OT3bIB

obHUIHANBHOrO ONMOHEHTA /JOKTOpPa MeJHMIHHCKHX HayK, Hpodeccopa
PabueBoii AJibl AJieKceeBHbI Ha JHCCePTAllHOHHYI0O paGory Bunep
Mapuannbl EBrenbeBubl Ha Temy: «IlaTodmusnonorndeckoe od0ocHOBaHHe
NPUMEeHeHHs] TApreTHbIX MeTOJAOB JieYeHHSI MOHOreHHbIX 3a0oJieBaHHUii
ceTYaTKH», NpeJACTaBJIeHHYI0 Ha COHCKaHHe YYeHOil cTeleHHM JAOKToOpa
MeAHIHMHCKHX HaYK no cnemuaabHocTsmM 14.03.03 — narTosoruvyeckasi

¢usuosorus u 14.01.07 — riiazublie 00J1€3HA

AKTya.ﬂbHOCTb TeMbl HCCJIeJOBaAaHHUSA

[IpencraBneHHas quccepTallMOHHas paboTa MOCBsIIeHa U3yUEeHUIO TaKUX PeIKo
BCTpEYAIOLIUXCS M TsDKENBbIX 3a00jieBaHWM, KaK MOHOTEHHbIE 3a00JIeBaHUS
CeTYaTKH, CBSI3aHHBIX C NpOOJIEeMON HACIeJCTBEHHOCTH U HUMEIOIIUX CXOXXHe
MEXaHU3Mbl Pa3BUTHUS — IOBPEXJIEHUEM OJHOTO M3 3BEHbEB (OTOTPAHCIOYKIIHH,
LIEJIOCTHOCTH KJIETOK ()OTOPELeNITOPOB MIIM BCIIOMOIaTelIbHBIX KJIETOK. B ocHoBe
MOHOTEHHBIX 3a00JieBaHUM JiexaT MyTauud B oAHOM reHe. [lpu otcyTcTBUM
NIaTOT€HETUYECKU HallpaBJIeHHOIr0 3((EeKTUBHOIO JIeYeHUs] IpPOrpecCUpOBaHUE
3a00JieBaHU TPUBOIUT K MOJTHOM CJIETOoTe U TSHKENONH UHBAIUIHOCTH.

MoHoreHHble 3a00JI€eBaHUs CETYATKH IPEACTaBISAIOT COOOI Ipymniy mopsiaka
300 pa3HOPOOHBIX MO KIMHUYECKUM MPOSBICHUSIM H30JUPOBAHHBIX HWIH
CUHApPOMANIbHBIX  3a0oseBaHMi.  TOUYHBIX  3MUAEMUOJIOTMYECKUX  JAaHHBIX
BCTPEYaeMOCTH JaHHOM rpynnel 3aboneBaHuid B Poccum Her. Yactorta
BCTPEYaeMOCTH MOHOTEHHBIX 3aboJjieBaHMM ceTdaTtku konednercs oT 1:5000
(6one3np Ilraprapara) mo 1:100 000 (cunapom Aruepa, axpomarorncus). Ha
CErOJHAIIHUN [€Hb B LIMPOKOM KIMHUYECKON INpaKTHKE 4acTOTa BCTPEYAEMOCTH
MOHOTEHHBIX 3a00JIeBaHUN ceTUaTKU npenacTasieHa B cpeadeM 1:4000 yenosexk.

CBoeBpeMeHHasi JUarHOCTHKa MOHOTEHHBIX 3a0ojieBaHUN  CeTYaTKU
3aTpyAHEHa HE TOJBKO PEOKOCTBIO 3TOW TIpyNnbl 3a00JieBaHUM, HO U BBICOKOIA

CTOMMOCTBIO HCO6XOIII/IMOFO na6opaTopHor0 MOJIEKYJISIPHO-T€HETHUYCCKOT'O



aganu3a. OQHako B IMOCJEAHME rojbl HaOMonaeTcs IMOJIOKHUTENbHAs TEHIEHINs B
CTOpPOHY OoJiee paHHETO BBISIBICHUS 3a00JIEBaHUMA.

[MurmentHeiii petuHut (I1P) sBnsercss HanOoslee 4acTOHM M pPa3HOPOIHOM
dopMOii MOHOTEHHBIX 3a00JIeBaHMH CeTYaTKM M TPUBOAUT K HEOOpaTUMOMY
HapyIlIeHUIO 3peHUs U HeusneduMmol cienore. llolydyeHne 4YeTKOW KapTHHBI
OTHOCUTENFHO (DEHOTHUIIOB, CBS3aHHBIX C TEHETHYECKUMHU MOITUIIAMHA TUTMEHTHOTO
petunura (I1P), siBnsiercs cinoxxHol 3agayeit

