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Ileaw uccaedosanus — uzyueHue cmpyKmyp xopuouoeu u cemuamru y nauuenmos ¢ bonsesnvrto ITenmunemona (bI)
¢ nomouyvbio onmuueckoil koeepeumuoil momoepachuu (OKT) u anasu3s ceéa3u ucciedyemvix nokasameneil ¢ KAUHUYECKU-
mu xapakmepucmuxamu. Mamepuaa u memoowt. B uccredosanuu yuacmeosasu dee epynnvl nayuenmos: 44 nayuenma
(cpednuii ospacm — 37,6 = 10,2 eoda) ¢ bI' u 31 (cpednuii 6ospacm — 37,3 * 10,8 eoda) npakmuuecku 300posbii
dobposoney. B ocnoenoll epynne 21 nayuenm Haxoouacs Ha npemanugecmuoli cmaouu, 23 — Ha manupecmuoi cmaduu
BT Ipynnot 6biau conocmasumbl no 8603pacmy, NOAY, YPOGHIO BHYMPULAA3H020 0a6AeHUS U KAUHUYECKOU peghparyuu. Bce
nayueHmol nPouiAU 0emanvHoe Heepoao2UuYecKoe U oppmanvmonocuteckoe oociedosanue, ekarouasuiee OKT cemuamku.
Ouyenuganu moawuny xopuoudeu 6 obnacmu gosea, moawuny cemuamrxu 6 9 061acmax MAKyAAPHOU 30HbL, MOAUUHY
Komnaekca eaneauosnvix kaemok cemuamku (I'KC) u caos nepsnuvix sorokon cemuamku (CHBC) nepunanuainspHoii 06-
aacmu 6 4 keadpaumax. Y nayuenmos ¢ bI' ouenusasu xkoauuecmeo I[AI-noemopos (yumo3un — adeHuH — 2yaHuH) 6
2eHe 2eHMUHMUHA, OAUMEAbHOCMb 3a001e6aHUS U 6a11 No deueamenvHol wkane Yuuguuuposantoii wikanvt oyeHku bI
(UHDRS). Pezyabmameot. Y nauuenmos ocHoHolL epynnbvl Koautecmeo L[A-noemopoe 6 eene eeHmunemuna 6apouposano
om 3700 56 (44,3 £+ 3,8), 6ain no dsueamenvroii wikase UHDRS cocmaesun 36,3 £ 29,7, dnumenvHocmb 3a604e6aHUS —
13,7+ 7,2 e00a. Ilo daunvim OKT, npu BT 8visa61eH0 chudicenue moauuHsl xopuoudeu cyogoseanvro, komnaexca I'KC,
cpeoneii moawunvt CHBC u moawuno: CHBC 6 sucounom, HUMCHeM U HA3AAbHOM K8AOpaHme, 00uieil MOoAUUHbL CeMYamKU
8 HapyjcHom sucounom cekmope. Kpome moeo, obHapyscena o6pamuas Koppeasiuus mexncoy OAumenbHocmoro 3a001e-
8aHus, Koauuecmeom 6ai106 no wkare UHDRS u psoom OKT-napamempos. 3akarouenue. Ilonyuernnvie pesysomamaol
noomeepicoaom nepcneKmugHOCMb NPUMEHEHUs. PeMUHOMOMOPAPUUeCKUX NAPaMempos 8 Kavecmee buomapkepa ons
paHHell uaeHOCMUKY U MOHUMOPUH2a npoepeccul HelipodeceHepamueHozo npouecca. Tonoepaghus usmenenuil yKasoieaem
Ha cneyughuueckuil nammepH pemuHaibHoll Helipodeeenepauuu npu bT.
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bonesns I'entunrrona (bI') — 310 HeyKJIOHHO ITpoO-
rpeccupylolee HelipoaereHepaTuBHOe 3a00eBaHue C
ayTOCOMHO-IOMMHAHTHBIM MEXaHU3MOM HaCJIeI0BaHUS,
MIPOSIBIISTIONIEeCS] MOTOPHBIMU, KOTHUTUBHBIMU U TICH -
XyuaTpUuecKMMHU HapylueHusmu [1]. PacnpocrpaHeH-
HOCTb 3a00JIeBaHUS B €BPOITEOMIHON pace COCTABISIET
3—13,71a 100000 [2—5]. IIpuunrHa ero pa3BUTUSI — MY-
tauus B reHe reHTuHITMHA (HTT) B Bume yBeauueHus
yucaa AT (uMTO3MH — aJeHWH — TyaHWH) MOBTO-
poB [6], 3a00J1eBaHME OTANYAETCST BHICOKOM ITEHETPAHT-

HOCTBIO. B pa3zBuTuu 00J1€3HU BBIAEISIOT IIpEeMaHU-
¢ecTHyI0 1 MaHugecTHyIO ctanguu [7, 8], maHudecra-
[AEN CUUTAIOT MOSBJIECHUE TUMTUYHOU NBUTATEIBHOM
CUMIITOMAaTUKHU, MPU 3TOM BO3pacT MallMeHTa Ha
MOMEHT MaHU@eCTalluu KOPPEJUPYET C KOJUUECTBOM
LIATI'-roBTOpOB [8]. MeauaHa BBIKMBA€MOCTHU I1OCIE
ne0loTa ABUTaTeIbHOM CUMIITOMAaTUKU COCTaBJISIET
18 net [9]. MoHOreHHbII XapakTep HacAeA0BaHuS, Bbl-
COKasl MEHETPAHTHOCTb U MCKJIIOUUTENIbHAS BO3MOX-
HOCTb HaOJII0JIeHM 32 MallMueHTOM Ha 0€CCUMIITOMHOM
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cTaguu 3a00JieBaHUS ITO3BOJISIIOT paccMaTpuBaTh bI'
KaK «MOJeJIbHOE» 3a00eBaHue IS U3YYECHUST pAaHHUX
CTaauii pa3BUTHUS CIIOPAIUYECKUX HEMPOAETeHEpaTUB-
HBIX 3a00JI€BaHMI1, TaKUX KaK 00JIe3Hb AJIblireiiMepa 1
6o0xe3ub [TapkuHcoHa [10].

Bo03MOXHOCTb UCIOJIB30BaTh CETYATKY B KAUeCTBE
«OKHa» B LIEHTPAJbHYIO HEPBHYIO CUCTEMY B ITOCJICAHIE
ronnl NpuBiaekaeT ocoboe BHUMaHue [11]. OnTuyeckast
korepeHTHast Tomorpacdus (OKT) mo3BoJisieT mprxKu3-
HEHHO BU3yaJIM3UpPOBATh XOPUOUIEIO, TUCK 3PUTEILHOTO
HEpBa, BCE CJIOU CETUYATKU U KOJMUYECTBEHHO OLIEHUTH
ux. ITapamerpsl OKT ceTyaTKu paccMaTpuBalOT Kak
OuoMapKep psiia HeBpOJIOrnuecKux 3a00JIeBaHUIM, TAKMX
KaK pacCesHHBIN CKJIepPO3, ONTUYECKUI HEMPOMUEIINUT,
0oJie3Hb Aublreiimepa u 6osie3Hb Ilapkuncona [12].
HMccienoBaHue CTPYKTYp XOPUOUIEU, CJ0S TAHTJIUO3-
HbIxX Kj1eToK ceTyaTku (I'KC) u c1051 HEpBHBIX BOJIOKOH
cetuatku (CHBC) y 601bHBIX HelipoaereHepaTuBHbIMU
3200J1€BaHUSIMU TTO3BOJIUJIO HE TOJILKO JOTIOJIHUTD ITPei-
CTaBJIEHUE O TTaTOreHe3¢e 3a00J1€BaHU I, HO U MPEUIOKUTD
HOBbIE€ CIIOCOOBI MX AUATHOCTUKU U MOHUTOpUHTA [11,
12].

