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BBEAEHHE

B nocnemHue rompl Ype3BbYaiiHO MIMHAMUYHO PA3BUBAIOTCS UCCIIEIOBAHMS, CBSI3aHHbBIE
C pa3paboTKOWl M BHEAPEHMEM B IPAKTUKY HOBBIX TEXHOJOTUI HEUpOBU3yaIU3allUU.
[MpumeHeHMe pa3HOOOPA3HBIX METOIOB M PEXKMMOB CKAHUPOBAaHMS, OCHOBAaHHBIX HA IIPUH-
LIMITaX PEHTITeHOBCKOM, MAarHUTHO-PE30HAHCHOM, MO3UTPOHHO-IMUCCUOHHON U OTHO(O-
TOHHOI YMUCCUOHHO# KOMITBIOTEPHOI ToMOrpaduu, mo3BoIsIeT oay4aTh KOMITJIEKCHYIO
MH(GOPMAIINIO O CTPYKTYPHO-(YHKIIMOHAIBHOM COCTOSIHMM, METa0OoJu3Me U KPOBOTOKE
TOJIOBHOTO MO3Ta, YTO OTKPBIBACT YHUKATbHBIC BOBMOXKXHOCTH B U3YYCHUN HEPBHOM CHUCTE-
MBI B HOPME 1 TIpM 1TaToJI0OTUH. MOXKHO C YBEPEHHOCTBIO CKa3aTh, YTO UMEHHO «UMUKUH-
roBasl MapaaurMa» B 3HAUMTEIbHON CTENEHU OIpenessieT JUIO U YPOBEHb COBPEMEHHOM
KIMHUYeCKOU HeBpojioruu. OO 3TOM CBUIETENLCTBYET PACTYIEe YMCIO TEMaTUYeCKUX
Hay4YHBIX ITyOIMKaLIMI, TTOSIBIIEHUE CIIEIUMAIM3MPOBAHHbIX XKypHAJIOB, OpraHU3allus pacTy-
IETO YMCTIa MEKIyHAPOIHBIX KOH(MEPEHIINII 0 TaHHOU TIpobJieMe.

ToBopst 0 ceromHsIIIHEM THE HEMPOBU3yaIM3allUU, HEIb3sT HE OTMETUTh OYEBUIHBIN
«peHeCCaHC» TeXHOJIOTHUI YIBTPa3ByKOBOTO CKAHMPOBAHMUS, UYTO CBSI3aHO C ITOSIBICHUEM
B KJIMHUKE TUATHOCTUYECKMX armnapaToB 3KCHepTHOro kjacca. M ecium BO3MOXHOCTHU
VIIBTPa3BYKOBBIX METOIMK B OIIEHKE COCTOSTHUS 3KCTpa- U MHTPaKpaHUAIBHBIX COCYIOB,
KPOBOCHA0XAIOIMX TOJOBHOW MO3I, yX€ BIOJHE OYEBUAHBI IJIS IIMPOKOIO Kpyra
Bpaueii-HeBPOJIOrOB, TO MOTEHIIMA TpaHCKpaHuanbHOU coHorpaduu (TKC) B nuarHo-
CTHMKE M3MEHEHUI BelllecTBa MO3Ta y JIMII B3pOCJIOT0o BO3pacTa J0 MOCIEIHETO BpeMeH!
OCTaBaJICS IO/ BOIIPOCOM. A MEXIy TeM 3TOT ITOTEHIIMAaJl BeChMa BEJIUK, YTO YOSIUTECIHbHO
MPOIEMOHCTPUPOBAHO Ha TTPUMEPE IKCTpaMpaMUIHbIX 3a00eBaHuii. [locTaTOuHO CKa-
3aTh, UTO, COTJIACHO HETaBHUM peKoMeHaauusiM EBpomnelickoii peaepaniii HEBpoJIoTUIe-
ckux obmiectB m EBpormeiickoit cexkimuu OOmiecTBa ABUTATEIbHBIX PacCTPOMCTB
(EFNS/MDS), metoauke TKC npucBoeH BbICIINI YPOBEHb 10Ka3aTeIbHOCTU A B 1ud-
(bepentmpoBanuu 6one3nu [TapkrHCOHA C AaTUTTUYHBIM U BTOPUYHBIM TADKUHCOHU3MOM,
B paHHel quarHocTuke 6ose3Hu [TapkuHCOHA U B BBISIBJICHUU JIUL, UMEIOIIUX BbICOKUI
puck pa3BuTusi faHHoro 3abonesBanus (Berardelli et al., 2013). UnTepecHo, uro HU a7
MPT, uu nas [19T takue pekomeHaauuu He cchopmyaupoBaHbl. M neno 31ech He TOIbKO
B JOCTYITHOCTU M 0€30ITaCHOCTH YJIbTPa3BYKOBOTO CKaHMPOBAaHMsI, HO M B TOM ITapagoK-
canbHOM (akte, yTo TKC crnocoOHa BBISBISATH psl creUMDUUYECKUX LEepeOpaTbHbIX
XapaKTepUCTUK (TaKUX KaK ITOBBIIICHME 3XOTC€HHOCTU YEepPHOI CyOCTAaHIIMU CPEIHETO
MoO3Ta BCJIEACTBME HAKOTUIEHUs XeJie3a), 10 CUX TTOp He BOCTIPOM3BOAMMBIX C TOCTATOY-
HOM CTEeINeHbl0 yOeaUTEIbHOCTU TIPU MCITOJIb30BAaHUU APYTMX HEMpPOBU3Yyaan3allMOHHbIX
meTtonoB. He cirydaitHo omHo# 13 MHOXecTBa 3a1a4 HarimoHaasHOTO OOIIeCTBa 110 U3yJe-
HU Oosie3Hu IlapkuHCOHA U PacCTPONCTB IBUKEHUI, CO3MaHHOTO B Hallleil cTpaHe B



2009 r, aBnsercs pacnpocTpaHeHne TKC M Apyrux MOCTYMHBIX MHCTPYMEHTAIbHBIX
MeTOIUK Ha Tepputopuu Poccuiickoit denepaniny 1 BHEAPEHUE ITOJYIYSHHOIO OIBITA B
MPAKTUKY PabOTHI CIIeIIMATU3MPOBAHHBIX IIEHTPOB SKCTPANTMPAMUIHBIX PACCTPOMCTB.

Hacrosmas moHorpadus sBisieTcsl IepBbIM B HAIllEl CTpaHe U3JaHUEM, TTOCBSIIIECH-
HBIM YJIBTPa3BYKOBOU OIIEHKE HEHUPOBU3YAIM3alIMOHHBIX (DEHOMEHOB TIPU OCHOBHBIX
9KCTpaMMpaMUIHBIX 3a00JIEBAHUSIX LIEHTPAJIbHON HEPBHOM CHCTEMbl — OOJIE3HU
[MapxuHCcOHA, aTUNIMYHOM UM BTOPUYHOM IMapKUHCOHU3ME, ICCEHIIMATbLHOM TPEMODE,
JIUCTOHUM, HACIEACTBEHHBIX (DOpMax MYJIbTUCUCTEMHBIX 3a0oneBanuii LIHC, cunapome
OeCIOKOMHBIX HOT U 1p. [IpeacTaBieH OOJBIIOI COOCTBEHHBIN OITBIT aBTOPOB B TaHHOM
0071aCTU KJIIMHUYECKOW HEeBpOJOTHM (C OCOObIM aKIIEHTOM Ha WM3yYeHUM OO0Je3HU
IMapkuHCOHA), a Pe3yIbTAaTHl IIPOBEICHHBIX NCCICIOBAHNI COITOCTABICHBI ¢ aHAJIOTHY-
HBbIMUM JaHHBIMU 3apyOexkHbIX aBTOpoB. PaccMorpeHo mecto TKC B auarHoctuke pas-
JIMIHBIX (DOPM NIBUTATECIBHBIX PACCTPOMCTB M B OOIIEM aJTOPUTME ITOMYJISIIMOHHOTO
CKpMHMHTA JIMI, WMEIOIIMX BBICOKMU PUCK pa3BUTUS Oojie3HU [lapkuHCOHA.
[Ipoananu3upoBaH MOTEHLIMA JAHHOW TEXHOJIOTMU B PSLy APYTHX pa3padaTbIBaeMBIX
OroMapKepoB 3KCTpanpaMUIHbIX 3a001eBaHUA.

ABTOpPBI pacCUMTBIBAIOT, YTO KHMUTA OyIeT MHTEPECHA M ITOJIe3Ha HeBpoJioraM, cIielia-
JINCTaM B 00JIaCTH yJIBTPa3ByKOBOI MMarHOCTUKHY, PEHTIeHOoJIoTaM, Heiipodusnoioram, a
TaKKe KIMHUYECKUM OpAMHATOPaM U CTyIeHTaM MEIUIIMHCKHUX BY30B.



POMIb EHOMAPKEPOR
11PH SKCTPANHPAMHAHDIX
3AGONEBAHKAX

DKCcTpanupaMUaIHble 3a00JeBaHUS MPEICTaBISIOT CO0O0I OOLIMPHYIO T€TEPOTeHHYIO
TPYIIITY HO30JOTMYecKuX (hopM, XapaKTepU3YIOIIMXCS MOPaXKeHUEM TMOAKOPKOBBIX SIIEp,
HEpeIKo B COYETaHUM C 0ojiee paclIpoOCTpaHEHHBIM MYJBTUCUCTEMHBIM BOBJICUYECHUEM
Pa3IMYHBIX OTIEJIOB TOJIOBHOIO M CIIMHHOTO MO3ra. TUIMMYHBIMU KIMHUYECKUMU TIPO-
SIBICHUSIMU TIATOJIOTMY MOJAKOPKOBBIX CTPYKTYP U MX CBSI3ei SIBJSIOTCSI MAapKUHCOHU3M,
TpEeMOp, TUCTOHUSI, Xopesl, aTeTo3, OaIIM3M U IPYrHe CUHAPOMbI, KOTOPbIE MIPU pa3iny-
HBIX 3a00JIEBAaHUSIX MOTYT BCTPEUYAThCS B CAMBIX MPUUYIIUBBIX KOMOMHALUSX. CIOXHOCTh
KJIMHUYECKON KapTUHBI pacCMaTpyMBaeMOM TPYIITbl 3a00JI€BaHUI YCUJIMBACTCS HEPEOKUM
COYETAaHMEM 3KCTPANMPAMUIHBIX CUMIITOMOB C KOTHUTUBHBIM CHMXEHUEM, KOPKOBBIMU
HapylLIeHUSIMU B BUe ada3uu, aripakKCUM, CEHCOPHBIX LIEHTPAIbHBIX PACCTPOMCTB, CTBO-
JIOBOI Y MUPaMUIHON CUMIITOMATUKOM, HapylIeHeM Ta30BbIX QYHKUMI U T.1.

He cnyyaitHo maxke MpUMeHUTEIbHO K HanboJiee paclipoCTpaHEHHBIM 9KCTparupamMu-
HBIM 3a00JieBaHMSIM — 3cceHIuanibHoMy Tpemopy (DT) u 6one3nu Ilapkuncona (BIT) —
OIIMOOYHAsT IMAarHOCTUKA MOXET JocTurath 25—37% ciydaes (Jain et al., 2006; Joutsa et al.,
2014), mpuyeM A0Js TUIIEP- U TMIIOJMAarHOCTUKY 3TUX 3a00JIeBaHUI BbICOKA HE TOJBKO B
OOBIYHBIX KIMHMKAX, HO U B CIELMAJIM3UPOBAHHBIX LIEHTPax ABUTATEJbHBIX PACCTPOICTB
(Hughes et al., 2002; Schrag et al., 2000). 3HaYUTETLHBIMU OCTAIOTCSI PACXOXKICHUST MEXIY
KJIMHUYECKUM U T1aTOJIOTOAaHATOMUYECKUM AUMarHo3aMu 3a00JIeBaHUM, TPOSIBIISIOIINXCS
CUHAPOMOM TapkuHcoHM3Ma (Sage et al., 1990; Horvath et al., 2013). EcTb naHHbIE, 4TO Ha
9Tare J0HO30J0TMYECKOM TMAarHOCTUKU J0JIs1 OIIMOOK IPY pacrio3HaBaHUM CaMOI0 CUH]I-
poma mapkuHcoHu3Ma coctaisieT 10—15%, a Ha IPOTSKEHMU MEePBBIX 3 JIET OCTAIOTCS He-
JMarHOCTUPOBAaHHBIMU He MeHee 35% ciydaeB mapkuHconusMma (Jleun, @enopona, 2014;
Feldman et al., 2012). Jlaxe npu ciegoBaHUM BCeM KJlacCUYecKuM KputepusiM bpurancko-
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ro 6aHKa Mo3ra, mpenjaoxxeHHbIM 1151 nuarHoctuku BIT (Gibb et al., 1988), y 3HauuTenbHOM
YacTH MallMEHTOB MMEeT MECTO HeompaBaaHHas TMarHOCTUKA JaHHOTO 3a00J1eBaHusI (OKO-
710 20% ciyyaeB) MO0 AMArHo3 oIIMOoYyHO He BhIcTaBisgeTcs (1o 10% ciyuaeB) (Hughes
et al., 1992; 2002). Kak moka3bIBalOT JaHHbIE KIMHUKO-MOPMOJOrMUYEeCKUX COMOCTaBlIe-
HUIA, B IIMPOKOI HEBPOJOTMYECKOM MPAKTUKE OOBIYHO UMEET MECTO CYIIECTBEHHAsI TUTIepP-
nuardHoctuka BIT v, HampoTUB, rUIIOAMArHOCTUKA 3a00JI€BaHUI U3 TPYMIbI aTUITMYHOTO
nmapkuHconusma (Horvath et al., 2013; Joutsa et al., 2014).

