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OBIIAS XAPAKTEPUCTUKA PABOTBI
AKTYaJIbHOCTH U CTeNeHb Pa3padoTaHHOCTH TeMbl

B coBpeMeHHBIX YCIIOBHUSX POCT MPOJOJLKUTEIBHOCTH KU3HH HACEICHUS aKTyaJHu3upyeT
npoOsieMy JIMAarHOCTHKH W JICYEHUS HEWPOJEeTeHEepaTUBHBIX 3a00JieBaHUI, K KOTOPHIM, B
YaCTHOCTHU, OTHOCATCS OoJie3Hn AnbiireiiMepa, [lapkuacona u I'enrunrrona (Wimo A., 2017). K
HACTOSIIEMY  MOMEHTY Ooe3Hb | '@HTHHITOHa  paccMaTpuBaeTcs KaKk  HEYKIOHHO
MPOTPECCUPYIONIAsl MATOJOTHs, BhI3BaHHAs MyTalued B BHIE yBenuueHHs KoiuuectBa L[AIl-
MOBTOPOB (LIMTO3WH-3/ICHUH-TYaHUH) B T'€HE T'€HTUHITHHA, PAaclojOXEeHHOM B Jiokyce 4pl6.3
xpomocombl 4 (McColgan P., 2018). B Poccuiickoit denepanum yacTtoTa BCTPEUaEMOCTH
6one3nu ['entunrrona onenusaercs nopsaka 1,91 va 100 000 (Mnnapuomkun C.H., 2018), npu
3TOM OHa O(UIMAILHO BKJIIOYEHA B MEepeueHb peAkux (ophaHHBIX) 3a00J€BaHUN HA OCHOBAaHUU
(daTtampbHOTO TEYEHHWs, HACIEJACTBEHHOTO XapakTepa W HH3KOW pacmpoctpaHeHHOCTH. C
KJIMHAYECKOW TOYKH 3PEHHS, BXHO TOAYEPKHYTH, YTO TPU HAOIFONECHUH 32 HOCHTEISIMUA T'eHa
Oone3Hn ['eHTMHITOHAa TPENOCTaBISIETCS BO3MOXXHOCTh  WCCJICIOBAHWS paHHEH WM
npeMaHu@ecTHON (0 KIMHMYECKOM MaHudecTanuu) cTaadd 3abojeBaHUsl BCJEICTBUE
MOHOTE€HHOI'O XapakTepa HacjeAoBaHMs M BbicokoW mneHerpaHTHocTH (Mmnmapuomxun C.H.,
2016; McColgan P., 2018).

[IpuMeHHuTETEHO K HEWPOJCTCHEPATUBHBIM 3a00JI€BAaHUSM, TMATOJOTUYECKUN IPOIECC
3aTparuBaeT pa3jMyHble OTHENbl KaK LEHTPAJIbHON HEPBHOW CUCTEMBI, TaK M 3PUTEIBHOTO
anmamm3atopa (La Morgia C., 2017). Mcxoms u3 3TOro, mokasaTead (HyHKIHOHAIHLHOTO
COCTOSIHUSL 3PUTENIBHOM CHCTEMBbI MOTYT pacCMaTpHUBAThCA B KadecTBE OMOMAapKepOB PaHHUX
craauii passutus 3abonesanuii (Atkinson A.J.,2015; Nguyen C.T.,2017).

N3BectHO, uTO MaHugecTHas cragus Ooie3HM ['eHTHHITOHAa  XapaKTepu3yeTcs
pasNUYHBIMU  TJ1a30[BUTATEIbHBIMU HPOSIBICHUSAMM, 4YTO HAlUIO OTPAKEHHE B OLCHKE
JIBUTATENIbHBIX HapyIIEHUH IO YHUGUIMPOBAHHOM mIKajle OLEHKH Oosie3HH | eHTHHITOHA
(Unified Huntington's Disease Rating Scale, UHDRS, 1996). Opanako ucciaeI0BaHusI
IJ1a30/IBUraTeIbHbIX (YHKUUMH y NpeMaHU(ECTHbIX HOCHUTENEeH M KOJUYECTBEHHOH OIIEHKH
KOHBEPI'eHLIUU HE BBINOJIHAIOCH.

B emunnunbix myosnukaiusx (O’Donnell B., et al., 2003; O’Donnell B., et al., 2008; Sevim
G., 2018) omnmcaHbl HM3MEHEHHUs 3pUTEIbHBIX (DYHKIMH B BUAEC HapyLIEHUS KOHTPACTHOM
YYBCTBUTEIBHOCTH Ha MaHM(ecTHON cTaauu Oojie3HH ['eHTHHITOHA, IPU 3TOM KOMIUIEKCHOTO
U3yUYEHHsI 3pUTEIbHBIX (PYHKIMH Yy IpeMaHU(peCcTHBIX HOCUTeNel He poBoauiIock. Kpome Toro,
ClleyeT OTMETHUTh, YTO IPEJACTABIECHHBIE B JINTEpaType pPe3yJabTaTbl OLIEHKU CTPYKTYPHBIX

W3MEHEHUH Xopuonacu, CCTYATKU U JHUCKA 3PUTCIIBHOTO HCPBA IIpPU 0osie3un ['eHTUHITOHA HE
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BIIOJIHE COOTHOCATCSI APYr C JAPYrOM M TOJydYeHbI B Majbix rpymnmnax manueHToB (Kersten H.,
2015; Andrade C., 2016; Sevim G., 2018).

N3ydyeHnto peTMHANBHON COCYIUCTON CETH IPU HEHpPOJEreHEepaTUBHBIX 3a00JIEBaHUSAX B
MOCJICIHUE TOJIbI YeNsAeTCs Ooublioe BHUManue. [1pu 0osie3Hn Asbireiimepa omnmucaHo CyKeHUE
BEHYJI U TIOBBINICHHE HHJEKca KpuBU3HBI cocynoB cerdatku (Cheung C., 2014; Williams M.,
2015). HM3BecTHO, 4YTO WMHTpaKpaHHaJbHAas TEeMOJMHAMHKA CTpaJacT Ha PaHHHUX CTaIHUIX
pa3BuTHs 00Jie3HU [ CHTHHITOHA BCIIECTBHE OTI0KECHUS MyTAHTHOTO FT€HTHHITHHA B SHIOTCIIUH
MHKPOCOCYIOB ToJIoBHOTO W crmuHOro mo3ra (Lim R.G., 2017; Sciacca G., 2017), a takxe
HapyIIeHUsT TPOHHUIIAEMOCTH TeMaTtodHIedamnueckoro Oapbepa (Di Pardo A., 2017; Drouin-
Ouellet J., 2015), oaHako MccaeIOBaHUS PETHHAIBHBIX COCYIOB MPHU O0JIe3HH ['€HTHHITOHA HE
MIPOBOJTUIIOCH.

W3n0xeHHbIC TIOJNIOKEHUST OTPENEISIOT aKTyaJlbHOCTh HCCIICIOBAaHUS OOBEKTHBHBIX
MIPHU3HAKOB MOPa)KEHUS 3PUTEIHBHOTO aHAIM3aTOPA M I1a30{BUTaTeIbHBIX PYHKIIUH Y MAIlMeHTOB
¢ 0oJie3HbI0 ['eHTUHITOHA KaK C MO3MIIUH CAMOCTOSTEIILHOTO 3a00JICBaHMUs, TaK M «MOJICTBHOI»
HEWPOIEr€eHEPAaTUBHOM MATOJIOTHH.

Heab padoTsl — pa3paboTKa METOJOB OICHKH (YHKIIMOHAIBLHOTO COCTOSIHUSI 3PHTEIBHOTO
aHaJIM3aTopa M IJ1a30/IBUraTeIbHON CUCTEMbI, 00ECTICYMBAIOIIMX PAHHIOK (Ha nMpeMaHu(ecTHO

¥ MaHU(ECTHOH CcTaausIX) IMarHOCTUKY 00Jie3HH [ €HTHHITOHA.

OcHoBHBbIE 321a4U padOThI:

1. HccnenoBaTh cocTOsiHME 3pUTENbHBIX (QYHKIUN (OCTPOTHI 3pEHUs, MO 3PEHHUS,
LBETOBOTO 3pEHHS, KOHTPACTHOW YYBCTBUTEIHHOCTH) Yy MAIMEHTOB C MNpeMaHU(ECTHONH U
MaHu(peCcTHOW cTaausMu OOJie3HW [ eHTUHITOHAa C YYeTOM pe3yJlbTaTOB MOJIEKYIISAPHO-
TFeHEeTUYECKOM TMarHOCTUKU.

