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BonesHb Mapbypra nopaxaeT nvL, MONoAoro Bo3pacTa, XapaKkTepu3yeTcs OCTPbIM Havanom ¢ ynbMUHAHTHBIM
TeyeHveM. 3aborneBaHne 3akaH4YMBaETCA NeTanbHO B TeYEeHUe OOHOro roga OT Hayana nepsbix cumnTomoB. B MHTK
««Mwukpoxmpyprusa rmasa» nm. akagemuka C.H. ®époposa» (Mocksa) B TedyeHue cemu neT nog HabnogeHwem Ha-
XOAMWICH NauMeHT C pacCcesiHHbIM CKepo3oM, BapnaHT Mapbypra. CTaHgapTHOe nedeHve B KOMMekce ¢ usnorte-
paneBTMYECKNM NEeYeHneM MO3BOMUIO0 3aMeaNnTb pa3BuThe HeoOPaTUMOro CHUXKEHNS 3PUTENbHBLIX PYHKUMIN BCnea-
CTBUWe aTpodun 3puTerbHbIX HEPBOB.

KnroueBble crnoBa: paccesHHbIN cknepos, BapuaHT Mapbypra, atpodvst 3puTensHoro Hepea.

Andrusyakova YeP, loyleva YeE, Safonenko AYu, Krivosheeva MS, Pis'menskaya VA. Results of a seven-year follow-
up of an atypical form of multiple sclerosis, Marburg variant. Saratov Journal of Medical Scientific Research 2019; 15 (2):
414-418.

Marburg disease affects young people and is characterized by an acute onset with a fulminant course. The disease
leads to death within 1 year from the onset of symptoms. In Academician S.N. Fedorov «Eye Microsurgery» Center
(Moscow) a patient with Marburg multiple sclerosis was followed up for seven years. Standard treatment in combination
with physiotherapy treatment slowed the development of an irreversible decrease in visual function due to atrophy of

the optic nerves.

Key words: multiple sclerosis, Marburg variant, optic nerve atrophy.

BBepeHue. Ocoboe nonoxeHne B odTarbMoOrio-
rMYECcKoW MaTonorMm OTBeAEHO aTpoun 3PUTENBHOMO
HepBa (A3H), 4TO cBA3aHO C TsKecTbl 3aboreBaHus
N BbICOKAM MPOLIEHTOM CHWXEHUS TPyA0CnocobHOCTU
M uHBanugHocTn. B nocnepHee pecstunetve 3abo-
NeBaHNe 3pUTENbLHOIO HEpPBa B CTPYKTYpe MNepBUYHOWN
WHBaNMOHOCTN 3aHMMaeT TPeTbe PaHroBOe MEecCTO, CO-
crasnsaa 11% [1]. ABH — nonuatuonorunyeckoe 3abo-
neBaHve, K pa3BUTUIO KOTOPOro MPUBOOUT MHOXECTBO
HonesHen, B TOM yncne paccesiHHbln ckrnepos (PC).

PC — Haubonee pacnpocTpaHeHHOEe XPOHUYecKoe
ayTOMMMYHHOe 3aborneBaHuWe, KOTOpoe 3aHMMAaeT Be-
ayuiee mMecto cpeam 60onbLION rpynnbl AEMUENUHNZU-
pytoLmx 3aboreBaHnii LLeHTparibHON HEPBHOW CUCTEMBbI
(LHC) [2].

EctectBeHHOoe TeveHne PC BapuabenbHo: ot obpo-
Ka4eCTBEHHOro 40 3M0oKayeCTBEHHOrO, HekypabenbHo-
ro Te4eHust ¢ BbICTPbIM MPOrpPeccMpoBaHNEM WHBANU-
avsaumm unu netanbHelM McxodoM. o nHdopmaumm
N3 MeXayHapoaHbIX UCTOYHMKOB, 3r10KaYeCTBEHHbIN PC
(C pynbMUHAHTHBIM TEYEHMEM) OTMEYaETCS NPUMEPHO
B 7% cny4aeB; B pOCCUICKMX NybrvKkaumnsix BCTpevaeTcs
bonee 3HaumTenbHas Ludpa: npumepHo 24 % cnyyaes.

