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Pesiome

B cmamve npedcmasneno kiunuueckoe HabIoOeHue couemanus HACie0CmEeHHOU onmuueckoll Hegponamuu Jlebepa
(HOHJI) u paccesnnoeo ckneposza (PC) y 19-nemueii nayuenmxu. HauanbHvle cumnmomst 3a001e8aHUs NPOSGUTUCD
6 6ude 6e3001e3HeHHOL nomepu 3peHUsl Ha NPAasblll 21a3 8 meyenue 08yx Heoeab. Yepesz 2 mecsaya npucoeouHuIoCH
Hapywerue 3penust Ha aegulil 21az. MPT 201061020 M0O32a U CNUHHO20 MO32a GbIAGULO USMEHEHUS, XapaKmepHbie OJis
PC. Ilpu ananuse yepebpocnunanvroil sHcuoKocmu Obll GblA6LeH ONUSOKIOHANbHBIU UHMPAMEKAIbHbII CUHMEe3 aH-
mumen (2-it mun cunmesa). Hecnomps na npogedennyro nyivbc-mepanuto MemuinpeoHu3010HOM U 8bICOKOOObEMHbIL
nrazmaghepes, ynyuuieHus 3penus e Habmooanocs. TeueHue onmuyueckoll Hegponamuu Ovlio Hemunuynoim 0 PC
u 6vi1a 3an0003pena Haciedcmeennas onmuyeckas Hesponamus Jlebepa (HOHJI). ['enemuyeckuti ananuz Ha Mmyma-
yuro m.11778G > A ¢ eene MT-ND4 noomeepoun smom duacnos. /lannoe nHabmooenue demoHcmpupyem Heooxoou-
Mocmb danbhetiue2o uzyueHus onpocog komopouonocmu PC ¢ HOHJI u, 8o3mooscho, 06wux namoghuzuonocuieckux
MEXAHUIMO8 Pa36Uumusi 08yX IMux 3a601e6aHUL.

KnroueBble cTOBa: paccesHHBIH CKIEpO3, HACIEACTBEHHAS ONTHUYEeCKas HeBponartus JleGepa, onTuueckuii He-
BPUT, MUTOXOH/IpUAIIbHbIE HACIIEICTBEHHbIE 3a00/1€BaHUs
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Abstract

In this article we present a clinical case of a combination of Leber s hereditary optic neuropathy (LHON) and mul-
tiple sclerosis (MS) in a 19-year-old female patient. Initially disease manifested with painless vision loss in the right
eye. Two weeks later, the patient experienced visual impairment in the second eye. MRI of the brain and spinal cord
revealed lesions typical for MS. Laboratory examination revealed CSF oligoclonal bands (type 2 synthesis). Despite
undergoing pulse therapy with methylprednisolone and plasma exchange, no improvement in vision was observed.
The course of optic neuropathy was atypical for MS, leading to a suspicion of LHON. Genetic testing identified the
mutation m.11778G > A in the MT-ND4 gene, confirming the diagnosis. This case highlights the need for further
investigation into the comorbidity of MS with LHON and the shared pathophysiological mechanisms underlying both
diseases.
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Cokpawenua: AT® — anmenosuaTpHuboOChar,
3COHM — 3aboneBaHusi CIEKTpa ONTHKOHEBPOMHE-
muta, MPT — wmarauTHO-pe3oHaHCHast Tomorpadus,
HOHJI — HacnencTBeHHass onTHYecKas HEBPOMATHS
Jlebepa, OH — onrtuueckuii HeBput, IIMTPC — mpe-
Naparsl, U3MEHAIONIUE TEUEHUE PACCEIHHOTO CKIIEPO3a,
PC — paccestHHBII cKIIepo3.