ITepsrie cBeaeHus o nereHepaunu CHBC npu bBI
o naHHbIM OKT otHocsaTcsa K 2014 1. [13], mo3xe Obu1n
onyoaukoBaHbl pabotsl H.Kersten u coanr. [14] u C.
Andrade u coaBr. [15], npencTaBuBIINEe KOMILIEKCHbII
aHanu3 OKT-nmapamMeTpoB ceTyaTKyd U XOPUOUIEU B
rpynmax u3 8 u 26 nmauueHToB ¢ BI' cooTBeTCTBEHHO.
H.Kersten u coaBr. [ 14] ycTaHOBWIM CHUXKEHUE TOJIIIN-
Hel CHBC B BUCOYHOM KBaApaHTe IepUNaniIIpHOR
00J1aCTH B OTCYTCTBUE U3MEHEHUIT 00I1IeiA TOIIIUHBI CET-
yaTku, C. Andrade u coaBT. [15] 0OHapyK1IU CHUXKEHIE
TOJIIMHBI XOPUOUIEU B MAKYJISIPHOM 00J1aCTU, U3BMEHE-
Huit TonmuHbl cetyatku 1 CHBC He ObL10 BBISIBJIEHO.

I EJIBIO HacTos111eTO MCCIeTIOBAHMS SIBUIIOCH U3y -
YEHUE CTPYKTYP XOPUOUJIEU U CETYATKU Y TTaliueHTOB bI'
meTonoM OKT u ananu3 cBsI3u UCCIeIyeMbIX ITOKa3aTe-
JIel ¢ KITMHUYECKUMU XapaKTepUCTUKAMU.

MATEPUAJI 1 METO/IbI

B uccienoBaHuM y4acTBOBAIX 2 TPYMITLI MallU€H-
TOB: OCHOBHA$ U Trpymiia KoHTposisi. OCHOBHasi rpyrina
npeacraniaeHa 44 mauuentamu ¢ bI'. Kputepuem Bkto-
YEeHUS MAalMEHTOB ObLIO MOJIEKYJISIPHO-TEHETUYECKOE
MOATBEPXIEHUE JUarHo3a. B OoCHOBHOM rpyrimne BbI-
JIeJIsIIU TMalUeHTOB ¢ npeMaHudecTHol cragueid bI
U TTAaLMEHTOB ¢ MaHU(ECTHOM cTaaueil 3a001eBaHuUSI.
Kpurtepuem BKIIIOUeHUS B IpyIIy KOHTpoJis (31 yeno-
BeK) ObLIO OTCYTCTBUE 3HAYMMOIi 0(pTaIbMOJIOTUYECKOM
1 HEBPOJIOTUYECKOW MATOJOTUM MO JaHHBIM O(pTab-
MOJIOTUYECKOTO U HEBPOJIOTUUECKOTO 00CIeA0BaHUS,
OTCYTCTBME U3BECTHBIX HACJIEICTBEHHbIX 3a00JIEBAHUIA,
HelpoaereHepaTUBHBIX 3a00JIeBaHUIA Y POAUTENIEH 110
JTAaHHBIM HACJIEJCTBEHHOTO aHaMHe3a.

Kpurtepuu uckiaodyeHus ObLIu o¢pTalbMOJOrnYe-
CKUMM, HEBPOJIOTUYECKUMU M OOIIECOMATUYECKUMU.
OdranbMoornyecKkre KpUTepUn: HauIydlluasi Koppu-
rMpoBaHHas ocTpoTta 3peHus Huke 0,8; ameTporus u

ACTUTMaTU3M CPEOHEN U BBICOKOM CTETIEHU, BHYTPUIJIA3-
Hoe JaBJieHHe Oosiee 22 MM PT. CT. WJIM pa3HULIA MEXIY
1a3aMu 0oJiee 2 MM PT. CT.; OTHOLLIEHKE BEPTUKAJIbHOIO
JraMeTpa 3KCKaBalluy K IUaMeTpy TUCKa 3pUTEJIbHOTO
HepBa > 0,5 nmo manueiM OKT; m0060e 3HaUMMOE I10-
MYTHEHHE ONTUYECKUX CPEJl HA MOMEHT 00C/IeIOBaAHUS;
HaJWyMe B aHAMHe3€ WM 110 JaHHbIM 00cCjie10BaHNs
MOCJIEACTBUI TpaBM U OINEPATUBHBIX BMEIIATEIbCTB
(B TOM 4uCIIE JIa3epHBIX) HAa OpraHe 3peHus; 3a0oJieBa-
HUM, CITOCOOHBIX MOBJIUATh Ha PE3YJIbTAThl UCCIIENO-
BaHMSsI; MCMOJIb30BAaHUE TJIA3HbIX Kaneab. HeBposioru-
yeckMre U 00IIeCOMaTUYECKUE KPUTEPUN UCKITIOUEHHUS
ObLIY CJIEAYIOLMMU; U151 TPYIIIIbl KOHTPOJIST — OajL1 1o
LIKaJjie OLIEHKW KOTHUTUBHBIX (yHKUMK Mini-Mental
State Examination (MMSE) menee 26, 1151 Bcex MalyeH-
TOB — HaJIMuMe B aHAMHE3€ YepeHO-MO3Tr0BOM TPaBMBbI,
HapylIeHU MO3roBOrO KPOBOOOpAIleHUsI, CaXapHOTO
nuabeTa, TUIIEPTOHUYECKOU 00JIe3HU, UILIEeMUYECKOMN
00JIe3HU CEpALA U APYTUX CUCTEMHBIX 3a00JI€BaHUA
C TIopaxkeHueM opraHa 3peHusi, MIPUEM HApKOTUYE-
CKMX CPEIICTB, XPOHUUECKOE YIOTPeOIeHEe aTKOroJs,
MpreM rOPMOHAJIbHBIX JIEKAPCTBEHHBIX MpenapaTos,
AHTUTUTNIEPTEH3UBHBIX U CaXapOCHUXKAIOUIUX CPENCTB.
ITameHTaM peKOMEHI0BAIOCh UCKITIOUUTD (DU3UUECKIe
Harpy3ku M rnpuemM KoperHCcoAepKaIUX MPOAYKTOB
3a 24 10 ucciaegoBanus. K kpurepusiM UCKIIOUEHHS TaK-
>K€ OTHOCWJIM BO3paCT MalMeHTOB Mojioxe 18 u crapiiie
59 ner, (pazy MeHCTpyalluy B A€Hb MCCAEA0BAHUS IS
JKEHILMH, CUCTOJIMYECKOE apTeprUaibHOE AaBJieHHE 3a
npeaenamu 110—125 MM pT. CT., AMACTOINYECKOE apTe-
puajbHOE JaBJIEHUE 3a IpeaeaaMu 75—85 MM PT. CT. IO
JaHHBIM C(PUTMOMAHOMETPUHU B Havajie 00C/Ie10BaHMUSI.