OTBeTCTBEHHbIN aBTOp — AHApycsikoBa EneHa MeTpoBHa
Ten.: +7 (963) 6391880
E-mail: andr@proandro.ru

PaHee gnarHocTuka 3nokadectBeHHbIX popm PC npouns-
BOAMITAaCb B OCHOBHOM MOCMEPTHO [2].

CyLLecTByIOT criegytoLLme BapuaHTbl 3110Ka4eCTBEH-
Horo TeyeHusi PC: BapuwaHT Mapbypra, KOHUEHTpU-
yeckun cknepo3 bano, newnkoaHuedanut Wunbaepa
N nceBooTyMOPO3HbIM PC, HekoTopble aBTOpbI BKIO-
yatoT 6onesHb [leBuka. 3T HPOpMbl XapakTepPU3YHTCH
ObICTPbIM YXYALIEHWEM COCTOSIHUS, MPaKTUYECKN MOHO-
asHbIM TEYEHWEM C BbICOKMM PUCKOM JeTarnbHOro
mcxoga B TedeHMe KOPOTKOro MPOMEXYTKa BPEMEHM.
Bo Bcex cniyyasix npu MPT-nccnenoBaHmm BbiSiBAAIOTCS
MHOXECTBEHHbIE OYarv JeMUENMHN3aL MmN ¢ BOBMEYEHN-
eM cpagdy Heckonbkux otgenos LIHC [3].

KnuHun4yeckoe HabnrogeHune. B MHTK ««Mwukpoxu-
pyprvus rmasa» uMm. akag. ®égoposa» Habniogancs na-
umeHT 35 net ¢ xanobammn Ha CHWXeHWe 3peHnst Ha oba
rnasa Ha poHe PC. 13 aHamHe3a 13BeCTHO, YTO 8 neT Ha-
3ag nepsble Obin ycTaHoBNeH AnarHo3 PC no kputepusam
McDonald: atunmnyHasa coopma Map6bypra ¢ TpaHcgopma-
LUuen B peMUTTMPYIOLLEE TEYEHNE, B CTagun PEMUCCUN
1 A3H [4]. Hayano 3aboneBaHns He MMeno gynbMUHaHT-
HOro xapakTepa W KIMHUYECKM MPOSBMSNIOCh CUMMTOMO-
KOMIMMEKCOM, He TUNn4YHbIM Ansa aediota PC.

M3 aHamHe3a M3BECTHO, YTO MNauMeHT obpaTtunca
B MEeOWLMHCKOE ydypexaeHue ¢ anobamu Ha MoBblLLe-
HMe Temnepartypbl Tena Ao cyb6debpunbHbIX undp 1 ro-
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noBHyto Gornb. Ha doHe cvmnTomaTnyeckon npoTuBO-
BOCMaNMTENbHON Tepanun ero COCTOSHNE NPOrPeCcCUBHO
yxygawanocb. Yepes Hegento pasBuUnnCh: HapylUueHue
paBHOBECUS C 3aKpbITbIMK rMa3amu, 6eccoHHMLa, n3me-
HeHUsa (DOKYCMPOBKM 3pEHMS, OWUMIONUSA WU ranmoumHa-
ummn. Bo Bpems NOBTOPHOro o6palleHns B MeauLMHCKoe
yypexaeHve B CBA3M C NOTeper CO3HaHWs naumeHTa
rocnMTanuavpoBanM B COCYAWUCTOE HEeBPOSIOrmyeckoe
otaeneHune. V3 BbINUCKM M3BECTHO, YTO HA (POHE OCTPO
BO3HMKLUErO TSKENMOro HEBPOOMMYECKOr0 COCTOSHUS:
conop, bynbbapHble HapyLLeHus, TeTpanapes ¢ naTtono-
TMYECKMMWN CMOHTaHHbIMW 3HaKamu, OTCYTCTBME COAPY-
XKECTBEHHOWN peakLmn 3paykoB Ha CBET NPU COXPaHEHHON
BSANON NpsIMOW peakumn — GonbHON nepeBefeH B pea-
HMMaLMOHHOe oTAeneHne. HeogHokpaTHO NpOBOAMIOCH
MPT ronoBHOro mMosra ¢ KOHTPaCTUPOBAHNEM, BbISIBIIEHbI
MHOIOYMCIIEHHbIE OYaru B CyOKOPTUKAIbHOM U NMEPUBEH-
TPYKynspHOM Gernom BeluecTBe 6GonblUMX MOMyLIapun,
B HOXKax W CTBOMIE MO3ra, B Mo3xeuke — A0 20 MM ¢ Ha-
KOMMeHWEeM KOHTPaCTHOro BeLlecTBa W NpuaHakamu OT-
eka Mosra. B guHamuke oTMeyanocb NcYe3HOBEHUE Men-
KMX 04aroB 1 MOSBNEHNE HOBbIX (DOKYCOB MOPaXKEHWS.