Beenenune. HacnencTBeHHas onruueckas HeBpoma-
tus Jlebepa (HOHJI) — nacnemyemoe o MaTepuHCKOM
JIMHUY TPEUMYIIECTBEHHO MOHOCUMIITOMHOE MHUTOXOH-
JpuaibHOE 3a00JIeBaHHE, XapaKTEPHU3YIOIIEeCs JBY-
CTOpOHHEH 0e30071eBOi MONOCTPOIl TOTepel 3peHus.
3aboneBaHne OOBIYHO ACOIOTUPYET B MOJIOIOM BO3-
pacte [1]. Y3BecTHO, 4TO y OONBITMHCTBA TAIMICHTOB
¢ HOHJI (90-95%) umeetcs oqHa U3 Tpex MyTalui Mu-
toxouapuanbHo# JJHK: m.11778G > A B rene MT-ND4,
m.3460G > A B rene MT-ND1 u m.14484T > C B rene
MT-ND6. D10 reHsl, KOTUPYIONUE CYOBEIMHHUITBI KOM-
miekca [ nprxarenbHol nenu [2]. Y HeKOTOphIX MalreH-
toB ¢ HOHJI 0OHapyxuBatoTCsl KIMHUYECKHE MPOSIBIIE-
Hus 1 usMeHenus: MPT, xapakrepHble U1l pacCestHHOTO
ckieposa (PC). Coueranne HOHJI ¢ PC nnorna Ha3biBa-
0T B JINTEPATYPE KaK «CUHAPOM XapauHT» — 110 UMEHU
npoeccopa AHUTHI XapaAWHT, IO PYKOBOICTBOM KOTO-
poli BrepBble ObUIA H3yUYeHA M OMMCAaHA CEpHs CIydaeB
KOMOMHAIMHK JaHHBIX 3a0oneBaHuii. OTMedYaeTcs, 4TO
y OONBIIMHCTBA NALMEHTOB C CHHAPOMOM XapAHWHT 00-
HapyxuBaetcs mytanus m.11778G [3]. U3onmupoBanHas
HOHJI nopaxkaet Mmyx4uH B 4—5 pa3 Jaiie, 4eM KeH-
. CperHnii BO3pacT Havyasa 3a00JIeBaHUS COCTABIIA-
et 20-30 net [4]. Hammpotus, coueranue HOHJI ¢ PC Ha-
OmronaeTcs MPEeUMYIIECTBEHHO Y KEHIIIMH — IIPUMEPHO
B 2/3 cnyyaeB. IlpuunHa pa3nuuuii B IEHETPAHTHOCTU
1 (eHOTHUIIe MEX/Ty TTOJIaMU 0CTaeTCsl HesICHOH [5].

Knunuueckoe nabniooenue. Ilamuentka K., 19 et
Cuaurtaet cebst OonpHOM ¢ Havana ssaBapst 2023 1., koraa
OTMETWJIa CHIDKCHHE 3pEHMs Ha MpaBblid Tia3. B cBs-
3 C J3THM TalWeHTKa oO0paruiach K O(TaIbMOJIOTY.
[Ipu odraneMonorudeckoM ocMoTpe Obliia BBISIBICHA
aTpodust 3puTeNFHOTO HepBa ciipasa. [locie koHCynbTa-
Uy HeBposora BeinonHeHa MPT ronoBHoOro mMo3ra, e
BBISIBIICHBI U3MEHEHHMSI, COOTBETCTBYIOIINE AEMUCIHHN-
3upymromemMy 3aboneBanuro (puc. 1).

Ha T1-B3BemeHHOM IMOCTKOHTPACTHOM H300pae-
HUM HAKOIUICHWS KOHTPACTHOTO Mpemnapara BBIIBICHO
He 6bu10. [Ipn MPT cimHHOTO MO3ra Ha MIEHHOM YPOB-
HE TaKkKe ObUI BBISBJICH O4ar JEeMHEIHMHU3ALUH, Hpo-
TSHKEHHOCTBIO MEeHee 1 cerMeHTa, 3aHMMAIOIIUid OKOJIO
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Puc. 1. MPT ronosHoro mo3ra (FLAIR-u3o6paxenue). O6Hapy-
xuBatorcs odaru T2/FLAIR-runepuHTeHCMBHOTO CUrHaua (ova-
TH JICMHUCIMHHU3AINH), PACIOJNIOKECHHBIC MEePUBEHTPUKYISPHO
Y FOKCTaKOPTUKAJIBHO (YKa3aHBI CTPETKAMHU)

Fig. 1. Brain MRI (FLAIR image). Foci of T2/FLAIR
hyperintense signal (demyelinating lesions) are detected, located
periventricularly and juxtacortically (indicated by arrows)