CyulecTByroniye B HacTosiliee BpemMsi MeTObl JeueHus: Maio 3¢ (eKTUBHBI,
HarpaBjeHbl B OCHOBHOM Ha COXpPaHEHHE OCTaBIIMXCS 3PUTENbHBIX (QYHKIUH,
3aMe/JIeHHe INPOrpecCUpOBaHUs, HE MMEIOT YEeTKOW HalleIeHHOCTH Ha
yCTpaHEeHHe TMpHYMHBL. Tepamusi HalleleHa B OCHOBHOM Ha COXpaHEHHue
OCTaBUIMXCS 3pUTENBHBIX QYHKIMH, 3aMelJIeHne MPOTPECCUPOBAHUS U BKIIIOYAET
B ce0s BHUTaMUHOTepaluio, OHOM00aBKH, AHTUOKCHUIAHTHI W IUIMEHTHI
(MUKpPO3JIEMEHTHI, JFOTEWH/3eaKCaHTHH), COJIHIIe3aI[UTHbIE OYKH U
cBeTOGUIBTPEL.. Ba)kHO CBOEBpEMEHHO JIEUUTh COMYTCTBYIOIIME 3a00JIeBaHUS:
MaKyJISIDHBIM OTEK, 3aJHEKaICyJSpHYIO KaTapakTy, MNPUMEHSTh COCYIUCTbHIE
npenaparsl (TpeHTal, MEKCHAOJ]), HOOTPOIHbIe IpenapaTbl U MNPOUEAYpPHI,
MOBBIIIAIOIINE KpOBOCHa0XeHUe 3a/IHETO oTpe3Ka riasa -
peBaCKyISIpU3UPYIOLIY IO XUPYPIrUo BHCOYHBIX apTepuil. Cpenn
NaTOTeHEeTUYEeCKH HalpaBJIeHHbIX 3()(EeKTUBHBIX METOAOB JICUSHUs JaHHOM
rpynnel  3a0oieBaHMl Ha TeKylIMH MOMEHT ofoOpeH OAWH Ipemnapar,
Bo3Mmenaromui pynkuuio reHa RPE6S npu amaspose Jlebepa.

CBoeBpeMeHHasi JMAarHOCTMKa, B TOM uucie JAuddepeHanbHas
JIMAarHOCTHMKA MOHOTEHHBIX 3a00JIeBaHUM CeTYaTKH 3aTpyJHEHa PeJKOCTBIO 3TOU
rpynmnel 3a00jieBaHUN U BBICOKOM CTOMMOCTBIO ‘HE0OXOAUMOro j1abopaTOpHOTO
MOJIEKYJIIPHO-TEHETUYECKOr0 aHalli3a, OJHAaKO B MOCJIeJHNe roJibl Habonaercs
MOJIOXKUTENbHAs TEHACHIMS B CTOPOHY OoJiee paHHETro BBISIBICHUs 3a00JIEBaHUMA.

Takum o00pa3oM, axkTyaJbHOCTh M30paHHOW  JUCCEPTAHTOM  TEMBI
ONpeAeNsieTCs Ba)XXHOCTBIO IPOBENCHUS SNHAEMUOJIOTHYECKUX HCCIENOBaHUM

TSDKEJION TPYAHOM NUAarHOCTUPYEMOM M NPaKTUYECKU HENOANAI0LIECs JIEYEHUIO



[IaTOJIOTUM CETYaTKH, IEPCIEeKTUBHOCTBIO M3YyYEHMs CIEeKTpa MyTaluid IIpH
MOHOTEHHBIX 3a00JIEBaHUSIX CETYATKH C ONMCAHUEM UX OTJIMYUN U 0COOEHHOCTEM
IUIs  paHHero BbBIABICHWs 3a0oyieBaHuil, ompeneneHuss 3PPEKTUBHOCTU
Pa3IMYHBIX IIOJXOJOB K JICYEHHWIO HA pas3HBIX dTalnax pPa3BUTHS MOHOIEHHBIX
3a00JIeBaHUN CEeTYATKHU.

OTU HepelleHHble BONPOCH M OIpeAeNId lelb paboThl AuccepTaHTa
Bunep M.E. - wuccnenosath Koppessiiuio (EeHOTHIHUYECKHX NPOSBICHUN U
BBISIBJICHHOI'O TE€HOTHUIIA MOHOTEHHBIX 3a00JIeBaHUN CETYAaTKH Yy POCCHICKUX
NaIMEHTOB JIJIs1 OOOCHOBaHUS NPUMEHEHMsI TaTOr€HEeTHYeCK! OPHEeHTUPOBAaHHOM
TapreTHOW Tepanuuu U CpaBHEHUs 3()PEKTUBHOCTH METOJOB TapreTHOro,
CTaHAAPTHOTIO JICYEHHS U JICUEHUs CTBOJIOBBIMU KJIETKaMHU.

Lens chopmynupoBaHa 4eTKO, TOJIHOCTHIO COOTBETCTBYET BBIOpaHHOM TeMe
u 4 TpeboBaHMAM, MPEABSBISIEMBIM K ILIE€NIM Hay4dHOI'O MCCIEOBaHUS — OHa
KOHKPETHa, IOCTH)XMMa, KOHTPOJIHpyeMa U BXOOUT B CHUCTEMY HCCIEIOBaHUU
®I'BOY BO "Poccuiickuii HallMOHaJIBHBIA HCCIIENOBATEIbCKUN MEIUIMHCKUI
yHuBepcuteT uMeHu H.M. Iluporosa» MuHHCTEpCTBa 3ApaBOOXpPaHEHUS
Poccuiickoit ®enepanuu, a  chopmynrpoBaHHBIe 7 3alay, oOOeCcHeurBIINX
peanuzanuio Leld [0 HU3Y4YEHHUIO CIIeKTpa u IIaTOTeHETUYEeCKOM 3HaYMMOCTU
MyTalii B pa3BUTUN MOHOT€HHBIX 3a00JIeBaHMil ceTyaTki,  0OOCHOBAHHOCTHU
U 3(PeKTUBHOCTH NPHUMEHEHHs I[aTOreHEeTUYEeCKH HaIpaBIEHHOTO JIeUeHHUs
3a0oseBaHus, pa3paboTKu KpUTEpUEB COBPEMEHHOMU KJIIMHAYECKOU

b depeHIanbHOM JUarHOCTUKYA MOHOTEHHBIX 3a00JIeBaHUI CEeTYaTKU.