2. [IpoBecTu OIIEHKY COCTOSIHHS CTPYKTYp CETYaTol O0OOJOYKM Tjla3a y MNAIlMeHTOB C
npeMaHu@ecTHO © MaHu(pecTHOW cragusiMu OoJie3HH [ EeHTHHITOHa TIO0 CpPaBHEHUIO C
KOHTPOJILHOM TPYIIO Ha OCHOBE METO/1a ONITUYECKOM KOTEPEeHTHOM ToMorpaduun

3.

4. Onpenenutb  OCHOBHBIE  3aKOHOMEPHOCTH  (PaclpOCTPAaHEHHOCTh,  KIMHUYECKUE
MPOSIBIICHUSI) TJIA30JBUTAaTENbHBIX HAPYIIEHWH y TMAllMeHTOB C MNpeMaHUu(ecTHOW W
MaHupecTHOH cTaausiMu 0ose3Hu [ eHTUHI TOHA.

5. OueHuTh  B3aUMOCBS3b  MEKIY TMOKazaTelsiMH  (YHKIHMOHAIBHOTO  COCTOSTHUS
3pUTENBHOTO aHaIM3aTOpa M HEBPOJOTHYECKHUMH TMPOSBICHUSAMH Y TAIlMEHTOB C OO0JE3HBIO

FCHTI/IHFTOHB., BepI/I(bI/II_II/IpOBaHHOI\/II Ha OCHOBC MOJICKYIIIPHO-TCHCTHUYCCKOT'O UCCIICAOBAHM.
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6. PazpaboTarhs (Ha OCHOBAaHHMM YCTAHOBJIEHHBIX OHOMAapKepOB pa3BUTHA 3a00JIEBaHUS)
KOMIUIEKC METOJIOB OICHKH (DYHKIMOHAIBHOTO COCTOSHUS 3pUTEIBHOTO aHaJH3aTopa,
o0ecrieynBarOIUi AUArHOCTUKY OoJie3HU ['eHTHHTTOHa Ha mpemMaHu(ecTHOH M MaHU(EeCTHOU

CTagusIX.

OcHoBHbIE 110JI07KeHHS, BBIHOCHMbIE Ha 3a1IUTY JUCCEPTALMOHHOMH pPadoThI:
1. PazpaboTan KOMIUIEKC METOJOB OIECHKH (DYHKIMOHAIBLHOTO COCTOSHHS 3PHTEIHHOTO
aHaJIM3aTopa, 00ecreynBaroui PaHHIOK TUArHOCTUKY 00Jsie3HH ['€HTHHITOHA, 3PPEKTUBHOCTD
KOTOPOTO TOJTBEP)KIAETCS BBISBICHUEM BEIYLIUX KIMHUYECKUX MPOSIBICHUN 3a00JieBaHUs
(omTMyecko  HEBpPOMATHH, TUINEPKUHETUYECKUX  TJIa30JBUTATEIbHBIX  HapyHIeHHWH U
HEJOCTaTOYHOCTH  KOHBEPreHIMH), BBIPAXEHHOCTh  KOTOPBIX  3aBUCHUT OT  CTaJuu
(npemanugectHasi, MaHudecTHas)) 3a0oieBaHMs, BEPUPUIMPOBAHHOTO  MOJIEKYJISPHO-
T€HETUYECKUM METOJIOM.
2. OcHOBHBIMU  O(TANBMOJIOTHUYECKUMH  TPOSIBICHUSIMH  OonesHu [‘eHTuHrroHa (Ha
npeMaHu@ecTHOH W MaHHU(EeCTHOM CTanusx) SBISIOTCS CHU)KEHHE IIBETOBOM (TIopor
[[BETOPA3TMYCHUS] OTTEHKOB CHHETO M 3€JICHOTO) M KOHTPACTHON YYBCTBUTEIBHOCTH, TOJIIHUHBI
XOpHOUJIEH, KOMIUIeKca raHriano3Hbix kieTok cerdatku (['KC), a taxke nepunanumuisspHOro
cnost HepBHBIX BoJIOKOH ceryaTku (CHBC) B BHCOYHOM cekTope B BHIE CIEIH(PUISCKOTO
MapBOLIEUTIONIIPHOTO MATTEPHA; MPU 3TOM OTMEYAeTCs 4YeTKas KOPPEJSIUOHHAS B3aUMOCBS3b
MEX1Yy BBIP@KEHHOCTBIO HapylieHud ¥ koirmdecTBOM LIAI'-moBTOpOB B reHe [ eHTUHI THHA.
3. B3aumocBs3p HeBpoJOTHYECKOM U O(TAIBMOJIOTMYECKON CUMITOMATHKU MpH OOJE3HU
'eHTUHITOHA XapaKTepU3yeTCsl BbBISABICHHOM KOPPENIALMOHHONW 3aBUCHMOCTBIO  MEXAY
TSDKECTBIO IBUTATENbHBIX HapymieHui no mkane UHDRS (BripakeHHOCTHIO HEBPOJIOTHYECKOTO
neguIrTa) U MOpaKEHUEM CTPYKTYp CeTdyaToil 000JIOUKHM Iia3a, a Takke (B ONpeaereHHON
CTEIEeHU) BBISBICHHBIM CHHIPOMOM «TUIIEPKUHETHYECKHUX TJ1a30JBUTaTEIbHBIX HaPYIICHUN,
MPOSIBIIAIOMIUMCA ~ KJIMHUYECKONM  HEJOCTaTOYHOCTBIO  KOHBEPTEHIINH, HapyIIeHUEM
BEPTUKAIbHBIX M TOPU3OHTAJBHBIX CIEISIIMX JBWKEHUM, WHHUIMALMK, CKOPOCTH U oObema
CakkaJ.
Hayuynasi HOBU3HA

VYcTaHOBIEHO (Ha OCHOBAaHMM CTaTHCTHYeCKOTo aHain3a ROC-KpHBBIX IO TOKAa3aTeNio
«wtomag  noj  kpuoit», AUC), uro Haubosnee WHGOPMATUBHBIMU JHATHOCTUYECKUMHU
KpUTEepHsIMH Oo0Jie3HW ['€HTHUHITOHA, CBS3aHHBIMM C CETYaTOM O0O0OJOYKOM TIia3a, SBISIOTCS
tommuHa komiuiekca I'KC (AUC=0,833) u rtommuna CHBC (cpemmsss, AUC=0,722, u B
BrcouHoM cekrtope, AUC=0,874), marent P No2552913 ot 25.03.2014 r.
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OmnpeneneHo (Ha OCHOBAHWU TPHUMEHEHHS pPa3pabOTaHHON KOMIBIOTEPHOW MPOTPAMMBI,
CBUJETEIBCTBO O TIOCYIApCTBEHHON perucrpauuu nporpamMmbl st OBM Ne 2019665445 ot
22.11.2019 r.), uro Hambonee WHPOPMATUBHBIMU JHATHOCTHYECKUMH KPUTEPUSMHU OO0JIC3HU
['eHTUHITOHA, CBSA3aHHBIMH C IIBETOBBIM 3pEHHEM, SIBISIIOTCS 3HAYCHHS  IIOPOTOB
LBETOpA3JIMYeHUss B OTTEHKax cuHero u 3enedHoro usetoB (AUC=0,863 wu 0,716,
COOTBETCTBEHHO).

VY CTaHOBJIEHO, 4YTO y TMAlWEHTOB, SBIIOMIMXCA NpeMaHU(PECTHBIMA HOCHUTEISIMH TeHa
0one3Hn ['eHTUHITOHA, BBIABIAIOTCA HapylleHus uHuUnManuu (87% ciaydaeB), CKOPOCTH H
o0vema cakkanx (68%), a Takke HApyUIEHUS TOPU3OHTAIBHBIX W BEPTUKAIBHBIX CIIEISAIINX
nBKeHui (56-65% citydaeB, COOTBETCTBEHHO)

Omnpenenena B3aUMOCBSI3b O(QTaIbLMOJIOTMUECKON M HEBPOJOTMYECKOW CUMITOMATUKU MpU
O0onesHn  ['eHTHHITOHA,  MPOSBIAIOLIASCS cTaTMcTUYeckd  3HauuMbiMu  (p<0,05)
ycTaHOBJIEHHBIME  Kodpduuuentamu koppemsiimn  (KK) Mexay TsSKkecTbio JBUTaTEIbHBIX
Hapymennii no mkaine UHDRS (BelpakeHHOCTBIO HEBpoJOrudeckoro aedunura) u
ymenbiieaneM tonmuabl komiuiekca ['KC (KK= -0,657), HeaocTaTOYHOCThIO KOHBEPTCHITUH
(KK=0,648) u ronmmuoit CHBC B Bucounom cexrope (KK=-0,590).