Tenemuueckoe u neaponoeuueckoe obcredoganue.
Bce nmanMeHThl OCHOBHOM TPyIIbl MPOUIIA UCCIEn0-
Banue JJHK Ha Hajnuuue MyTaliuy B TeHe TeHTUHITUHA
(HTT) u xonuuectBo LIAI'-moBTOPOB B 1TaHHOM TI'e€HE
(LlenTp MonexkysipHOM reHeTuku, MockBa, Poccus).
Hegspoaoruueckoe oocaeaoBaHue IPOBOINIOCH OMHUM
cneuunanuctom (K.C.B.) u Bki1ouano coop aHamMHe3a
>KU3HU U 3a00JieBaHUs, HACJEACTBEHHOTO aHAMHE3a,
(dbopMUpOBaHUE POJOCIOBHON, KIMHUYECKOE HCCIIe-
JIOBaHWE HEPBHOMU CUCTEMBI, OLIEHKY KOTHUTUBHBIX
HapyueHui 1o mkaie MMSE. B ocHOBHOII rpy1ime
MPOBOAWIOCH 00C/IeJOBAHNE MO ABUTATEJbHON 1IKaje
UHDRS (Unified Huntington's Disease Rating Scale —
YHudbunuponanHas mkajna oueHku bI') u onpenene-
HUeE JUIMTEJILHOCTU 3a00JI€BaHUSI C MOMEHTa MaHube-
crauuu. HeBposor, mpoBoAuBIINII 00C/IeI0BaHUE, HE
“MeJl J0CTyNna K pe3yjbrartaM Oo(pTaJlbMOJOTrMYECKOTO
o0cen0BaHus.

OdranbMoJIorn4eckKoe 00cae10BaHUE BO BCEX IPYII-
nax nnpoBoaui oauH criermanuct (C.C.H.), He 3HaKOMBIi
C pe3yJibTaTaMUu HEBPOJOTMYECKOTO U F€HETUUYECKOTO
HUCCIeIOBAaHUN Ha MOMEHT ocMoTpa. O0cieqoBaHue
BKJIIOUAJIO COOp aHaMHe3a U 00BEKTUBHOE 00CIea0Ba-
HUe 000ouX IJ1a3, BKIIIOYaBIllee aBTOpePpPakKTOMETPUIO,
onpeeIeHUe Hauay4dlleil KOpPpUrupoOBaHHOM OCTPOTHI
3peHus 1o tabauue I'osmoBuHa — CuBleBa, TOHOME-
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Tputo o MaxkiakoBy ¢ rpy3oM 10 r, OMOMUKPOCKOITIIO
MepeHEro OT/eIa I1a3a ¢ MMOMOIIIBIO 111€JIEBOH JIaMIThbl,
OMOMUKPOO(PTAILMOCKOIIHIO C IIOMOIIbIO Habopa acde-
PUUYECKHUX JIMH3 B YCJIOBUSIX MEAUKAMEHTO3HOTO MUIpUA-
3a C OLIEHKOU COCTOSIHMS IMCKA 3pUTEBLHOTO HEPBA, €T0
pa3MepoB, IKCKaBallMM U HEUPOPETUHAIBLHOTO MOSICKA.

OKT cTpyKTyp ceT4aTKU, XOPUOUIAEH U 3PUTEIb-
HOro Hepsa BbINOJHsLUT oguH crneuuanuct (C.C.H.) Ha
CcIieKTpajbHOM onTtudyeckoM Tomorpadpe RTVue-100
(Optovue Inc, Fremont, CA, USA) B 1HeBHOeE BpeMsl, B
uHTepBaiie ¢ 12 1o 14 4. IlepBUYHbIM 371eMEHTOM aHAJIM3a
(B mporpaMmax o0pabOTKM AaHHBIX) U CUHTe3a (IIpu
CO3JaHUM M300pakeHUs IMOIIePEeYHOro cpe3a TKaHU) B
OITUYECKOM KOT€PEHTHOM TOMOTpade SIBJISIETCS OCEBOE
n3zobpaxeHue — A-ckaH. B ucmnoyibdyeMom mnpuodope
JIJIMHA U3JIy4aeMoli CBETOBOI BoJHBI — 830 HM, oceBoe
paspenieHre A-CKaHOB — OKOJIO 5 MKM, CKOPOCTb UX
peructpanyn — 26 000 B cekyH1y.

TonumuHy Xopuouaen U3Mepsiiu Ha BEpTUKAIbHOM
1 TOPU3OHTAJILHOM CKaHaX CeTYaTKU, POXOASIIINX Ye-
pe3 LIEHTPAJIbHYIO SIMKY, MOJYYeHHBIX B pexxuMe Cross
Line. JIaHHBIA IPOTOKOJI IIPEACTABJISIET 2 OPTOrOHAIBHO
OPMEHTUPOBAHHBIX CKaHA IITMPUHON 6 MM, KaXKIbIi 13
KOTOPBIX IOJIy4eH MyTeM ycpeaHeHus 16 B-ckaHos.
M3mepeHust mpoBoaWIv B pydHOM pexume (Measuring
tools, Distance), orpeneisisi pacCTOSIHIE OT HApy>KHOI'O
Kpas runeppeduaeKTUBHOTO €051 MTUTMEHTHOTO MUTe-
JIMsI CeTYaTKU A0 BHYTpPeHHe rpaHulbl ckiiephl (Lamina
fusca) cyodoseanbHo [16]. 3HaueHune cydbdoBeasbHOM
TOJILIIMHBI XOPUOUJEU TTOJyUaIu KaK CpelHee MEXIY
JIAHHBIMW U3MEPEHUI Ha BEPTUKAJIbHOM W FOPU30H-
TaJIbHOM CKaHax.

Tonmumny CHBC oueHuBanu ¢ MoMolIblo IIPO-
tokosioB ONH u 3DDisc (RNFL Thickness Analysis),
noaydanu gaHHble o TonmuHe CHBC B nepunanui-
JISIpHOI 00J1aCTU, OrpaHUYEHHON KPYroM IHMaMeTpOM
3,46 mMm. Ilpu mocneayomeM aHaJIN3e YYUTBIBAIN
CPEIHIO0 TOJIIMHY U TOJIIMHY B 4 KBagpaHTax (CeK-
TOpax): BEpXHEM, Ha3aJIbHOM, HUXXHEM, BUCOUHOM.
Cocrosaue komiuiekca I'KC, Bximouarorero CHBC,
I'KC u BHyTpeHHU r1eKcnGOpMHbIi c10ii [17] u3yvyanu
¢ momoublo nporokojia GCC (ganglion cell complex),
MPU aHAJIM3€ YUUTBHIBAIY MapaMeTp CPeaHEN TOMUHbBI
komiuiekca 'KC (GCCavg). C noMolibio IpOTOKOJIa
EMM)3 uccnenoBaiy TOJIIUHY CETYATKA B MaKyJISIp-
HOIM 00J1acTu B Ipenenax Kpyra auameTpom 5 mm. Pe-
3yJIbTaThl BKIOUAIU TOJIIMHY CETYATKU B 9 00JacTsx
(mo ETDRS): B ueHTpaabHOM1 001aCTU IMaMETPOM 1 MM
U B CEKTOpax, (GOPMUPYEMbIX BHYTPEHHUM U HAPY>KHBIM
KOJIbLIaMU JUAMETPOM 3 U 5 MM COOTBETCTBEHHO U pa3-
JIEJIEHHbIX Ha YeThIpe yacTh. CHUMKMU, MOJyYEHHbIE TTPU
uHaekce cuiibl curHaia (SSI) menee 50 wiu npu HATMYKUA
apTedakToB (cakKalbl, HeIpaBuiIbHasl (POKYCHUPOBKA
npubopa Ha LEHTPe AUCKa 3pUTEJILHOIO HepBa U Ap.),
HUCKJIIOYATUCh U3 UCCIIEJOBAHUS.