WHutepecHble pe3yabTaThl Toayunan Hughes et al. (2002) mpu onieHKe crieliuUIHOCTU 1
YYBCTBUTEJIBbHOCTU MEXIYHAPOIHBIX TUATHOCTUICCKUX KPUTEPUEB PA3TUYHBIX BAPUAHTOB
MapKUHCOHMU3MA B YCIOBUSIX CHELUATU3MPOBAHHOIO 1LIEHTPa IBUTaTEIbHbBIX PaCCTPONCTB:
st BIT cnetmduunocts coctaBwia 98,6% u uyBcTBUTENIBHOCTD — 91,1%, st MyJbTH-
cucteMHOl atpoduu — 85,7 u 88,2%, It MPOrpecCUpyIOIIEro HaIbsIACPHOIO Mapaiu-
ya — 80,0 u 84,2% cootBeTcTBeHHO. /1151 cpaBHEHMSI: TIPU 00C/IEIOBAHUY ITALIMEHTOB HEB-
poJsioraMu o011ero Npoduiss HEKOPPEeKTHasE AUAarHOCTUKA MYJIBTMCUCTEMHOMN aTpoduu 1
IIPOTPECCUPYIOIIETO HaabsimepHOro napainya gocturaeT 30—50% (Litvan et al., 1996; 1997;
Verny et al., 1996). Otu gaHHbIe YOSIUTEILHO JEMOHCTPUPYIOT 3HAYUTEIbHBIC CIIOXKHOCTU B
KJIMHUYECKON TMAarHOCTUKE KCTpaIIMpaMUIHbIX 3a00JIeBaHUM U TUKTYIOT HACTOSITEIbHYIO
HEOOXOIMMOCTh Pa3pabOTKU 0OBbEKTUBHBIX METOIOB UX TUArHOCTUKM, KOTOPbIE MOIJIN ObI
OBITh IPMMEHUMBI KaK Ha pa3BepHYTOM, TaK U Ha paHHEW cTanuu O0JIe3HMU.

XapakTepHOil 0COOEHHOCTbIO a0COMIOTHOIO OOJBIIMHCTBA DKCTparMpaMUuAHbIX 3200-
JIeBaHM (32 UCKJIIOUEHUEM HEKOTOPBIX MapOKCU3MATIbHBIX CUHAPOMOB) SIBJISIETCS TTOCTE-
MEeHHOEe, He3aMeTHOE Havyajlo JBUTaTeIbHbIX MPOsIBIeHUI 6oe3Hu. bonee Toro, ns Heit-
polereHepaTUBHOIO Ipoliecca, JeXallero B OCHOBE 3KCTpalmupaMUIHBIX 3a00JeBaHUIA,
JIOKa3aHO CYIIECTBOBAaHME MHOTOJETHEN samenmuoii cmaduu (puc. 1), HA NPOTSKEHUU
KOTOpOI HapacTawplas ruoeib HEMPOHOB HE COMPOBOXKIACTCS MOSIBJIEHUEM OTYETIMBOM
nBUrateabHoit cumnromatuku (Mnnapuomkus u ap., 2013a; Jenner et al., 2013). Hanuune
TaKOM JJATEHTHOM CTaauU OMpPeaeIsieTCs] IIUTEIbHBIM Pa3BUTUEM CJIOKHBIX TATOOMOXUMMU-
YECKHMX KacKaJoB B HEMpOHAX-MUILEHSIX B pe3yJibTaTe HapyllleHU KOH(bOpPMaIIMY KITroue-
BBIX O€JIKOB, (DOPMUPYIOLIMX TUTTUUHBIE IJIS1 OTUX 3a0071eBaHU (GPUOPUILISIPHBIE CTPYKTY-
DBI U BKJIFOUEHUS — arperarbl O-CUHyKJIernHa 1 Tesbla Jlesu nipu bBI1, monurayraMuHoOBbBIe
BKJIIOUEHUS TIpU Xopee [eHTMHITOHA, Helipo(UOPUIUISIpHbIE KIIYOKU MTPY TaynmaTUsSX U T.1.
(UnnapuomkuH, 2003; 2011). Cpeau MexaHM3MOB HEHpPOIUIACTUYHOCTH, MPEISITCTBYIO-
IIKX A0 TTOPHI 10 BPEMEHU KJIMHUYECKON peain3aliiy 00JIe3HU, Belylllee 3HaYeHUE UMEIOT
caenytoiue (Stoessl et al., 2011; Kojovic et al., 2012; Greenbaum et al., 2013):

e M3MEHEHUE aKTUBHOCTHU psifia TPAHCMUTTEPHBIX CUCTEM T'OJIOBHOTO MO3ra (Harpumep,
MPU MapKUHCOHU3ME — MOBBIIICHUE 3KCIIPECCUU TUPOSUHTUAPOKCUIIA3bI, TOBBIIIICHUE
YPOBHSI HIOKAaHHAOWHOMUIOB, CHIKAIOIIMX BBIXOJ CTPUATHOTO IIyTamaTa, CHIKEHUE
9KCIIPECCUM TpaHcTopTepa JodaMuHa);

e TIOBBIIIEHNE TUIOTHOCTU COOTBETCTBYIOIIMX PELIENITOPOB HA IIUMTUKOBBIX HEMPOHAX;

e MHOTOYPOBHEBbIE HEepOCeTeBbIE MEPECTPONKN (aKTUBALIUS AOMOJIHUTEIBHON MOTOp-
HOI KOpPBI, aKTUBALIMS MO3XeUKa 1 €ro MpoeKIInii U T.11.);

e JEHCTBUE MOJICKYISIPHO-TEHETUYECKUX MO (UKATOPOB.

TpaHcdhopMalius JaTeHTHON CTaauU B OTYETIMBYIO KIMHUUYECKYIO TTPOMCXOAUT TOJb-
KO ITOCJIe TUOEIM CBBIIIE ITOJIOBUHBI KJIIETOK B COOTBETCTBYIOIIMX HEMPOHHBIX TTOIYJISLIMIX
(HampuMep, B KOMITaKTHOM yacTtu yepHoii cyoctanuuu (YC)), yto ¢ MophoxumMudecKoit
TOYKU 3peHMsI O3HayaeT yxKe CYIIeCTBOBaHME BechbMa cepbe3Hoil matojiorun (Fearnley,
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I'nasa 1

(a)

[uGenb HelipoOHOB

-
| -

EctecTBenHas yTpata HEpOHOB C BO3PACTOM, TOBI

(©)

[uGenb HelipoHOB

HanGonee P JlatenTHas cTagust

(KTII/IHI/I‘{CCKI/IC MPOSIBJIEHUS HEMPOJAETeHEPALIUT

:
dbexsHoe : MUHUMAJIbHbI HO JIMarHOCTUPYEMbI HJIU COBCEM
CORHOY L1 S , TPYZIHO 1 Py

. HE IMarHOCTUPYIOTCSI CTAHAAPTHBIMUA METOIAMU)
HEHPONPOTEKLINU

1

CHUMIITOMBI 00JIE3HU

B cpennem
8—15 ner

|

BpewMst pa3BuTHst HeipoaeTreHePaLK, TOIbI
Puc. 1. CpaBHUTebHAST IMHAMUKA THOEIN HEMPOHOB B KOMIIAKTHOW YaCTH . Migra TIPU «HOP-
MaJlbHOM» ctapeHnu (a) u ipu BIT (6). ¥ nui B o611l monyasiuy o Mepe CTapeHUs OTMEUaeT-
csl IMHelHast Tuoeb HeMPOHOB §. nigra co cKopocThio 4,7% 3a necsitwnerue. [pu BIT He MeHee
45—50% xieTok s. nigra morubaiot 3a 10 JieT yke B JATEHTHOW U paHHEH KIMHUUYECKON CTamusIxX
00J1e3HU (HEeTMHEeHAs IMHAMMKA).

Lees, 1991; Price et al., 2001). [ToyoxkeHMe OCTOXKHSIETCS TEM, UTO HEpoaereHepaTUBHbBIM
Mpollecc HOCUT HelMMHeNHbIN xapakTep (Marek et al., 2001; Villemagne et al., 2011), Tak
YTO KaTtacTpoduyeckas rudeib OCHOBHOM MacChl HEHPOHOB U/UJIM KPUTUUECKOE HAKOTLIe-
HHUEe TMAaTOJOTMYeCKUX CyOCTpaToB B HUX MPOUCXOAUT B TepBbie 3—4 roma 00Jie3HU U000
Jlaxke HEMOCPEeACTBEHHO Mepel ee KIMHUYeckoi MaHudecrauueii (cm. puc. 1). [Toaromy
BO3MOXHOCTU OKa3aHUS MOMOIIHU MalyeHTaM (0T U3MEHEHMI pexxuma Tpyaa U husude-
CKOM aKTMBHOCTH [0 IIPEBEHTUBHON HEUPONIPOTEKIIMU U alPECHON ITaTOT€HETUYECKOM Te-
paruu) MaKCUMaJIbHbl MMEHHO B JIATEHTHOM CTaauy HelpoaereHepaluu.

Takum o6pa3zom, naeHTUGUKALIMS JaTEeHTHOM CTaauM HelipoaereHepaTUBHBIX 3a001e-
BaHUI1, B TOM YUCJIE MPOTEKAIOIIUX C MOPaKeHUEM 3KCTPAIIMPaMUIHON CUCTEMBI, SIBJISICT-
Cs1 Ype3BbIYAiHO BaKHOI 3amaueil, ISl pellieHrsT KOTOPO MpeaokKeHO OOJbIIoe YUCIO
HOBBIX MOJIXOAOB M TeXHOJOIMit. B HalllM THM 3TO BecbMa MHTEHCUBHO pa3BUBAIOIIMIACS
pasnes HeBPOJIOTHM, OTIPENCISIEMbIi KaK pa3pabdomia npuicU3HeHHbslX OUomMapkepoe Helpo-
JIeTeHEepaTUBHOTIO Tpoliecca — HEelpoBU3YyaIu3allMOHHbBIX, HEMPOMU3MOIOTUYECKUX, MO-
JIEKYISIPHO-TIATOXUMUYECKUX (TEHOMHBIX, TTIPOTEOMHBIX, METab0I0OMHBIX) 1 Ap. (Shi et al.,
2011; Potter, 2012; Abdulkadir et al., 2013). IIprxusHeHHbIe OMOMapKepbl HEOOXOIUMBbI
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Kak JIJis1 BepuGUKaluy dTamna «peadoe3Hn» 1 000CHOBAHUSI COOTBETCTBYIOIIETO ITPEBEH-
TUBHOTI'O T€PareBTUYECKOT0 OKHA, TaK 1 1Jis 9(p(PEeKTUBHOTO AJUTEIHLHOTO HAOIIOACHUS 3a
TeUEeHUEeM KJIIMHUYECKUX CTaauii 3a00J1eBaHus ¢ TOYHOIM KOJMYECTBEHHOM OLIEHKON KITIO-
YEeBBIX [TAPaMETPOB COCTOSIHUS MalMeHTOB. Banuaalius Takx 0MOMapKepoB U UX MHTETrpa-
L1S B €AWHbIE JUATHOCTUYECKME CKPMHUHTOBBIE MPOrpaMMbl IIPU SKCTpanupaMUIHbIX 3a-
0oJIeBaHUSIX BEAYTCSI BECbMa aKTUBHO BO MHOTMX CTpaHaX U JUISI CAMbIX PA3HBIX MOMYJISILIIA
u rpynn HaceneHus (Berg et al., 2013; Noyce et al., 2014).

1.1. OnpeneneHue u Kaaccuukanus

ComlacHO KJIAaCCUYECKOMY OIIPEIC/ICHUIO, JTaHHOMY CHEIUAaIbHON MEXIyHapOIHOM
paboueii rpynmoii (Biomarkers Definitions Working Group) B 2001 r., 6uomapkep (6uono-
2uveckull mapkep) — 3TO XapaKTepUCTUKA, KOTOpask MOXET ObITh 0ObEKTUBHO MU3MEpeHa U
OlleHEeHa KaK MHIMKATOP HOPMAaJIbHbIX OMOJIOTMYECKMX ITPOLIECCOB, MATOJOTUYECKUX ITPO-
LIECCOB MJIM (DapMaKOJIOTHYECKUX OTBETOB Ha TepareBTUUeCcKoe BMelaTeabcTBO (Atkinson
et al., 2001). [TousiTue «OMOMapKep» SIBASIETCSI BeChMa LIMPOKHUM M aKTUBHO COOTHOCHUTCS
C PSIIOM APYTUX MHIMKATOPOB, OTPaKaIOIIMX TeYeHHe U mcxon 6oje3Hu (puc. 2) (Silva,
Furie, 2009). Cpenu HUX BBIIEJSIOT CASAYIOLINE ITOHSITUS:

e (papmMakoaMHAMUYECKUI MapKep — OroMapKep ¢hapMaKoJoTnIecKOro OTBeTa;

e CypporaTtHasi «KOHEYHasi TOYKa» — OMoMapKep, KOTOPbIi IpU3BaH 3aMECTUTh CO0O0M
KIMHUYECKYIO «KOHEYHYIO TOYKY» M IOTEHLMAIBHO MOXET IpeacKa3aTh YIydIllleHue,
OTCYTCTBUE 3(hdeKTa Uau Bpel B pe3ysibTaTe MPUMEHEHUs MCCIeayeMOro mpemnapara
(BO3ACICTBUS);

e KJIMHUYECKAsl «KOHEYHas TOYKa» — XapaKTePUCTUKa (BapUaTHUBHBIN ITOKA3aTesb), OT-
paxatoliiasi CaMO4yBCTBHE, (DYHKIIMOHUPOBAHUE WJIM BBKMBAEMOCTD TallMeHTa.