Teopernyeckasi 3HAYMMOCTH PadOTHI:

OmnpeneneHbl OCHOBHbIE MEXaHU3Mbl HapylleHHH (YHKIMOHAJIBHOIO COCTOSIHUSA
3pPUTEILHOTO aHAIM3aTopa y MalMeHTOB C MpeMaHu(PECTHON 1 MaHU(DECTHON CTaausIMU 00JIE3HU
I'enTuHrTOHA.

[IpeuiokeH OpUTMHANBHBIM CHHIPOM «TUIEPKUHETHMUYECKMX IJ1a30BUTaTEIbHBIX
HapyLIEHU», XapaKTepU3yIOLIUiics HApYyIIEHHEM BEPTUKAIbHBIX U TOPU30HTAIBHBIX CIEASIIUX
JBYOKEHUH, HHUIMALUH, CKOPOCTU M 00BbEMa CaKKaJl.

IIpakTHyeckass 3HAYMMOCTH PpPadOThl 3aKIIOYACTCd B pa3pabdOTKe pPEKOMEHJAIMH Mo
JTUArHOCTHUKE TpeMaHudecTHON 1 MaHudecTHOM cTaauii 0o1e3Hu [ eHTHHTTOHA.
MeTo0/10J10rHsl M1 METOAbI HCCJIEI0BAHUS

B pabote ucnosabp30Bancs KOMIUIEKCHBIHM MOIX0/ K OLEHKE (PYHKIHMOHAIBHOTO COCTOSHUS
3pUTEIBHOIO aHAINW3aTOpa B LENAX paHHEW TUarHOCTUKM O00Jie3HU ['@HTMHITOHA, OCHOBAaHHBIN
Ha [PUMEHEHUM  KIMHUKO-(QYHKIMOHAIbHBIX, TIJIA30JBUraTe€lIbHbIX M  MOJEKYJSpPHO-
TeHEeTUYECKUX MoKa3aTesei.
CreneHb 10CTOBEPHOCTH Pe3yabTATOB HCCIEI0BAHUSA

CreneHb JOCTOBEPHOCTH PE3YJIBTATOB HCCIIEAOBAaHUS OCHOBBIBAECTCS HA AJEKBATHBIX W
anpoOMpOBaHHBIX METO/IaX cOOpa KIMHUYECKOro MaTepuaia (Bcero oocnenoBan 91 manueHT), a

TAKXKC NPUMCHCHUU COBPCMCHHBIX MCTOZIOB CTaTUCTHUYECKOM O6pa6OTKI/I.
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Buenpenue padorsl

PesynbraThl muccepTalMOHHOM pabOThI BHEAPEHBHI B JICUEOHO-AWATHOCTUYECKYIO
NeATeNnbHOCTh  o(TampMmooruueckoro  otneneHuss DOBY3  «lIpuBomkckuii  OKpyXHOM
MeaunuHckuil neHTp» ®MBA Poccuu (r. Huxnanit Hosropon) u OOO «Acrapmenuka Knunuka
Muxkpoxupypruu ['maza» (r. KcroBo, Hwmxeroponckas o6nactb). OCHOBHbIC MaTepHaibl U
MOJIOKEHHsST pabOThl HCIONB3YIOTCS B Y4eOHOM mporecce Kadeapbl TIa3HBIX OOJe3HEH u
Kadeapsl HeBposoruu, ncuxuarpund U Hapkojoruun OO OI'BOY BO «[IMMY» Munsapasa
Poccun.
Anpobanusi ¥ myOauKanus pe3yJibTaToOB HCCJIEI0BAHUA

OcHOBHBIE TIOJIOXKEHHUS JUCCEpPTAllMU JIOJOXKEHB U 00CyxkAeHbl Ha Bcepoccuiickoit
HAyYHOM CECCHM MOJIOJNBIX y4eHbIX M cryneHToB (Hwxuuit Hosropon, 2013;2017); HaydHo-
MpakTUIeckor odranpmosorndeckoii koHpepennun «Oxo» (Yda, 2014;2019); «EFNS-ENS
Joint Congress of European Neurology» (Cram0Oyn, 2014); mkone-koH(pepeHIInH MOJIOABIX
YUEHBIX C MEXJIyHapoaHbIM y4dacTheMm «UWnpuHckue uteHus» (Mocksa, 2018); «12th EHDN
Plenary Meeting» (Bena, 2018); «Russisch-Deutsche Sommerakademie» (3ccen, 2019),
Hay4yHO-TIpakTU4YecKoil KoHpepeHuu «OdTanbpMonornueckue yTeHus namsatu npodeccopa JI.B.
Koccosckoro — 2020» (Hmwxuuit HoBropo, 2020).

Huccepranus anpoOMpoBaHa Ha 3aceJaHUM MPOOIEMHON KOMHUCCUM 1O XUPYPIHUECKHM
oonezasm GI'BOY BO «[TMMY» Munszapasa Poccun (28.10.2020).

Martepuanbl [uccepTaiiy MpeACcTaBiIeHbl B 17-W HaydHBIX paboTax, B TOM 4yucie B 6-u
CTaThsAX, OMYOJMKOBaHHBIX B ompenencHHbIX BAK P® Beaymux peneH3upyeMblX Hay4dHBIX

xypHanax. [lomydeHbl naTeHT Ha N300pETeHHE U CBUETEILCTBO HA Iporpammy it DBM.

CTpykTypa u 00beM JUCCEPTALMH

Huccepranus uznoxkeHa Ha 108 crpaHuax MamMHONMCHOIO TEKCTa, COCTOUT U3
BBE/IEHUS, OCHOBHOW dactu (rmaBel «OO030p nauTepaTypbl», «Marepualibl U METOJbI
UCCIIEIOBAaHUS», 3 TJIaB PEe3y/bTaTOB COOCTBEHHBIX HCCJIEIOBAaHUM), 3aKIIOYCHHsSI, BBIBOJOB,
CIHMCKa COKpAIIeHU, criicka JuTepaTypsl. Juccepranus wumoctpupoBana 16 Tabaunamu u 19
pucynkaMu. Cnucok aurepaTtypbl colepkUT 309 MCTOYHMKOB, U3 KOTOPBIX 45 OTEUECTBEHHBIX

aBTOPOB U 264 — NHOCTPaHHBIX.



COJAEP)KAHME PABOTbI

MarepuaJj 1 MeTOAbI HCCICAOBAHUSA

Jlist pereHuns MOCTaBIICHHBIX 3aja4 B MccieqoBanue Obl1 BKTFOUeH 91 manueHT B Bo3pacTe
ot 18 o 56 ner. YuactHuku ObLIH pasaeneHsl Ha 3 rpynmbl: 1 nenesas rpynna u3 31 manuenra
Ha MaHu(ecTHOU cramuu OosiesHm ['eHTMHTTOHA, cpemHuid Bo3pact 42,6+£10,2 ner, 2 meneBas
rpymnmna u3 29 npemanuecTHbIX HocuTenei rena 6one3nu ['entuarrona B Bospacre 30,6+4,6 ner
U TpyIIa KOHTPoJis, cocTosiBiias u3 31 3mopoBoro nodposoisua B Bo3pacte 37,3+10,8 ner. B
LeleBble TPYNNbl MAalMEHTOB BKIIOYAIM TPU  HAJIMYUU  MOJIEKYJISIPHO-T€HETUYECKOrO
MOATBEP)K/ICHUSI HOCHUTENIbCTBA MATOJOTUYECKOW SKCIIAHCHM B T'€HE TeHTUHITHHA C OLEHKOM
konnuectBa LIAT-moBropoB B manHoMm reHe (PI'BHY «Menuko-I'enetnueckuii Hayunsiit
Hentp»). Kpurepuem mnpemanudecTHO CTaaud CUUTAIM OTCYTCTBHE  XapaKTEPHOU
HEBPOJIOTHYECKON CUMIITOMATHKH, Oayt o asurarenbHoi mkaie UHDRS menee 5.

