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Pe3rome. XpycTanwk 4UelOBEKa COCTOMT W3  OCJIKOB-KPHCTAUIMHOB, COOpaHHBIX B
BBICOKOYIIOPAJOYCHHYO MAaKpPOCTPYKTYPY, H606XOL[I/IMYI-O AJI1 1IOKa3aTeJid  IMPCIIOMJICHUA. JIro6oe
HapyIICHHE BHYTPU-OCITKOBBIX B3aWMOJCUCTBUN M3MEHUT 3Ty CTPYKTYPY C IOCIEIYIOIICH arperaruei
O€lIKOB U 06p8.30BaHI/IeM KaTapaKThI. E,Z[I/IHCTB@HHLIM MCTOJAOM JICUCHUA ABJIACTCA XUPYPIHYCCKOC
BMCIIATCJILCTBO: 3aMCHA IMTOMYTHECBIICTO XPYCTAJIMKAa HA UCKYCCTBCHHYIO JIMH3Y. Ho s HACTOAIICC BpEMA
pa3pa6aTLIBa}0Tc;1 HOBBIC BO3MOXKXHOCTH.

KaroudeBble coBa: KaTapakTa, JaHOCTCPOJI, JIAaHOCTCPOJICUHTAa3a, MyTallhuH.

Resume. The human lens consists of crystallin proteins, highly ordered macrostructures selected
for the refractive index. Any disruption of intra-protein interactions will alter this structure with protein
aggregation and cataract formation. The only treatment is surgery: replacing the clouded lens with an
artificial lens. But new possibilities are currently being developed.
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AKTyanabHOCTh. Ha katapakTy npuxonurcs 60see moJIOBUHBI BCEX CITy4aeB CIETIOTHI
BO BceM Mupe. KarapakToil cTpasaer mouTu Kaxaslil mecTtoil yenoBek crapue 40 yer u
MOAABIIAIONIas yacTh HaceneHus crapiie 80 net. [Ipu 35TOM e IMHCTBEHHBIM yCTaHOBJIEHHBIM
METOJOM JICUEHUS SABIISIETCSA XUPYPrUUECKOE YAAIECHUE TIOMYTHEBILIETO XPYCTaJIMKa.

Iesab: BBISICHUTH BO3MOYKHBIC TIPUYUHBI U CIEJICTBHAS BO3HHMKHOBEHHS KAaTapaKThI,
W3YyYUTh AIbTEPHATUBHBIC ITYTH JICUCHUS.

3agaun:

1. 3yuuTh CyIIECTBYIOIIMUE JUTEPATYpHbIC AAHHBIE O KIMHUYECKUX CHUMIITOMAaX
MTPOSIBJICHUSI KATAPAKTHI.

2. IIpogeMOHCTpUPOBATh CBS3h MEXKAY MPUUNHAMU BO3HHUKHOBEHUS U BapUaHTAMHU
JICYCHUS KaTapaKThl.

Martepuanbl 1 Meroabl. Karapakra - maTosorndeckoe COCTOSIHHUE, CBS3aHHOE C
IIOMYTHEHHUEM XPYyCTaIUKa rjiasa u BBI3BIBAIOIIEE pa3Iu4YHbIE CTENEHU
pacCTpOMCTBA 3pEHHUS BIUIOTh 1O IIONHOM ero yrparel. I[lomyTHeHue xpycranuka
0OyCIJIOBIIEHO JICHAaTypaIeit 6enka, BXOASIIETO B €ro COCTaB.

CymiecTByeT MHOrO NpPHYMH, CIOCOOCTBYIOIIMX pPa3BUTHIO KaTapakThl. K Hum
OTHOCSITCSI:

* IO>KWJION BO3pAcT,

* HEOJIaroNnpuATHBIE BO3JEHCTBUS OKPYKAIOIICH Cpeibl,

* TEHETUYECKAs IPEAPACTIOIOKEHHOCTb,

* TpUEM HEKOTOPBIX JIEKAPCTBEHHBIX CPEACTB,

* COITYTCTBYIOLIME 001IMe 3a001eBaHms, 3200JI€BAHNSI UJIM TPABMBI Ij1a3.
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KarapakTtoli cTpamaer mMmOYTH KaxAbld IIECTOW uYejaoBeK. Hawmbosiee YacThiM
CUMIITOMOM KaTapakThl SIBISIETCS CHUXKEHUE OCTPOTHI 3peHus. K npyrum cumnromam
KaTapaKThl y B3POCIBIX OTHOCATCS: U3BMEHEHHE 1[BETA 3payuka (3pauoK CTAHOBUTCS O€IECHIM,
KEJITOBATHIM WJIM CEPOBATHIM); YXY/IICHUE [IBETOBOCIPUSITHS; HENEPEHOCUMOCTD SIPKOTO
CBETa U, B TO K€ BpPEMs, CHIDKCHHUE 3pEHUSI B TEMHOE BpPEMS CYTOK, IMOSBJICHHE OJIMKOB,
OpE0JIOB, HITPUXOB, MATEH; OBICTPask YTOMIISIEMOCTh IJ1as3.