Kak BUaHO 13 yKa3aHHBIX ONPEIACICHUI, Ha CETOAHSIIIHUI AeHb KOHIEIIIMSI Guomap-
KEPOB pa3BUBAETCS B IIEPBYIO OUYEepPEb UCXOS U3 3a1auld 0ObEKTUBHOIO KOHTPOJIS 3a Pe-
3yJIBTaTaAMM MIPUMEHEHUS T€X WJIM MHBIX METOIOB M TEXHOJIOIMil JieueHuss. OQHAKO PoJib
OGruoMapKepoOB B HEBPOJIOIMU 3HAYUTEIIHPHO IIIMPE, B TOM YUCJIE U B 00JIACTU U3YUYEHMST IKC-
TpanMpaMUIHbIX 3a0oeBaHuii. BroMapkepbl MOMOralT 00BEKTMBU3UPOBATH HAJIMYME
JIATEHTHOM (IOKJIIMHUYECKOM) cTaauu 00JIe3HU, a TaAKKe YCOBEPIIEHCTBOBATh A hepeH-

Hcxon 6one3Hu
TeMII BBI3IOPOBIEHUS

CreneHb
MHBaIIN3ANN

[ToGouHbIe 2hHeKThI
U OCJIOKHEHUSI Tepariu

Puc. 2. Buomapxkepbl
W IpYre MHAMKATOPBI
TeYeHUs 1 ucxona 60-
ne3Hu: 1 — ouomapke-
pbl; 2 — dapmakoau-
HaMUYECKHE MapKe-

INapakauHu4YecKure Knunnueckue pbI; 3 — cypporaTHble
rnokasaresi (MHIUKaTOphl) «KOHEYHBIE TOUKW» MapKephl.

PeunnuBbl

BorkuBaemocTh
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I'nasa 1

LIMAJIbHYIO JUArHOCTUKY (Hampumep, yeTko auddepeHuuponaTsh BIT ¢ DT, mapkuHco-
HU3MOM TP MYJBTUCUCTEMHBIX HelpoaereHepaTUBHBIX 3a00JeBaHUSX, CO BTOPUYHBIM
MapKUHCOHU3MOM). YCTaHOBJICHME HO30J0TMYECKOM MPUHAIIEKHOCTH KpaliHe BasKHO Ha
CaMbIX HayaJbHBIX CTaaWsIX 3a00JeBaHUS IS MPAaBUILHOIO MOCTPOCHUS TaKTUKU Jieue-
HUSI, 1 OMOMapKePhI 3IeCh MOTYT CTaTh BECbMa LIEHHBIM TMarHOCTUYECKUM UHCTPYMEHTOM
B apceHase Bpaua. Eie oqHa BaxkHeiimas GyHKIms 6MoMapKepoB — ONTUMM3AIUsI 0TOOpa
MaKCUMaJbHO OJHOPOIHBIX I'PYIII MAIIMEHTOB UISl TPOBEACHUS KIMHUYECKMX UCCTIeN0Ba-
Huii. I1o Mepe TeueHus1 00JIE3HU POJIb U aKIIEHTHI IPUMEHEHUsT OMOMapKepOB MEHSIIOTCSI.
[lepBOoHaUaIbHO OHM HYXKHBI VTSI paHHEH (MMPpecUMIITOMHON) 1 AuddepeHnaibHoN qua-
THOCTUKHM, a B Pa3BEPHYTOU KIMHUYECKOW CTauu — JUIsI MOHUTOPUHTA O0JE3HU U peak-
LIMY Ha TIPOBOAMMYIO T€PAIIMIO.

Bromapkepsl n3yyaeMbIX 3a00J1€BaHUIA JOKHBI YIOBIECTBOPSTH PSIAY CIeIM(PUUECKIX
XapaKTEePUCTUK: TTPOCTOTA KOJMYECTBEHHOIO ONPEIeICHUS B IOCTYITHBIX TKAHSX, CTAOWIb-
HOCTb B OOIIEH TMOMYJISILIMU, HE3aBUCUMOCTh OT TeX WJIM MHBIX KOMOPOUIHBIX (haKTOPOB,
a TakxKe OBICTpOTa M BOCIIPOM3BOIMMOCTb M3MEPEHUSI B pa3HOE BpeMsl M B Pa3IMUYHBIX
neHtpax (Henley et al., 2005). B uaeane ouomapkepbl JOKHBI e€llle 00JagaTh JMHEHHBIM
BapbUPOBAaHUEM I10 MEPE MPOrpecCUpoBaHUs OOJIE3HU U/WIM IIPU OTBETE Ha MPOBOAUMYIO
tepanuio. OUeBUIHO, YTO KaKOI-JIMOO0 OMMH MapKep eBa U MOXET COOTBETCTBOBATh BCEM
yKa3aHHBIM KPUTEPUSIM, TTIO3TOMY HanboJjiee paciIpoCTpaHEHHBIM MOIXO0A0OM CETOIHS SIB-
JISIETCSI KOMOMHUPOBAHUE Pa3IUYHbIX IO CBOEI CYIITHOCTY TEXHOJOIUiA (MMUIKUHT, OMO-
Xumus U T.4.). [IpuMepbl OMoMapKepoB, UCITOJb3yeMbIX B HACTOSIIEE BpeMsI ITpU Helipoae-
reHepaTUBHBIX 3a00JIeBaHMSIX, MIPEACTaBICHbBI B Ta0I. 1.

Cpenu skcTpanupamMuaHbix 3a6oneBanuit bIT saBiseTcs, 6eccriopHo, Beaylleit «Moe-
JIbIO» Pa3pabOTKM M BaJWIAlIMU PAaHHUX M TOKJIMHUYECKUX OMOMapKepoB HeilpoaereHe-
pauuu. DTo He ClydailHO, TTOCKOJIbKY 3a mocieaHue 10—15 jeT mosyyeHo MHOTO HOBBIX
JNIAHHBIX, CBUAETEJIbCTBYIOIIMX O YPE3BLIYANHO CIOXHOMU, CUCTEMHOU 1 MHOTOYPOBHEBOI
IUHAMMKe IMaTojioruyeckoro mnpoiecca npu bIl, Beixoasiieit gaaeko 3a mpeaesabl «BUIM-
MOTO» CIIEKTpa KIMHUYECKUX MPOSIBJICHUI TaHHOTO 3a00JIeBaHNSI.

Taomuna 1. [TpuMepbl GOMapKepOB, UCIIOIb3YEMbBIX IIPY HEMPOAETeHEPATUBHBIX 3a001eBaHUIX (110
Silva, Furie, 2009, ¢ nonosHeHusIMu)

OuneHuBaeMblii MOKa3aTesb
Knacc 6nomapkepos 3a0oneBanue
JIH00 METOI HCCIIeI0BAHMS
CrpyKTypHast O0beM MeIUabHOM BUCOYHOM 101 bonesns Anbureiimepa
HelipoBusyammu3anusi | CooTHOIIEHUE TUIOMIANel CpeTHero [porpeccupytotuit HaTbSIEPHBII
(MPT) MO3ra 1 MOocTa napaiuy
Wunekc atpoduu crpuatyma bonesns [eHTHHITOHA
BoxcenbHast MopdomeTpuueckast Bonesuu Anblireiimepa,
OlIEHKA Pa3JIMYHBIX OTAEJIOB MO3Ta Tentunrrona, BIT u ap.
HNuddysunonHo-tensopHast MPT PaznuuHble 3a601eBaHMs
C OIIEHKOI1 (hpaKIIMOHHOI aHU30TPOTIUU | C TIOPaKeHUEM TIPOBOMISIINX TTyTel
Busyanuzanus xenesa BI1, Heiiponerenepauu
1 HEeMpOMeJaHWHA B CTICIIMATbHBIX C HaKOIJICHUEM KeJie3a
pexumMax B TOJIOBHOM MO3Te
OyHKIMOHATbHAS AKTUBHOCTb TUIIIIOKAMIIA YKP
HelpoBU3yaau3aLusl | ¥ MaparuninoKaMnaibHOii 061acTu
(byHKUMOHATBHAS AKTHUBHOCTb «CETeli TTIOKOSI» B MO3Te PaznuuHble HeliponereHepaTUBHBIE
MPT) 1 QYHKIMOHATbHAS! KOHHEKTUBHOCTh 3a00J1eBaHUS
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Ta6amna 1. OxoHuaHue

Knace OnenuBaeMblii NoKa3areJb
3a0oneBanue

OuomapkepoB 00 METO HCCJIeI0BAHMS
MPT- CootHomeHure N-aleTuaacraprara, YKP u 601e3Hb AnbLireiimMepa,
CTEKTPOCKOTTHS XOJIMHA U KPeaTuHa B KOHKPETHBIX BI1, nemeHMs ipu «O0NIE3HAX

yJacTKax Mo3ra tenen Jlesu» u ap.

PannonsoromnHas Merabonnyeckast akTUBHOCTh MO3Ta BbI1, YKP, 6one3ns Anblireiimepa
(byHKIIMOHATBHAS (3axBat ["*F]-(100poaeoKCUTITIOKO3bI ) U IpyTHe TeMEeHIIUN
HeiipoBusyanusanus | 3axsat [''C]-PIB — mapkepa B-amuiouna | bosesHb Asbireitmepa
(IT9T, ODIKT) 3axsar [*F]-moda BI1

CBsI13bIBaHUE JIMTAHIOB CTPHATHBIX
T0(aMUHOBBIX PELIETITOPOB

U TPAHCIIOPTEPOB Ao(amMuHa
CaaspiBanue ['21]-S-IBZM — mapkepa
wunukoBbix TAMK-HelipoHOB
CaaspiBanue [''C]-BF-227 — mapkepa
O-CHHYKJIEMHA B IIMAbHBIX KJIETKaX

BI1, 3a001eBaHMs U3 TPYIITIBI
ATUTIMYHOTO MTAPKUHCOHU3MA

Bonesup [eHTHHITOHA

MynsTucucteMHast aTpodust

JHK-uumbi [TpoduanpoBaHue TeHHOM SKCITPECCUU Bonesuu Anblireiimepa,
o ypoBHio MPHK B Guonornueckux Tentunrrona, bIT
JKUAKOCTSIX M OMOTNICUITHBIX TKaHSIX
TIpoTeomuka [Tonck yHMKaIBHBIX TPOTEOMHBIX Bonesuu Anblreiimepa,
«(DUHTEePIPUHTOB» B OMOJIOTMYECKUX Tentunrrona, bI1, aTunuyHbIi
SKUIKOCTSIX M OMOTICUIHBIX TKaHSIX MapKUHCOHU3M, O0JIE3HU
MOTOHEWPOHA U 1.
Metabonomuka, [Tonck yHMKaTBHBIX META0OINUTOB PaznuuHbie HelipomereHepaTUBHbIC
OMOXUMUYECKHIE B OMOJIOTMIECKMX KUIKOCTSIX 3a00J1€BaHNUs
roKazaTeaun 1 OMOTICUIAHBIX TKaHSIX
VYpoBeHb O-CUHYKJIEWHA, BI1, mynsTucucreMHast atpopust
B TOM YKCJIE €r0 arperupoBaHHBIX
1 MOIM(MULIMPOBAHHBIX (GOPM, B KPOBU
1 IUKBOpE
VpoBeHb AB-42 1 T-6esika B IMKBOPE YKP u 60ne3ub Anbireiimepa, BIT
YposeHb DJ-1 B KpoBU U JTMKBOpPE BIIT
‘YpoBeHb OpeKCHHA B IMKBOPE Bonesup [eHTHHITOHA
Heiipodusuo- CrnexrpaibHast DI, BbI3BaHHbIE Bonesnu Anblireiimepa,
JIOTHYecKue MOTEHLMAJIbI pa3IMYHBIX MofanbHOCTel | [eHTHHITOHA, BIT,
OroMapKephbl (BKJTI0OYasi KOTHUTUBHBIE), YPOBEHb CIIMHOLIepeOesUISIpHbIE aTaKCUH,
MTOCTOSIHHOTO MOTEHI[MaIa MO3ra U T.1I. JIOOHO-BUCOYHAST IEMEHIIHS U JIp.
Tucroxummyeckue [IpuoHHBI GeToK B OuonTaTax MHOKyASIMOHHBIN BapyaHT
OGroMapKepbl [JIOTOYHBIX/HEOHbBIX MUHIATUH ooae3nu Kpeiitudenbara—SAxkoda
DochopuupoBaHHBIN O-CUHYKIEHH BIl1
B BereTaTMBHBIX HEpoHaX OMOMNTATOB
nepudepruuecKrX TKaHeH
Kannunueckue Heiiponicuxosiornueckoe Paznuunbie HelipoaereHepaTuBHbIE
OroMapKepbl Y TICUXOMETPUYECKOE TECTUPOBAHUE, 3a00J1eBaHus

OIIEHKA JBUTATEIbHOM 1 BEreTaTUBHOM
c(epbl, OOOHSIHUSI, 3pEHUS U T.II.

O60o3HayeHusi: MPT — maruuTHO-pe3oHaHcHas Tomorpadust, ODIKT — onHohOTOHHASI SMUCCHOHHAsI KOMITBIOTEP-
Has Tomorpadust, [19T — nozurponnas smuccronnas tomorpadusi, Y KP — ymepeHHOe KOTHUTUBHOE PACCTPOICTBO,
D8I — anekrposHiedatorpadms.
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Tadmuma 2. HemMoTopHBIE CUMITTOMBI pa3BepHYTOM KimHu4deckoi (asbl bI1 1 Hanbosee paHHue mpe-
MOTOpPHBIE CUMITITOMBI B JIATEHTHOI CTaauu HeiipoiereHepaTUBHOTO Mpoliecca

Bereratusnas . HepBHo-ncuxuyeckue
CeHCOpHbIE CHMIITOMBI PaccrpoiicTBa cHa
nuchynkums CHMITOMBI
o Konctunauus o Hapymenue ooonsinns | « Hapymenue npikennii | © lenpeccus
e OptocraTuyeckast * Hapymenue B (ha3y ObicTporo cHa e AHrenoHus
TUTTOTeH3USI KOHTpacTHoro 3penust |  CuHIpOM e Anarust
e VmMmepaTtuBHbIE ¥ IIBETOBOCTIPHSITHS 0eCTIOKOITHBIX HOT e [lcuxo3swl
MO3bIBbI (AMCKpUMMHALIMN e MHcoMHus e JleMeHLMS
U HeflepXKaHe MOYKN IIBETOB) e JlneBHast connmmBocTh | * TpeBora
e VMmoTteHuus e Bomnb U TIPUCTYTIBl AHeBHOTO |  [lanmyeckue ataku
e [umnep- CHa
WJIA aHTUZIPO3 e ®OparMeHTaIus CHA

anM@‘laHI/IC. CUHUM 1IBETOM YKa3aHbl HauboJjiee 3HaYMMble TIPEMOTOPHBIE CUMIITOMBI B nareHTHOM ctanuu BIT.