IIpoTokoi ucciaenoBaHusl ObLI COCTABIEH B CO-
OTBETCTBUU ¢ XeJIbCUHCKON AeKjapalueil 1 ogo0peH
JIOKaJIbHBIM 3TuYeckuM KomuteToM HuxI'MA. Bcee

YYaCTHUKH TTPETOCTABIIIN MHDOPMUPOBAHHOE COTJIacHe
JI0 Havajia UCCIeI0BaHusI.

Cmamucmuueckuil aHanu3 TPOBOIUIICS C TIOMOIIIBIO
nakeTa npukiaagHbIX mporpamM SPSS 22.0 (Statistical
Package for the Social Science for Windows, IBM Corp.
Released 2013. IBM SPSS Statistics for Windows,
version 22.0. Armonk, NY: IBM Corp.). HenpepniB-
Hble MepeMeHHbIe IpeacTaBiieHbl Kak M = SD, rue
M — cpenHee apudpmeTuueckoe, SD — cTaHIapTHOE OT-
KoHeHre. HopmaabHOCTD pacrpeneieHrs IPOBEPSUTU
¢ nomonibto kputepus llanupo — Yunka. s aHanuza
OTJINYMI1 B BHIOOPKAX C HOPMAJIbHBIM pacrpeaeeHueM
W PaBHBIMM JAUCTIEPCUSIMU MMPUMEHSIIN t-KpUTEePUit
CTblojieHTa 1JIs1 HE3aBUCUMBIX BbIOOPOK, B OCTaJb-
HBIX cllyyasix — HemapaMeTrpuuyeckuii U-Kputepuii
Manna — YutHu. KareropuaiabHble IepeMeHHbIE
(110JI) CpaBHUBAJIU C IIOMOIIBIO KPUTEPHUS X1U-KBaapar.
3aBucumocth OKT-nmapamMeTpoB OT KIMHUYECKUX U
TEHETUYECKMX XapaKTePUCTUK — IJIMTEIbHOCTH Te-
yeHus MaHU(ECTHOM CTaauM 3a00JieBaHUS, TIXKECTU
JBUraTeJbHbIX HapyleHui o mkaiae UHDRS (s na-
LIMEHTOB HA MaHU(ECTHOU cTanuu 3a00JIeBaHNUs) U KO-
JmyectBa LIAI'-OBTOPOB B TeéHe FTeHTUHITUHA (17151 BCeit
OCHOBHOM I'PYIIIbI) UCCAEAOBAIM C IIOMOILBIO KO3(P P U-
uueHTta koppesssuuu [IupcoHna (r), oOpaiiiast BHUMaHue
Ha CTaTUCTUYECKM 3HAUMMBbIE 3aBUCMMOCTHU C CUJIBHOM
M 3aMEeTHOM cuJjioi ¢Bs3u (1o mkane Yennoka, »> 0,5).
C 1enblo OLeHKU AuarHoctuueckoit neHHoctu OKT-
napamMeTpoB sl BelsiBeHUs1 BI' cTpounu xapakTepu-
ctuueckue ROC-kpusble. 11 Kaxka0oro rmapaMmerpa
pacCcYMTHIBAIM TLIOIAAb ITOI KpUBOIA (area under curve,
AUC), npeacrapiisis B pe3yibratax KpuBble c AUC Oosiee
0,8. IMpuHATHI ypoBeHBb 3HaUMMocT — 5 % (p < 0,05).
IToka3zarenu mMpaBOro M JIEBOTO TJia3a MallMeHTOB 3Ha-
YUMO KOPPEIUPOBAIIM, aHATM3 BBHITIOTHSIICS TOJIBKO IO
JaHHBIM IPABOTO IJ1a3a KaXI0Tro MallueHTa.

PE3VYJIbTATbBI UCCJIEIOBAHUS

M3 uccienoBaHusl ObLJIM UCKJIOUEHBI 4 mauu-
eHTa ¢ bI': 2 B CBsI3u ¢ panualibHOI KepaTOTOMUEN B
aHaMHe3€e, OJIMH — B CBSI3U C CaXapHbIM 11abeToOM 2-r0
TUTIA, ONUH — B CBSI3M C HEBO3MOXHOCTBIO TTOJTYIUTh
M300paxkeHUST TOCTATOYHOTO KayecTBa BCJEACTBUE
BBhIpaxkeHHOI xopeu. B pe3yibTaTe aHaau3y ObLINU MO-
BEPrHyThI JaHHbIe 44 nalneHToB (44 ri1a3a) OCHOBHOM
rpynnbl 1 31 nmamuenTa (31 r1a3) rpynmnbl KOHTPOJIS.
W3 yncna naleHTOB OCHOBHOM I'pyHIibl 21 manueHT
HaxoIwiIcs Ha nmpeMaHugecTHOH craauu, 23 — Ha Ma-
HudectHoi ctaguu bI'. KonnuectBo IIAI'-nmoBTOpPOB B
reHe TeHTUHITHHA BapbUpoBajio oT 37 1o 56 (44,3 £ 3,8),
6asu1 o aBuraresbHoi mKkajae UHDRS y MaHudecTHbIX
MalMeHTOB cocTaBwi 36,3 £ 29,7, N1IUTEIbHOCTD 3a-
O6oneBanus — 13,7 £ 7,2 roma. PazHulbl 110 BO3pacrTy,
TeHIEPHOMY pacIipeieIeHUI0, OCTPOTE 3pEHUS U YPOBHIO
BHYTPUTJIA3HOTO JABJICHUSI MEXIY OCHOBHOM TpyI-
MOI M rPyNIIOi KOHTPOJIS HalineHo He ObLIo (Tadu. 1).
BHYTpU OCHOBHOI TPYNITIBI MeXITy MaHU(MECTHBIMUA U
npeMaHU(ECTHBIMMU TallieHTaM1 OOHapy>KeHa pa3HULIa
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Taomuna 1. Iemorpaduyeckrie 1 KITMHUIECKUE XapaKTePUCTUKU UCCIIEYEMbIX TPYIITT

Table 1. Demographic and clinical characteristics of the study groups

OcHoBHag rpynmna | [Ipemanudecrnas Manudecrnas cranust BI' | I'pynna kourponst | BI' vs. KOHTposb
Main group cragust bI' Manifest HD Controls HD vs. controls
n=44 Premanifest HD n=23 n=31 p*
n=21

Bospacr, net 37,6 £10,2 30,63 £ 4,62 42,60 £+ 10,20 37,3+10,8 0,90
Age, years
MyYXXYUHBI/KEHITUHBI 24/20 7/14 17/6 15/16 0,599
Females/males
Hawunyumas 1,00 = 0,02 1,0+ 0,0 1,00 + 0,02 1,01 £ 0,09 0,260
KOPPUTUPOBAaHHAs
0CTPOTA 3peHUS
Best-corrected visual
acuity
BuytpurnazHoe 19,3+ 1,7 18,9+ 1,4 19,5+ 1,8 19,3+ 1,5 0,945
JaBJIEHUE, MM PT. CT.
Intraocular pressure,
mm Hg

IIpumeyanue. ¥ — ypoBeHb 3HAYMMOCTY P [UTst t-Kpurepust CThIOfIEHTA JIJIs1 HE3aBUCUMbBIX BHIOOPOK, N — KOJUYECTBO MMaLlMEHTOB.
Note. * — student t-test significance, n — number of patients, HD — Huntington’s disease cases; Log CS — contrast sensitivity logarithm.