CreneHb 000CHOBAHHOCTH HAay4HBbIX HOJIO)KCHI/Iﬁ, BbIBO/J0OB H

peKoOMeHIalui

Crenensn JOCTOBEPHOCTH IMMOJIY4YCHHBIX pPE3YyJIbTAaTOB HCCJIEJOBaHUA
OIIpeACIACTCA NOCTATOYHBIM HW PEIPE3CHTATUBHBIM 00BEMOM  KJIMHUYECKOTO
MaTtepualia (3514 MMalTUCHTOB, HAIIPAaBJICHHBIX Ha KIIMHHUYECKOEC MU TCEHCTHUYCCKOC

obcinenosanue ¢ 2012 go 2019 r.), mocraHOBKOM KOPpPEeKTHOM LMW W 3aaad



HCCIIeIOBaHUS, HCITIOJIb30BaHUEM COBPEMEHHOTO cepTUULIPOBAHHOTO
odTanbMonoruueckoro obopynoBaHus. Bce HayuHble NOJNOXEHUS, BBIBOJBI U
NpakTUYecKhe peKOMEHJAIMM, IpeJCTaBleHHble B  JUCCEPTALMH, YETKO
apryMeHTHPOBaHbl 1 0OOCHOBaHbI, 3aKOHOMEPHO BBITEKAIOT U3 OCHOBHBIX Hay4YHBIX
MOJIOXKEHUH, 3allMIIaeMbIX aBTOpoM. HayuHble MOJOXEHUs AHucCepTaluOHHOM
paboThl  0a3upyloTcsi Ha JeTalbHOM aHalu3e MaTepuala COOCTBEHHOTO
HCCJIeIOBaHUS.

J10CTOBEpHOCTH METO/I0JIOTMYECKON OCHOBBI MCCIEAOBAHMS MOJTBEPXKAAETCS
MCIIOJI30BaHUEM COBpEMEHHBIX 0 TaTBMOIOTMUECKUX KJIMHUKO-
WHCTPYMEHTANIbHBIX,  MOJIEKYJIIPHO-TEHETUYECKUX,  AJIEKTPOPU3NOIOTHIECKUX,
mabopaTopHbIX, OWOMH(DOPMATUYECKUX IMOAXOJOB M TEXHOJOTUH B OLEHKE
pe3ynbraroB. CTeneHbh OOOCHOBAaHHOCTH U JIOCTOBEPHOCTH HAy4YHBIX BBIBOJOB U
IIOJIO)KEHUN HE BBI3BIBAIOT COMHEHHWH. [IpoBeeHHBIN CTAaTUCTUYECKUN aHalu3
MOJTBEPXKAAeT JIOCTOBEPHOCTh IMOJYYEHHBIX pe3yibTaToB. CTaTUCTUYECKYIO
00paboTKy MPOBOAUIU C MCHOJIb30BaHUEeM naketa nporpamm SPSS Statistica 10.0.
Henapamerpuyeckue naHHble ObUIM MPOAHATU3UPOBAHBI C TOMOIIBIO OJHO- U
neyxdaxropHoro aHanmmza ANOVA, xputepueB Mana VYUTHH, C NOBTOPHBIMHU
MU3MEpEeHUsIMH, TJe HeoOXOJUMO, U AalbHEHIINM peTpoCleKTUBHBIM (post-hoc)
ananuzom (LSD kputepuit @uiepa). MopdboMeTpruueckue n1aHHbIE aHATU3UPOBAIH

¢ MoMoIIbI0 t-KpuTepust CThIOZEHTA.

HoBu3na HCCJIeJOBAHUSI H NTOJNYYECHHBIX pe3yJbTaTOB JUCCEPTALHH.

ABTOpOM BIIepBBIe coOpaHa U YHUPUIHMPOBAHHO 0OCJeoBaHa 10 eAUHOMY
IIPOTOKOJIy pelpe3eHTaTUBHAs BHIOOpKA pOCCUNCKUX MAlIUEHTOB C MOHOT€HHBIMU
3a00NIeBaHUSIMU CeTYaTKU. BrepBble NpUMEHEHbl aJalTHUPOBaHHBIE METOJBI
CTaTUCTUYECKON  00pabOTKM  pe3yslbTaTOB JIUHAMHYECKOTO  HaOJOMEHUS
NAlMEHTOB IIpHM IPOBEACHUM JieueHUs. BrepBble H3ydeH CHEKTp MyTallui,
XapakTEepHBIM [JIs1  IalMEeHTOB C MOHOTE€HHBIMHU 3a00JIeBaHUSIMU CETYaTKH,
UMEIOIUMU pa3InyHble NaTO(PU3NOJIOTNUYeCKie MEXaHU3MbI, OMTUCAHBl OTIHYMS

U OCOOEHHOCTU. BrIgBIeHbl 54 HOBbIE MaTOTeHHBIE MYyTAalldM, paHee He
4



ONMCaHHbIE B MUPE, KOTOPBIE SBIISIOTCS NPUYNHHBIMA B Pa3BUTUU MOHOTI'€HHBIX
3a0oyieBaHuil ceTyaTku. MOHOTrEHHas] MaTOJIOTUsl CETYATKH XapaKTepHU3yeTCs
reHeTHYeCKUMHU JedeKTaMU, KOTOpble IPUBOIAT K TSDKENIBIM IIPOrPECCUPYIOIINM
yracaHusiM 3pUTENbHBIX (QYHKINHA, ¢ HEM30eXHON MHBaJIMAHOCTHIO. V3MeHeHus
3aTparuBaroT I10JIs 3pEHHUsI, OCTPOTY 3PEHHS U LIBETOOLYILIEHHE.