OCHOBHBIMM TIPEIIOCHUIKAMHU, TTO3BOJIMBIIUMU 000CHOBATH ITOJIOXKEHUE O JUIUTEIbHOM
daze «peadonae3Hu» Mpyu MEPBUYHOM MAPKUHCOHU3ME, CTAJIM: a) YCTAaHOBJIECHUE Beayllei
ponu B natoreHese BI1 napywenuii kongpopmayuu Q-cunykaseuna — OCHOBHOTO OEJIKOBOIO
KOMITOHEHTa Tejell JIeBU — M BHeIpeHUe B MPAKTUKY HANEKHBIX METOJOB €ro UMMYHO-
XUMUYECKOro OIpelnesieHUs B LeHTpaldbHBIX U Nepudeprdeckux HelipoHax (Mosharov
et al., 2009; Jenner et al., 2013); 6) mapajiieTbHO TPOUCXOAMBILIEE PA3BUTHE KOHLICTILIMU
HemomopHbix U npemomopbsix nposeaenuii bI1 (Mnnapuoikun, 2011; MnnaproikuH v ap.,
2013a; Poewe, 2008; Hawkes et al., 2010; Stern, Siderowf, 2010; Uc et al., 2012).

Borpekn TpagudLIMOHHON TOYKE 3peHUs] 00 «OrpaHMYEHHOCTH» MOP(MOJIOrMYECKOro
cyoctpata BII B Bume nodaMmuH-npoayuupyonmx HeiipoHoB YC, nuMeroImecs: CeroaHs
JIAHHBIC CBUACTEILCTBYIOT O HAJIMYMK ITaTOJIOTMUECKUX CUHYKJICHH-IIO3UTUBHBIX BKIIIO-
YeHUI B OOOHSTE/IBHBIX JYKOBUIIAX, KJIETKAX KayJaaJbHbIX OTHEJIOB CTBOJIA MO3ra, SIpax
1IBa U PETUKYISIpHOU hopmanuu yxxe B nedrote 3adonaeBaHus (Braak et al., 2003). bonee
TOro, Ha OoJiee paHHel, naTeHTHOU cTanuu BIT yeTkue HelipoaereHepaTUBHbBIE U3MEHE-
HUST «[TADKUHCOHMYECKOI0» TUIIA (arperathl O-CUHYKJIEMHA U TeJiblia JICBU) BBISIBIISIIOTCSI
B nepudepuyecKrX BereTaTUBHBIX HEMPOHAX — KJIETKaX MeMCCHEpOBa 1 ayapbaxoBa CILIe-
TEHMI1, TUCTAJBbHBIX CUMIIATUYECKUX TEPMUHAJISIX, HEMPOHAX HAAMOYSCUHUKOB, CIIOHHBIX
xKenes, Koxu u T.a. (Braak et al., 2006; Hawkes et al., 2010; Jellinger, 2011; Beach et al.,
2010; 2013). Ha aTo0i1 cTaguu, Mo-BUAUMOMY, UMEETCSI OMpeaeeHHass XpOHOJOrnyecKas
U TOIMYecKas MOCIeI0BaTeIbHOCTh BOBACUCHMS Pa3IMYHbBIX OTAEJIOB HEPBHOI CUCTEMBI,
KoTopas TpedyeT yrouHeHus (Jellinger, 2012).

TakuMm obpa3om, 3a701T0 A0 MaHU(pECTaAlUN KJIAaCCUYECKUX IBUTATeIbHBIX CUMIITOMOB
BIl y nmaureHTOB MMEIOT MECTO CHavyala CKPBIThIC, a 3aTeM U KIIMHUYECKU OIpeaeisieMble
MPU3HAKK MOPaXXeHUST TTeprudepruIecKrX BereTaTUBHBIX HEPOHOB U Psiia 9KCTPAaHUTPAJIb-
HBIX siJIep TOJIOBHOT'O MO3ra, CBSI3aHHBIX ¢ KOHTPOJIEM CEHCOPHBIX (hyHKIIMiA, adEeKTUBHOM
chepbl, MmexaHnu3MoB cHa U T.4. (Mmnapuomkut, 2011). OcHOBHBIE MTPEMOTOPHBIE CUMIT-
TOMBI JIATEHTHO# (a3bl HelipoaereHepaTuBHOro mpoiiecca npu bII, BodHuKawIme B pe-
3yJIbTaTe BOBJICYCHUSI CTPYKTYP IeprudepruyecKoil BereTaTUBHOI CUCTEMbI U LIEHTPAJIbHOM
HepBHoIt cuctembl (LIHC), npeacTasieHbl B 000011IeHHOM BUe B Ta0J1. 2. BblsBiaeHUEe 3THX
CUMIITOMOB — BaXKHBII KJTIOU K paHHe# u «mpeapaHHeii» nuarnoctuke bIT (puc. 3).

WUHTEpecHO OTMETUTD, UTO HEKOTOPhIE U3 YKa3aHHBIX HEMOTOPHBIX mposiBiaecHuii BI1
MOTYT UMETh MECTO U MPU APYTUX HEHpoAereHepaTUBHbIX 3a00eBaHuUsX. Tak, CHUXKEHUE
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Havaino cumnromon

Puc. 3. Ponb 6uomapkepon B nuarHoctuke BIT. I[Tocie Hayana maTojoruyeckoro rnpoiecca npo-
XOIUT B CpelHeM He MeHee 5—10 jieT 6ecCMMIITOMHOI JIaTeHTHOM ctanuu (rubeib <50% moda-
MUWHEPIMYeCKUX HEWPOHOB U Apyrux nomynsuuii HeiipoHoB B LIHC u Ha nepudepun). [lepBoie
CUMIITOMBI HapacTalolleil HelipojereHepaly HecneunubUyHbl, U 10 MOMEHTa MaHudecTaluu
XapaKTepHBIX HAPYIIEHW MOTOPUKY TIPOXOIUT ellle OKOJIo 4—8 jieT (cTamusi TpeMOTOPHBIX ITPO-
apnennit BIT). [Janee K HapacTaloIUM HEABUTATEIbHBIM CUMIITOMAM TIPUCOCIUHSIIOTCS MUHU-
MaJIbHbI€ IBUTATE/IbHbIE HAPYILIEHUS, HEIOCTATOUHbIE JJIsl TOCTAHOBKM AMArHO3a («MpoapoOMasb-
Has» CTaausI TIPOIOJIKUTETbHOCTBIO OKOJIO 2—3 JIET), TTOCJIe YeTO B COOTBETCTBUM CO CTAHIAPTHBI-
MU KPUTEPUSIMU CTAHOBUTCSI BO3MOXHOM KMHMYeckas auarHoctrka BI1. ¥ pa3Hbix mainrieHToB
XapakTep TeUeHUs! 00JIE3HU U TeMIIbl €€ MPOTrPecCUpPOBaHUS (XOA KPUBOI) MOTYT pa3jinyatbcs B
3aBUCUMOCTHU OT TE€HETUIECKUX, CPEIOBBIX M MHBIX (DakTOpoB. [locTaHOBKA AMarHO3a U Ha3HAYe-
HUe CelMdUYECKOro JeYeHUsI MOTYT ObITh YCKOPEHBI C BHEAPEHNEM KIMHUYeCKUX OMoMapKepoB
(1), nHGOPMATUBHBIX U YYBCTBUTEIbHBIX JJAOOPATOPHO-MHCTPYMEHTAJIbHBIX OMOMapKepoB Mpe-
MOTOpPHO#1 cTanu (2) 1 TTOBBILIIEHEM KBaJinuKau Bpava. B upeane, HEOOXOAMMO CTPEMUTh-
¢Sl K pa3paboTKe M Ha3HAYEHUIO TTPEBEHTUBHOM HEMPONPOTEKTOPHOI Tepanuu — IpU YCJIOBUU
UIEHTUGDUKAIIMA MaKCUMAJIbHO PaHHUX CHieHU(bUUECKUX OMOMApKepOB «IMapKUHCOHUYECKOTO»
HelipoJereHepaTBHOTO mpotecca (3).

OOOHSIHMSI, BBISBJISIEMOE TPU CIELHUAaIbHOM MCCISIOBAHUMU Y TTONABJISIONIEr0 OOJIBIIMH-
ctBa naueHToB ¢ BI1, MoxXeT Takke BcTpeuaThes Mpu aemMeHuuu ¢ Teabuamu Jlesu (JTJI)
u (pexxe) ipu 6onesnu Anbureiimepa (Poewe, 2008). OtaenbHbIE CUMITTOMbBI BET€TaATUBHOIM
JUCchYHKIMU (HAIIpuMep, cCUMITaThdeckKasl JeHepBallds MUOKap/a) WM MaToJI0rn4eckoe
noseaeHue B (pa3y OBLICTPOTO CHA BeChMa XapaKTepHbl He ToabKo 1t BIT, Ho u a1 apyrux
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cunykinenHornatuii — JITJI u myasTucucremuoii arpoguu (Yoshita et al., 2001; Iranzo et al.,
2010). Jdaxe, kazanock Obl, maTorHomMmoHnuYHbIe 111 BIT arperatsl ¢hochopunmpoBaHHOTO
O-CHHYKJIEMHA B TIOMYEIIOCTHOM CIIIOHHOM Xejle3e U3peaKa MOIyT OOHAPYKMBAThCs TaK-
Ke y TallMeHTOB C pa3HbIMU BaprMaHTaMU MepBUYHBIX AeMeHuit (Beach et al., 2013). Dtu
JIaHHbBIE, TTO-BUIMMOMY, TIO3BOJISIIOT FOBOPUTH O CYILIIECTBOBAHUM Psijia OOLIMX MEXaHU3MOB
pa3BUTUSI HeWpoJAereHepallMi Ha MOJIEKYJISIPDHOM U KJICTOYHOM YPOBHSIX WJIU O JACHCTBUU
CXOIHBIX (DAKTOPOB MHULIMALIMY MATOJOIMYECKOTO Ipoliecca MPU pa3HbIX HO30JOTUSIX.

Bce ykaszaHHbIe TOKa3aTeJd M KJIMHUKO-MHCTPYMEHTAIbHbIC XapaKTePUCTUKU MOTYT
paccMaTpuBaThCs B KaueCTBE MOTEHUMAIBHBIX (B TOM YMCJIe paHHUX) OMoMapKepoB. [dua-
THOCTMYECKAs LIe/Ib IPUMEHEHMSI OMOMapKepOB MPU HeilpoaereHepaTUBHBIX 3a00J1¢BaHM -
SIX JTBOSIKASI.

1. UpenTudukamms namyueHToB, UMEIOIIMX BBICOKYIO MPEpacIiooXEHHOCTh K pa3BU-
TUIO U3y4aeMOil IIaTOJIOTUH, T.€. BbIIEJCHNE B MOIYJISIIMHU JIULI IIOBBIIIICHHOIO PUCKa €Ille
JIO TOTO, KaK Pa30BbIOTCSI CUMIITOMBI 00JI€3HM. DTO BaXKHO, B YACTHOCTH, JIJIsI pa3pabOTKU 1
arpo0aly HOBBIX IIPENapaToB ¢ MOTEHIIMAIbHBIMU HEMPOIIPOTEKTOPHBIMU CBOMCTBAMMU,
a TakoKe U1l IMHAMUYECKOro HaOJIOAEHUSI U JACTaJbHOIO M3YUYEeHMS KOMIICHCATOPHBIX U
HepoIIacTUYeCKMX (pakTopoB, MPEMSATCTBYIOMINX MaHUMeCTaAlMU KIMHUYECKOM CUMII-
TOMaTUKU. DPGEKTUBHOCTh pelIeHUs TAHHOM 3adauyM OIPEIENISICT 4Y6CmeumenabHoCmy
oromMapkepa.

2. TouHast Ho3oJi0rn4YecKast UAeHTUMUKAIIASA U3y9aeMOTo 3a00JIeBaHUsI Cpen OOJIbIION
IPYIIIbI HEMpPOAEereHePaTUBHBIX CUHAPOMOB, IPOSIBJISIOIIMXCST CXOIHOM CUMIITOMATUKOM.
CriocoOHOCTD PeIINTh 3Ty 3a1auy MOKa3bIBaeT creyuguuHocms OoMapKepa.

HMIMeHHO BBICOKME MOKa3aTeau CIEeHM(UUYHOCTA U YYBCTBUTEIBHOCTU B COYCTAHUU C
JIOCTYITHOCTbIO M 9KOHOMMYECKOI 1I1eJ1eCO00pa3HOCThIO MPUMEHEHUsT KOHKPETHOM Me-
TOMUKU SIBJISTIOTCS KJIFOUEBBIMU B OlLIEHKE MOTEHIIMaIa TOTO MM MHOoro ouomapkepa. Co-
[JIACHO COBPEMEHHBIM MpeacTaBiaeHusM, 11 BI1 u apyrux HeiipoaereHepaTUBHBIX 3a00-
JIEBaHUI ONTUMAaJIbHBIC ITOKA3aTe/IM CIIEHUMUIHOCTA U YyBCTBUTEIBHOCTA OMOMapKepPOB,
IMO3BOJISTIONINE YBEPEHHO MCITOJIB30BaTh X B IMIPAKTUYCCKUX U UCCIICA0BATEILCKUX LIENISIX,
JIOJKHBI cocTaBisATh He MeHee 75—90% (Michell et al., 2004; Henley et al., 2005; Silva,
Furie, 2009). 17151 601p1IMHCTBA MTpeAaracMbIX Ha TEKYIIUHI J1eHb OMOMapKepoB TaKUe 1ie-
JIEBBbIE ITOKA3aTe/IM MOKA HETOCTUXKIMBI.