Puc. 2. MPT meitHoro otnmena cnmaHOro Mo3ra (T2-3BemieH-
HOe u300paxkeHue). OOHApYKUBAETCsA Ouar JCMHUCITUHHU3ALNH,
pacroniokeHHbIi Ha ypoBHe cermeHToB C3-C4 (ykazaH Oenoit
CTPEJIKOM)

Fig. 2. MRI of the cervical spinal cord (T2-weighted image).
A demyelinating lesion is detected, located at the C3-C4 level
(indicated by a white arrow).
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MTOJIOBHHBI TIOTIEPEYHMKA CIIMHHOTO MO3Ta, HEe HaKaIuIH-
BaIOIINI KOHTPACTHBIN mpenapar (puc. 2).

[ManmenTka OBIA TOCHHTANM3UPOBAHA B TOPOI-
CKYI0 KJIMHHUYECKYIO OOJBHUILY MO MECTY KHUTEJILCTBA.
B cramuonape nposeneHo goodcnenosanue. [Ipu MPT
[VIa3HUIL] BBISABJIICHBl CUI'HAJbHbIE M3MEHEHHMS Ha BCEM
MPOTSHKEHUH MPABOTO 3PUTENIEHOTO HEpBa C HaJHMYUEM
y4acTKa, MOI03PUTEIHLHOTO Ha HAKOIUIEHHE KOHTPACTa.
Onrtuveckass KOTepeHTHas TOMOrpadusi TUCKOB 3pH-
TEJbHBIX HEPBOB IIOKa3ajia BBIPAKEHHOE HCTOHUYEHHE
CJIOSI HEPBHBIX BOJIOKOH CETYAaTKH W MCTOHYEHHE CIIOS
TaHIIMO3HBIX KJIETOK CETYAaTKH CIpaBa; BBIPAKEHHOE
WCTOHYEHHE CJI0A TaHTJIMO3HBIX KIETOK CETYaTKU CIIEBa,
TOJIILIMHA CJI0Sl HEPBHBIX BOJIOKOH CETYATKH B IpeJiesiax
HOpPMBI. AHaNW3 LEepeOpOCIMHAIBLHON KHUIKOCTH 00-
HapyXWJ MHTPAaTCKaJbHBIA OJIMIOKIOHAJIBHBI CHHTE3
IgG (2-i Tun cuHTe3a). AHANMM3 Ha aHTUTENA K aKBaro-
puny — 4 < 1:10 (cooTBETCTByeT HOPMAJILHOMY 3Ha-
yeHuio). [lynbc-Tepanust METHIIIIPETHU3ZOIOHOM B CyM-
Mapaoit no3e 7000 mr B Teuenue 7 maHel 0e3 rddekra.
B nocnenyromem nanueHTKa cTajna 0OTMedarh MOCTENeH-
HOE CHIKEHUE 3peHHUs Ha JeBbli ma3. B mapre 2023 .
MTOBTOPHO TOCIHTAJIM3UPOBaHA B CTAl[MOHAP MO MECTY
KHUTEJIbCTBA, BHOBb IPOBEICHA IMYNIbC-TEPAUS METUII-
MIPETHU30JI0HOM B cymmapHoit go03e 3000 mr. Knmmanae-
ckoro 3ddeKTa CHOBa TOCTUTHYTO He ObLIO0. B ampere
2023 1. ¢ )xajo0aMM Ha CHIDKCHHE 3peHHUS Ha 00a Iia-
3a ObuIa rocnuTanu3upoBaHa B KiMHUKY HEpBHBIX 00-
ne3neit uM. A.Sl. KoxeBHuxoBa. B HeBpomornueckom
cTaryce NpH MOCTYIUIGHMH OTMEYaJIOCh BBIPAKCHHOE
CHUKEHHUE OCTPOTHI 3peHus. J{pyroil HEBpOJIOrM4eCKOi
CHUMIITOMATHKH BBIABICHO He Obut0. [IpoBeneHo uccie-
JIOBaHWE 3PUTENBHBIX BBI3BAHHBIX IMOTEHIIMAJOB: Ja-
TeHTHbII nepuoa BoaHbl P100 ¢ neBoro masa coctaBui
180-190 mc (Hopma 109 mc), ¢ mpaBoro r1a3za — dopma
OTBEeTa U3MEHEHa, TU(PPepeHINPOBATH MUKH HEBO3MOX-
Ho. KommbroTepHast mnepumeTpus BhISIBUIIA OTHOCUTEIb-
HBIE U a0COJIIOTHBIE LIEHTPAJIbHbIE U MapaleHTPaIbHbIE
CKOTOMBI. BBITIOJTHEH reHeTHYecKuii aHaIu3 Ha Hace-
CTBEHHYIO ONTHYECKYyl0 HeBpomatuio Jlebepa — 00-
HapyxeHa myTanus m.11778G > A B rene MT-ND4.
VYCTaHOBIEH AMArHO3: paccesHHBIA CKIIEpO3, HACIEeaA-
CTBEeHHas onTuueckas HeBpomnarusi Jlebepa, cBs3aHHas
¢ myrauueid B rene MT-ND4. Bemonneno 3 ceanca
BBICOKOOOBEMHOIO I1a3mMadepe3a — 0e€3 CyIIeCTBEH-
Horo 3ddekra. [TanmenTka ObUIa BRIMUCAHA C PEKOMEH-
nanuei npueMa unebeHoHa — 3 MI' TpH pas3a B CyTKH
u tepanun [IMTPC — B nentpe PC Obut Ha3HaueH 1iia-
THpaMepa auerar. Uepes HeJeno MaleHTka OTMeTHIIa
MOCTENEHHOE YITy4IlIeHHe 3peHns Ha JIeBbli m1a3. C mMas
2023 r. mo HacTosIIIee BpeMs HE OTMEYaeT JaTbHEHIIINX
n3MeHeHn 3perns. Kakoi-mubo HOBOW HEBpOIOTHYE-
CKOM CHMIITOMATHKH Y MAllUEHTKHU TAaK)Ke HE MOSIBUIIOCH.