CrannmapTHas MNOLJEpXXHBAKOLasl Tepanus He I03BOJSET OCTAaHOBUTH
IIporpeccupylolliee CHI)XEHHUE 3peHMs y 3TUX NalUeHToB. B rpynme tapretHoro
JedyeHus: HalJo1aeTcs CTaOMIbHOE MOBBIIIEHNE YIOBIETBOPEHHOCTH MALIUEHTOB
KayeCcTBOM CBOErO 3peHHs M XH3HM B LeloM Ha 33% mo pesynbrataM
CyOBEKTUBHBIX METOJIOB 00CJIe/I0BaHuUs 10 CPAaBHEHUIO C IPyNIONH CTaHJapTHOIO
gedyeHuss (cHusmwioch Ha 15%). B rpynme neueHus Me3eHXUMalbHBIMU
CTBOJIOBBIMM KJIETKAMHU CYOBEKTUBHOE COCTOSIHME NAlM€HTOB HE MEHSeTCs.
O dexTUBHOCTH MPUMEHsSIEMOro JIedeHUsl B Bo3pacTHoit rpymnmne 0 — 18 net B 5,8
pa3 BbIIIE, 4eM B Bo3pacTHOM rpynne 40 — 65 jer.

Brniepeble mpoBeneH KOMIIBIOTEPHBIM aHalIW3 B3aMMOJEWHCTBHS 3BEHBEB
MHTEpaKkTOMa CeT4YaTKH, [IpOBelleHa aHaJUTH4YecKas IOJrOTOBUTENbHas paboTta
IUI CO3J]aHMs U BHEJIPEHMs] METOJOB JIEUEHUs IpU MyTallUsAxX B reHaxX (pakTOpoOB

tpanckpunuuu (EYS, CRB1) u B ctpyktypHbix 6enkax (RPE65, RPGR, NR2E3).

3HAYHUMOCTb JJIs HAaYKH U IPAKTHKH MOJYYECHHbIX pe3yjJabTaToB

TeopeTnueckass 3HaYUMOCTh  PabOTHl  3aKilOYaeTcs B HU3YUEHHUH
KJIMHU4ecKoro 3@¢eKxra TapreTHbIX METOJIOB JIEUEHUs] C ONHMCaHMEeM MeXaHU3Ma
BO3JIUCTBUS MCIIOJIb3YEMBIX MpernaparoB W MOJIEKYyJl Yy TallUeHTOB C
MOHOI'€HHBIMHU 3a00JIEBAHUSIMU CETYATKU, B CPABHEHUH C KOHTPOJIBHOH Ipymmoii
TPaJULIMOHHOIO JICYEHUS U JISUEHUS CTBOJOBBIMH KileTkaMmu. BriepBrie B Poccun
IIOKa3aHO, YTO IIPUMEHEHWEe TapreTHOro JIeYeHHUs KpaTHO IIOBHIIIAET
53Q(EKTUBHOCTE COXpPAHEHHS M BOCCTAHOBICHUS 3PUTETBbHBIX (YHKUHN Yy
NAllMEHTOB C MOHOT€HHBIMU 3a00JIeBaHUSIMH CETYATKHU. Y CIIENTHOCTh TApPreTHOT'O
METOJla JIEYEHHUsI 3aBUCUT OT paHHel NpaBUIBHOW TUArHOCTHKH MOHOIE€HHBIX

3200JIeBaHMii ceTYaTKu



[TpakTHyecKyl0 3HAYUMOCTh NPEACTABISAIOT JaHHBIE O pallMOHAJIBHBIX
Kputepusix auddepeHInanbHO TUArHOCTUKU JUIsL  ONpEeNeNeHUs TaKTUKU
JedeHuss TPYNIBl MOHOTEHHBIX 3a0oyieBaHUMN ceT4aTku. IIpu npoBeneHuu
MOJIEKYJIIPHO-TEHETUUECKOTO TOATBEPXK/ICHUsT JHarHo3a BaXXHO JleTajbHOe
onucaHue MaHudecTalluy, TeueHus 3a00JieBaHusl, CEeMEMHOro aHaMHe3a, a TaKkXKe
ONMCaHWEe HaIW4Msi WIM OTCYTCTBUS CHHAPOMAIbHBIX TpOSIBIEHUH B
COBOKYMHOCTHU C Ha3Ha4aeMbIM METOJIOM 00CIIeIOBaHHUS

[IpencraBieHsl cBefeHHssT 00 OCOOEHHOCTSX B3aWMOCBSI3EH  MEXIy
MoKaszaTellssMi OOBEKTUBHBIX W CYOBEKTHBHBIX METOJOB OLIGHKH 3pEHUs,
OpHEHTAIlMU B MPOCTPAHCTBE U KaK CJIEJACTBUS KauecTBa XXU3HU MMallUeHTOB.

Bnepseie B Poccuu peanuszoBaH CHUCTEMHBIM NOAXOJ B HaONMIOJEHUU U
JICYeHUU TMallUeHTOB C MOHOTeHHBIMH 3aboseBaHusiMu cetyaTkd. CoOpaH u
oOpaboTtan OousblION 00BEM aHaNUTHUECKOH HH(OpPMalUMM, KOTOPBIA JIer B
OCHOBY pa3BUTHS 3Tol oOyactu B Poccuu.

JlaHHBIE, MONTy4YEHHBbIE B JHUCCEPTAIMOHHOM HCCIEIOBaHUH, NMPEACTABISIOT
WHTEpeC MJIsS LIMPOKOT0 Kpyra CIelHaUCTOB: (PU3HUOJIOroB, MaTo(U3nOIOTOB,
0 TaIbMOJIOrOB, TEHETUKOB U MOTYT ObUIb PEKOMEHIOBAHBI JIJIsi MCIIOJIb30BaHUS
B paboTe Hay4dHO-UCCIENOBATEIbCKUX IIEHTPOB U JTaOOpaTOpUid, 3aHUMAIOIIUXCS
npobiemoit  odTanbmMoreHeTUkH.  [lomydeHHble ~ aBTOpPOM  pe3yJIbTAThI
CYLIECTBEHHO paCIIUpSIOT TMpEeACTaBICHUs] O I[aTOreHe3e MOHOT€HHBIX
3a00JieBaHU# ceTYaTKH, MOTYT MCIIOJIb30BaThCS B MEaroruiueckoi AesiTeIbHOCTH

TEOPETUYECKUX U KIMHUYeckuX kadenp menuuuHckux BY3oB.