Hcxonst u3 TUITMYHOTO Habopa CUMIITOMOB (B TOM YMCJIe HA PaHHEW CTaJMKU U Ha CTaIuu
JIATEHTHO IIPOTEKAIOIIEro HeipojaereHepaTUBHOIO IPOIecca) U ¢ YYETOM COBPEMEHHBIX
BO3MOXHOCTEH MPYKU3HEHHOM MASHTU(MUKALIMY LIepeOpaIbHbIX U 3KCTpalepeOpalbHbIX
u3MeHeHu#, cBoiicTBeHHbIX BIT u npyrum HelipojereHepaTUBHBIM 3a00JI€BAHUSIM C TO-
paXkeHUEM 3KCTPAIMpPaMUIHON CHUCTEMBbI, BCe M3BECTHbBIC OMOMapKephl MOTYT OBITh pa3-
JIeJICHbI HA TP TPYIIIbL: KIMHUKO-(DU3HOJOTNYECKIE, MOJICKY/ISIPHO-IaTOXUMUYECKIE 1
HENpOBU3YyaIU3aLIMOHHBIE.

1.2. KnuHukKo-(pu3nonornyecKme
OrMomMapKepsbl

KnuHuko-pusnonornyeckue omomapkepsl BI1 u apyrux ¢opm skcTpanupamMugHO
IaTOJIOTMU SIBJISIIOTCS HEIOCTATOUYHO CIIeLIM(UUHBIMU, HO IIPU 3TOM JIETKO OIpeIe/IsieMbl-
MM Ha npakTuke. [1oBblllIEHNE UX YYBCTBUTEIBHOCTU M MH(POPMATUBHOCTU IIPOUCXOIUT
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Oy1aromapsi MOCTENIEHHOMY BHEAPEHNIO HOBBIX MHCTPYMEHTAIbHBIX TEXHOJOTMIA CKPUHUH-
ra, MO3BOJISIOIINX O0BEKTUBU3UPOBATh U U3MEPSITh KOJUUYECTBEHHO OLICHUBAaEeMbIe MOKa-
3atenu (Uc et al., 2012).

OnHuM 13 Hambosiee paHHUX MPOSIBIeHUI TTpeMoTopHoi ctaguu BI1, Bo3HuKamommm
OPUEHTUPOBOYHO 3a 15 jieT u 60Jjiee 10 MOCTAaHOBKU AMArHo3a, SIBJAsSIEeTCSl HapylleHue Bere-
TaTUBHBIX (DYHKIIMI, OOYCIOBJICHHOE BOBJICUYECHUEM B MATOJOTMYSCKUM MPOLIECC KUIIeU-
HBIX U TA30BOTO CIUIETEHUI, OJYKIar0IIero HepBa, CUMIAaTUIECKUX TaHTJIMEB U UX TEPMU-
Hauteii (Braak et al., 2006; Jellinger, 2011). B 1ieiom arperatbl O-CMHYKJIEWHA BBISIBISIIOTCS
B repreprIecKoil BereTaTUBHON HepBHOM cucteMe Y 9—17% 3mM0pOBBIX JIUL, TIPUYEM Y
3aMETHOM YacCTU M3 HUX PETUCTPUPYIOTCS T€ WIM MHbIE TPEMOTOPHBIE TIPOSIBICHUS 10O
(ciyctst 30 Mec mocie MPOBEAEHHONW OMOIICUM) «MSITKHE» CUMMTOMBI MapKUHCOHMU3Ma
(Minguez-Castellanos et al., 2007). TUITUYHBIMU SIBASIOTCS KETYIOYHO-KUIIEYHbIC (KOH-
CTUMALIMS, TUMOCAIMBALIUSI U 1p.), YPOTEHUTAIbHbIE, CEPACUYHO-COCYIUCThIE PACCTPOIi-
CTBa, cebopesi, HapylIeHUEe CUMITATUYECKON MHHEPBAllMM KOXHU. B MPOCIIEKTUBHBIX HC-
clenoBaHMsSIX Haubosee 4eTKo mpociexeH puck BIl y HeBposiormyecku 3M0pOBBIX JIUIIL,
HMMEIOIINX CKIIOHHOCTb K 3aIl0paM:

e puck pa3Butus BI1y nuil ¢ HU3KOM MepucTaabTUKON K1lleyHuka B 2,7—4,1 pa3a BhlllIe,
yeM B OMYJ/ISILIMOHHOM Tpyrme HopMbl (Abbott et al., 2001);

e KOHCTMIIALIMSI aCCOLMMPOBaHA HE TOJBKO C O-CUHYKJIEMHOBOI IMAaTOJOTMeil, HO U CO
CHIDKEHHOM TUIOTHOCTBIO HUTPAJIbHBIX HEPOHOB (BHE 3aBUCUMOCTHY OT HaJWYUS WK
otcytctBus Tenell Jlesu Ha cekuun) (Petrovitch et al., 2008).

B kxauecTBe 1OCTYITHO# M OOBEKTUBHOM TEXHOJIOTUM CKPUHUHTA JIULI, UMEIOIIIUX BbICO-
kuit puck BI1, npenyoxkeH MaTOMHBAa3UBHBIN TECT, OCHOBAHHbII HA TTPOBEICHUM UTOJIbUa-
TOI OMOIICUM KOXMU, PEKTaJbHOMI CIM3UCTON WU CAIOHHOM KeJie3bl C 11eJIbI0 UMMYHOTUC-
TOXUMUYECKOT'O BBISIBJICHUS arperatoB O-CUHYKJIEHWHA B MepudepuIecKuX BereTaTuBHBIX
HelipoHax (Del Tredici, Duda, 2011; Beach et al., 2013; Malek et al., 2014). I1pu sTom
YCTaHOBJIEHBI YeTKUEe AudepeHMaabHO-Iuarnoctuyeckue otanuust bIT ot cuHapoMoB
aTUMUYHOTO MapKUHCOHM3MA, a TaKKe TT0Ka3aHo IOsIBJICHUE TieprudepruIecKoit O-CUHYK-
JIEMHOBOM MATOJIOTUM YK€ B JATEHTHON (MPEMOTOPHOI) CTaAuU «IMapKUHCOHUYECKOTO»
HelipoaereHepaTuBHOro mpoiiecca (Shannon et al., 2012). Tem He MeHee, KaK ITOKa3bIBAIOT
MocjeaHue padboThl, YyBCTBUTEILHOCTh JAHHOTO METO/Ia He aOCOJIIOTHA, a YaCTOTa BhISIBIIC-
HUS arperaToB O-cuHykJenHa rmpu bI1 BapnabenabHa U B 3HAYUTEbHOI CTETIEHU 3aBUCUT
OT UCTOYHUKA Y TEXHUKU MTPOBEACHHOMN OMOIICHUU, TIOATOTOBKHU CPE30B, TPOTOKOIA UMMY-
HOTMCTOXUMUYECKOT0 rccienoBanus v npyrux dakropon (Adler et al., 2014; Gelpi et al.,
2014). IToaTOMY OKOHYATEJIBHO CYAUTh O TTOTEHLIMAJIe JAaHHOTO TeCTa JIJisl paHHEH UIeHTU-
¢ukauuu mauueHToB ¢ BIT 1 MUl «BBICOKOTO prcKa» MoKa MpeKaeBpeMeHHO.

Becbma paHHMM TNpu3HAKOM AUCGHYHKLUMU Mepu@epruyecKoil BereTaTUBHONW HEPBHOI
CHUCTEeMBI B JJaTeHTHOI cTanuu BII siBisercs cummatuyeckast aeHepBalusl Muokapaa. OHa
BO3HUKAET BCJIEACTBUE AeTeHEpAllK AUCTATbHBIX YUaCTKOB aKCOHOB CUMITATUYECKUX BOJIO-
KOH, MHHEPBUPYIOIIUX CEPACUHYIO MBIIIILLY, C TTOSBJICHUEM B HUX arperatoB O-CUHYKJIeHHa
u tenen Jlesu (Poewe, 2008; Uc et al., 2012). DT u3MeHEeHMSI MOTYT ObITh BBISIBJICHBI TIPU
MPOBENEHNN CLMHTUIPadun MUokapaa ¢ uzorornom [2I]-MIGB — anajoroM HopazpeHa-
JIMHA: YK€ B cCaMOil paHHel cTaauu 00JIe3HN UMEET MECTO CHIDKEHUE 3aXBaTa M YCKOPEHHOe
«BBIMBIBAaHME» U30TOIA M3 MUOKapAMaIbHOro KomraptMeHTa (Spiegel et al., 2005). lecum-
nmaTu3anus cepaia OTHOCUTEBLHO clielpruiyHa UMEHHO 1151 «0oJe3Hel Tenel] JIeBu» 1 He
BCTpeyaeTcs Mpy MYJIBTHUCUCTEMHOI aTpodUu U MPOrPeCCUpYIOIEeM HaabsIIEPHOM Tapain-
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ye. Bojiee mpocTbIMU, XOTS U CYIIECTBEHHO MeHee MH(POPMATUBHBIMU METOAAMU JUATHO-
CTUKM BereTaTuBHOIM auchyHKLmu nipy BIT, B ToM ynciie Ha paHHElN U «IIpeapaHHel» CTaau-
sIX HelipoJereHepaTUBHOIO TIpoliecca, SIBISoTCs crielianbHbie onpocHUKU (SCOPA-AUT
U Jp.), axoKapauorpadust (CHIKEeHUE BapuadeIbHOCTU CEPASYHOrO0 pUTMa), MOHUTOPUHT
apTepUaIbHOIO JIaBJICHUST (BBISIBICHUE «CKDPBITBIX» 3IM30J0B OPTOCTATUYECKOI TUITIOTCH-
3UM), UCCACTOBAHNE KOKHBIX CUMITATUYECKUX BhI3BAHHBIX ITOTEHIIMAIOB U T.1I.

Y 90—95% nanuentoB ¢ BII1 BuIgBiIsieTCSI TUIIOCMMUSI, CBSI3aHHASI C JeTeHepaTUBHBIMU
U3MEHEHUSIMU B CTPYKTypaxX OCHOBaHHUs MoO3ra (BKJII0Yasi OOOHSITEIbHbIC JTYKOBULBI) U
nosiBisIomasicss B cpeaHeM 3a 10—13 neT no Manudectanum ABUraTeIbHONW CUMIITOMA-
tuku (Hawkes, Doty, 2009; Grinberg et al., 2010). B pasButun 000HATEIbHBIX Hapyllle-
Huit ipu BIT urpator pojib Takke M3MEHEHUs XOJUHEPIru4ecKol aKTUBHOCTH B TUIIIIO-
KamIie, MUHAaauHe, HeokopTekce (Bohnen et al., 2010) u atpoduyeckue M3MeHEHUs
MUpUGOPMHON U OpOUTOPPOHTATBLHOI 001acTeil — KOPKOBBIX LIEeHTpOoB oboHsHUS (Lee
et al., 2014). IToka3aHo, yTo cHUXeHUEe 00OHsHUS xapakTepHo mans BIT u ATJI, Ho He
JUISL IPYTUX NapKUHCOHUYECKUX CUHIPOMOB (IIPOrpeCcCUPYIOIINIA HaIbsIICPHbIM Mapaaind
u 1.4.) (Poewe, 2008). ¥ mammuenToB ¢ BI1 creneHb rumocMun KoppeaupyeT ¢ OCHOBHBIMU
JIBUTATEIbHBIMU M HEeABUTaTeIbHBIMU ITposiBieHUsIMU BI1, TakMu Kak HapyIIeHue IToBe-
JleHus B a3y ObICTPOTo CHA, a Takxke ¢ AUChYHKIIMEeH nodaMuHa 1Mo JTaHHBIM U30TOIMHOM
HelipoBusyanuzanuu (Berendse et al., 2011). JIuia co cHuXKeHHON (yHKIIMEH 0OOHSIHUS
UMeEIOT OoJiee BbICOKMI puck pa3BuTusl bIT nubo BeigBaeHus tesnel JleBu Ha ayToONnCUM.
ITo maHHBIM OOIIMPHOrO MPOCMEKTUBHOTO MccaenoBaHust [oHomyny, puck passutus bIT
Yy HEBPOJIOTMYECKU 3I0POBBIX JIOJEH ¢ TMImocMueit Bo3pactaeT B 5 pa3 (Ross et al., 2008).
Y poactBeHHUKOB 00JbHBIX BIT rMmmocMus moBwIIIaeT pUCK pa3BUTHUSI 3a00JieBaHUST B
omxaiiinue 2 roga Ha 10—20% (Ponsen et al., 2004). To4HOCTb OLIEHKM CTEIIEHU M XapaK-
Tepa FMIIOCMUM 3HAYUTEIbHO MOBBIIIAETCS TIPU MCIIOIb30BAHUU CIIELIMAIBHBIX OJIb(haK-
tomeTpuueckux tectoB — UPSIT (IlencunbBanckuii Tect), Sniffin’ Sticks u ap. Hecmo-
Tps Ha HeCMeUU(UIHOCTh TaHHOTO CUMIITOMA, UCC/Ie0BaHE OOOHSTEIbHBIX (DYHKIIUI
SIBJISIETCSI OMHUM M3 HauboJiee TOCTYITHBIX Ha IIPAKTUKE MapKEePOB «ITAPKUHCOHUYECKOTO»
HeliponereHepaTuBHOro npoiecca. CorjlacHO MoJlydeHHBIM HaMU pe3yabraTtaM (Ajlekcee-
Ba u ap., 2012), y 90% nauuenTtoB ¢ BI1 umeeTcst cHuxkKeHre 0OOHSIHUS 1O JaHHBIM IIPK-
MeHeHus Tecta Sniffin’ Sticks: maHHBIN TecT 3(h(PeKTUBHO BBISIBISCT XapaKTep TMIIOCMUU
1o TpeM MapaMeTpaM — Iopory, auddepeHIMauu 1 UaeHTU(hUKaIuu 3amnaxos. Hamu
IMOKAa3aHo, YTO JIJISI BBISIBJICHMSI TUIIOCMUU y TlauueHToB ¢ bI1 Haubosee nHGopmaTBeH
TeCT Ha UAeHTU(UKAIIMIO 3amaxoB. Y nmauueHToB ¢ DT oboHsITeNbHAST (PYHKIIMS OCTaBa-
Jlach COXpaHHOI, MO3TOMY B paHHel nuddepeHnanbHoi nuarnoctuke bIT u nopentudu-
Kalluu ee JaTeHTHON CTaauK MOXKET IOMOYb OJb(haKTOpHOE TecTUpoBaHUue (AekceeBa
u np., 2012; Hawkes, Doty, 2009). B mocieaHue roabl mokasaH onpeaeeHHbINA MOTeHITMA
oJb(hakToOMETpUHU Kak ornomapkepa tredueHus: bI1 u npeamkropa MHBATUAN3UPYIOIINX HEli-
poricuxuaTpuiyeckux ocioxHeHuit. [1o maHHbiM Stephenson et al. (2010), BeIpakeHHast
TUITIOCMUSI SIBJISIETCS IIPOTHOCTUYECKU HEOIaronpusTHON B OTHOIICHUM Pa3BUTUSI KOTHM -
TUBHBIX HAPYIICHUI U 3pUTEIbHbBIX TaJUTFOIIMHAIIMIA.