Oo6cyxnaenue. B nebiote 3a001eBaHns y MAUEHTKH
pa3Buiach kapruHa 0e30ose3neHHoit OH, mopasupieit
o0a 3puTenpHBIX HepBa B TeueHue 3 mec. Ilo maHHBIM
MPT ronoBHOT0O M CHHMHHOTO MO3ra OBLIM BBISBICHBI
oyard T2-runepuHTEeHCUBHOTO CUTHAJIa OKPYIIIOH (op-
MBI, PacIOJIOKEHHbIE MEPUBEHTPUKYIISIPHO, FOKCTAKOP-
TUKAJIBHO, B IIEHHOM OTZAENE CIMHHOTO MO3Tra — OIH-
HOYHBI OYar NPOTSHKEHHOCThIO MeHee | CerMeHra,
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3aHUMAIOLINI OKOJIO TOJIOBMHBI MONIEPEYHUKA CITIMHHO-
r0 MO3ra, He HaKaITMBAIOIINK KOHTPACTHBIN Mpernapar,
HE COMPOBOXKAAIOLIUNCS KIMHUYECKON CUMITOMATHUKOM.
Taxoke ObUT BBISBICH 2-M THUIT WHTPATEKAILHOTO CHH-
Te€3a UMMYHOTIIOOYNuHOB IgG. YuuThiBas BBISABICHHE
npu MPT T2-runeprHTEHCUBHBIX O4aroB Oojee, 4yeM
B 1ByX obOnactsax I{THC, 2-it tun cunresa IgG, nanuuue
OH mnarnuentke O0bu1 ycTaHoBNeH AuarHo3 PC. JBax bt
MIPOBE/ICHHAs IMYNIbC-Tepanus He OKa3aja MOJIOKUTEINb-
Horo 3¢ dekra. [ledbunur 3purenbHbIX (QYHKIUH Ha-
pacran, uro He xapakrepuo miusi OH npu PC. Jlannoe
00CTOSITENIECTBO TIOCHYKUJIO MPUYMHON TMOUCKA MyTa-
1IN, XapaKkTepHbIX sl HacuencTBeHHbIX OH. I'eneru-
YeCKUi aHanu3 BeIIBUI MyTauuio m.11778G > A B rene
MT-ND4 B roMormia3u4eckoM COCTOSIHUH, KOTOpas SB-
TISIeTCs OMHOW U3 TpeX HanboIiee YacTo BCTPEUAOLITIXCS
MyTauuil y nanueHToB ¢ coueranuem PC u HOHIJI [6].
HNurepBan mexay nossiaenuemM OH u npyrux cumnro-
MOB, TUMUYHBIX 17151 PC, MOXET COCTaBIATh OT HECKOIIb-
kux MecsneB A0 20 net [7]. OH npu PC nposiBusiercst
OCTpOH OJHOCTOPOHHEW IOTepel 3peHus. XapaKTepHbI
peTpoopOuTanpHble 60 U OONE3HEHHBIE OIIYIIECHHUS
IIpU JIBHKEHUU T71a3, KOTOpbIE BO3HHUKAIOT B 92% ciy-
yaeB [8, 9], yero He ObUTO y HalIel MaleHTKH. B cBoto
ouepenp ans HOHJI xapaktepHO NpenMyIeCTBEHHO
MOJIOCTpOE pa3BuTHe Oe300Je3HEHHOT0 HapyIIeHHU
3penus. B 75% cimydaeB pa3BHBaeTCs OJHOCTOPOHHEE
MopakeHHe, OHAKO, NPYTroil IJla3 4YacTo MOpakaeTcs