OdranbMonoruyecke KpUTEpUn HUCKIIOYEHUS: KOPPUTHPOBAHHAS OCTPOTA 3PEHUSI HUKE
0,8, ameTpomnus ¥ acTUTMaTH3M CpETHEH W BBICOKOW CTETIeHHW, BHYTPHIIIa3HOE JIaBlICHHE OoJjee
22 MM pT.cT. (M0 MakjakoBy), OTHOIIEHHE BEPTHKAIHHOTO JHAMETPa IKCKABAIlMH K TUAMETPY
JMcKa 3putesibHOro Hepsa >0,5 no ganabiM OKT, noMyTHEHHE ONTUYECKUX CPEl, TIIayKoMa WiIu
MOJI03pEHNE Ha TJIayKOMY, TOCIEACTBHS TPaBM U OMNEPATHBHBIX BMEIIATEIbCTB HAa OpraHe
3penusi. HeBponorumyeckue u oOIiecoMaTHUYEeCKUE KPUTEPUM MCKIIOUEHUS: [UIS TPYIIIIBI
KOHTpOJIT — OaJl1 1Mo IIKaje OIeHKH KOTHUTHBHBIX (yHKImi Mini-Mental State Examination
(MMSE) menee 26, nist BceX YYaCTHHKOB — HaJM4HME B aHAMHE3€ YEPEITHO-MO3TOBOM TPAaBMBI,
HapyIIEHU MO3rOBOTO KPOBOOOpAIeHHs, CaxapHOro auadeTa, THMIePTOHUYECKON O0Je3HH,
uieMuueckoi Oonesnu cepaua. [lanueHTsl ¢ 04aroBoil MATOJOTHMEH TOJIOBHOIO MO3ra IO
JAHHBIM KOMIBIOTEPHON TOMOTpaduu WU MarHUTHO-PE30HAHCHOW ToMorpaduu TroJIOBHOTO
MO3ra UCKIIFOYAINCh U3 UCCIIeI0BAHUS.

[Tanmentam W3 1ENEBBIX TPyl MPOBOAMICS OCMOTp o asurarenbHod mkane UHDRS
(MakcumanbHbIi Oamn mo mkane — 128, Gomnblinii 6am1 COOTBETCTBYET OoJiee BBIPAKECHHOMY
HEBPOJIOTUYECKOMY JAe(QUINTY), OLEHUBalIach JUIMTEIBHOCTH 3abojeBaHHs C MOMEHTa
KIMHUYeCcKoi Manudectanuu. B rpymmne KOHTPOJS BBINOJHAIACH OIEHKA KOTHUTHUBHBIX
¢bynkuuit no mkane MMSE.

Becem manumeHTaM mpoBOJIWIIM CTaHAApPTHOE HepoogTanbMoJoruueckoe 00cieoBaHue,
BKJIFOYABILIEE aBTOpPEe(PpPaKTOMETPUIO, BU3OMETPHUIO, HCCIEIOBAHUE IIBETOBOIO 3pEHHS C
MIOMOIIbIO  TICeBIOM30XpoMaTuyeckux Tabnun (tabmuuel E.b. Pabkuna), TOHOMETpHIO,

6I/IOMI/IKpOCKOHI/IIO, 6I/IOMI/IKpOO(I)TaHBMOCKOHI/IIO B YCJIOBHUAX MHApHA3d, CTATHYCCKYIO
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ABTOMATH3UPOBAHHYIO TIEPUMETPHIO 10 moporoBoit nmporpamme (Humphrey Field Analyzer I1),
OIIEHKY XapaKTepa 3peHHs ¢ MOMOIIbIO YETHIPEXTOUEYHOTO TeCTa Yopca, UcCaeA0oBaHUE MPIMON
U COJIPYKECTBEHHOM pEaKluMyd 3payka Ha CBET, KOHBEPICHIMIO M AKKOMOJAIHIO, OICHKY
TIOJIOXKEHHUS TOJIOBBI, MIOJIBUKHOCTH, MOJIOKEHUS U OTKJIOHEHUS TJIA3HBIX SIOJIOK.

Jis  yroyONeHHOTO — WCCICNOBAHHS — 3PUTEIBHBIX  (PYHKIUNA  OBLTM  TPUMCHCHBI
KoMIblOTepHbIe Tporpammbl:  Freiburg Vision Test (FrACT) s OICHKH KOHTPACTHOM
YyBCTBUTEIBHOCTH W opuruHainbHas «[IporpamMma nnsi uccieoBaHUs IIBETOBOTO 3PEHUSD,
pa3zpaboTanHasi aBTOpoM. [laHHas mporpamMMa rmo3BoJII€T KOJIUYECTBEHHO MCCIIEI0OBATH IIBETOBOE
3pEeHHE COTJIACHO pa3paboTaHHOMY MPOTOKOJY, KOTOPBIM BKiIO4YaeT 1 oOydaromiee 3agaHue u 9
TECTOBBIX (MO 3 /ISl OTTEHKOB KPACHOTO, CHHETO U 3eJIeHOT0). KaXKIp1ii mpOoTOKOJI HAalpaBlieH Ha
YCTaHOBJICHUE MHUHUMAJIBHO HEOOXOJIMMOMN pa3HUIIBI OTTEHKOB 00BheKTa U ()OHA, MPU KOTOPOM
HCIIBITYeMbI OOHapy)UBaeT 00beKT. s uccienoBaHus HapyIICHUN 3pUTETLHOTO BOCIIPUSTHS
OBIT TIPUMEHEH HOBBIA JJII OTEYECTBEHHOW MPAKTUKH WHCTPYMEHT CTaHIApTU3UPOBAHHOMN
OIIEHKH HapyYIIEHUW 3puTeNbHOTO Bocmpustus — CeBepo-3amaJHblii OMPOCHUK 3PUTEITHHBIX
raumonuHanuiit NEVHI, pycudunnpoBanHbiii aBTOpOM.

UccnenoBanue oOmed TommuHbl ceTdatku, kKomiuiekca ['KC wmakymsipHOW 30HBI |
nepunanwuisipporo  CHBC  ocymectBismu  meronoM OKT ¢ moMompo  CTaHIAPTHBIX
MIPOTOKOJIOB aHajdM3a Ha CHEKTpaibHOM omrtudeckoM tomorpade RTVue-100 (Optovue Inc,
Fremont, CA, USA) B cootBerctBun ¢ pexomeHmamusmu APOSTEL mo komudecTBeHHOMY
anamu3zy  maHHblx  OKT-uccnemoBanuit  (Cruz-Herranz  A., 2016). Omnpenenenue
KaIHOPOMETPUUECKUX  KOA(PPHUIMEHTOB  PETHHAIBHBIX  COCYIOB  (apTEpHOBEHO3HOTO
ko3 durenTa U Kod(pHUIIMEHTOB KPUBHU3HBI ApTEPHOJ U BEHYN) BBIMOJHSUIA Ha OCHOBE
KOMITBPIOTEPHOTO aHallh3a M300pa)K€HUIl TJIa3HOTO JHA, TMOJYYEHHBIX C MOMOIIbI0 (GyHIyC-
kamepbl Zeiss Visucam 500 B pexume cheMku 45°. Jlns ycTaHOBICHHS crenu(uIecKux
IJ1a30/IBUTATEIbHBIX CUMIITOMOB MpeMaHudecTHON ctaguu 0osie3HH ['@HTHHITOHA B MPOTOKOJI
oOcienoBaHusl BKIIOYMIN OIEHKY HWHHIIMALMHU, CKOPOCTH M oObeMa CakkKal U CIEISIINX
nBwkeHni B O6amtax mo mkane UHDRS, a Taxke mccrmenoBanue KoHBepreHuuu. Kpurepuem
KIIMHUYECKOW HEJAOCTATOYHOCTU KOHBEPI'eHIIMH, COTJIACHO HWMEIOLIMMCS  HOPMATHUBHBIM
3HAYEHUSM JJISl B3POCIBIX, CUUTAIN PACCTOSTHUE 0 OMMKalIei TOUKM KOHBEpPreHuuu Oosee 5
cM (Scheiman M., 2003).

Cratucruyeckasi o0pa0orka gaHHbIX. CTaTUCTUYECKUMH aHaIU3 MPOBOAWICA C
IIOMOIIBI0 TaKeTa MpuKIazHbix mnporpamm SPSS  22.0. HenpepslBHbIE I€pEMEHHBIE
npenacTaBieHsl kak M+SD, rie M - cpeanee apudmeruueckoe, SD - craHgapTHOE OTKIOHEHHE.