BBo3pacte (p <0,001), oobsicHUMAsI TTOCIEA0BATEIbHBIM
pa3BUTHEM CTaauii 3a00JIeBaHMUSI.

¥V nauueHToB ¢ bI' 66110 BBISIBJIEHO 3HAUMMOE CHU-
JKeHMe TOIIIMHBI XOpUOoUIeU B 001acTu (hoBea, CpeaHeit
toaiuHbl Komiuiekca I'KC, cpenneit Toamuasl CHBC
B IepunanuisgpHoit oonactu u toamwunHsl CHBC B
BUCOYHOM, Ha3aJIbHOM M HMKHEM CEeKTOpax, a Takxke
CHUXXEeHUE OOIIIei TONIIMHBI CETYaTKN B HAPYKHOM BH -
COYHOM CEKTOPE MaKyJISIPHOU 30HHI (Ta0J1. 2). 3HaYNMOI
pa3Huibl Mexny OKT-niapameTpaMuy MalMeHTOB Ha ITpe-
MaHudecTHOI U MaHUpecTHOM ctaguu BI' ycTaHoBIEeHO
He O0bU10 (Tab1. 2), OAHAKO TEHASHIIMS K CHYXKEHUIO TOJI-
IIAHBI UCCIIEMYEMBIX CIOEB CETUYATKU TP ITPOTPECCUPO-
BaHUM 3a00JIeBaHNSI TIPOCIEKMBACTCS BO BCEX TPYITIaxX
noka3zateneit. Ha pucynke npeacrabieHbl ROC-kpuBbie
u nokaszatenau AUC Hanbonee nepcrnekTuBHbIXx OKT-
mapameTpoB. [1pu aHaM3e 3aBUCMMOCTEN KITMHUYECKUX
U PETUHOTOMOTrpaUIYECKUX XapaKTePUCTUK ObLIa BbI-
SIBJIEHA 3aMeTHasl OTpHUIIaTeIbHAS KOPPEIALUS MEXIY
JUTUTEIBHOCTBIO 3a00JIeBaHMS U TOJIITMHOMN XOPUOUIAEH
cybdoeanbHo (= -0,559, p = 0,020), a TakxKe MeXTy
KOJIMYeCTBOM 0asuioB 1o apurarebHoi mkaie UHDRS
n cpenHeit TonmurHoi kommmiekca 'KC (r = -0,657,
p = 0,003) u TommuHoit CHBC B BUCOYHOM CEKTOpE
(r=-0,590,p=0,010).

OBCYXIEHUE

B ucciienoBaHnu BriepBbie OblLj1a TOKa3aHa BbICOKAs
JMMarHOCTUYECKas IEHHOCTb PETUHOTOMOTpapUIeCcKuX
napameTpoB B auddepeHuupoBanun bI'. Pe3ynbrarsl
HCCIeN0BaHUS TOATBEPANIN CHUXEHUE TOJIIMHBI
xopuouaeu, Komrmiekca 'KC u CHBC nipu BI'. Kpome
TOro, Oblj1a OOHapy:KeHa oOpaTHasl KOPPEJISILIUS MeXIy
KJIWHUYECKUMHU XapaKTepUCTUKAMK 3a00JeBaHUSI U
psnoMm OKT-napameTpos.

WccnenoBanue CTpYKTyp ceTYaTKM TIpU Helipoe-
reHepaTHBHBIX 32001 BAaHUSIX TTPOBOIUTCS PA3TMUHBIMU
kosektuBaMu ¢ 2004 r. [18], TolmHa Xopuouaen Kak

MOTEHLMAJbHBIN OMOMapKep M3ydyeHa B MEHbILIEH cTe-
neHu. MHTepec K CTpyKTypaMm Xopuouaen o0yCIOBIeH
TE€M, UTO UCTOUHHUKOM €€ KPOBOCHAOXEHHS, TaK XKe KakK
U LIEHTPAJIbHOM apTepuu CETYATKU, SIBJISIETCS BHYTPEH-
HsIS1 COHHAsl apTepus, MUTalollast CTpyKTypbl TOJJOBHOTO
mo3ra. CHUXKEHME TOJIIMHBI XOPUOUIEU B MAKYJISIPHOM
30HE OIMKCaAHO Ipu 0ose3Hn AnbireiiMepa [16, 19] u
ITapkuncona [20], B TO ke BpeMsl B IIepUHaITMJIISIPHO
30He Ipu 0ojie3Hu [lapkuHcoOHAa OTMeYaeTcsl YTOJIIIe-
Hue xopuouneu [21]. CHuKeHUe TOJILIMHBI XOPUOUAEH
y nauueHToB ¢ bI' Bo Bcex KBaapaHTaX MaKyJasSpHOM
30HHI BriepBble onucaiu C. Andrade u coaBt. [15], He
00Hapy>K1B 3HAYMMbIX U3MEHEHU B IIepUITAILISIPHON
xopuouaee. CpenHsis TOMIIMHA XOpruouaen cyodoBeab-
Ho cocTaBmiia 252,0 £ 57,9 MM [15], 4TO COOTBETCTBYET
MOJYy4eHHOMY HaMU pe3yjibTaTy. TpyaHOCTb MHTEP-

ROC Kpusbie

TomnumHa ceryatku,
BUCOYHBII
~— HapyXHBII CEKTOP,
AUC=0,808
TCHB cpennsis,
— AUC=0,805
TCHB, BucouHbIit
~ cekrtop, AUC =0,874
TomumHa KoMIuiekca
— I'CK cpennsisi,
AUC=0,833

0,5

o
7

YyBCTBUTEIBbHOCTD
o
i

0,21

0o T T T T
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1 — CriettupuyHOCTh

PucyHok. Xapaktepuctunyeckme ROC-kpuBble napaMmeTpoB onTuye-
CKOW KOrepeHTHOM Tomorpadum cetdyaTkm u xopuonaen B andoe-
peHumpoBaHuy 601e3HN FeHTUHrToHa. COOTBETCTBYIOLLIME 3HAYEHMS
nnowaau noga kpmson (AUC) npeacTtaBneHbl B nereHae

Figure. ROC curves of retinal and choroidal optical coherence
tomography parameters for discriminating Huntington's disease. Area
under curve (AUC) meanings are presented in the legend.
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Tat6auua 2. ToammHa CJI0eB CEeTYaTKU U XOpUOUIeH (MKM) y TIAIIMEHTOB ¢ 60J1e3HbI0 [[€HTUHITOHA U B IPYIIIe KOHTPOJIS
Table 2. Retinal and choroidal thickness (um) in Huntington’s disease patients and controls