MaumeHTy ObIN NpoBeAeH KypC BbICOKOLO3HOW CTe-
pouaHon Tepanun (Kypcoas gosa 5,0 r) ¢ gerngparta-
LMOHHOW M cumnToMaTudeckon Tepanuen. Ha doHe
NeYyeHnst COoCTOosIHME MaumMeHTa CcTabunuampoBanoch.
[anbHenwee npoBegeHMe MNPEBEHTUBHOW Tepanuu
(nHTEepdepoH-B) npuseno k ctonkon pemuccun. MNMocne
BbIM1CKM U3 HEBPOJOTMYECKOro OTAENEHNS COXPAHSANMCH
HebonbLUne ABUraTenbHble 1 KOOPANHATOPHbIE HapyLUe-
Hus. Yepes 2 mecsua oT Havana 3abonesaHus Ha oHe
NPOJOIKaloLLErocs npuemMa KopTMKOCTEPOMOOB nauu-
€HT anoBsasncsa Ha 3Ha4YUTENbHOE CHWXEHUE OCTPOTbI
3pEeHus], HapyLLEeHe LIBETOBOCNPUATUSA, CYXXEHNE nonen
[o Tpybuartoro 3peHus Ha oba rnasa. lNocne Tpex Kyp-
COB UMMYHO3aMeCTUTENbHON Tepanuy Npy BbIMOMHEHNN
MPT He oTmMe4eHO oTpuuaTenbHOW OUHAMUKU U aKTUB-
Horo npouecca. lNaumeHT Haxoguncs nog HabnogeHnem
HeBponora. Bce nocneaytwolime nnaHoBble rocnvTanu-
3auumn B TedeHue roga Obinm cBs3aHbl C NPOBEAEHNEM
UMMYHOMOZYIUPYIOLLEN Tepanuu 1 nogbopom Tepanuu
Nno OCHOBHOMY 3a60MeBaHuI0.

Maunent obpatunca B MHTK ««Mwukpoxmpyprus
rmasa» um. akag. ®égoposa» (Mocksa). NpoBeneHve
nccnenoBaHnin BbINO CTPOro pernameHTUpPoBaHO [OKY-
MEHTaMu MexXayHapOoA4HOW XenbCUHKCKOW Aeknapauuu
0 3awwuTe npaB nauueHTtoB [5]. MNMauuneHT npepoctasun
NMMCbMEHHOe MH(OPMUPOBAHHOE corflacue Ha yvacTtue
B uvccrnegoBaHusx. bbino npoBegeHo cTaHaapTHoe
odTanbmonornyeckoe obcnegoBaHve:  BU3OMETPUS,
NHEBMOTOHOMETPUSI, KOMMNbIOTEPHAs NepumeTpusi, bro-
MUKPOCKONUA, OddTarlbMOCKOMKUS, 3reKkTpogunanonorm-
yeckoe uccnegoBaHue. [lononHutenbHoe obcnenoBa-
HVe BKITHoYarno CneKkTpanbHY ONTUYECKYO KOFePEHTHYHO
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Tomorpaduto (COKT) ancka 3putensHoro Hepea (O3H)
n makynsipHor obrnactu Ha Cirrus (Carl Zeiss, CLUA)
(npotokonkl Optic Disc Cube 200x200, Macular Cube
512x128) n ONTUYECKYID KOrepeHTHyl Tomorpaduio
¢ yHkumen aHrnorpacum (OKT-A) Ha RTVue XR Avanti
(Optovue, CLWA) (npotokonbl ONH/GCC, Angio Disc
Quick Vue, Angio Retina Quick Vue), c oueHkow TOn-
LUMHbI CIOS HEPBHBIX BOMIOKOH ceTtyaTky O3H, TonwmHbl
KOMIMIIEKCA TaHIMMO3HbIX KIMETOK MaKynspHOW cetyart-
Kn, Ha npotokonax OKT-A gononHuTenbHO oLeHuBa-
nacb NSOTHOCTb MUKPOKAMUIMSIPOB MaKyrsipHON 1 ne-
punanunnapHon cetyatkun. Mwukponepumetpua MAIA
(CenterVue, CLWWA), dpotorpadmsa rnasHoro gHa Visucam
500 (Carl Zeiss, CLLUA) [6, 7].