HOpMaJ'ILHOCTL pacnpeaciCcHuss OUCHUBAINA C IOMOIIBIO Tpa(bI/IKOB KBaHTHUJIEH H KpUTCpUA
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[Marmupo-Yunka. g HpOBEpPKHM 3HAYMMOCTH PANIMYAM B TPEX MCCIENYEMBIX TIpylmnax
MPUMEHSUTA OJTHO(AKTOPHBIN JucriepcuoHHbIi aHann3 (ANOVA), nipu BBISBICHUU 3HAYUMBIX
pa3nuuMii BBITIONHSUIM TIOMAPHBIE aNOCTEpPUOpPHBIE CcpaBHEHUs. KareropuanbHble OWHApHBIC
NEepEeMEHHBIE CPAaBHHUBAJIM C TOMOUIbIO KpuTepus Xwu-kBaipaT Ilupcona. Cs3um Mexmy
napaMeTpamu HCCIeI0Banu ¢ nmomonisio kodddumuenra koppensiun (KK) IMupcona. C mensio
OILICHKH TUArHOCTHYECKOW IEHHOCTH MapaMeTpoB Ui IudepeHIIMpOBaHHS TPEeMaHU(ECTHBIX
HOocHUTeNel 00Jie3HW ['@eHTMHITOHA OT KOHTPOJISL BBIIOJHSIM INOCTPOECHUE XapaKTEPUCTHUECKUX
ROC-kpuBbIX (0T aHri. receiver operating characteristic, paboyasi XapakTepuCTHKa TPUEMHHKA).
JInst KakJoro mapameTpa pacCUMTHIBAIM TUIOIaAb Toj KpuBou (area under curve, AUC).
[TpunsTeiil ypoBeHb 3HaUUMOCTH 5% (p<0,05). C yueTom cTaTUCTUYECKH 3HAUMMON KOPPEISILIUU
MEXAy IOKa3aTeNsIMU IpPaBOrO W JIEBOTO TJla3a, aHaJIW3 BBINOJHSJICS TOJBKO IO JaHHBIM

IIpaBOro I'jia3a KaxXaoro rnamnucHTa.

Pe3yabTaTnl padoThl U 00CyKIEHHE

KommnuectBo I{AI'-moBTOpOB B reHe réHTUHITHHA Y MALUEHTOB ¢ 00Jie3HbI0 [ eHTHHI TOHA
BapbupoBajo oT 37 no 56 (44,3+£3,8), 6amn no neurarensHoit mkaie UHDRS y manudectapix
MaIlMeHTOB coCTaBua 36,3+29,7, nuTensHOCTh 3a00eBanus 13,7+7,2 nerT.

HccnenoBanue  3puUTENbHBIX  (QYHKIUMH  OOHApPYKWJIO  CHHXKEHHWE  KOHTPACTHOM
YYBCTBUTEAbHOCTH y mpemanudectHsix Hocutenedl (p=0,002) u GoapHBIX ¢ MaHHU(ECTHOM
cragueit 6onesnu ['enrunrrona (p<0,001), pa3BuBaroieecs MpH COXPAHHON OCTPOTE 3PCHHS U
Iporpeccupyomiee ¢ pa3ButueM MaHU(pECTHOU cTaauu 3a0ojeBaHus. M3MeHeHul nomist 3peHus
y mnpeMaHu(ecTHBIX HOCHUTEIEH MO JaHHBIM CTAaTUYECKON MepuMeTpur He OOHapyKeHO.
HccnenoBanue 1IBETOBOIO 3pEHMSI BBISIBIJIO MOBBINIEHHE MOPOrOB I[BETOPA3IUYCHUS IS
OTTEHKOB KpAacHOTO, CHHErO U 3€JICHOT0 ILIBETOB KaK B TpyIIe MaHU(ECTHBIX OOJbHBIX
(p<0,001), Tak u B rpynne npemanudectHbix Hocutenen (p=0,001).

[Ipu ananuze napamerpoB OKT ceryarku Hamu ObUIO OOHAPYXKEHO CHUXKEHUE TOJIIUHBI
xopuoujen, komiuiekca ['KC, cpeaneit Tommunsl nepunanuisipaoro CHBC u tomuuast CHBC
B BHCOYHOM KBaJJpaHTe y MpeMaHu(decTHhIX HocuTesel rena 6onesnu ['entunrrona (Tabnuma
1). ¥V wmanudecTHbIX OOJBHBIX TaKXKe OIPEACSUIOCh CHH)KEHHE TOJIIIMHBI XOPHOHUJIECH,
kommiekca I'KC, cpenneit tonmmnsl nepunanuuigpioro CHBC wu tommunsr CHBC B
BHCOYHOM KBaJpaHTE, KpOME TOT0 OTMeuanuch Oonee Hu3kue 3HadeHus tonumHsl CHBC B
Ha3aJbHOM U HUXKHEM KBajpaHTax. [Ipu onenke Tomorpaduu HapymeHui y 58% maimeHToB Ha
ManudectHoit craguu u 14% Hocutenedl Ha mnpemMaHU(ECTHOW CTaAuKd OTMeEueHa

napacgoBeanbHasi, Hanbosee npuodIKeHHas K odnact ¢osea, arpodus I'KC (Pucynoxk 1).
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Tabmuua 1 — CpaBHenue Tonuabl Xoprouaeu, komiuiekca ' KC u nepunanmmisipaoro
CHBC B uccregyemsIx rpymnmax (M:I:SD)

[Tapamerp Hocurenn | bI' Ipymma | p' p p° p*
(N=29) (N=31) | koHTpOIIS
(N=31)
Tommuaa XOpUOHIEH, MKM | 262,6+ 239,7+ |315,1+ <0,001 * | 0,006 |<0,001|0,517
50,5 25,5 74,1 * *
Tonmuna xomiekca ['KC, | 85,36+ 84,70+ |93,8+5,2 | <0,001 *|<0,001|<0,0011,0
MKM 6,43 8,66 * *
Cpenuss Tommuaa CHBC, | 99,86+ 93,74+ | 105,7+ <0,001 * | 0,002 |<0,001|0,566
MKM 8,74 8,96 7,5 * *
CHBC, BHMCOYHEIH | 69,29+ 69,44+ |86,8+6,9 |<0,001 * |<0,001|<0,001|1,0
KBaJPaHT, MKM 12,41 16,67 * *
CHBC, BepxHwmii kBagpanT, | 122,14+ | 109,86+ | 119,5+ 0,023* |1,0 0,076 |0,034
MKM 12,50 15,31 14,4 -
CHBC, Ha3aJdbHBIN | 76,43+ 71,86+ | 80,5+ 0,014* |0,051 |0,033 |1,0
KBaJIPAHT, MKM 7,62 11,65 12,9 *
CHBC, mwxnuii kBagpanrt, | 133,64+ | 125,32+ | 138,7+ 0,007 * |0,075 |0,010 |1,0
MKM 15,39 14,74 18,0 *

Hocurenu — manimenTtsl ¢ mpemManudecTHOM cTaauen 0o1e3uu [ eHTHHrTOHA
BI' — marmuenTs ¢ MaHU(ECTHOM cTaguen 0osie3Hu | eHTHHTTOHA

2
3
4

P
P
P

* - ypoBeHb 3HaurmMocTH P < 0,05

Significance Map

6mm x bmm

«II. p<5%

b

] Significance Map

<

p ! — ypoBeHb 3HAYMMOCTH ISt OXHO(AKTOPHOTO AUCIIEPCHOHHOTO aHamm3a (ANOVA)
— YPOBEHb 3HAUMMOCTH JUIsl CPAaBHEHUS TPy HocuTesnel reHa bI' u koHTpos

— YPOBEHBb 3HAUMMOCTH JJI CpaBHEHHS Tpymin MaHudecTHO BI” 1 koHTpoIst
— YPOBEHBb 3HAUUMOCTH I CpaBHEHUS Tpymi Hocutenel reHa bl u manudectHoit BI