['pynna [TapameTp OcHoBHast | [IpemanudectHast| ManudectHas ['pynna Bl vs. [Tpemanudecruas bI
napameTpoB Parameter rpymnmna craaust bI' craaust bI' KOHTpPOJIS KOHTpoJIb | vs. ManudectHast BI'
Group of Main group Premanifest HD Manifest HD Controls AllHD vs. | Premanifest HD vs.
parameters n=44 n=21 n=23 n=3] controls Manifest HD

p* p**
Tonumuna TonumuHa 249,8 + 40,5 262,6 + 50,5 239,7 £ 25,5 315,1 £ 74,1 <0,001 0,165

xopuoujaen | cyodoBeaqbHO
Choroidal Subfoveal choroid

thickness
TonmuHa CpenHsist 84,9+7,8 85,36 £ 6,43 84,70 £ 8,66 93,8+5,2 <0,001 0,824
KOMILIEKCA  |TOJIIIMHA
I'KC Average GCC
GCC
thickness
TonmmHa CpenHsist 96,07 + 9,40 99,86 + 8,74 93,74 + 8,96 105,7+£7,5 <0,001 0,167
CHBC TOJILLIMHA
RNFL Average RNFL
thickness TommunHa 69,4 £ 15,1 69,29 + 12,41 69,44 + 16,67 86,8 £6,9 <0,001 0,711
B BUCOUHOM
KBaJIpaHTe
Temporal RNFL
TonmnnHa 114,4 £ 15,4 122,14 + 12,50 109,86 + 15,31 119,5+ 14,4 0,159 0,064
B BEpXHEM
KBaJpaHTe
Superior RNFL
TonmuHa 73,5+10,5 76,43 7,62 71,86 = 11,65 80,5+ 12,9 0,016 0,274
B Ha3aJIbHOM
KBaJpaHTe
Nasal RNFL
Tonmmuna 128,4 £ 15,3 133,64 + 15,39 125,32+ 14,74 | 138,7 £ 18,0 0,015 0,110
B HIDKHEM
KBaJpaHTe
Inferior RNFL
TomuuHa TommmHa 250,9 £ 15,6 251,1 £17,3 250,8 + 14,7 252,0 £ 18,8 0,801 0,941

CeTYaTKu B B obyactu (poBea
MakyssipHoit | Fovea

30HE BepxHuit 317,6 £ 16,6 324,7 £ 21,0 312,5 £ 10,1 314,9 £ 14,6 0,485 0,054
Macular BHYTPEHHUI
thickness CEeKTOp
Superior inner

Bucounslit 303,9 £ 13,8 306,8 £ 19,2 301,7%£7,6 301,5 12,1 0,461 0,314
BHYTPEHHUIA
CEKTOp
Temporal inner

Hyoxuwuia 312,4 + 15,7 311,9+ 19,5 312,8 £ 12,8 312,4 £ 12,8 0,986 0,836
BHYTPEHHUN
CEeKTOp
Inferior inner

HazanbHbrit 317,3+ 14,9 322,2+19,8 313,7+£9.,0 318,5+ 15,0 0,736 0,0599
BHYTPEHHUIA
CEKTOp
Nasal inner

Bepxuwuii 276,7 £ 16,0 279,6 £ 16,2 274,7 £ 16,0 283,2 £ 13,5 0,078 0,416
HapYXXHBIU CEKTOP
Superior outer

BucouHbrit 263,4+ 16,4 263,3%+ 15,1 263,6 £ 17,7 281,6 15,2 | <0,001 0,801
HapyXHbII CEKTOP
Temporal outer

Huxnui 269,1 £ 17,9 273,9 £ 18,8 265,6 16,8 273,5%+ 16,5 0,286 0,178
Hapy>XHbIA CEKTOP
Inferior outer

HazanbHbIit 295,8 £ 16,6 2989+ 194 293,6 £ 14,2 300,7 £ 15,1 0,203 0,280
HapPYXHBIIA CEKTOP
Nasal outer

IIpumeuanue. * — ypoBeHb 3HAUUMOCTH P JUisl t-Kputepust CTbIOJCHTA /11T HE3aBUCUMBIX BBIOOPOK, ** — ypOBEeHb 3HAUMMOCTH P JJIST
U-kputepust ManHa — YUTHU, n — KonuuecTBo nanuneHToB, BI' — 6one3ns ['enTrHrTOHA, [KC — ranmmosneie kietku cetuatku, CHBC —
CJIOM HEPBHBIX BOJIOKOH CETYATKHU.

Note. * — student t-test significance, ** — Mann — Whitney U-test significance, n — number of patients, HD — Huntington’s disease cases,
GCC — ganglion cell complex, RNFL — retinal nerve fiber layer.
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MpeTaluy 1moKa3aTess TOJIIMHBI XOPUOUIEH CBsI3aHa
C €70 MHTETPaTbHBIM XapaKTepoM, TaK KaK C IIOMOIIIbIO
OOJIBIITMHCTBA CIIEKTPATBHBIX ONTUYECKUX KOTePEeHT-
HBIX TOMOTPaOB MOKHO OMPEASTUTD JUIIb TOJIIUHY
COCYIMCTOI 000JI0UKH, KOTOpAst B CBOIO O4YepeIb OIpe-
nesieTcs Kak (PyHKIIMOHAIbHBIM COCTOSTHUEM — KPO-
BEHAIOJHEHNEM MHUKPOCOCYIIOB, TaK U CTPYKTYPHBIM
pemonenupoBaHueM [22]. Tak win nHaye, ICTOHYEHUE
XOPUOUIEN B MAKYJISIPHOM 30HE MOXKHO paccMaTpuBaTh
KakK OIWH M3 TIPU3HAKOB HAPYIIEHUST MHTPaKpaHUAaJb-
HOM reMOJMHAMUKU, BEPOSITHO, CBSI3aHHOM C IaTOJIO-
rMYeCKUM HaKOIUIEHWEM TeHTUHITUHA U CYy>XKeHUEM
IIpOCBeTa LiepeOpabHBIX cocynoB [23].