Takke MOMyTHEHUE XpyCTalMKa BcTpeyaeTcst y Aeteil. Karapakra y geTeil Moxer
OBITH BPOXKAEHHON MU TPUOOPETEHHOM.

Bpo:xnénnasi karapakrTa ¢ MmyranusiMu reia LSS

Bpoxnennas kaTapakta — 370 Je(eKT 3peHus], KOTOPbIl MOXKET pa3BUBATHCS €IIIE JI0
pOXKJieHUs1 peOeHKa B yTpoOe€ MaTepu WM CIYCTA KaKOoe-TO BpPEeMsl MOCIE POXKICHHUS.
[Ipouiecc NOMyTHEHHUS CBA3aH C HAPYIIEHHEM BHYTPEHHEH CpeJibl XpyCTaJuKa, B KOTOPOM
HAaXOJIUTCSA CMECh OENKOBBIX (DPPaKIIMIA.

[Iponiecc MOMYTHEHMSI CBSI3aH C HAPYUIEHWEM BHYTPEHHEWU CpElbl XPYCTAJIMKA, B
KOTOPOM HaxoJIUTCA cMech O0enkoBbIX ¢pakuuid. ¥ 22-30% ngeteil cienora oOycioBieHa
BPOXICHHBIMU KaTapakKTaMH, OKOJIO TPETH U3 KOTOPBIX MEPENAECTCS IO HACIEICTBY.
Kartapakra MOXET BO3HUKATh WM30JIMPOBAHHO WJIM COYETAThCA C APYTUMHU CUCTEMHBIMU
AHOMAJIUSIMH.

HccnenoBannsi MOKa3ad, YTO KaTapakTa BbI3BaHA CJOKHOW Te€TE€pO3UTOTHOM
MyTalen B reHe sanoctepoi-cuntassl (LSS). B xone uccnenoBanus cpaBHIIMA CTPYKTYPBI
MYTaHTHOTO ¥ HOpMaJbHOTO Oenka ¢ momompio PyMOL (PyMOL — cucrema
BU3yanu3aluu MoJjekyna. I[lo3BonsieT co3naBaTh BBICOKOKAYECTBEHHBIE TPEXMEPHbBIE
M300paKEHHs] KaK MajblX MOJIEKYJ, TaK M OHOJIOTMYECKUX MAKPOMOJEKYJ, B TEPBYIO
ouepeb OesKOoB). Pe3ynbTaT mokasall, YTO MyTallMs U3MEHUIA BOJAOPOJIHYIO CBSI3b MEXKIY
MYTaHTHOW aMHHOKHCJIOTOM M COCEIHEW AMHUHOKHCIOTOM. DTO TOBOPUT O TOM, 4YTO
MyTallu¥ MOTYT B HEKOTOPOI CTEMEHU BJIMATH HA CTPYKTYPHYIO CTA0OMILHOCTD OeJKa.

JlaHocTeposichHTa3a YeloBeKa COCTOMT M3 ABYX (a/a) O0YK0OOpa3HBIX JIOMEHOB,
COCIMHEHHBIX TETISIMU, W TpeX MeHbIUX [-cTpykTyp. JloOoe HapyiieHue
B3aMMOJICUCTBUSL MEXIY JOMEHAMH WJIU METJISIMA U3MEHUT 3Ty TOHKYIO CTPYKTYpYy H,
CJIeI0BATENLHO, MPUBEET K HECTAOMIBHOCTU O€JIKa U TOTepe WIM U3MEHEHUIO (PYHKITUH.

JlanocteposicunTaza koaupyetcs renom LSS u katanusupyer nipesparmienue (S)-2,3-
OKCHJIOCKBAJIEHA B JJAHOCTEPOJL.
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Puc. 1 — 2,3-0KCHIOCKBAJIEHEI

Jlanoctepou npeicTaisier co00i aMpUIaTHUEeCKyr0 MOJIEKYITy, BXOASIIYIO B COCTaB
xpyctanua. I[Ipou3BoJICTBO JaHOCTEpOJIa MOXKET PEryJIUpoBaTh arperamui OenaKoB
XPYCTaJIMKA ¥ TTOBBIIIATH TPO3PavHOCTh. COTIaCHO MPEIBIIYIIIUM HCCIICTOBAHUSAM, Te(PEeKT
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naHocTeposa (a mMeHHO MyTtanmuu amMuHOKHCIOT G588 m WS581) MoxkeT BBI3BIBATH
arperamuio BHyTPUKJIETOUYHBIX OCIKOB B XpPYyCTAIMKE U MIPUBOJIUTH K KaTapakTe.

Puc. 2 — JIanoctepon

Bo3MokHoe JieueHne KATapaKThl

XpycTaluK 4eoBeKa B OCHOBHOM COCTOUT U3 OEIKOB-KPUCTAITMHOB, COOPAaHHBIX B
BBICOKOYTIOPSIZIOYEHHYIO B3aUMOJICHCTBYIONIYI0 MAaKpPOCTPYKTYpPY, HEOOXOAUMYIO st
MPO3PAYHOCTH XPYCTAIMKa U TTOKa3aTels npenomieHus. Jlro0oe HapylieHne BHyTpU- A
MEX-O€JIKOBBIX B3aMMOJICUCTBUN H3MEHUT ATy CTPYKTYPY C MOCJEAyIOIIeH arperanuen
OeJIKOB 1 00pa30BaHUEM KAaTapaKThI.