B T€YECHHE OJTHOTO rofia — B OOJBIIMHCTBE CITyYaeB B Te-
yeHne 6—8 Hea. OcTpora 3peHns MPOIOIHKAET MOA0CTPO
CHIDKAThCSl C MOMEHTa TOSABJICHHUS CHMIITOMOB B Teue-
HUE CIEeIyIONINX MIECTH MecALeB, nocturas miato [10].
OcnoBuble ocobernoctd OH mpu PC u mpu HOHJI
npencrasineHsl B Tabnume 1 [8—12]. B muddepennu-
aJTbHO-IMAarHOCTUYECKOM CIHCKE CIIEAYET PacCMOTPETh
u 3aboneBanus criekrpa ontuHeBpomuennta (3COHM),
KOTOpBIE MOTYT MPUBECTH K MHBAIUAMZHPYIOIIUM H3-
MEHEHHSIM 3pEHUs, TeM 0oJee, YTO y Halllel NalneHT-
Ki ObUT OOHApyXeH odar aeMuenuHuzamuu npu MPT
B IICHHOM OTAene CIMHHHOTro Mo3ra, a MPT rmazuwmig
BBISBIIAJIa U3MEHEHUS! CUTHalla 10 XOJy IPaBOTo 3pH-
TENBHOTO HEPBA C HAIMYHEM y4acTKa, MOAO3PUTEIHHO-
ro Ha HakorjieHHe KoHTpacTta. OCOOEHHO TpyneH H Ba-
xeH nuddepennuanpapiii nuarao3 3COHM ¢ PC, Tak
KaK 4acTb IIPeraparoB, UCMOIb3yeMbIX A euenus PC
(naTEepdepon-f, Hatanu3ymad, aneMty3ymad u QuHro-
JIMMOJ) MOTYT yXYAIIaTh Te€4eHne ontukomuenura [13].
C nenbto panneit nuarHoctuku 3COHM B cnyuae ne-
0r0Ta C ONTHUYECKOTO HEBPUTA B TUIAH O(TaILMOJIOTHU-
YeCKOro 00CieI0OBaHUS MMAMEHTOB MPEAJIAraeTcs BKITIO-
yarb MPT cnuHHOTO MO3ra, Tak Kak Oo4ard MUeIuTa
MOTYT Ha OTpeNe’IEHHOM dTane 3a00JIeBaHUS OCTaThC
HezameueHHBIMU [14]. Cormacho kputepusm 3COHM
0e3 aHTHUTEN K aKBallOPHHY-4 o4ar B 3pUTEIBHOM HEPBE
runepuHTeHcuBHBI Ha T2-BU mnu HakammBaromuit
KOHTpacTHOe BeulectBo Ha T1-BU, momxken pacmopo-
CTPaHATHCSA Ha Oojiee YeM MOJOBHHY JIMHBI 3pUTEINb-
HOTO HepBa WJIM BOBIEKaTh xuasmy. OOs3aTensHO Ha-
nuyue JonogHuTenbHbiXx MPT-nipu3HakoB npu ocTpoM
MUENNTE: UHTPAMEAYJUIAPHBIA OYar, JJIUHa KOTOPOTO
Oonpllle WM paBHA JJIUHE TPEX CETMEHTOB CIMHHOTO
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Mo3ra (IPOAOIBHO PACTIPOCTPAHCHHBIA ITOMEPEUHBII
muenut) [15]. B cBs3m Cc yka3aHHBIMH KPUTEPUSIMHU
muario3 3COHM 0Obut OTBEpPrHYT.