6mm x 6mm

Pucynok 1 — Ananu3 tomuunsl komiuiekca ['KC. A — ananu3 kommiekca I'KC neBoro
rjla3a MalueHTku 25 jeT Ha npemaHudecTHON craauu Oosie3HU ['@HTUHITOHA JAEMOHCTPUPYET
¢doxyc mapadoBeanbHoil gerenepanuu. b — ananus kommuiekca I'KC neBoro rinasza nanuenta 41
roja Ha MaHU(pecTHON craauu Oose3HM ['€HTHHITOHA JIEMOHCTPUPYET CHHMXKEHHE TOJIIHHBI
KOMIUIEKca B apadoBeaibHOM 30He.
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3naunmoe cHwkeHue ToamuHel CHBC mpeuMyliecTBEHHO B BHCOYHOM CEKTOpE M
napacgoseansHas aerenepanus I'KC B coueranuu ¢ 60s1ee BbIpaKEHHBIM HApYIICHHEM LIBETOBOM
YyBCTBUTEJIBHOCTU II0 CPAaBHEHUIO C KOHTPACTHON YyBCTBUTEJIBHOCTHIO CBUJETEIBCTBYIOT B
I0JIb3Y TOT'0, YTO ONTHYECKasi HEBPOIATHS NpU 00J€3HU | eHTUHITOHA 3aTparuBaeT, B MEPBYIO
ouepensb,

CTPYKTYpBI Ha wmanudectHoit cragum Oomne3HH

I'entunrrona ACTCHCPATUBHBIC U3MCHCHUS PACHPOCTPAHAKOTCA U Ha Hepn(bepnqecxne OTIOCIIbI

[apBOLIEJUTIOJIIPHOTO  ITyTH.

CETYATKH, OTHOCAIINECS K MarHOLEJUTIOJISIPHOMY MY TH.

[Ipu cpaBHenun 3Hauennit ABK, koagduirenta kpuBu3HbI apTepuon U KoddduuneHTa
KPUBU3HBI BEHYJ B HUCCIEAYyEMBIX TPYINIax CTaTUCTUUYECKH 3HauMMasi pa3HHIla OTCYTCTBOBAJIA,
YTO MOJXKET OBITh CBS3aHO C TE€M, YTO TOHYC MHKPOCOCY/IOB CETYaTKU HE 3aBHCHT OT
HEBPOTCHHOW PEryJsIUU, B OTIWYHE OT TOHYCa MHKPOCOCY/IOB XOPUOUJIEH, U OMPELISIETCS B
OoJIbIIICH CTETIeHH XapaKTepUCTUKaMK cucTeMHo# remonuHamuku (Kypsimesa, H.U., 2017).

HccnenoBanune 3puTEIbHBIX TALTIOIMHALIMN ¢ TOMOIIIBbI0 CeBepo-3aIaiHOro OMpOCHUKA
MO3BOJIUJIO BBISIBUTH 3pUTENbHBIC TaumoruHamu y 10% wmaHudecTHBIX MalMeHTOB, YTO
OTJIHYACTCS OT paHee onmyOIMKOBaHHBIX naHHBIX (4,5%, Perez—Perez J., 2016). 3naunrtenpHas
JIOJISI JIO’KHOTIOJIOKHUTEIBHBIX PE3Y/IhbTAaTOB, CBA3AHHBIX C OPTAHMYECKHUMHU U3MEHEHHUSIMU OpTraHa
3peHHs B BUJIE CHMIITOMOB OCTPOH 3aJHEH THAJIONTHON OTCIOWKH, ONpeAeseT He0OX0MMOCTh
aHanu3a

ydqactuss oOQTaabpMoOJioTa B OLEHKE 3pUTENbHBbIX TaJUTIoNMHAnui. Pe3ynbTaTsl

TJ1a30/IBUTATENIbHBIX (PYHKIIMI TIPeICTaBlICHbI B TA0IHIIC 2.

Tabmunua 2 — HapymeHust ria30qBUraTebHbIX (DYHKIHIA B UCCIEAYEMbIX TPYIIax
(B % ot o011ero yucia nauueHToB B IPYIIIE)

Wccnenyembie rpymmsl | Hocutenu bI' (N=31) | I'pymnma
Hapymenus (N=29) KOHTPOJIS
IJ1a30IBUTaTeIbHBIX (YHKIIUI (N=31)
Knuanyeckast HeOCTATOYHOCTh KOHBEPICHIIUU 38% (11)* | 91% (21)** | 3% (1)
HapyiiieHne BepTHKAIBHBIX CICIAIINAX ABHKCHUN 34% (10)* | 65% (20)** | 3% (1)
Hapyiiienre ropu3oHTaNIbHBIX Clieaamux apmwkennit, | 14% (4) 56% (13)** | 0% (0)
HapyiiieHne nHUIHAIIMN BEPTUKAIBHBIX CaKKa]l 10% (3) 87% (27)** | 3% (1)
Hapyiiienne nHUIHAIIMNA TOPU30HTAIBHBIX CAKKa/l 3% (1) 81% (25)** | 0% (0)
Hapymienne ckopocth u oObema BepTHKaIbHBIX | 3% (1) 68% (21)** | 0% (0)
CaKKal
Hapymienne ckopoctd u o6beMa ropusoHTadbHbIX | 0% (0) 52% (16)** | 0% (0)
CaKKa

Hocutenu — nanueHTs! ¢ npemaHudecTHON cTaaueit 6one3nu [ eHTHHrToHa
BI' — maruenTs! ¢ ManudecTHO# cTagueii 6one3nu ['eHTUHITOHA

* - Hocutenu VS Kontpois, ypoBeHb 3HaunMoctu P<0,05 st kputepust Xu-KBajapar,

** - Manudecrnas bI' VS Kontpois, yposens 3Haunmoctu p<0,05 ams kputepus Xu-kBajapar
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https://elibrary.ru/author_items.asp?refid=260668905&fam=%D0%9A%D1%83%D1%80%D1%8B%D1%88%D0%B5%D0%B2%D0%B0&init=%D0%9D+%D0%98

[IpencraBnennbie B Tabnuie 2 JaHHBIE CBHICTEILCTBYIOT, YTO IO pe3yJbTaTaM
WCCIICIOBAaHUS OIpEJeNieH CIEeKTp pPaHHUX HapyLIICHWH TIJ1a30JBUraTeIbHBIX (DYHKIMHA Ha
npeMaHudecTHo craguu Ooye3HW ['@HTUHITOHA: CHHAPOM KIMHUYECKOW HEI0CTaTOYHOCTH
KOHBepreHuuu, Habmromaembli y 38% mnpemaHu(ecTHBIX HOCHTENCH, W HapylIeHHE
BEPTUKAJIBHBIX CIEIAIINX IBIKEHUH B 34% cirydaeB. [y manmeHTOB Ha MaHU(ECTHOW CTaaUN
6ose3an ['eHTHHITOHA XapaKTepHa KIMHUYECKas HEJIOCTATOYHOCTh KOHBEPTEHIIMH, HapyIICHUE
BEPTUKAJBHBIX CIEISAIINX JBM)KCHUH, TOPU3OHTAIBHBIX CIEIAIINX JABWKECHUH, WHUIHAUN
CakkaJl, CKOpocTM M oObema cakkal. Y 35% MaHu(DECTHBIX MalMEHTOB KOHBEPIE€HTHbIE
JIBUOKEHMSI TIJ1a3 MpPEepbIBAINCh HEKOHTPOJMpPYEMBIMH cakkagamu. [lpum wuccinenoBaHun
KOHBEpPIreHLIMH B TpyIIe KOHTpoJisa Omrkaiiimiass TOYKa KOHBEPrEeHIMH HaxXoJujiach Ha
paccrossHuU 1-6 ¢M OT MepeHoCuIlbl, y TpeMaHU(PECTHBIX HOCUTENEH Ha paccTOsSHUU 2-8 cM, y

MaHH(ECTHBIX MAIMEeHTOB — 9-19 cM (Pucynoxk 2).