CTpykTypa 1 00beM padoThI

JucceprannonHas padota Bunep M.E. mocTpoeHa TpaJullMOHHO, U3JI0XKeHa
Ha 277 cTpaHulax, COCTOUT U3 BBeJleHUs, 0030pa JIUTepaTyphl, INIaBbl MaTEpUaJIOB
U METOJIOB MCCJIeIOBaHUsI, CEMHU IJIaB Pe3yIbTaTOB COOCTBEHHBIX HCCIIEIO0BaHUM,

3aKJIFOYCHUS, BBIBOJAOB, I[MPAKTUYCCKUX peKOMCHIlaHHﬁ, CIIMCKa JIMTEpPAaTyphl,



coneprxamiero 370 uctouyHUKoB (27 oTedecTBeHHBIX U 342 MHOCTpaHHBIX). PaboTa
WLTIOCTpUpoBaHa 44 Tabnunamu, 78 pucyHKaMu.

Bo BBemeHuM aBTOp OOOCHOBBIBACT AaKTyaJbHOCTh BBIODAaHHOM TEMEI,
bopMyIHUpyeT LeNb U 3a/Jaud UCCIeJOBaHNs, U3/laraeT JaHHbIe, CBUIETENbCTBYIOLIHE
O Hay4YyHOU HOBH3HE W MPAaKTUYECKOM 3HAUMMOCTHU padOThl, PUBOIUT IIOJIOXKEHUS,
BBHIHOCHMBIE Ha 3alUTYy, a TaKXXe JaHHble 00 anmpobanyu paboThl.

B nuteparypHOoM 0030pe mpencTaBlieHbl COBpeMEHHbIE JaHHbIE O BHJAX,
pPacIpOCTPaHEHHOCTH U OCJIOKHEHHSX MOHOTCHHBIX 3a00JIeBaHMM ceT4aTKH, a
Tak)Xe TOJIXOJBI K UX JUAarHOCTHKe W IuddepeHIInalbHON JUAarHOCTUKE, HApsTy C
CHUCTEMAaTHU3UPOBAHHBIM OIKMCAHUEM METOJIOB CYUIECTBYIOLIEro JIeYEHUs U
HampaBJeHU# wuccienoBaHuss B 3Tod oOnactu. CrhenaH akIeHT Ha poJd
CBOEBPEMEHHOI0 JMAarHOCTUPOBAaHWS M Hayajla JIiedeHUs KakK 3alore ycrexa B
COXpaHeHWU 3peHUss W u30eraHuu HWHBAIMAHOCTH. [loapoOHO  oOmucCaHBI
MHOTOYHUCJICHHbIE METOJbl OLIEHKU 3PUTEIbHBIX (YHKIMHA, KOT/Ia OTCIIeXHUBaeMble
W3MEHEeHMs 3peHus TpeOyroT Oojee TOUYHBIX KputepueB. IIpencraBieHBI
WHTEpEeCHbIE CBEJCHHUS O Pa3BUTHUU OOJIACTU WUHIYIHPOBAHHBIX TUIFOPUIIOTEHTHBIX
CTBOJIOBBIX KJIETOK KaK BO3MOXXHOU aJIbTEpHATHUBE YXUBOTHBIM MOJEIISIM C KpaTHBIM
MOBBIIICHHEM TOYHOCTH TPOBOJMMBIX HcclieqoBanuii. [IpoBenmeHHbIN aHamU3
OTEUECTBEHHBIX W 3apyOeXXHBIX JIUTEPATyPHBIX HCTOYHUKOB SIBUJICS JIOTHYECKOM
0a3off NI TpoOBeNeHHUsS COOCTBEHHOTO  HWCCJIENOBaHMS U KPUTHYECKOM
WHTEPIpETAINH ero pe3yIbTaToB.

B rnaBe «OO0BEKTH M METOABI HUCCIEAOBAHMSI» aBTOPOM OOOCHOBaH BHIOOD
O0OBEKTOB W METOJIOB HCCJIEIOBaHUS IS W3Y4YEHUS HW3MEHEHHWH 3pHUTENbHBIX
byHKIMM 10 W T1Ocje TapreTHOro MW CTaHJapTHOrO JIeYeHUs MOHOTEHHBIX
3a00J1eBaHU ceTYaTKH, MOJPOOHO OMUCAHBl METOJUYECKHE TOJAXOJBI In VIVOo U in
Vitro ¥ MEeTOJbl CTATUCTUYECKOTO aHaIu3a, UCII0JIb30BaHHbBIE B padoTe.

B rmaBe «JlmarHocTMka U paslejieHHe Ha TPYyHmbe» 00OCHOBaHa
cTpatuduKalys NalMeHTOB JJIsi CPaBHEHUSI pe3yJIbTaTOB JICUEHHSI.