Uro ke 00beIUHSACT 3T /1B, HAa NMEPBbINA B3IV, Ka-
3a10ch Obl, COBEpIICHHO pa3Hble 3aboneBanus? Ha snm-
nemuonorundeckyro cesa3p PC u HOHJI 6pu10 0o6pamiero
BHUMaHUe OoJiee IBaJIIaTH JeT Ha3a]], KOrjia Ha OCHOBa-
HUU KJIMHUYECKOTro aHanu3a 55 pogocnoBHbix ¢ HOHJI
(103 manmenta) u 40 MAIMEHTOB C MOATBEPKICHHBIM
PC aBTops! ucciaenqoBaHus NPUILIH K BBIBOLY, YTO CBSI3b
mexxty HOHJI u PC — 310 He mpocToe coBmajaeHue,
a Hannuue nepsuaHoi myTtaruu HOHJI sBnsercs dax-
TopoM pucka pazsutus PC. Beiio ycraHOBIEHO, 4TO BCe
Tpu nepuunbie mytauuu rena HOHJL, BcTpeuaromue-
Cs B €BPOIEHCKOM M CEBEPOAMEPUKAHCKON IMOIYJISAIU-
SIX, CBSI3aHBI C CHHIpOMOM, HanmomuHatromum PC. Ota
CBSI3b OCOOCHHO SIBHA Y JKEHINMH. HecMoTps Ha To 4TO
HOHJI npenMyniecTBEHHO MOPAXKAET MYXKUYKH, aBTOPbI
NPUILIHA K BEIBOAY, YTO, IO-BUAUMOMY, PC MoxeT OBITh
crpoBouupoBad y xkeHiuH ¢ HOHJI npu Hanuyum onpe-
JENICHHBIX (PaKTOpOB OKpykaromiei cpenst [16]. B mo-
CJICAYIOIIUX HCCIEAOBAaHUAX OBUIO MOATBEPKIEHO, YTO
pacmpoctpanenHocts PC cpean marmentoB ¢ HOHJI
OoIbIIIe TT0 CpaBHEHHIO ¢ 00IIIel nomynsiwueii [6]. B Ha-
CTOsIIIIee BpeMsI U3y4aeTcsl BOIPOC O BO3MOXKHBIX, 00-
LIMX [ATOTeHETHYECKUX MEXaHM3Max NaHHBIX 3a0oJe-
BaHUI U BAXXHON POJIM MUTOXOHJPHUAIIbHBIX HAPYLIECHUI
npu PC. Pa3zpyiienue MuennHa cCOnpoBOXIaeTCs yBEIH-
YEHHEM DHEPreTUYECKUX MOTpeOHOCTEH HEHPOHOB, YTO
B CBOIO Oyepelb NPUBOAUT K CHUIKEHHIO CIIOCOOHOCTH
MHUTOXOHJIpUH BBIpabareiBath AT® u yCHICHHIO OKHC-
nutenbHOro crpecca. Ilo MHeHuto psana aBropoB [17,
18], Bocmanenue npu PC naryOHO BiusieT Ha QyHKIUIO
MUTOXOHJPHH, & JIFOOH C TeHETUIECKUMU HapyIIEHUSIMH,
NpEAoNararoliMA MUTOXOHAPHATBHYIO JHC(YHKIIHIO,
MOTYT IOJBEPIraThCsl MOBBILICHHOMY PHCKY Pa3BUTHS
PC. C napyroit cTOpOHBI, B MAaTOTCHETHYECKOM MeXa-
Hu3me pasputust HOHJI He uckirouaeTcs npucyTcTBUE
JTU3UMYHHOTO KOMIIOHEHTA, YTO MOATBEPKAATIOCH HAIH-
YHeM HaKOIUIEHHUS] KOHTPACTHOT'O BEIIECTBA 3PUTEIbHBI-
MU HepBamu npu BeinoiaHeHu MPT B ciydasx otHocu-
TENBHO OBICTPOTO pa3BuTHs cuMiToMoB [19]. CornmacHo
HE3aBHCHUMOM OLIEHKE TpeMsI IKCIIEPTaMH CTaHJAPTHBIX
npotokoioB MPT ronossl manuentoB ¢ PC, HOHJI
y 26% nanuentoB ¢ HOHJI 6e3 xakux-mubo HEBpoOIo-
THYECKUX MPOSBICHUN 00HapyKeHbI TUITMUHBIE A71s1 PC
u3menenust [20]. BeisBisemsie mpu HOHJI ouaroeie
m3meHenns B [{HC e nmeror cnenmduyeckux oTmyauit
ot ouaroB aemuenuauzanuu mnpu PC [11, 21]. B ogHo
U3 UCCIIEOIOBAHUM OBUIO BKJIIOYEHO 54 malmeHTa ¢ CUM-
ntomamu HOHJI u (B Tom guciie 22 nmanueHTa ¢ morepeit
3peHus B TeueHue < 12 mec u 32 manueHTa ¢ HapacTa-
HUEM CHUMIITOMOB OOJIbIIIE IOfia), a Takke 36 310pOBBIX
JFOZIEH, COCTaBUBIINX KOHTPOJIBHYIO IPYIINY, Y KOTOPBIX
OBLTH a0CONTIOTHO HOPMAJIbHBIMH Pe3yJIbTaThl CTaHAapT-
HOoit MPT romoBHOrO Mo3ra. Bcem ydacTHMKam Oblia
nposegena MPT no nporokony, BKiIrodaromem aupdy-
3MOHHO-TEH30PHYIO TOMOrpauio M ONpeAeiIeHue mep-
¢y3un. HezaBucHMMO OT CKOPOCTH HapacTaHUs 3PUTEIb-
HBIX cCUMITTOMOB Y mantneHToB ¢ HOHJI Ob110 BBISIBIICHO
3HAUUTENbHOE CHUKEHHE (PPaKIMOHHOW aHWU30TPOIHU
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Tab6numna 1