[\%)
o

p < 0,001

(=
w
1

p < 0,001

-
o
b

w
L

- |

| ‘ p < 0,001

Bnvxaiiuan Touka KOHBepreHuumu, cMm

o

T T
KOHTPOS1b npemaHudectHas_ bl  MaHudecTHas bl

PI/ICYHOK 2 - CpaBHCHI/Ie KOHBCPICHINU B UCCIICAYCMBIX I'pYIIIIax

y‘II/ITLIBaH, 4TO IO JIUTCPATYPHBIM JaHHBIM HEC OBLIO HaﬁﬂeHO TCpMHUHA, o6o6ma10mero
TaKuC CHUMIITOMBI, O6I>€,Z[I/IH6HHI>IG O6I_I_II/IM MCXAaHU3MOM pPa3BUTHUA, KAK HAPYHICHUC XaPAKTEpa
CICOAInX HBH)KCHHﬁ, HWHUIIMAUU CaKKall, CHHUXCHUC CKOPOCTU U HECOPASMEPHOCTH CAKKaH,
HaMU IIperaracTcd K UCIOJIb30BAHUTO OIMMCaTEIbHBIN TCPMHUH — «KCUHAPOM TUIICPKUHCTUICCKHUX
TJ1a30 ABUIaTCIbHBIX HapymeHHﬁ». B kadecTtBe mMexaHu3Mma Pa3BUTHA Ha3BaHHBIX HapyH.IeHHﬁ,
IOo-HallIEeMy MHCHHIO, PACCMATPUBACTCA ACTCHEPALUA AACP MOCTA, CTPHUOHUT'PAJIBHBIX HeﬁPOHOB

U yepHOl cyOcTaHIK. B cooTBeTCTBUM ¢ MeXaAyHapoHOU Kinaccudukanuu Oosesneit («MKb-
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10») naHHBIA CHHIPOM MOXKET KOJHMPOBAaThCs Kak «/[pyrue yTOYHEHHBIE HapyIICHHUS
COIOPY)KECTBEHHOTO  JABIKEHHS r1ia3», koxa H51.8. CungpoMm TrunepkuHETHYECKHX
IJIa30/IBUTaTEIbHBIX HAPYIICHUH MOXET OBITh IHMarHOCTUPOBAH KaK OQTaIbMOJIOrOM, TaKk H
HEBPOJIOTOM, M SIBJSIETCS BBICOKOCHEIM(DUYHBIM, HO HE MATOTHOMOHWUYHBIM JUISI OOJIE3HH
['eHTHHTTOHA, TaK KaK MOKET OOHAPY)KUBATHCS TPH PsAC IKCTPAITMPAMHUIHBIX PACCTPONCTB.
[IpoBeneHHbIN aHATTN3 B3aUMOCBS3H MEXIY O(PTaIbMOIOTHYECKUMH, KITMHUYECKUMHU H
TCeHETUYECKUMHU TapaMeTpaMH y TAalHWeHTOB Ha NpeMaHU(ecTHOW W MaHH(ECTHOH CTamusx
0one3Hn ['eHTUHITOHA BBISBWII Haauuue psaa koppensuui. CHUKEHHE LBETOPA3IMYEHUS B
orrenkax cuHero (KK=0,416) u 3enmenoro useroB (KK=0,489), ymMmeHblLIeHHE TOJIIIMHBI
komrmiekca 'KC (KK=-0,657) u CHBC B Bucounom kBanpante (KK=-0,590) conpoBoxmaiock
YBEJIMUEHUEM  TSKECTH JBUraTENbHBIX HApyLIIEHUH, YTO MOXKET OBbITb OOBSICHEHO
CUHXPOHHOCTBIO HEHPOHHBIX MOTEPh B CETUATKE M CTPYKTypax ABUTAaTEIbHOM KOpBIL. 3aMeTHas
KOppEeJSUs MEXIy pacCTOSHMEeM J0 Onmwkallield TOYKM KOHBEPI€HLUHUHU U TIKECTHIO
neuratenbHeIx Hapymenni mo mkane UHDRS (KK=0,648, PucyHok 3) yka3pIBaeT Ha €IMHCTBO

MMaTOrCHE3a PA3JIMYHBIX ABUTaTCIIBHBIX paCCTpOﬁCTB Y NanuEHTOB C 0ose3Hpro I eHTHHTTOHA.
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Pucynok 3 — I'paduk paccesHusl NEMOHCTPUPYET KOPPEISIIHIO MEXIY OanioM IO
nsurarenbHoi mkane UHDRS u Gnmkaiiineit Toukoii KOHBEPTreHIIUU

IMpu yBenwueHHWH cTaka OOJIE3HH yMeEHbImaigach ToimuHa xopuouaen (KK=-0,619),
YTO, BEPOSITHO, CBSI3aHO C MPOTPECCUPYIOLIUM OTIOKEHHEM MYTaHTHOTO T€HTUHITHHA B CTEHKE

MHUKPOCOCYIOB W HAPACTAHUCM BereTaTUBHOM AUCPETYISAIUN C YBCIWUYCHUCM [UIMTCIIBHOCTU

14



TeueHus: 3abosieBaHus. Kpome TOoro, y mauumeHTOB ¢ OOJIbIICH AJIMTEIBHOCTHIO TEUEHUS
3a00JieBaHMs OMpenesuiack MeHbinas cpenass tommuHa komruiekca ['KC (KK=-0,440) u
nepunanuusipporo CHBC (KK=-0,470), uro coryacyercs ¢ IpOrpecCUpYIOLIMM XapaKTepoM
HelipoaerenepatuBHoro npoiecca B LIHC npu 6one3nu ['enTunrrona. ¥ nanueHToB ¢ OOJIbIINM
koimmyecTBOM  L{AI'-TIOBTOpOB B TE€HE TEHTHHITHHA OTMEUAIUCh XYAIIUE IOKa3aTeln
KoHTpacTHO# uyBcTBUTEeNbHOCTH (KK=-0,627, Pucynok 4), tomuunsl xopuouneu (KK=-0,342),
kommuiekca ['KC (KK=-0,487), mepumammmnsipporo CHBC (KK=-0,389) u xoHBepreHuuu
(KK=0,361), 4T0 AeMOHCTPHUPYET BIUSHHE T€HCTUYECKOW OTSATOIICHHOCTH Ha BBIPAKEHHOCTH

0 TaTIbLMOJIOTMYECKUX HApYyIICHU.
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Pucynok 4 — JlmarpamMmma JIE€MOHCTPUPYET OTPHUIATEIBHYIO KOPPEISALHUIO MEKITY

konuuectBoM  L[AI'-moBTOpoB B TIeHe TEHTUHITHHA U  JIOTapu(MOM KOHTPACTHOM
4yBCTBUTEIbHOCTU Tpu Oone3nu ['entunrrona. IlpemanudectHsie HocuTenu uMEOT Oolee
BBICOKHE MOKa3aTenu Jiorapupma KOHTPACTHONU YyBCTBUTEIBLHOCTU

Hawnbonpiiet 1uarHoCTHUYEeCKOW 3HAYMMOCTBIO B BBISBICHUU NpPEeMaHU(ECTHON CTaJauu
HOCUTENbCTBA TeHa Ooyie3HM [eHTHHITOHA cpeau TMoKas3aTelnell 3pUTENbHBIX (QYHKIUN
OTJIMYAJIMCh 3HAYCHUS TIOPOTOB IIBETOPA3IMUCHUS B OTTeHKax cuHero, AUC=0,863, u 3e1eHoro

setoB, AUC=0,716 (Pucynok 5).
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Pucynok 5 — AHanu3 AMarHOCTUYECKOW IIEHHOCTH MOPOTOB ILIBETOPA3IMYEHHUS B
g depeHInpoBaHNY TPpEeMaHU(PECTHBIX HOCUTENEH TeHa 001e3HU ['eHTHHITOHA OT KOHTPOJIs

Cpenu noxkazateneid OKT cetuaTku u JucKa 3pUTENBHOrO HEpBa HauOOJbIINE 3HAUEHUS
mwionaau noa KpuBo mmenu TtohmuHa komiwiekca ['KC, AUC=0,833, cpenHsisi TodIIMHA
CHBC, AUC=0,722, tommuua CHBC B Bucounom cektope, AUC=0,874, u TtomaumuHa
xopuonaen, AUC=0,708.