I'KC npenacraBisitoT co0oii TpeTuii HEHpPOH 3pu-
TeJBbHOTO aHATM3aTopa, aKCOHBI KOTOPOTO (DOPMUPYIOT
3putenbHbiii HepB. McTonuenue komiuiekca 'KC u
CHBC omnucano npu 6oyie3Hu AnbureiiMmepa [24] u
6one3nu IlapkuHcona [25]. ITo maHHBIM MeTaaHaJIK-
3a, BKJIIOYABIIEro 25 ucciaenoBaHuii, 887 malnmeHToOB,
npu 0oyie3HU AJblLreliMepa oTMedyaeTcsl o0lee CHU-
xkeHue toiamuHel CHBC, makcumanbHO BhIpaxkeHHOE
B BEpXHEM U HIKHEM KBajapaHTax [26]. YcraHOBIEHO
TaKke CHIDKeHWE TOJIIIMHBI CETYaTKH BO BCEX OTIEIaxX
MaKyJISIpHOI 30HBI ¢ MAaKCUMaJIbHBIM UCTOHYCHUEM B
nepudepudecKrX OTAeNaX, OTHOCSAIINXCS K MarHOLe -
mosisipHoit cucteme [26]. [TomoGHBIM maTTepH aTpodun
KJIETOK OTMEYaloT Iipu rjaykome [27, 28], cXOaCTBO B
raToreHe3e MaHHBIX 3a00JIeBAaHUN MOATBEPXKAAIOT U
npyrue uccienopanus [29, 30]. Pe3yabraThl OLIEHKU
toammrHel CHBC npu 601e3Hu [TapkuHcoHa 6oJiee pas-
HOPOMHBI M YKa3bIBAIOT Ha TIPEUMYIIIECTBEHHOE CHIKE -
Hue tomuHabl CHBC B Bucounom cekrope [18, 20, 29],
YTO 0OJIbIlIE COOTBETCTBYET aTPO(PUU 3pUTEIBHOIO He-
pBa MPU MUTOXOHIPHUATBHBIX 320016 BAHUSIX, TAKMX KaK
HacJIeICTBEeHHasl olTu4yecKass HeBponartus Jlebepa [31].
OcHOBBIBasICh Ha CXOJCTBE MaToreHe3a 6ose3Hu Ilap-
kuHcoHa u bI', C. La Morgia u coaBrt. [32] nipenmnoso-
JKWJIY, 4TO pa3BUTHE oNTUKOHeponaTtuu mpu bI' moxer
TaKKe MPOMCXOAUTD T10 TUIY NeTeHepaluu CTPYKTYP
MMapBOIIEJUTIONISIPHON CUCTEMBI C TTPEUMYIIECTBEHHBIM
nopaxeHuem I'KC 1 UxX oTpOCTKOB, pacHoI0KE€HHBIX
B MaKkyJsSIpHOI 30HE, B TIPOTUBOITOJIOXHOCThL OOJIE3HU
Anbureiimepa u riaaykome. B To xke BpeMsi IpoBeIeHHbIE
paHee (PYHKIIMOHAJIbHBIE MCCIIETOBAHMSI TOBOPSIT O ITO-
paXkeHUM MarHouesuitosipHoro oyt npu bI' [33].

B Hacros1em uccienoBaHUM BIIEPBbIC YCTaHOBJIE-
Ha gereHepawus Komiuiekca I'KC npu BI', BoisiBisiemast
yXe Ha paHHUX cTaausx 3abojieBaHusA. OObSICHEHUEM
JJaHHOTO (peHOMeHa MOXET MOCIYKUTh IUCOYHKIIMUS
mutoxoHapuii ipu BI' [34], BeI3bIBaoLLas TOpaKeHUE
HanboJIee SHEPreTUYECKHU 3aTPaTHBIX KJIETOK, B YaCTHO-
ctu 'KC [35]. Ha noctaTouHOM 00BbeME KIIMHNYECKOTO
Marepuasia ObIJI0 MTOATBEPKICHO paHHEe CHUKEHME TOJ-
muHel CHBC, MmakcuMaabHO BbIpaXKeHHOE B BUCOYHOM
CeKTOpe TePUITANMJUISIPHON 30HBI, U HATMYKE OTpUIIa-
TEJbHOUN KOPPEIAIUNA MEXIY NTaHHBIM MapaMeTpoM U
JUIMTEJIbHOCTBIO 3a00JieBaHms, onrcaHHble H. Kersten n
coaBrT. [14]; BnepBble yCTAHOBJIECHO CHUXKEHNE TOIIIUHbI

CeTyaTKM B Hapy>KHOM BUCOYHOM cekTope. I[Ipeacras-
JIEHHbIE TaHHBIE CBUAETEIbCTBYIOT B MOJIb3Y TUIIOTE3bI
C. La Morgia u coaBT. 0 IPpEeUMYILIECTBEHHO «I1apBO-
LEJUTIONIIPHOM», WJIM TANMJJIOMaKyJISIpHOM TMaTTepHe
HelponereHepauuu npu bI' [32], ocobeHHO Ha paHHEM
CcTaiuu 3a00JIeBaHUS, U COTJIACYIOTCSI C 9KCIIEPUMEH-
TaJIbHBIMU JAHHBIMU, YKA3bIBAIOIIIMMU Ha 0oJiee paHHEee
rnopaxeHue Kojbouek, yeM Majodyek MpUu Mporpeccu-
poBanun BI' [36]. B T0 e Bpems1 BriepBbIe OMMCAHHOE
nctonueHue ToiuHbl CHBC B Ha3aibHOM U HUKHEM
KBaJpaHTax, MPOrpeccupylolliee Ha CTaAuu MaHudpe-
CTalliu, MOXET FOBOPUTb O CTAAMMHOCTU MOpaKeHUs
nepudepruecKoro oTaeaa 3puTeIbHOTO aHAIu3aTopa,
3aKJIoyvalolleiicss B paHHEM TOpPaXXeHUU MaruioMa-
KyJISPHOTO My4Ka C IEPEXOA0M HeUpoiereHepaTUBHOTO
mnpolecca Ha Iepudeprieckre HeipoHbl Ha MaHU(eCT-
Hoit ctanuu BT

IIpoBenennbiit ROC-aHanu3 guarHOCTUYECKOM
LIEHHOCTHU PETUHOTOMOTpPa(PUUECKUX MapaMeTpoB
(pucyHok) moxkaszaj 6osbinne Bo3MoxHocTu OKT B
nugdepeHpoBaHuy nmauueHToB ¢ bI'. Haunyuiue
noka3zaresu AUC umenu tonimHa CHBC B BucouHoM
cexTope u cpeaHsis TommuHa TKC.

IlpencraBieHHOE UCCAEIOBAHUE UMEJO P
orpaHnuyeHuii. CyObeKTUBHAsI MaHyajbHasl OLleHKA
TOJIILIMHBI XOPUOWJIEU TIpearnoaaraeT 00jee BbICOKUIA
PUCK OLIMOKM, YEM CTaHIAPTHBIN MPOTOKOJ aHAIN3A, 3a-
JIOKEHHBII B 60J1€€ COBPEMEHHBIX MOJIEJISIX ONTUYECKUX
KorepeHTHbIX ToMorpacdos [37]. Kpome Toro, He y4UThI-
BaJlach JUIMHA MepelHe-3aHeN Oocu Tj1asza, BIMSIOLIAs
Ha TOJIIIMHY Xopuouaeu [38], oqHako mpuHUMaIach BO
BHMUMaHUe pedpaxiysa. HecMoTpst Ha 3T0, HalllM JaHHbIE
cosmanu ¢ pesyibratamu C. Andrade u coaBr. [15], mpo-
BOJIMBIIMX UCCJIEIOBAHNWE C TTOMOUIbIO CTAHAAPTHOTO
npotokoia. AHanu3 koMiiekca I'KC Bkioual TOJIbKO
WHTETPaJIbHYIO OLIEHKY CPEIHEN TOJIIIMHBI KOMILIEKCa,
YTO HE MO3BOJISIET CJIEJaTh BHIBOJIOB OTHOCUTEILHO Ipe-
MMYILECTBEHHOM JJOKAJIU3aLU1 HEUPOAET€HEPATUBHOTO
npouecca Ha ypoBHe ' KC.