EAvHCTBEHHBIM JEHCTBEHHBIM METOAOM JICYCHUS HA JIAHHBIH MOMEHT SIBJISETCS
yIbTPa3ByKOBasi (HakodIMyIbCU(PUKAIUSA KaTaPAKThl - XUPYPTUUECKOE BMEIIATEILCTBO,
KOTOPOE 3aKJIF0UAETCs B 3aMEHE IIOMYTHEBIIIET0 XPYyCTallKa Ha ICKyCCTBEHHYIO IMH3Y. Ho
B HACTOSIIEE BPeMs pa3paldaThIBAIOTCS IPYTrUe METOIbI M HOBBIC BOBMOYKHOCTH.

Kak panee ynoMHuHalIOCh, JAHOCTEPOJ MPEACTABISET COOOW aM(pUIATUYECKYIO
MOJIEKYJTy, OH CUHTe3upyeTcs JanocreposicuHTazoi (LSS). beuto BeIsICHEHO, YTO JieueHUE
JAHOCTEPOJIOM OCIIKOBBIX arperaTtoB MOXKET YMEHBIITUTh TSHKECTh KaTapaKThl U TIOBBICHUTH
MPO3PAYHOCTh PACCEUCHHBIX KATapPAKTHBIX XPYCTAIMKOB y KPOJUKOB, a TaKKe€ CHU3UTH
TSOKECTh KaTapakThl y cobak. beuto o6Hapy»keHo, uto LSS axcnipeccupyercs B XpycTaiuke.

JlaHoCTEpOJI 3HAYUTEITLHO MHTUOMPOBATl 00Pa30BaHNE MYTAHTHBIX KPUCTAJUTHHOBBIX
OCJIKOB B 3aBUCUMOCTH OT KOHIEHTpanuu. OTCIeKMBaHNE OJMHOYHBIX YACTHUI[ B JKHUBBIX
KJIETKaX SICHO TIOKa3aJio, YTO JIAHOCTEPOJ WIPAeT BAXKHYIO POJb B JTUCCOIHAIIUU
MPEABAPUTEILHO 00Pa30BaHHBIX BHYTPUKIIETOUHBIX OEITKOBBIX arperaTos.

UToOBI OILICHUTHh BIHMSHUE JAHOCTEPOJia HAa YMEHBIIEHUE KaTapaKThl B TKAHAX
XpyCTaIHKa, ObUTA BBIJICIICHBI BCTPEYAIONTUECS B MPUPOJIC KaTapaKThl y KPOJIUKOB. 3aTEM
ATU XPYCTAIMKU C KaTapaKTOH MHKYOMpOBaM B 25 MM pacTBOpe JaHOCTEpOJia B TCUCHHE
6 IHEW W CpaBHHMBAIM TPO3padyHOCTh. Habmromanack cuibHAs TEHACHIUS K CHIDKCHHIO
TSOKECTH KaTapaKThl, O YeM CBHJICTEILCTBYET YBEIMUYEHHE IPO3PAYHOCTH XPYCTaIHKA.
Jlanee uccienoBaiy BIMSHUE JIAHOCTEPOJIa Ha YCTPAaHEHHME KaTapakThl y cOOak in vivo.
JledeHne ITaHOCTEPOJIOM 3HAYUTEIIBHO YMEHBIIWIO TSOKECTh KaTapaKThl M ITOBBICHIIO
po3pavHoOCTh XpycTaiauka [https://www.nature.com/articles/nature14650].

Pe3yabTarhl M uX 00cy:kaeHue. Takum oOpa3oM, JIJAHOCTEPOJ UTPAET KIFOUYEBYIO
pOJIb B MHTUOWPOBAHWM arperanuu OEJIKOB XPyCTalMKa M YMEHBIICHHH OO0pa30BaHUS
KaTapaKThl, Ipeajiarasi HOBYIO CTPaTErvio MPO(HIIAKTHKY U JICUCHUS KaTapaKThl.
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BriBoabI:

1. [Iporecc MOMyTHEHHUsI CBsI3aH C HapYIIEHUEM BHYTPEHHEH Cpe/bl XpycTalliKa, B
KOTOPOM HaXOJUTCS CMECh OCIIKOBBIX (hpaKIIHil.

2. CortacHO HcCCleI0BaHUsAM, 1ePEKT JIAHOCTEPOIa MOXKET MTPUBOJUTH K KaTapakKTe.
A COOTBETCTBEHHO JICUCHHUE JIAHOCTEPOJIOM OCIKOBBIX arperaroB MOXKET W IOBBICHTh
MIPO3PAYHOCTh PACCEUCHHBIX KaTAPAKTHBIX XPYCTAJIUKOB.
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