Takum 00pa3oM, HU3NOKEHHBIE pPE3YNbTAaThl HCCIEJOBAHHUS MO3BOJUIM OOOCHOBATH
KOMILJIEKC METOJIOB OIEHKM (DYHKIIMOHAJIBHOTO COCTOSIHUS 3pUTENILHOTO —aHalln3aTopa,
obecrneunBaromuii paHHiow (Ha npeMaHu(eCcTHOW W MaHU(ECTHOW CTAaMAX) AMATHOCTHKY
6ose3uu ['eHTUHITOHA, BKIIIOYAIOUIUI B ce0sl BU3OMETPHIO, KOMITBIOTEPHYIO KOHTPACTOMETPUIO,
KOMITBIOTEPHYIO KaMIIUMETPHIO, UCCIEA0BaHUs KOHBEPIreHIIUH, CaKKal U CIEeIAUINX ABMKCHUIA,

a raxoke OKT CCTYATKH, XOPUOUACHU U AHCKA 3PUTCIIHPHOIO HEPBA.
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BbIBO/IbI
1. Pe3ynbrartel CpaBHUTENBHOTO (C KOHTPOJIBHOM TIpYMNION) HCCIEIOBAaHUS COCTOSIHUS
3pUTENBHBIX (QYHKIUH Yy TAalWEeHTOB ¢ O0Je3HbI0 [ ©@HTUHTTOHA BBISIBHIIM CTATUCTHYECKU
3HAQUMMbIC DA3JIMuUsi, BBIPAKAIOIMIMECS B CHWKCHUU KOHTPACTHOM UYBCTBUTEIBHOCTH Y
npemanudectHeix Hocutenedt (p=0,002) u wmanudectapix OompHBIX (p<0,001), a Ttakxke
MOBBILIEHUHU MOPOTrOB LBETOPA3JINYEHUSI (JUIsI OTTEHKOB KPACHOTO, CUHETO M 3€JIEHOTIO LIBETOB,
p<0,001) mpu OTCYTCTBUHM pa3IWyui MO MOKA3aTENsIM OCTPOTHI 3pEHHUS BIAIb U TOJIA 3PEHUS;
IIpY 3TOM OTMeuanach 3HAuMMas KOPPESALUOHHAs B3aMMOCBS3b MEXIY BBIPAKEHHOCTBIO
HapyieHui u koauyecTBoM L{AT-moBTOpOB B rene ['eHTUHTTHHA.
2. Pe3ynbrathl OLEHKHM CTPYKTyp ceTdyaToil 000J0YKM Trja3a Yy MalUueHTOB C
npeMaHu@ecTHO W MaHu(pecTHOM cragusiMu Oojie3HM ['€HTMHITOHAa 1O CpaBHEHHUIO C
KOHTPOJIBHON TpYNNOM CBUIETEILCTBYIOT O CHI)KEHHMH TOJIIIMHBI Xopuoujeu (Ha 52,5 MKwM,
p=0,006, u 75,4 mxm, p<0,001, mo crammsm, cooTBeTcTBeHHO) M Komiutekca 'KC (ma 8,4-9,1
MkM, P<0,001), a taxxke cHwkennn cpeanei Tommmasl CHBC (ma 5,8 mxm, p=0,002, u 12,0
mkM, p<0,001) u Tommumust CHBC B BucouHOM (Ha 17,4-17,5 mxm, p<0,001) u HazaibHOM
cektopax (Ha 4,1, p=0,051, u 8,6 mxm, p=0,033).
3. OcHOBHBIE 3aKOHOMEPHOCTH TIJ1a30/IBUraTeNbHBIX HApYyIIEHUH y TMalUueHTOB C
npeMaHuecTHOW W MaHU(PECTHOM CTaausIMHU O0o0yie3HH [ EHTHHITOHA XapaKTepU3YyITCs
HEJIOCTATOYHOCTHIO KOHBEPreHIMU (¢ BeposATHOCTHIO 38-91%, COOTBETCTBEHHO); HapyIIEHUEM
BepTUKaIbHBIX (34-65%) u ropusoHTanbHbIX (14-56%) cnendmux ABMKEHMM, a Takke
WHULMAIUN BepTUKAIbHBIX cakkaa (10-87%), 4yTo cTaTMCTHYECKH 3HAYMMO IO CPAaBHEHUIO C
rpymmnoi koaTpost (p<0,05).
4. B3aumocBsa3p Mexay mokazaTtensMd  (DYHKIIMOHAJIBHOTO COCTOSIHUSL  3PUTEIBHOTO
aHaJIM3aTopa U HEBPOJOTMUECKUMHU MPOSBICHUSMHU Yy MAllMEHTOB C 0oJie3Hbt0 ['eHTHHITOHA,
BepU(UIIUPOBAHHON HAa OCHOBE MOJEKYISPHO-TEHETUYECKOTO HCCIEAOBAHUS, ONPEAeIseTCs
craructudecku 3HauuMbIMH (P<0,05) ycranoBneHHbIMU Ko3(dduuuentamu xoppensuuu (KK)
MEXAY TSKECTbIO JBUTATeNbHBIX Hapymenuii no mkaare UHDRS (BeipakeHHOCTBIO
HEBPOJIOTMYECKOTo aeduinTa) U yMmeHblieHneM tonmubl kommiekca ['KC (KK= -0,657) u
CHBC B Bucounom kBazpanre (KK=-0,590), nemocratounocteio kouseprennun (KK=0,648), a
TarKke cHmkenueM 1eropasnmuuenus (KK =0,489).
5. Pa3pabotan kommiiekc METOIOB OIEHKH (YHKIIMOHAJIHHOTO COCTOSHHS 3PUTEIHHOTO
aHanu3atopa, O0OeCleYMBAIONINI  paHHIOK JUArHOCTHKY Oone3Hn ['eHTHMHrTOHa Ha
npeMaHupecTHOH ¥  MaHUGECTHOW CTaausX, BKIIOYAIOMIMK B ceOd BU3OMETPHUIO,

KOMIIbIOTCPHYIO KOHTpPaCTOMCETPHIO, KOMIIBIOTCPHYIO KaMIIMMCTPHU, HUCCICA0BaHUA
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KOHBEPreHILIUH, Cakkaa U ciefsmux apuwxeHui, a takke OKT ceryarku, xopuoujen u aucka

3PUTCIBHOI'O0 HCPBA.

INPAKTUYECKHUE PEKOMEH/JALIUHN

1. [Ipu npoBeneHnn 0PTATBLMOJIIOTUYECKOTO 00CIEA0BAHNS NAIUEHTOB ¢ KOTHUTUBHBIMU U
JBUTATE€IbHBIMU HApYLICHUSIMH MNPEANOYTUTEIbHO MPUMEHEHUE KOMIIBIOTEPU3UPOBAHHBIX
METO/IMK MCCIIE0BAHUS KOHTPACTHOM YyBCTBUTEIBHOCTH U LIBETOBOT'O 3PEHUSI — KOMITBIOTEPHOM
KaMIIUMETPUH, peajnu3yeMoil ¢ moMomplo paszpaboraHHOW mporpammbl it OBM, wu
KOMITbIOTEPHOW KOHTPACTOMETPUH.

2. HaubGonee wunpopmMaTHUBHBIMU JJIi JUArHOCTHKH HEWpOJEreHepaTUBHOIO Ipoliecca
napaMeTpamMu Mop(oMmMeTpuM ceTyaTKd W JUCKa 3pUTENBHOIO HEpBa SBIAIOTCS CPEIHSSA
tomuuHa komiiekca ['KC makymsipHo#t 30ubl 1 TommuHa CHBC nepunanumispHoit oOnactu
(cpenmusis u Mo KBajapaHTam), oaydaembie ipu momortu OKT-nporokosios GCC (ganglion cell
comlex), a Takxxe ONH u 3DDisc (s Tomorpada Optovue, RTVue-100).

3. [Ipu BeIsIBIEHNN OMOMApKEPOB paHHEH CTaIMU HEUPOJETeHEPATUBHOTO MPOIIecca, TaKUX
KaK MOBBILIIEHHE MOpOTra BETOPA3TUUYCHUS] OTTEHKOB CHHET0, CHM)KEHHE TOJIIIMHBI KOMIUIEKca
I'KC B mapadoseanbHoit 30He, ucronuenne CHBC B BHCOYHOM KBajpaHTe, MalMeHTa CIeAyeT
HalpaBUTh Ha J000CIEeOBaHME K HEBPOJOIY C YKAa3aHHWEM BBIBICHHBIX OHMOMapKepoB

HEHpOoIereHepaTUBHOTO TpoIiecca.
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Cnucok cokpameHui

ABK — apreprnoBeHo3HbIH KOAhOUITHEHT

I'KC — ranrino3Hble KIETKH CEeTYaTKU

KK — xoaddunmeHT koppensinuu

OKT — ontrueckast KorepeHTHast ToMorpadus

CHBC — cnoit HepBHbBIX BOJIOKOH CETYaTKH

AUC — mromaap moj KpuBoH, ctatuctuaeckuii napamerp ROC-ananu3za (area under curve)
MMSE — kpatkas mikaia OIlleHKd KOrHUTHBHOTO cratyca (Mini-Mental State Examination)
UHDRS — ynudunupoBannas mkana oueHku Oone3nu ['entunrrona (Unified Huntington's
Disease Rating Scale)
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