Kannuyeckne 0c00eHHOCTH ONTHYECKOii HEBPONATHHU NMPHU paccesiH-
HOM CKJIEp03e U HACJIeICTBEHHOI onTHu4eckoii HeBponaTuu Jledepa

Hacaencrpennas
onTHyecKas
HeBponarus Jledepa

PaccessnHbIi
CKJIepo3

IMoka3areanb

CooTHoleHue 2:1 1:4
SKCHIIMHBL: MY>KYHUHbI

Teuenue Octpoe niu Ioxoctpoe
MOI0CTPOE

Je6ror OnHOCTOPOHHHUI OnHOCTOPOHHHUI

B 75% ciy4aes,

JIByCTOpOHHUH B 25%
Clly4aeB

bonb B mazHune XapakTepHa He xapakrepna
OrtBeT Ha JieueHHe Xopormuit OtcyTcTBYyeT
TTIOKOKOPTHUKOCTEPOUIAMH
IIporunos bnaronpusTHbLi Yame

HeOIaronpusTHBIN,
3aBUCHUT OT

KOHKPETHOU MyTaIliu

Table 1

Clinical features of optic neuropathy in multiple sclerosis and
hereditary Leber optic neuropathy

Multiple Leber optic
sclerosis neuropathy
Female:Male ratio 2:1 1:4
Course Acute or Subacute
subacute
The debut One-sided One-sided in 75% of
cases, bilateral in 25%
of cases
Pain in the eye socket Typical Not typical
Response to Good Absent
glucocorticosteroid
treatment
Forecast Favorable More often than not,
it depends on the
specific mutation.