Elie omHMM CEHCOPHBIM PacCTPOCTBOM, BBISIBJISIEMBIM B TOM YKCJIE U B JIATCHTHOM CTa-
JIMK HelpoaereHepaTuBHOrO mpolecca rpu bI1, sBiseTcs yxyaliieHre 1BETOBOIO 3pEHMSI:
CHUXXEHUE TUCKPUMUHAIIMK 1IBETOB U KOHTpacTHOI uyBcTBUTEIbHOCTU (Pieri et al., 2000;
Uc et al., 2012). D10 HabmoneHue MOATBEPKAAET (hakT 1o(haMUHOBOM MOIYISLIMU 1IBETO-
BOI CHCTEMBI CeTYaTKU IJ1a3a: MO-BUANMOMY, HEIOCTAaTOUYHOCTh PETUHAIBHOIO nodhaMuHa
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Puc. 4. Peructpaius HapyuieHUil nopaMuHEpru-
yeckoit Momynsiuu cetyatku mipu BIT ¢ momonibio
LIBETOBBIX BBI3BAHHBIX IMOTEHLMAJIOB. a — HOpMA.

avtyna nuka P100 Ha pasHble BUABI 6 — mauuenT ¢ BIT: oT4eTINBO onpenenseTcs Ae30p-
LIBETOBOro IIaXMaTHOTO TIlaTTepHa raHu3auusl U CHUXeHue aMmrutynsl nuka P100, a
0Ka3aJach CTATUCTUYECKU 3HAYMMO TaKXKe YBeJMUEHUE JTATEHTHOCTH OCHOBHBIX ITUKOB.

HIKE B CPaBHEHUM CO 30POBBIMU
HUCTIBITYeMbIMU, JJATeHTHOCTh NMuKa P100 Ha yepHO-3eeHbIi 1 YepHO-0e/blii MaTTepHbI B
rpynne BIT Obl1a 3HaYMMO yIJIMHEHHOM, a TakKe HaOIroanach OTYETIMBas TEHACHIIUS K
YBEJIMYEHUIO JJATEHTHOCTU Ha Y€PHO-KPACHBIN U YepHO-CUHUI MaTTepHbI (puc. 4).

PaccrpoiicTBa cHa pa3iM4YHOrO XapakTepa — XOPOIIO M3BECTHBIC HEMOTOPHBIE ITPO-
sBiaeHus BII, koTopble MOIyT 3a70JIr0 IpPeaIIecTBOBaTh MaHMMECTAllMU JBUTaTeIbHOM
¢asbl O0JIe3HN U BLICTYNATh B KauecTBe bmomapkepoB (Poewe, 2008; Grinberg et al., 2010;
Hawkes et al., 2010). CBsi3aHbI OHU TJIaBHBIM 00pa30M C TTOpaxkeHUeM sIAep PETUKYJISIPHOI
(opMar Mo3roBoro cTBojia. OCHOBHOE IIPEIMKTUBHOE 3HAYCHUE UMEET HAMOA02UHECKOe
noeedenue 6 gpazy bvicmpoeo cha (REM-gasa, ot anri.: Rapid Eye Movements). OTu pe3kue,
pa3MalliCThie IBUXKECHUS, ITPOMCXOSAIINE B MOMEHT ObICTPBIX IBMXKEHUI TJIa3HBIX SI0JI0K
(T.€. B TOT MOMEHT, KOIJIa IPX HOPMAJIbHOM CTPYKTYPE CHA JOJIKHA UMETh MECTO MbIIIEY-
Hasl aToHMs1), B pa3BepHyToi cTanuu BI1 HaGmonatorcs y 15—33% maiueHToB, a ¢ y4eTOM
CYOKJIMHUYECKUX (DOPM, OIpeaeIsieMbIX TOJILKO TIPU MTOIMCOMHOTrpadpun, — y 58% 6oib-
HbIX (Marion et al., 2008). Upe3BbiuaitHO OOJIBIIIYIO POIb JaHHOI MapacOMHUU MOTYEPKU-
BaloT caeaytone paKkThl:

e naTtojiornyeckoe nopeneHue B REM-da3sy cHa y 20—48% mnauuenrtos ¢ BIT npenire-
CTBYET JABUTATEIbHOM CUMITOMATUKe B cpenHeM Ha 3—13 yrer (Iranzo et al., 2006), HO
€CTh U JaHHbIe 0 mosBaeHMM REM-HapylieHuii yXe 3a HeCKOJbKO NeCATUIETUI 10
passutust KinHuku BIT nnu npyrux dopm cunykinenHonatuit (Claassen et al., 2010);
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e naTtojiornyeckoe nosegacHre B REM-dasy cHa ¢ BeposiTHOCTBIO 38—65% mipenBerniact
nociaenyioliiee pazputue cuHykiaenHornatuii — bIT, JITJI unu MHOXECTBEHHOI cuCTEM-
Hoit atpoduum (Iranzo et al., 2010);

e y MAIMEHTOB ¢ U30JMPOBAHHBIMU MATOIOTUYECKUMU ABMKeHUsIMU B REM-(a3y cHa
BBISIBIISICTCSI CHMDKEHME ITPECUHAIITUYECKOro 000pOTa CTPUATHOIO TpaHCIIOpTepa 10-
¢amuna (Eisensehr et al., 2003), 4To O3BOJISIET TOBOPUTH O MATOr€HETUYECKON B3au-
MOCBSI3U MeXIy o0cykaaeMoit mapacomuueit u bBIT.

Takum oOpa3oM, pacctpoiicTBa noBeneHusi B REM-¢da3y cHa npenctaBiasioT coboii
HauOoJjiee yoenuTeAbHBIN HeaBUrateabHblii Mapkep pucka BIl. ITo camMbiM CKpOMHBIM
OLIGHKaM, CBBIIIIE TPETU BCEX JIUI[ ¢ HaJIW4IMeM naHHoro deHoMeHa 3abojeBatoT BII Ha
npotsekeHuu 12 et HabmoaeHus (Postuma et al., 2009). KnuHuyeckasi 3HaUMMOCTb paH-
Heli IMarHocTuku (peHoMeHa natonaorndyeckoro nmopeneHusi B REM-@a3sy cHa He BhI3bIBaeT
COMHEHUI. DTO MOXKET OLIEHUBAThCS IIOCPEICTBOM CIIELIMAIbHBIX OIPOCHUKOB JIM00, YTO
MPEANOYTUTEIbHEE, C TIOMOIIbIO TEXHOJOTUN HOAUCOMHOpAUU B CTIELIMAIN3UPOBAHHOM
COMHOJIOTMYECKOI JIAOOpaTOPUM.

K xapakTepHbIM KIIMHMYECKMM HeABUTaTeIbHBIM OMomapkepaMm bII, KoTtopwie mMoryt
BBISIBJISITBCSI YPE3BBIYAITHO PaHO, OTHOCAT a(p(heKTUBHBIC PACCTPOICTBA, B IIEPBYIO O4YepEIb
Jernpeccrio. B HauanbHOM cTaguuy 3a00JIeBaHUSI OHA BCTPEYAETCS IIOYTH Y TPETU MAllMEHTOB
(Poewe, 2008; Uc et al., 2012). Cuutaetcs, yto adppekTuBHbIe paccTpoiicTBa rmpu BIT cBs-
3aHbI C BOBJICYCHUEM DPsila HOpPaIAPEHATUHEPTUISCKUX U CEPOTOHUHEPTUUECKUX CTPYKTYP
CTBOJIa TOJIOBHOTO M0o3ra (rojiyooro IsTHa, sSaep 1Ba) 1 10(haMUHOBOM HETOCTATOYHOCTHIO
B Me3onumouyeckoii cucreme (Grinbegr et al., 2010). MHorue HaOI10AeHUS MOATBEPKAAIOT
Hecay4YaiiHOCTb accouraluuy apGeKTUBHBIX paCCTPOMCTB U pucka pa3Butus bBIT:

e JIMIIA C AeTpeccueii UMeIOT MOBBIIIeHHBIN B 2,2—3,2 pa3a puck pa3sutusi bI1 B cpaBHe-
HUU ¢ ToapMU 06e3 adhheKTUBHBIX paccTpoiicTB (B cpenHeM 9,2 vs 4,0%) (Poewe, 2008);

e JIETIPEecCHsT ¥ YyBCTBO TPEBOTM MOTYT MaHudecTupoBath 3a 10—20 net go aediora BII,
HO MX 4aCTOTa OCOOCHHO MOBBIIIACTCS 32 3—6 JIET 10 MOCTaHOBKY KJIMHUYECKOTO JIra-
rro3a (Ishihara, Brayne, 2006);

e YacTOTa JAEINPEeCCUHU MOBLILIEHA Y poACTBeHHUKOB MmauneHToB ¢ BIT (Arabia et al., 2007).
CBOEBPEMEHHOE BBISIBJICHUE M KOPPEKLIMST ACTIPECCUU, TPEBOXHOCTH, allaTuu, SMO-

LIMOHAILHOM JTaOMJIBHOCTH U T.II. BECbhbMa BaXKHbI, ITOCKOJIBbKY a(deKTUBHbBIEC HAPYIICHUSI
CYLIECTBEHHO BJIMSIOT HAa Ka4eCTBO KU3HU, XapakTep TeueHus bIT (0osee «3mokayecTBeH-
HBbIiT» TIPY HAIMYUM AETIPECCUM) U TIPOTHO3 (ITOBBIIIEHHAS CMEPTHOCTD B IPYIIIE OOJbHBIX
¢ HamnuueM appekTuBHBIX paccTpoiicTB) (Poewe, 2008). JlnarHocTrKa 3TUX pacCTPONCTB
OCYIIECTBIISIETCSI C TIOMOILBIO OOJIBIIIOTO YKC/Ia BAJIMIMPOBAHHBIX KIMHUYECKUX LKA U
OIIPOCHUKOB.

OrnucaH Leblii psI APYTUX KIMHUKO-(OU3HOJIOTMYECKUX MapKEPOB IIPOrPeCCUPOBAHMS
MaTOJOTUYECKOTro Mpoliecca B JaTeHTHoU cTtanuu bI1, KoTopble cTaHOBATCSI OUeBUIHBIMU
10 Mepe paclpoCTpaHEeHUsT HelpoaereHepaluy 1 IPUOJIVKEHUSI MOMEHTa MaHU(eCcTalluu
OCHOBHBIX JIBUTATCJIbHBIX CUMIITOMOB 3a00JieBaHUs. B MX 4uclie CKeJIeTHO-MbIIIECYHBIC
u apyrue 6ojeBble cuHApoMbl (Gonera et al., 1997), yromnsaemocts (Kang et al., 2013),
TOHKME HapylIeHUsI MOTOPUKHU (COAPYKECTBEHHBIX ABMKEHUI, TOUepKa), CaKKaTuIeCKIX
NBVKEHUT ria3HbIX 100K U T.I1. (Hawkes et al., 2010). BeisgiaeHue aTux (BO MHOTOM «CKPBI-
TBIX») CUMIITOMOB U ITOBBILIIEHKUE X POJIU B KAYECTBE OMOMapKEepOB HEMpoaereHepaTUBHO-
'O IIPOLecca BO3MOXHO C MOMOIIBIO HEMPOMU3MOIOTMYECKOro U HEHPOKUOEPHETUIECKO-
ro0 TECTUPOBAHUSI, BKIIOUAIOIIETO TPUMEHEHME CIIelIMaIbHbBIX arnapaTHO-TIPOrpaMMHBIX

22



Ponv 6uomapxepos npu sxcmpanupamuonvix 3a60ae6aHusx

KOMIIJIEKCOB, LU (GPOBBIX
KOMITBIOTEPHBIX IIJIAHIIIETOB,
wiaTopM M APYrUX COBpe-
MEHHBIX YCTPOWCTB U TeX-
HOJIOTUi1 (UnnapuollkuH,
HMBanoBa-CmoneHckas, 2011;
Miralles et al., 2006; Baziyan,
2012).

Knunuko-dusmonornue-
cKue OuomapkKepbl HaXOIST
CBO€ IIpUMEHEHHWE U TIpU
JIPYTUX 3KCTparnvpaMUIHbIX
3a00/IeBaHUSIX, B TOM YMCJIE
B KOHTEKCTE PAHHEW U TOKJIM-
HUYECKON IUarHOCTUKU Te-
KYIIEro HeupoaereHepaTuB-
HOTO IMpoliecca.