B rnaBe «Pe3ynbTarThl CTaHIApTHOrO JICUCHUS MAIlMEHTOBY» IPE/ICTaBJICHBI

PE3YJIbTAThI CpaBHHTeHBHOﬁ OICHKH (byHKLII/IOHaJIBHOFO COCTOAHHA CE€THATKHU,



AHATOMUYECKON CTPYKTYpbl CETYaTKH, CYOBEKTHBHBIX DE3yJbTaThl JICUECHHUS II0
OLIEHKE CaMHMX Ial[HEHTOB M CUCTeMHBbIe 3QdekTsl oT JieueHus. C UCIOoIb30BaHUEM
KOPPEISALHOHHOTO aHaIKu3a [IPOJEeMOHCTPUPOBaHa BaXkKHasi POJIb MHOTO(MaKTOPHOIO
aHalM3a IOJIyYeHHBIX pe3yJIbTaToB JIEYEHUs BCIIEJCTBUE TEHHOW Tepaluu.
[IpoBeneHo cTaTUCTUYECKOE CPaBHEHHE YacTOThl KUCTOUIHOIO MaKyJISpHOTO OTeKa
y TalieHTOB C MOHOTE€HHBIMU 3a00JIeBaHMsIMHM CETUaTKH KaK OJHOro M3 Hauboiee
Y4acThIX M HETPUSATHBIX OCJIOXHEHUH M METOABI ero JISYeHUs B CPABHEHUH B Pa3HBIX
TpyIIax ManuMeHToB. Takxke yAeleHO AOJDKHOe BHHMaHHE aHalu3y MOOOUYHBIX
3¢ (HeKTOB U OCIOXHEHU JeueHUsI 1 00CY>XJEHHUIO B OT/IeTIbHOU Ii1aBe BO3MOXXHOTO
iefioTponHoro 3¢dexra reHoTepaneBTUUECKUX IpernapaToB, Korjga Bo3leHCTBHUE
TapreTHbIM T'€HOM Ha OJHO M3 3BEHbEB (OTOTPAHCIYKLUH MOXHO JOOUTHCS
aKTUBALIMU WM MHTUOMPOBAHUS APYroro 3B€Ha, YTO MOXET UMETh IOJIOXKUTEIbHbIH
a¢ ekt y mauueHToB ¢ Apyrumu Gopmamu auctpoduii ceryatku. CrenaH akUEHT
Ha TO, YTO pa3Hble TUINBl 3a00JIeBaHUs XapaKTEpU3YIOTCS pa3HbIMH THUIIAMU
HaclleJJoBaHHUs M TpeOYyIOT OCOOBIX METOJOB JIEYeHUsS. OTO IpHUMEHEHUe
AHTHUCMBICIIOBBIX ONUroHykineoTu1oB U cucteMbl CRISPR-Cas npu moMuHaHTHBIX
dopmax, a TakKe 3aMECTUTEIbHONH TeHHOH Tepalmuu C [pUMEHEHHEM
a/IeHOACCOLIMUPOBAHHBIX BHUPYCHBIX BEKTOPOB B KauecTBE MeETOAa JOCTaBKH
HeoOxonuMmoii nocnenosarensHoctd JIHK B kieTku mpu perieccHBHBIX (opmax
3aboneBaHuil. Kpome TOro, BakHy!0 pojib aBTOp yJIelseT MOAPOOHOMY aHaU3y
TPYIIIBI MAIEHTOB C MOHOTEHHBIMH TUCTPO(GUSIMU CETYATKH, MPUUYUHOU KOTOPHIX
SIBIIIETCSl IATOJIOTHSl B CUTHAJIBHBIX O€NKax WM TPaHCKPHUIIMOHHBIX (akTopax B
OTJIMYME OT NaTOJOTHMU CTPYKTYPHBIX OENKOB, TaK KakK TpeOyloTcs pa3ihyHbIe
NOJIXOJIBbI K JIEYEHUIO 3TUX TUIIOB 3a00JIeBaHUH.

B 3axmounTensHOM pasjiene AUCCepTALMOHHON paboThl aBTOPOM IIPOBEIEHO
00o01IeHne pe3yJbTaTOB MCCIENOBaHMs, HUX OOCYXIEHHE C JONOJHUTENbHOM
IUCKYCCHEeHl  HEeKOTOpBhIX  MOJIOKEHHH, MOJYepKUBAIOUMX O00OCHOBAaHHOCTH
chopMyIMpOBaHHBIX BBIBOJIOB. DTOT pa3ziell HalKcaH JaKOHUYHO, C IPUBJIEUYEHUEM
JUTEpaTypHBIX JAaHHBIX IpH OOCYXJEGHHHU COOCTBEHHBIX pe3yJlbTaTOB U

CBUIACTCIILCTBYET O BBICOKOM HpO(l)@CCHOHaJIBHOﬁ pyaunun  AUCCEpPTaHTaA.



Pe3ynpTaThl AMCCEPTAIMOHHOTO HCCIENOBaHUSA C(OPMYJIHMpPOBaHEl B 7 BHIBOJAX,
KOTOpBIE IMTOJIHOCTBIO COOTBETCTBYIOT LIENIM U 3a/ladaM HCCIIENOBaHUS U B IOJHOM
Mepe COOTBETCTBYIOT ITOJIy4€HHBIM pe3yJIbTaTaM.

ABTOopedepaT TOJHOCTBIO OTpakaeT BCe pas3fiellbl U TOJOXEHHUS
JUccepTallii, pe3loMUPYET MOJyUeHHbIE pe3yIbTaThl.

ABTOp uMeet 27 onyOJIMKOBaHHBIX padOT MO TeMe NUCCepPTalMH, U3 KOTOPBIX
13 — B HayyHBIX >XKypHajaX, pEKOMEHJOBaHHBIX Briciuiell arTecTanroOHHON
Komuccuelt Munucrepctsa obOpasoBaHusi U Hayku Poccuiickoit ®denepauuu ajis
MyOJUKallMd OCHOBHBIX pPe3yJbTAaTOB JNUCCEpPTAlldU, 9 B 3apyOexHBIX XXypHalax.
OcCHOBHbIE TOJIOXXEHUSI AUCCEPTAlUK MPEeICTABIeHbl Ha MEXIyHAapOJHBIX HAy4YHO-
npakThyecknx KoHdepeHuusx, kourpeccax ARVO (CIIA, 2020), ESHG (bepnus,
2020), Ha cemuHape no odransmoreHeTuke B 1aboparopuu F. Cremers B Nijmegen
(Hunepnanasl, nexadps 2019), Ha xoHbepenuuu «Iloxunoit 6onbHON kadecTBO
xu3Hn» (Mocksa, 2019 r.), B noknazne Ha ®enopoBckux yreHusix (Mocksa, 2018 r),
Ha KoH(pepeHIMU Ha che3nie TeHeTukoB MGNGS (Cy3nans, 2018, 2019), Ha cbe3ze
Bputanckoro obuecta renHoi u kinetounoi tepanuu (BSGCT, Jlonnon, 2018), Ha
Bctpeue CRISPR (CIIIA, CSHL 2018 r), Ha kKoHdepeHUUH MO MOJEKYJISIpHOH

odbransMmonorun (Mocksa, okTsi0ps 2018 T.).