Mpn nepBuYHOM OGCNENOBAHWUM BbISIBIIEHO CHIDKE-
HUe 3puTenbHbIX YHKUMI: ocTpoTa 3peHus OD=0,2
sph -0,75 D=0,4 n 0S=0,2 sph -0,75D=0,5; Bra
OU=15 mmHg; nopor anekTpu4eckon 4yBCTBUTEMbHO-
ctn: OD —-74 mkA n OS —72 MKA; anekTpuyeckasi na-
ounbHocTb: OD —24 'y n OS —-21 'u. OBwxeHns rnas
B MonHoMm obbeme. [Npu GMoMMKpOcKonuuK: rnasa crno-
KOWMHbI, KOHBbIOHKTMBA OnegHo-po3oBasi, poroeumLa npo-
3payHasi, nepegHss kamepa cpeaHen rmybuHbl, pagyx-
Ka CTPYKTypHa, XpycTanuku npospadHble. [pyn ocmoTpe
rnasHoro gHa OU: O3H ¢ nobrneaHeHMeM C BUCOYHOM
CTOPOHbI, rpaHuLbl YeTkMe, Kanubp apTtepuMi u BeH
He M3MeHeH, B MakynsipHo obnactu 6e3 Bugumon na-
Tonorun. MNpu BbINOMHEHUN KMHETUYECKON NEPUMETPUN
cyxxeHue nonen Ha 10° ¢ BUCOYHOWM CTOPOHBI. [Mpu npo-
BeJEeHUN MUKPOMepMMEeTpun no nporpamme macula 12°
10 dB (4-2) Goldmann Il (200 ms) — cHuxeHne cpegHei
ceeTovyBcTBUTENBHOCTM OD=11,2 dB, AedekT —6,7 dB,
0S=13,7 dB, nedekt —5,9 dB, abcontoTHas LeHTparb-
Hasa ckotoma OD=5° n OS=4°. MNpwu nposegennn COKT
[3H obHapyXeHO NCTOHYEHKE NepUnanunIApHoOro crios
HepBHbIX BorokoH cetyatkn (RNFL). CpegHsia TonwuHa
RNFL OD 69 pm, OS 70 ym. WctoHuyeHne RNFL B Bu-
covHom cektope OD go 35 pm m Ha OS 29 ym. lNpose-
OEHHBIA KOMMIEKC UCCreaoBaHUA NoaTBEPANI YaCcTWY-
HYH0 aTtpouio 3pUTENbHBLIX HEPBOB Ha 06OMX rMasax.