I[Ipu ©Oone3nu I[eHTUHT-
TOHa — TSDKEJIOM ayTOCOM-
HO-IOMMHAHTHOM  3aboJie-
BaHUM C TIO3JHUM HavyajoM,
MPOSIBJISIIOIIEMCS COYETaHUEM
JIBUTATEIbHBIX, KOTHUTHB-
HBIX M TOBENEHYECKMX pac-
CTPOMCTB, — BEChbMa aKTyaJlb-
HOW SBJISIETCA 3a1a4a TOYHOTO
YCTaHOBJIEHUsT Ae0loTa KJIU-
HUYECKOW CUMIITOMAaTUKU Y
HOCUTeJeld MyTaHTHOIO TeHa
HTT. TlepBbie mposiBIEHUS
00JIe3HM BOZHUKAIOT HE3AMET-
HO U MOTYT OBITh OTHIOAb HE
OYEBUAHBIMU: MMHUMAJIBHO
BBIPAXXEHHOE  [IBUTATEJIbHOE
OECMOKOMCTBO  («HEYCUIYU-
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Puc. 5. KornutuBHble BbI3BaHHbIEe ToTeHUManbl (P300) y
MalreHTa B JJAaTEHTHOW CTaguu 6oJjie3HW [eHTUHTTOHA. a —
HopMa (Bo3pacT ucrbiTyeMoro 25 jet). Ilokazansl hopmbl
KPUBOI B OTBET Ha MpenbsBICHUE HE3HAUYMMOTrO (ClieBa) 1
3HAUMMOTO (CITpaBa) CTUMYJIOB. 0 — KOTHUTUBHbBIC BbI3BaH-
HbIE TTIOTEHLIMAJIBI Y 25-JIETHETO KIIMHUYECKH 3I0POBOTO HO-
cutesisi MyTaHTHoro reHa HTT (MyTaHTHBIN ajlielb coaep-
KUT 44 xonuu CAG-noBTopoB). OTMevaeTcsl yIIMHEHUE
snareHTHOCTH TKa P300 mo 450 Mc 1 CHIDKEHHE eT0 aMILI-
Tyasl 10 4,9 MkB (BospacTtHbie HOpMBI — 320 Mc 1 9,4 MKB
cootBeTcTBeHHO) (KitomHukoB, 1998).

BOCTb»), IEIIPECCHSI, arPECCUBHOCTh JIMOO aIlaTusl, CHYDKEHKE TaMsTH, OpanudpeHus U T.I1.
Mexay TeM OuarHocTuka 0ojie3HM [eHTMHrTOHAa B MakKCUMaJbHO paHHEN CTaauM BakKHa
Kak JUIsi CBOEBPEMEHHOIO Hayajaa CUMIITOMATUYECKOM M MOAUGDUIIMPYIOIIei Tepanuu (B
HacTosiee BpeMsl Ha arpodallii HaXOAUTCS LEJIbIA psiji HOBBIX JIEKAPCTBEHHBIX Mperapa-
TOB BO3MOXXHOM «IIaTOI€HETUYECKO» HAIIPaBJIEHHOCTH), TaK U JUIsl aJIeKBaTHOTO PEIICHUSI
BOIIPOCOB TPYIIO- U 1€ECIIOCOOHOCTH (Pa3BUTHE MCUXUYECKUX U JIMUHOCTHBIX U3MEHEHMIA)
(Unmapuowkud u np., 2006; Fiszer et al., 2012; Videnovic, 2013). ITo nanusiM Hayunoro
1eHTpa HeBposjorun PAMH u 3apy0esXHBIX aBTOPOB, Y «aCUMIITOMHBIX» HOCUTEICH My-
TaHTHOTO reHa HTT 3amoiro o0 siBHOI MaHM@ecTaluu 00JIE3HU yKe MOTYT OBITh BBISIB-
JIEHBI OTKJIOHEHHUSI OT HOPMbI B KOTHUTUBHOI cepe. [Ipu ucnonb3oBaHUM CHEIIAATIbHbBIX
MICUXOMETPUYECKUX IIKAJ Y HUX OIPEAEISIOTCS JOCTOBEPHOE CHIDKEHKME 00beMa OIlepaTUB-
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Puc. 6. YpoBeHb ITOCTOSTHHOTO TIOTEHIIMAJIa MO3Ta y Talu-
€HTOB B KJIMHUYECKU MaHMU(ECTHO! U JIATEHTHOU CTaausIxX
0osie3HU [eHTMHITOHA. a — clieBa — 52-JIETHUiIT OOJBHON C
pa3BepHyTOIf cTanueii 6ose3Hn [eHTUHTTOHA, CTIpaBa — 370-
pOBBIIl MHAUBUIYYM (KOHTPOJIb). 6 — ciaeBa — 30-yeTHUit
«aCUMNOTOMHBIN» HOCUTENIb MyTaHTHoro reHa HTT, cnpa-
Ba — 3[I0POBBII UHAUBUAYYM (KOHTPOJIb). ¥ OOJBHOTO OIpe-
NeNsieTCsT BBIPaKEHHOE CHIDKEHWE YPOBHSI TTOCTOSTHHOTO
MOTEeHLIMAa, OTPaXalollero CyMMapHbIi SHEPreTUYeCKui
MeTaboIM3M Mo3ra («HaNpsDKeHHOCTh 9Hepro3arpar» Mo3-
ra), 0COOEHHO B JIOOHBIX OTIeNaX. AHAIOTUIHBIE, HO MUHU-
MaJbHO BbIPaXKEHHbIE U3MEHEHUs B TOOHBIX JAOJSIX OTMeva-
I0TCST Y KIIMHUYECKU 3I0POBOTO HOCUTEIST MyTalIAH.

HOI MaMsITU, HapyIIeHUs] KOHLICHTPAallMd BHUMAaHUsI, MBILIJICHUSI 1 U3MEHEHUE TTPODIIs
JIMYHOCTU C MOBBIIIEHWEM YPOBHSI PEaKTMBHOM M JIMYHOCTHOM TpeBoxHOCTU (KimromHu-
KoB, 1998; Paulsen et al., 2013). Mi3MeHeHuUs: B KOTHUTUBHOI cepe y BHEIIHE 3A0POBbIX
HOCUTeJIel MyTalluu BIIEpBbIe ObLIM HAMKU OOBEKTUBU3UPOBAHBI C MIOMOIIIBIO METO/Ia KOT-
HUTUBHBIX BBI3BAHHBIX MOTEHIIMAIOB MO3ra (pUC. 5), UCCIeT0BaHUST YPOBHS MOCTOSIHHBIX
MOTEHIIMAJIOB Mo3ra (puc. 6) 1 MpUMEHEHMs CrieNaIbHBIX MeTonoB aHanmu3a DD (IToHo-
MapeBa u 1p., 2011; Ponomareva et al., 2014). beuio ycTaHOB/IEHO HaJU4YKMe YETKOM B3au-
MOCBSI3U MEXIY CTEIIeHbIO KOTHUTUBHBIX HAPYIIIEHUI 1 YMCIIOM JIET, OCTaBILIMXCS 10 Ae00-
Ta 00J1e3HU (TTPOTrHO3UPYEMBbII CPOK MaHU(peCTaLNU 00JE3HU Y HOCUTES MAaTOJIOTUYECKOTO
reHa pacCUMTBIBAJICS 1O CIIelMabHOM (hopMyJie ucxons 13 TskecTy mytaun) (KmomHu-
KOB, 1998).

Spkoit umTIOCTpanMeil OOJIBIIOrO 3HAaueHUsI, KOTOpOe IpUAAeTCsl B MUpPE IIOHC-
Ky OuMomapKepoB Npu O0o0Jie3HUM [EHTUMHITOHA, SBJSIETCS MHOTOIICHTPOBAasl IPOIrpaM-
ma REGISTRY—Enroll-HD Esporneiickoii cetu mo 6opbde ¢ 0oyie3Hbio [eHTUHTTOHA
(European Huntington’s Disease Network — EHDN, www.euro-hd.net). OcHoBHas 1ieJb
9TOT0 MPOCHEKTUBHOTO 00CEPBALIMOHHOIO UCCIEIOBaHUS — U3YYEHHUE €CTECTBEHHOTO Te-
yeHus 3a00JieBaHUsI, OIpene/ieHue ero omomMapkepoB u moaudukatopon (KOnuna u ap.,
2012). B pamkax mporpamMMbl MpeaocTaBieHbl HOBbIE BO3MOXKHOCTH pa3pabOTKU pa3ind-
HBIX UHCTPYMEHTOB OLICHKH CUMITOMOB 00Jie3HM [€HTHHITOHA, a TaKXe co3aaHa hyHaa-
MEHTaJIbHasl 0a3a JUIsl KIMHUYECKUX UCTIBITAHUI HOBBIX JIEKAPCTBEHHBIX Tperapatos. [Tox
srunpoit EHDN pneiictByeT 6osiee 20 paboumx Tpymil, OTKPBITHIX JAJIsT BCEX UCCeA0OBaTeei,
JKeJaoIIUX MPUHSTh yYacTue B HaydHOI paboTe Mo pa3IMUYHBIM acrieKTaM 3a00JieBaHUsI.
[Iporpamma o0beaMHSIET TPOCIIEKTUBHO M CUCTEMAaTUYECKU COOpaHHbIC JaHHbIE KJIUHM-
YeCKMX UCCeA0oBaHUM (HampuMep, (GeHOTUMNUECKIE KIIMHUYECKNE MMPU3HAKKU, CEMENHBII
aHaMHe3, AeMorpaduyeckre XxapakKTepUCTUKN ) C BO3MOXKHOCTBIO aHaI3a OMOJIOrMYeCKUX
00pa3uoB (KpOBU, MOUM ), TIOJYYEHHBIX OT MAIMEHTOB ¢ MAaHUMECTHLIMU (hopMaMu OOIe3-
HU [eHTUHTTOHA, U1 O€3 IPU3HAKOB 00JIe3HU (HOCUTEICH MyTalluy WIW JIULL U3 TPYIIIIbI
pUCcKa), a TaKKe Y4aCTHUKOB M3 TPYIIIThI KOHTPOJIS (CYTIPYroB, CUOCOB, TOTOMKOB OOJIbHBIX,
KOTOphIC HE yHacJleqoBalu MyTauuio). B Haleit crpaHe pabora B pamMKax JaHHO# Mpo-
IrpaMMBbI TIPOBOAUTCS Ha 0a3e COTPYAHMUYAIOIIMX 1IEeHTpoB MockBhbl, BopoHnexka, HuxHero
Hosropona, You1 (koopauHaTop nmporpaMmbl — HayuHblii ieHTp HeBposoruu PAMH).

Ecth uHTEpEC K M3YyYeHNIO KOTHUTUBHBIX OMoMmapkepoB rnpu JTJI, mporpeccupyioiiem
HambsiaepHoM Tapanude u T.0. (Burn et al., 2014). Cpeau Helipodu3n0IOTHIECKIX METO-
UK, TOMUMO Pa3HOOOpPa3HbIX BapuallMil UCCIeIOBaHUS OMO3JIEKTPUICCKON aKTUBHOCTU

24



Poav buomaprepos npu sxcmpanupamuoHvix 3a0071€6aHUSX

MO3ra, Y IallMeHTOB C 3KCTpaMpaMUIHBIMU HEHpoJaereHepaTUBHBIMKM 3a00J1€BAaHUSIMU
MOT'YT OBITH ITOJIE3HBI UCCJIEIOBAHMSI MYJIBTUMOIAIbHBIX BEI3BAHHBIX TTOTEHIINAJIOB, TPAHC-
KpaHUaJlbHasi MAarHUTHAsI CTUMYJISILIMS, 2JEKTPO- U HeilpoMuorpadus, crabuaorpadpus,
HucTarMorpadusi, Mo3BOJSIONIME OLEHUBATh COCTOSHUE LICHTPAJIbHBIX U Mepudepude-
CKUX IIPOBOJSIIIMX IyTei U HEIPOMOTOPHOIO arapaTa, (DyHKIIMIO PaBHOBECHUSI, OKYJIO-
MOTOPHBIE pEAKIIHM.

Takum 06pa3oM, KIMHUKO-(PU3NOJIOTHUYECKIE OMOMapKePhI SIBJISIOTCS BITOJHE JOCTYII-
HBIMM JIJISI IIIMPOKOTO IMTPUMEHEHMS Y MTALIMEHTOB € 9KCTpanupaMUuIHBIMU 320016 BAHUSIMU.
OHaKO MX OYEBUIHBIM OOILIMM HEIOCTATKOM SIBJIICTCS HU3KAs CIIELUMDUIHOCTD, YTO CY-
IIECTBEHHO OrPaHMYMBAET MOTEHIIMA JaHHOTO Kjlacca OMOMapKepoB B paHHEH MHUarHo-
CTUKE KOHKPETHBIX (DOPM ITaTOJIOT M.

1.3. MonekyasapHO-IaTOXUMHUUYECKHE
OrMomMapKepsbl

[TpuMeHeHre 3KCIPECCUOHHBIX, TPOTEOMHBIX, METa00JIOMHBIX, OMOXUMMYECKUX Map-
KEpOB MPU IKCTpaTMpaMUIHBIX 3a0071eBaHUSIX — CPABHUTEJIbHO HOBAsl U MHTEHCUBHO pa3-
BUBaOIIasICs 001acTh HelipoHayKu. Takue OnoMapKephl, OyayYr YEeTKO OIpeneasseMbIMU 1
BOCIIPOM3BOIMMBIMU, TOKHBI 10KA3aTeJIbHO OTpaXkaTh TEKYIIUI HeiipoaereHepaTUBHBII
Mpoliecc B 0a3aJbHBIX TAHIIUSX U/UIM HEPBHOU cUCTeMe B 1ieJioM. bojiee Toro, B uaeaie,
JII00BIe KOPPEJISILIMU ¢ KIMHUYECKUM (heHOTUIIOM TOJIKHBI OBITh JIUIIIh BTOPUYHBIMU (OIT0-
CpeloBaHHBIMU POJIbI0 OMOMapKepa B MexaHU3Max pa3BUTHS 00JIE3HN), a aHATU3UPYEMbIit
MoKa3aTesb JOJKEH U3MEHSITHCS TOJIBKO MO/ BAMSHUEM MTaTOreHETUYECKON (HO HE CUMIT-
TOMaTUUeCcKoit!) Tepanuu.