CooTBeTcTBHe coJep;kaHUsI aBTopedepaTa 0CHOBHBIM N0J105KeHHAM
AUccepTalHHU

ABtopedepar HamucaH B Kilaccuueckom crtuie Ha S0 cTpaHHIax
MallIMHOIIMCHOTO TEKCTa, COAEpPXHUT 15 pucyHkoB u 2 Tabmuusl. B Hem
OTp@XEHBl  OCHOBHBIE  HalpaBIIEHHWs  HAy4yHOIO  M3BICKaHHUS,  METOMbI
UCCJIeIOBaHUs, Hay4yHas HOBM3Ha M IpaKTHYecKass 3HA4MMOCTb paboThI,
IIPUBEJICHBl OCHOBHBIE Hay4yHbI€ IIOJIOXXE€HHUs, BBIBOJABl U IIPAKTUYECKUE
pexomeHaauuu. IlpencraBieHHoe B aBTOpedepaTe ONUCAaHUE pe3yJIbTATOB
IIPOBEJICHHOTO HCCJIEIOBAaHUSl OTpPaXkaloT CYTh JAUCCEPTAllMOHHOM pPabOTHI.
ABTopedepaT TMOJHOCTBIO COOTBETCTBYET TpeOOBaHMSIM K 0GOpMIEHHUIO,

npenbsasisieMbix BAK.



Bonpocs! u 3amevyanusi

[TpUHIMITHATIBHBIX 3aMeYaHHH 10 BBIMOJIHEHHOH AUCCepTallHOHHON paboTe HeT.
PaGora BxmouMiaa YHHKaJbHBIE pe3yJbTaThl KOMIUIEKCHOTO 0OCIeIOBaHUA C
HCIIOJIb30BaHUEM COBpPEMEHHBIX JUAarHOCTHYECKUX  METOJUK, JIeYeHus,
MOHUTOPHUHIa U CpPaBHUTEIBHOIO aHajM3a pe3yJbTaTOB Yy TalMeHTOB C
MOHOT'€HHBIMU 3200JIeBaHUSMH ceTyaTKu. [Ipyu 03HaKOMJIEHUHU ¢ AUCCepTallMOHHON
paboToi BO3HUKIM ClEAYIOIINe 3aMedaHusi: pe3yJbTarhl, IpeacTaBieHHble ML.E.
Bunep B nuccepraiiyu, pasHOpOHEI U C TPYAOM IOJJAIOTCS CPAaBHEHHUIO, B CBSI3U C
OTUM KOJIMYECTBO YTOUYHSIOIIMX METOJUK OLIGHKH 3pUTENbHBIX QYHKUUA WU
CTaTUCTUYecKas UX 00paboTKa 3aHUMAIOT 3HAYUTENbHBIA 00beM auccepranuu. He
BO BceX TaOJMIIaM Npe/ICTaBlICHbl TaKue XapaKTEePUCTHUKU KaK YUCIEHHOCThb IPYIII
HaOMIOACHUS, KOJWYEeCTBO TIHCToJoTHYeckuXx ucciaenoBanuil. I[loxg pyOpuxoit
METOJZIOB OILICHKHM 3pUTENbHBIX (YHKIMH OOBbeIWHEHBl METOJbl HCCIIeIOBAHUS
CTEpEOMETPUYECKUX XapaKTepUCcTUK. OnrcaHus METOIUK TOBTOPSIOTCS.

ODTO MOXHO OTYacCTH OIpaBJaTh MaclITadOM IOJHUMAaeMOW NPOOJEMBI U
MONBITKOM CHUCTEMaTHU3UPOBATh pPA3HOPOAHBIE IIOJYYEHHBIE pe3yJbTaThl, YTO
MI03BOJISIET MPHUHATh NOAXOJ, NMPUMEHEHHBIA aBTOPOM B CBSI3U C OTCYTCTBHEM Ha
JTaHHBIN MOMEHT OoJiee ONTUMAaJILHOIO BapuaHTa U3JI0’KeHUS] MaTtepuana.

[Iporry aBTOpa OTBETUTH Ha BONPOCHI:

1. Kako#i nogxon x nuddepeHunanibHON AMarHocTuke 3abojieBaHUN ceTuyaTkKu
Bl ucnonb3oBaiu B Ka4ecTBE OCHOBHI ISl pa3pabOTKU CBOEro ajaropurma’?
Kakum oOpasom mpexacraBied Bam anroputM JUarHOCTUKH — JJIs
MIPaKTUKYIOLIUX Bpadyei-0hTaaibMOJOroB U B YEM €ro LIEeHHOCTh?

2. Bel numere, dYTO TOBBIIIEHHWE  BHYTPUIJIA3HOTO  JIaBJieHUs  OBLIO
3adukcupoBaHo y 32 manMeHToB. MoxkeTe MNOApoOHee pacckasaTh, Kakue
JNedcTBUS OBUIM BBIIIOJIHEHBI, KaKoBa TepaleBTUYecKas TaKTHKa U KaKOBO
COCTOSIHME 3pUTENbHBIX (QYHKIUH W mokasarenedt BI'J] y »Tux mnamueHTOB
ceityac (B KOHIIe CpOKa HAOIrOJeHHUS)?

