOIIEHUE TTOSIBUIOCH
BTIEUaTH 32 HECKOJILKO JIET 10 TOTO, KaK OblIa yCTaHOBJICHA
poib MyTanuii mutoxoHapuanbHoii JIHK B maToreHese
OHJI. Mexy TeM ony0JIMKOBaHHbIE HEAABHO Pe3Y/IbTaThl
U3ydeHus1 ocodbeHHocTel ectectBeHHOro teueHuss OHJIL,
00yCIOBJICHHON MYTAIIMSIMU OIIPENEIEHHBIX TUIIOB, TTO-
3BOJISIIOT YCOMHUTHCS B 9(D(EKTUBHOCTHU IPEIUIOKEHHOM
cxembl JiedeHust. Harpumep, B 0osiee IO30HUX UCCIeI0-
BaHMIX ObLIA ITPOAEMOHCTPHUPOBAHA BO3MOXKHOCTD CAMO-
IIPOM3BOJIBHOIO BOCCTAHOBJIEHMSI 3peHusI uepe3 16 Mec.
rocjie Havaya 3aboneBanus y 37 % mauuentos ¢ OHJI,
00yclioBeHHOM MyTaLeit 14484. D1t TaHHBIE TTPAKTU-
YECKHY COBMNANAIOT ¢ 3(P(HEKTOM JICUeHHSI B CCICAOBAHUN,
nposeneHHOM 1. Syme u coasr. [§].

Kaxk u ipu apyrux 3a0oJieBaHUSIX, COIIPOBOXKIAI0-
IIHAXCST MUTOXOHAPUATBHBIMU HAPYIIIEHUSIMU, 0OOCHO-
BaHHbBIM MpeACTaBsIeTCs Ha3HaueHe KoaH3uMa Q10 u
AT®, X0Ts BBIPaXXEHHOTO TepareBTuIecKoro agdexra
9TU Ipernaparsbl He gauu [9].

Takum obpazom, OHJI gaBisieTcs cepbe3HOi Mpo-
0J1eMOli B COBpEeMEHHOI MeIUILIMHE. DTO 00YCIOBIEHO
TEM, YTO, BO-TIEPBBIX, ISl TIOATBEPKACHUS AUArHo3a
HEO0OXOIMMO MPOBEACHUE MOJIEKYIIPHO-TEHETUIECKOTO

HCCIIeNOBAaHMS C 1LIeJIbl0 OOHAPYKEHMsI TTaTOTeHHBIX
MYTalluii, a BO-BTOPBIX, TTOIXOAbI K ICUEHUIO MUTOXOH-
JIpUaIbHOW MATOJOTUM B HACTOSIIEE BPeMST HAXOATCS
B cTaauu pa3padorku [10].

SAKJIIOYEHUE

Hamu naGaropancst peakuil ciiydail yaydiieHus
3pUTeJIbHBIX (yHKUUM y nanueHTa ¢ OHJI (myTanus
m. 11778 G>A) nocJie peBacKyJIsipu3upyIoLLeii orepanum
(peBacKysipu3aius 3pUTeJIbHOTO HEpBa B COYETAaHUM C
JIeueOHbIM PETPOCKIIEPOILJIOMOMPOBAHUEM) C MCIOJb-
30BaHUEM OMOMaTeprasoB «AJUIOILIaHT». HecoMHEHHO,
MOJIOXKUTEJNbHBINA 3(P(hEeKT JaHHOTO BMeEIIaTeIbCTBA
TpeOyeT 0oJiee IIy0OKOro Hay4YHOro u3y4eHusl, HO MOJIy-
YEHHBIN Pe3yIbTaT MO3BOJISIET TOBOPUTH O BOBMOXKHOCTH
peabuiuTanuu yactu 6oabHbIX ¢ OHIJL.
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Leber’s heredltary optic neuropathy (LHON) is a mitochondrial disease, which leads, in young age, to a gradual bi-
lateral reduction of visual acuity unaccompanied by pain in the eyeballs. At present, no methods of effective prevention and
treatment of LHON are known. The paper presents a clinical case of LHON in which visual functions improved following
a revascularizing operation (optic nerve revascularization combined with therapeutic retrofilling of sclera) which used Al-
loplant biomaterial.
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