Heo0xoarMo OTMETUTD U CUJIbHbIE CTOPOHBI pado-
Thl. B vcciiemoBaHuM NPUHSUIM yyacTue 44 maluyeHTa ¢
peakum 3aboneBaHueM — BT, uTo siBiisieTcss HauOoJIbIIe
BbIOOPKOT M3 TIPECTABICHHBIX B TOJIOOHbBIX UCCIIEI0BA-
HusIx. KimuHu4yeckuii 1uarHo3 B OCHOBHOM TpyIine ObLI
MOJATBEPXKIEH MOJEKYISIPHO-TEHETUUECKUM METOJIOM,
HEBPOJIOTMYECKOE 00CIeIOBAaHUE W OLIEHKY T10 1IKaje
UHDRS npoBoaun HeBpoJior — ujieH EBporneiickoit
cetu 1o uzyyenuio bI' (European Huntington’s Disease
Network). Bbl10 BBIIIOJIHEHO «OCJIEIIeHUE» CIIeL-
QJIMCTOB, MPOBOJAMBIINX OOCIE€IOBaHUE MALIMEHTOB,
YUTE€HbI OCHOBHbIE (haKTOPbI, CIOCOOHBIE TTOBJIUSATH Ha
COCTOSIHUE 3pUTEJIbHOTO HEPBA, CETYATKU U XOPUOUJIEH,
MIPOBOJMJICS KOHTPOJIb KauecTBa M300pakeHuii [39—41].
BriepBrie Ob11 mpoBeaeH aHaiu3 komiuiekca 'KC u
YCTAaHOBJIEHA €T0 JereHepalys, 4To JOIMOIHSIET CBe/Ie-
HUS O IeTeHepaluy Pa3IMUYHbIX CTPYKTYpP 3pUTEIbHOTO
ananuzatopa npu bI' [42]. YBenuueHue o0beMa BLIOOPKU
u a1 bepeHIMPOBAHHbI aHAN3 TOJIIMHbBI CETYATKU B
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9 cekTOpax MO3BOJIUJIM BIEPBHIE BBISIBUTh YMEHbILIEHUE
TOJIIIMHBI CETYATKU B HAPY>KHOM BHCOUYHOM CEKTOPE,
coueratolieecs co cHumkeHueM touHel CHBC B Bu-
COYHOM, HUXKHEM U Ha3aJbHOM KBajpaHTax. Hainuue
B OCHOBHOW TPYIIIIE IMALIMEHTOB C Pa3JIUYHOM IeHeTU-
YEeCKOM XapaKTePUCTUKOM, MTIUTEIbHOCTbIO TEUCHUS
U TSXKECTbIO IBUTATEIbHbBIX MPOSBIEHUN 3a00sieBa-
HUS MO3BOJUJIO MOATBEPAUTh HATUUUE CBI3U MEXIY
JUINTEeIbHOCThIO 3a001eBaHus U ToawmuHoit CHBC
B BUCOYHOM CEKTOpE.

3AKJIIOYEHUE

MeXIUCUUIUIMHAPHBIN MOAX0A K U3YYEHUIO CO-
LMAJIbHO 3HAYMMOM Ipo0JieMbl paHHE! AUarHOCTUKU
YU MOHUTOPUHTA JIEYEeHUS HeWpoaereHepaTUBHbBIX
3a00JieBaHU OTKPHIBA€T HOBbIE HEMHBA3UBHBIE OMO-
Mapkepbl HelipoaereHepauuu. OKT mo3BoJisieT mpo-
CJIEIUTh UBMEHEHUSI, IPOUCXOJSIINE B XOPUOUIEE
u cetyatke npu bI'. IlepBbie pe3yabTaThl IOI0OHBIX
HUCClIefoBaHU yKa3biBaoT Ha aereHepauuio 'KC u ux
AaKCOHOB, OTMEUYAEMYI0 YK€ Ha TpeMaHU(EeCTHOI CTaiuKn
3a00JieBaHUsI U UMEIOIIYIO crelu(UUeCKUid maTTepH.
Tonmuna CHBC cBs3aHa o0paTHOI 3aBUCUMOCTBIO
C JUIMTEJIbHOCTBIO TeueHUs1 MaHudecTHol cranuu bI'.
XapakTep ¥ IIpuunHa UCTOHYEHUST Xopuouaeu npu bI'
TpeOyeT NaJIbHEUIIEro U3y4eHus .

KonuKT uHTEpEeCOB: OTCYTCTBYET.

IIpo3paunocTs GUHAHCOBOI AEATEIBHOCTH: HUKTO 13
aBTOPOB He MMeeT PMHAHCOBO 3aMHTEPECOBAHHOCTH B
peaCTaBJICHHLBIX MaT€pUrajiax Ui METOJax.
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Purpose: to investigate the choroidal and retinal morphology in Huntington's disease (HD) using optical coherence
tomography (OCT) and to analyze how the parameters studied correlate with the clinical data. Material and methods. The
study included two groups of subjects, (1) 44 HD patients, averagely aged 37.6 £ 10.2 yrs, and (2) 31 healthy volunteers,
averagely aged 37.3 = 10.8 yrs. The groups had matching age, sex distribution, intraocular pressure and mean refrac-
tive error. In the study group, 21 patients had pre-manifest and 23, manifest HD stage. All patients underwent a thorough
neurological and ophthalmic examination which included retinal OCT. The foveal choroidal thickness, retinal thickness
in 9 areas of the macular zone, retinal ganglion cells complex (GCC) and peripapillary retinal nerve fiber layer thickness
(RNFL) were evaluated in 4 quadrants. CAG repeat expansion size (cytosine-adenine-guanine) in the huntingtin gene, the
disease duration and Unified HD Rating Scale motor scores (UHDRS) were evaluated for HD patients. Results. The range
of the CAG repeat expansion size in the study group was 37—56 repeats (44.3 = 3.8), the UHDRS motor score was 36.3 *
29.7, disease duration was 13.7 = 7.2 years. OCT revealed a significant decrease in the foveal choroidal thickness, GCC
complex thickness, average, temporal, inferior and nasal RNFL thickness and total retinal thickness in the external temporal
area in HD patients as compared fo the controls. In addition, an inverse correlation between the disease duration, UHDRS
Motor Score and a number of OCT parameters was found. Conclusion. The results confirm the promising potential of retinal
tomographic parameters as a biomarker for early diagnosis and monitoring of the neurodegenerative process progression.
The topography of retinal thickness reduction indicates a specific pattern of retinal neurodegeneration in HD.

Keywords: optical coherence tomography, Huntington's disease, neurodegeneration, optic nerve, biomarker

For citation: Svetozarskiy S.N., Kopishinskaya S.V., Smetankin I.G. Retinal and choroidal morphological changes
in Huntington's disease. Russian ophthalmological journal. 2019; 12 (1): 56—63 (In Russian). doi: 10.21516,/2072-
0076-2019-12-1-56-63

Conlflict of interests: there is no conflict of interests.

Financial disclosure: No author has a financial or property interest in any material or method mentioned.

Ans koHTakToB: Ceprei Hukonaesny Ceeto3apckuii
E-mail: svetozarskij@rambler.ru

Poccuiickmnit ogprarbmorormueckmuin xypHaa, 2019; 12(1): 56-63 CTPYKTYPHbIE UBMEHEHWSI CeTYaTKU 63
v xoprougew rnpu 601e3HN [eHTUHITOHa