3. KaxoB Oyner craHAapTHBI KIMHUYECKHH aITOPUTM OLEHKH COCTOSHHS

3PUTCIIBHBIX (bYHKI_II/II\/’I Yy HNaUCHTOB IIOCJIC T'CHOTCPAIICBTUYCCKOI'O JICHCHUA
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3a0oseBaHuil ceTyaTku B Oynymem? Kak mpakTUKyromuii Bpad-ohTaabMoJIOr
B PYTUHHOM IpaKTHKE CMOXXET OlleHMBaTh 3G ()PEKTUBHOCTb Teparuy, a TaKxe
HEOOXOIUMOCTh ITOBTOPHOTO Kypca JIeYeHUs WM TOAJep)KUBatollel Teparnuu
(MEIUIIMHCKOTO BMELIATeIbLCTRA)?

4. JKuoTpeneurymuii Bornpoc: miedorponHbiit 3dgdext. Kak BBl nporsosupyere
nepekpecTHyo 3hdeKTUBHOCTD MpernapatoB? B Bamem puc. 76 auccepranuu
MpOBEJIeH TeopeTHHecKuil aHanmu3 1edoTponHoro 3ddexra. Hackonbko
BO3MOXHO OyJIET COIJIacoBaTh C PEryJsiTOPOM B Halllel CTpaHe MepeKpecTHOe
NpUMEHEeHUE TpenaparoB ¢ y4E€TOM TOTO, UTO PEryJATOpPHbIE IJOKYMEHTHI
JIOTIyCKalOT TpUMEHEHHWEe IIpernaparoB, IMPOUISAUINX TOJbKO Bce (asbl
KIMHUYECKUX MCCJIeNOBaHUH, MPOBEPKY TOKCUYHOCTH, OMOpacHpeaesIeHUusT U
3ddeKTUBHOCTH, a pa3Mepa TPyl MalUeHTOB B Oimxaiiime roabl He XBaTUT
Ha IPOBEJIeHHWEe TaKUX MCCIeNOBaHUM U MOJTrOTOBKA TPEOYyEeMOro peryiasiTopoM
obbemMa JIOKYMEHTOB MOXET 3aHSATh JECATWIeTUs U OBbITb OYeHb

JIOPOrOCTOSILIEN?

CneﬂyeT OTMETHUTB, YTO YKa3aHHBIE BOIIPOCBI HE CHHXAKOT HaquOﬁ )41

IPaKTHUECKOH 3HAYMMOCTHU peLieH3UpyeMoi padoTHI.

3AKJIIOYEHUE

JuccepranmonHas pabora Bunep Mapuansel EBreHbeBHBI Ha TeMy:
«ITarodpusnonornyeckoe OOOCHOBaHHME TPUMEHEHHs] TapreTHbIX METOJOB
JeYEeHUsT  MOHOTEHHBIX  3a00JIeBaHMM  ceT4YaTKW»  SBISETCS  HaydHO-
KBIM(QHUKAIIMOHHOMN paboToOM, B KOTOPOl Ha OCHOBaHWM BBIIIOJIHEHHBIX aBTOPOM
UCCIIeJOBaHUM pa3paboTaHbl TEOpeTUYeCKHe IOJIOKEHHUS, COBOKYIIHOCTb
KOTOPBIX MOXXHO KBaJU(UIMPOBAaTh KaK pellleHue HaydHOH NpoOieMbl  —
ONTUMHU3AlUsI IUAarHOCTUKU U JISYeHUsI MOHOTEHHBIX 3a00JIeBaHUN CeTYaTKU, YTO
UMeeT Ba)XXHOE HAay4YHO-IIPAaKTUYECKOe 3HAYeHHE [UIS  IaTOJIOTHYECKOM
¢usnonorun u odranemonoruu. Ilo cBoeil axTyaabHOCTH, HOBU3HE, HAy4dHO-
IPaKTUYEeCKOM 3HauyuMOCTH nucceprauuss Bunep Mapuanuel EBreHbeBHBl Ha
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temy: «[latopusnonornueckoe 060CHOBaHHE NMPUMEHEHHs TapreTHBIX METOJOB
JIeYeHUs] MOHOTEHHBIX 3a00JIeBaHUN CEeTYaTKHU» COOTBETCTBYET TpeOOBaHUSIM,
OpeAbsBIsEMBbIM K JHCCEPTAlMsM Ha COUCKaHUE YUYEHOW CTENeHH [OKTOopa
MEIULMHCKUX HayK corjacHo M. 9-14 «llonoxxeHue o mopsiike NPUCYXIACHUS
Y4EeHBIX CTelneHein», yTBepJIeHHbIM [locranosnenuem IIpaBurenscrBa PO ot
24.09.2013 No 842 (B pemakumm IlocranoBnenuii IIpaButrensctea P® ot
21.04.2016 No 335, or 01.10.2018 Ne 1168), a ee aBTop Bunep Mapuanna
EBrenneBHa [OCTOMHa MNPUCYXJEHUS MCKOMOW Y4YE€HOM CTeneHH JOKTopa
MEIUIMHCKUX HayK Mo conenuanbHocTsM 14.03.03 -~ maromormdeckas

dbusnonorus v 14.01.07 — ria3Hbie 00JI€3HU.

O¢unnaabHbIH ONNOHEHT:

BEeIYLIUN CTIEIUAIUCT OTACICeHUsI OpraHU3allMOHHOTO 00ecTIeYeHHUsI
OI'bY «HMUI] I'b um.I'ensmronsua» Munznpasa Poccun
npodeccop, AOKTOP MEAUIIUHCKUX HayK, 7(
crienratbHOCTh: 14.01.07 — «ra3Hble 00Je3HIN» "1 A.A.Psbuesa
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