B TaJlaMyce, KOPTUKOCIIMHAJIBHBIX TPaKTaX C JABYX CTO-
POH, 3yOuaThIX sIpax MO3KeuKa, IIMOPHOH Ooposze,
YTO TPUBEIIO ABTOPOB K BBIBOAY O HAJMYUH CYOKIUHH-
YEeCKOT0 MOPaKEHHsI OEJI0T0 BEIIECTBA TOJIOBHOI'O MO3Ta
y nmarerToB ¢ HOHJI [22]. AnanoruyHble pe3yinbTaThl
ObUIM TOTy4YeHBI M Y OECCUMIITOMHBIX HOCHUTEIIEH reHe-
trdyeckoit mytaruu HOHJI [23]. YuuteiBas Oosnblinyto,
4yeM B o011elt nonynsuuy, pacnpoctpanenHocts PC cpe-
1u naruenToB ¢ HOHJI, B HeCkONbKUX MCCIEHOBAHMIX
olleHnBanach ponb ckpuHuHra Ha HOHJI y manuenrtos
¢ PC. Cucremarnyeckuii 0030p M MeTa-aHajIH3 IOKa-
3aJ1d, 4YTO B 00IIeH ciaokHocTH 1666 manmenTos ¢ PC
nponuty ckpuHUHT Ha MyTanuu HOHIJL, kotopsie OblTu
BBISIBJICHBI TOJIBKO y 5 mauueHToB. /laHHBIe MarMeHTHI
oTIMYaNNCh 1e6r0ToM 3a005IeBaHMS B MOJIOZIOM BO3pac-
Te 1 Oonee TsKeNnbIM TeueHueM. Cyns 1Mo BbIIICYIOMSI-
HYTBIM pe3yjbTaTaM, CKpUHHHI Ha HaJu4ue MYTalui
B rene HOHJI y manmenToB ¢ PC HenenecoobpaseH, u,
B HACTOsIIIIeEe BpPEeMsi HE PEKOMEHJIOBaH K 00s3aTeNIbHO-
My IPHMEHEHUIO B KITMHUUYecKol npakTuke [24]. HOHJI
cienyer paccMarpuBarh y juin ¢ PC, y KoTopbhIXx Ha-
Omromaercs TSDKeNas MocieNoBaTeNbHas IOTepsl 3pCHUs
U IIJI0XO0€ BOCCTAaHOBIIEHHE, OCOOEHHO €CIIM CHU)KEHHE

1
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NCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

ocTpoThl 3peHms Oe30onesHeHHOoe. Hambonee dwacTto
npuMeHsieMbIM npenaparom i agedenuss HOHJI seinsi-
eTcsl uae0CHOH B CYTOYHOH m03e 90 Mr, CTUMYIHUpyIO-
it oOpasoBanue cBsazeit AT® u BeICTymarmImui B Ka-
YeCTBE IOMIOTUTENSI CBOOOTHBIX PaIUKAIIOB, TEM CAMBIM
3amuiias MeMOpaHy MUTOXOHAPHHA OT OKHCIUTEIbHOTO
noBpexaeHus [12]. B HacTosiee Bpemst He pa3pabo-
TaHbl peKoMeHZanuu 1o JedeHnto PC y mammeHToB
¢ xomop6unnoit HOHIJI. BeposTHo, Takue MaIleHTHI
HYXJAIOTCSI B TEpAIllUH INpernapaTamMy, U3MEHSIOLINMU
teuenue PC mis mpenoTBpaiieHus 000CTPEHHI U MPO-
rpeccupoBanus 3aboneBanus [25]. Ho Ha cerogusmHmi
JIeHb HU OIVH TIpenapar, u3MeHsaomuii teuenue PC, ne
m3yvancs npu HOHJI B minaHe A0AroCpodyHOro BIUSHUS
Ha 3pUTEIbHBIE HAPYIICHHUS.

3akiaouenune

JanHoe HaOmofeHNEe JEMOHCTPHPYET HEOOXOIH-
MOCTb AaJIbHEHIIEr0 U3y4eHHsI BONPOCOB KOMOPOUIHO-
ct PC ¢ HOHJI u, Bo3MoxHO, 001mx narodusnonoru-
YECKHX MEXaHH3MOB Pa3BUTHS ABYX 3TUX 3a00JIEBaHUH.

KonpaukT uHTEpecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBHUHU KOH(IMKTA HHTEPECOB.

®unancupoBanue. lccnenoBanue
0e3 pUHAHCOBOH TOMJIEPIKKH.
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