B TeuyeHve nocnegHyx cemu neT Kaxable nonroga na-
LMEHT MPOXOAU KYPCbl KOMMIEKCHOrO KOHCEpBaTUBHOIO
neveHust Ha oba masa B MHTK ««Mwukpoxupyprusi rmasa»
umM. akag. ®énopoea» (Mocksa). MNMprMmMeHsNMCbL HOOTpON-
Hble CpPeaCTBa, aHTMOKCMAAHTHbIE MpenapaTbl B COMETaHUM
C (pr3noTEpPaneBTUYECKNM NEeYeHneM (arekTpoTepanus,
MarHMToTepanusi, NasepcTUMynsLMst) MO CTaHOaPTHOW Me-
Toauke. Mbl mony4nnu crnegytowme pesynstaTbl: Npu Bbl-
MONMHEHUN  KOMMblOTepHON nepumeTpumn 120 Toyek
AecbekToB nonen 3penHus HeT. [Npu npoBeaeHNM MUKpone-
pvmMeTpum no nporpamme macula 6° (37 stim.) coxpaHstoT-
€S napaueHTpanbHble CKOTOMbI (puc. 1).

OcTtpoTta 3peHuss Ha oba rma3a C MakcumarbHOMN
Koppekuuen nosbicunace Ha OD=0,4 sph -0,5 D=0,5

Puc. 1. Mukponepumetpus: a, 6 — nccnegoBaHue BbINONHeHo no nporpamme 10-2 rp. (68 stim.);
8, 2 — nccrnegoBaHue BbIMoMHeHo no nporpamme 6 rp. (37 stim.) CenterVue, Macular Integrity Assessment, MAIA
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Pwuc. 2. OnHamuka nameHeHum OCTPOThbI 3peHna nccrnegyemoro naumueHTa c MaKc1MarbHOW KOppeKLl,I/IeIZ B Te4eHune nATn net

n 0S=0,8 sph -0,5 D=1,0 (puc. 2); anekTpuyeckas 4ys-
ctBuTEnbHocTb Ha OD=68 MKA 1 Ha OS=66 MKA; anek-
Tpuyeckas nabunsHoctb Ha OU=39 I'y. MNMpu 3aBepLuato-
wem npoeegeHnn COKT O3H cpegHsas TonwmHa RNFL
OD 66 um, OS 64 pm. NcTtoH4yeHne RNFL B BUCOYHOM
cektope OD go 40 ym n Ha OS 31 pym. o AaHHbIM

Nerve Fiber ONH/GCC Change Analysis
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OKT-A O3H n makynsipHOn 30HbI 3athmMKCpoBaHo norpa-
HWYHOE CHUXXEHWE NIMOTHOCTW MaKynsipHbIX 1 nepunanui-
napHbIx kanunnsapos OU: oblias nnoTHOCTb peTuHanb-
HbIX nepunanunnspHelx kanunnapos (RPC) OD 42,3%,
OS 44,8 %; obLiasi NNOTHOCTb PETUHANBbHBLIX MaKyMNsiPHbIX
kanunnsapos OD 43,2%, OS 42,3% (puc. 3-5).
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Puc. 3. AHanu3s nameHeHnin RNFL 1 komnnekca raHrnmmno3Hbix KNeTok ceTyaTku NpaBoro 1 NeBoro rrnasa
3a TpexmecsyHbI nepuod HabnogeHns [RTVue XR Avanti (Optovue, CLUA)]
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HD Angio Retina Trend Analysis oD OS

6.0 x 6.0 Scan Size (mm)

First: 11/09/2018 12:24:08; SQ: 8; 35 yrs Last: 01/11/2018 11:42:36; SQ: 8; 35 yrs First: 11/09/2018 12:32:10; SQ: 8; 35 yrs

Last: 01/11/2018 11:48:58; SQ: 9; 35 yrs
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Pwuc. 4. AHanv3 n3ameHeHui NNOTHOCT MUKPOKaNWInspoB MaKynapHOWM CeT4yaTKy NpaBoro 1 nNeBoro rnasa
3a TpexmecsyHbI nepuod HabnogeHns [RTVue XR Avanti (Optovue, CLUA)]
HD Angio Disc Trend Analysis (6] 4.5x4.5 Scan Size (mm)
First: 11/09/2018 12:30:11; SQ: 8; 35 yrs Last: 01/11/2018 11:46:41; SQ: 9; 35 yrs First: 11/09/2018 12:36:43; SQ: 9; 35 yrs Last: 01/11/2018 11:51:07; SQ: 9; 35 yrs
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Puc. 5. AHanua nameHeHui NNOTHOCTW NEPUNaNUINAPHbIX KaNnUNnspoB NPaBoro 1 NEBOro rnasa
3a TpexmecsyHbI nepuod HabnogeHus [RTVue XR Avanti (Optovue, CLLUA)]
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Ha MP-Tomorpammax B CpaBHEHUWN C 3aKMOYUTESb-
HbIMW OAHHbIMW MPU HaTUBHOM WCCNEeaoBaHWu Cylue-
CTBEHHOW [OMHaAMWUKM He onpepgensieTtca. Konuuectso
n copma paHee B3yanusMpyembiX O4aroB MNpexHue.
[Mpv BBEOEHMM KOHTPACTHOrO BELLECTBA B HOKCTAKOPTU-
KanbHom ©Oenom BeLLecTBe JIeBOW MNpeaueHTpanbHON
W3BUIUHbI OMNpPenenseTcad KOHTPaCTNO3UTUBHbLIA ovar
B BuAe nomnykonbua pasmepamu 0o 4vmm. B napaseh-
TPUKYNSPHBIX OTAENax COXpPaHsTCA ABa MENKUX KOH-
TPaCTNO3UTUBHbLIX o4ara ¢ AN dy3HbIM TUNOM HaKonse-
HWUs1 pa3aMepamMu 2 MM crnpaea 1 3MM cresa.

O6cyxaeHune. BapuaHt Mapbypra — 3to pepgkas,
Cc ynbMyHaHTHbIM TeveHuem copma PC, Bepylias
K TSDKENOW WMHBanNMau3auum Unu retanbHOMY ucxogy.
BbICOKY0O CMEPTHOCTb BOMbHBLIX CBA3LIBAKOT C floKanu-
3aLmen o4aroB B CTBOSIE rofioBHOro mo3sra [8, 9]. B nute-
paType He 0bHapy>XeHO HU OOHOrO cryyas AnUTENbHOTO
HabrogeHns 1 nevyeHns oranbMonoramMmy nauMeHToB
c arpeccuBHoi copmont PC. CornacHo umetoLmmcst
OaHHbIM, HeT pa3paboTaHHbIX MPOTOKOMOB W TaKTUKM
BEOEHNsI B OTHOLLUEHUN OAHHOW KaTeropum nauuMeHTOB.
Bo3amMoXxHO, 3TO CBA3aHO C pedKow YacTOTOW BCTpevae-
MOCTU ¥ BbKMBAEMOCTM NaLMEHTOB.

3akntoyeHue. B npeacraBneHHoM criyqae onucaHa
[OBYCTOPOHHSASA aTpodus 3puTENbHOrO HepBa y naumneH-
Ta ¢ atunuyHon cpopmon PC. lMonyyeHHbI pesynbrart:
ynyJweHne 3puUTenbHbIX YHKUMIA (N0 OOBbEKTUBHLIM
OaHHbIM) 1 MOMOXMWTENbHAs OUHaMMKa cO cTtabunusa-
uuen nokasarenenn COKT — nopTBepxgaet, 4To pery-
NSpHOe CTaHOapTHOE KOHCepBaTWBHOE B KOMMMEKCe
C (bmanoTepaneBTUHECKUM FeveHne NO3BONSAET 3ames-
NTb NPOLIECC HeNpoaereHepaunm 1 NOBLICUTL 3pUTENb-
Hble DYHKUMM naumeHToB. [Mpouecc aemmnenmHusaumu,
no gaHHbiM MPT, npogomxkaeTtcs, HO, HECMOTpPS Ha 3To,
B LIESTOM OTMEeYaeTCs CHUXKEHMUE HEBPOSOrMYECKON CUM-
NTOMaTUKN U OTCYTCTBME ODOCTpPEHW 3a BECb Nepuop,
HabnoaeHus.

KoHnukT nHtepecoB He 3asaBnsercs.

ABTOpCKUI BKNnaa: HanucaHue ctatbn — E.T1. AH-
apycsikoBa, E. 3. Monnesa, A. 0. CadoHeHko, M. C. Kpu-
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