C y4eToM TOro, 4TO KJIIOUEBBIM MOJICKYJSIpHBIM coObiTMeM mipu BIT sBasiercs 3amyck
«0l-CMHYKJIEMHOBOIO KacKaga», MMEHHO 3TOT O€JIOK, a TakKe ero MeTaboJIMThl U OMOXHU-
MMYECKME MapTHEphl MPUBJICKAIOT HAaMOOJIblllee BHUMAaHUE B KauyeCTBE IMOTEHIIMATIbHBIX
ouomapkepoB. [TonpoOHO M3ydanCh YPOBHU pa3anWUHbBIX (DOPM O-CUHYKJIEMHAa B OMOJ0-
TMYECKMX XXKUIKOCTSX, (haKTOphI, BIUSIOIIME Ha (POpMUPOBAHKE arperaToB O-CUHYKJIEHHA,
OCOOEHHOCTU €ro TocTTpaHCasILMoHHONW Momudukamuu u T.0. (ITuenuna, 2011; Ohrfelt
et al., 2009; Parnetti et al., 2013). Pe3yabsraTel aHasn3a HeMOAUGUIITMPOBAHHOTO MOHO-
MEpPHOTO O-CUHYKJIEMHA B OMOJOTMYECKUX KUAKOCTIX U TKaHsX maiueHToB ¢ BI1 Becbma
MPOTUBOPEYMBLI. B 11eToM, HECMOTPST HA HaIW4Me psifa cooOIIeHUit o cHIKeHuu rpu BIT
collepKaHMs O-CUHYKJIEMHA B 11epeOpOCIIMHAIBHOM XUIKOCTH, YOSIUTEIbHBIX Pa3IMYnii
Mexay obieit rpynmnoit BI1, apyruMu cuHyKJIeMHONATUSIMU U KOHTPOJIEM MOKa He Mpofe-
MoHcTpupoBaHo (Mollenhaueretal., 2011; Shietal., 2011; Wuetal., 2011; Wangetal., 2013).
[To-Bunumomy, conepxaHue O-CUHYKJIEMHA B 1IepeOPOCITMHAIBHOM KUIKOCTH MOXKET CITy-
KUTh OMOMapKepOM BCeil TpyMIlbl CUHYKJIEMHONATHI (HampyuMep, 10 CpaBHEHUIO ¢ 0oie3-
HBIO AJTbLITeiiMepa), HO He ToauTCs st Aud GepeHIUPOBaHUS OTAEIbHBIX HO30JI0TMUYEeCKUX
¢opmMm BHYTpH 3T0¥ rpynIbl (Tateno et al., 2012). C momMo1Ibio BeCTEpH-O0JOTTUHTA BBISIBIIE-
HO CHUKEHHUE O-CUHYKJIenHa TMMQOLIMTOB KpoBu npu LRRK2-accouumpoBaHHOi1 (hopme
BIl1, mo-BugumoMy, 3a cueT ycuieHHoM nerpananuu oenxka (IMuenuna u np., 2010). Iep-
CIIEKTUBHOM IMPEACTABISIETCS] OLIEHKA arperipoBaHHBIX 100 MOAUGUIIMPOBAHHBIX (hOpM
O-cuHykierHa. Tak, y manveHToB ¢ BI1 rmokaszaHo yBenuueHre ypoBHS O-CUHYKJIEHMHOBBIX
onmuromMepos B 1ukBope (Tokuda et al., 2010) u mmasme kposu (El-Agnaf et al., 2006), moBbI-
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1IeHue ypoBHS (hochopuampoBaHHON dhopMbl O-cuHyKiIenHa (PS-129) B nukBope (Wang
et al., 2012), oBbIlIEHUE YPOBHSI HUTPO3UIMPOBAHHON (hOPMBI O-CMHYKJIEMHA B TUMDO-
nutax kpoBu (Prigione et al., 2010), HO TK AaHHBIE HYXIalOTCA B yrouHeHuu. Eie mis
OIHOM (hOPMbI CUHYKJIEMHOTIATUI1 — MYJIBTUCUCTEMHO# aTpo(u1 — COBCEM HEJaBHO ObLIO
MOKa3aHo MOBHIILIEHUE YPOBHS O-CUHYKJIEWHA B Tj1a3Me KpoBu (Sun et al., 2014).

B MexaHuszmax HelipoaereHepallMyd B HACTOSIIIEEe BpeMsl BakKHOE 3HAUCHME TNPpUIACT-
¢l TIaTOJIOTUM T-0eJiKa — KOMITOHEHTa HeiPOHAJIBHOIO IIUTOCKEIETa, OCYIIEeCTBIISIOIIEro
MOJIMMEPU3alMI0 MOHOMEPHOTro TyOy/lIMHa B Ipoliecce cOOpKU MUKpoTpyoouek (Mima-
puomkuH, 2003). I1peamnonaraercs Takke, 4YTo T-0€JIOK MPUHUMAET y4acTUe B PETYJISILIMKA
TpaHCIIOPTa BE3UKYJ /W1 OpraHesUT II0 MUKPOTPYOOUKaM, MOAAepK1Basi pOCT aKCOHOB U
CJIyXKa B Ka4eCTBE «IKOPsI» VISl pa3InYHbIX hepMeHTOB. He cityyailHO MHOTO paboT ITOCBSI-
IIEHO M3y4YeHUIo T-0ejika B KauecTBe OMoMapKepa HelipoaereHepaTUBHBIX 3a00JeBaHUIA,
B TOM YHCJIE COMTPOBOXIAIOIIMXCS TTOPAXKEHUEM SKCTpanpaMUIHoOi cucteMbl. [TokazaHo
CHMXXEHUE colepx)aHus T-0eka u ero ¢hochopuanpoBaHHoi GopMbl (p-T ) B 1IepedpoO-
cnuHaabHOM XuakocTu 6oabHbIX BIT (Montine et al., 2010; Shi et al., 2011). Xopoiueii
WTIOCTpaLMeit MoTeHIMaNa KoMOUuHayuy yKa3aHHbIX OMOMAapKepoB SIBJISIIOTCS TaHHbBIE O
TOM, YTO COOTHOIIIEHNE O-CUHYKJIeHHa, T-0eJKa 1 P-T B IMKBOPE MOXKET MMOMOYb B 1Udde-
peHuupoBaHuM bIT u mynasTucucremHoli arpocduu (Shi et al., 2011).

VY naumneHToB ¢ 9KCTpanMpaMUIHbIMU 3a00J1€BaHUSIMU, COITPOBOXKIAIOIIMMUCS KOTHHU-
TUBHBIM CHUXKEHUEM, MHTEPECHBIC Pe3yIbTaThl ObLIU MOJIYUYEeHBI TP COYETAHHOM MCCIIe-
JoBaHMM T-Oeyika u B-ammtonaa (AB) — Kilaccuueckoro Mapkepa 0osie3HU AJblireiimepa,
HaKaIJIMBaloIIerocs B Mo3re B Buae aMuaonaHbix osmiek (Kuo et al., 1996; Small, Duff,
2008). Kak usBecTHO, I1pu 60j1€3HM AJIbLITEIMEpa UMEET MECTO CHIKEHKE YPOBHS A3 1 110~
BBILIIEHUE YPOBHS T-0eJiKa B IMKBOpe. Bhicokuit ypoBeHb T-0ej1Ka COMpoBOXKIaeTCs 0oJjiee
BbIpa>kEHHBIMU KOTHUTUBHBIMM paccTpoiictBamu (Shaw et al., 2009) u yke B JaTeHTHOI
cTanguu 00JIe3HU KOppeaupyeT ¢ HakoruieHrueM A3 B roioBHoM Mmo3sre (Fagan et al., 2009).
YcraHoBneHo, uTo BIl ¢ KOTHUTUBHBIM CHMKEHUEM WJIM JEMEHIIMEH TakxkKe XapaKTepH-
3yeTCsl CHIXKEHUEM B JIMKBOPE YPOBHS ONpesieleHHbIX u3o(opm AB (AR, 1 AB,,), HO nipu
5TOM B OTJIMYME OT 00Jie3HU AJblireiiMepa KOHLIeHTpalus T-0esika He MeHseTcsa (Montine
etal., 2010; Buongiorno et al., 2011). ®ochopunnpoBarHas n3odopMma mo3BoiseT sudde-
peHuupoBath 0oje3Hb Anblreiitmepa u ATJI (Hampel et al., 2004). CooTHoIIeHUE MUKPO-
LIMAJIbHOTO BOCHIATUTENILHOTO MeiMaTopa GppakTaikuHa u AB,, B IMKBOPE MOJTOXUTENLHO
KOppEIupyeT ¢ TsKecThbio U nporpeccupoBanueM BIT (Shi et al., 2011).

B narorenes BIl aktuBHO BoBieueH Oenok DJ-1 — aHTMOKCHUIAHT, MyTaHTHas1 op-
Ma KOTOPOro oOyCJIOBIMBAET pa3BUTHE OMHOM U3 (HOPM ayTOCOMHO-PELECCUBHOTO IOBE-
HusbHOro napkuHconusma (PARK?7). B psiae pabot nmokazaHo moBbilIeHUe ypoBHS DJ-1
B LIepeOpOCHUHABHOM XXUAKOCTU U IIa3Me KpoBU 00bHBIX BIT, mpuyeM ypoBeHb Oefika
KOppEIMpOoBa co cTaaueii 6oyie3Hu 1o pyHKIMoHanbHOM mkane XeH—Spa (Waragai et al.,
2006; 2007). dpyrre aBTOpbl He HALIM MTOATBEPXKICHUST 3TUM JAHHBIM W ITOKA3aJIM, YTO
MoBbILLIeHUE coaepxKaHust DJ-1 MoxeT HocuTh Bo3pacT3aBucuMbIil xapakTep (Hong et al.,
2010; Wang et al., 2013).

OnpeneneHHble nepcrnekTuBsl pu bIT nMmeroT 1 MmetaboaoMHbIe OMoMapkepbl. MeTta-
00JIOM — YHMKJIbHBII CIIEKTP MaJbIX MOJICKYJ, IMOJyJaeMbIX U3 OMOJOTMYECKUX MCTOU-
HUKOB (JKMIIKOCTEU, TKAHEe) U UCTIONb3YeMBbIX /IJIsI OLIEHKW WHIMBUIYATbHBIX TAPAMETPOB
obMeHa. Tak, rpu copagnyeckoil 1 reHeTudeckoi (popmax BIT rmokazaHbl 10CTOBEpHBIE
pa3Inyusl MEXIy IPYIIOi OOJIbHBIX U KOHTPOJBbHOM TPYIION MO COAEpPKAHUIO B ILJIa3Me
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KPOBY MOYEBOI KMCIIOTHI, IJIyTaTMOHA, IIMpyBaTa M APYTUX METaOOJIMTOB, a TAKXKE yCTa-
HOBJIEHA BO3MOXXHasl CBSI3b YPOBHSI YPAaTOB B KPOBH U JIMKBOPE C XapaKTePOM IIPOrPeCcCUpo-
BaHus BIT (Ascherio et al., 2009; Wang et al., 2013). CieayeT OTMETUTD, YTO CPABHUTEIHHO
OrpaHUYEHHOE YMCJI0 padOT B JaHHOI 00JacTU O0OYCIOBIMBAET HEOOXOIMMOCTh PACCMO-
TPEHUsI MOJYYEHHBIX PE3yJIbTaTOB JIMIIb KaK MPeIBapUTEIbHBIX, TPEOYIOIIMX BaJuAalluN
Ha HE3aBMCUMBIX BHIOOpKAX M IIMPOKUX cpaBHeHU BIT ¢ pasnuuHbiMu HelipoaereHepa-
TUBHBIMU 3a00JICBAHUSIMU.

HoBblit monxon K pa3paboTke OMOMapKepoB MpPHU SKCTpanuMpaMUIHBIX 3a00JeBaHU-
SIX CBSI3aH C COBOKYITHOCTBIO COBPEMEHHBIX TEXHOJIOTMI MOJIEKYJISIPHOTO MPOMUINpOBa-
Hus (Manunosckast, 2013; Potter, 2012). Tak, nzyyeHue 3KCIIPECCUOHHBIX OMOMapKEPOB
npenmnoaaraeT cpaBHeHNE MHANBUAYaNbHBIX TTpoduieit MPHK (TpaHCKpUNTOMOB) MeXIy
rpyrnnamu 00JbHbIX BIT 1 310poBbIX A1l BONBITMHCTBO 3TUX paOOT BHIMOJTHEHBI HA TTOCT-
MOPTaJIbHOM BEILIECTBE MO3Ta U He MPUOJIMKAIOT HEBPOJIOTOB K MOJYYCHUIO KIMHUYECKU
OPUEHTUPOBAHHBIX OMOMapKepoB. JIMIIIb B HEOOJIBIIOM YKCIIe MyOIMKaLMii ITPEeACTaBICHBI
pe3yJbTaThl UCCIIeIOBaHUS 9KCITPECCUM TeHOB B KJIeTKaxX KpoBU 00JIbHBIX BIT. ABTOpHI cO-
0011al0T 00 OOHAPYXEHUHU OIPeIeICHHBIX MUHINBUIYATbHbIX «[I0YEPKOB» — KOMOMHAIIUIA
reHoB (ST13, GSK3B, HIP2, HSPF9u np.), aKcnpeccusi KOTOPBIX MEHSIETCS B Ty UM UHYIO
CTOpOHY crienpudecky Jj1s1 faHHoro 3adboneBanus (Wang et al., 2013). B HepaBHeit pabo-
te Karlsson et al. (2013) ycTraHOBJIEHO, YTO OMHOBPEMEHHBIN aHAIN3 TPAHCKPUIITOB 650 MH-
(bopMaTHUBHBIX TEHOB, IIPOBOAMMBIIA Ha CIIELIMAJIbHOM OMOYMIIE, ITO3BOJISIET PACIIO3HABATD
nanueHToB ¢ BII (B ToM uuciie Ha caMoii paHHEe cTaarm) ¢ YyBCTBUTEIBHOCTBIO 84—88%,
4TO OJIM3KO K pe3yJbTaTaM KJIMHUYECKOM quarHocTukKy. MYHKIIMOHAIBHbBINA aHAJIU3 COOT-
BETCTBYIOIIMX TPAHCKPUIITOB, acCOLIMUpPoBaHHbIX ¢ BI1, yka3piBaeT Ha UX y4acTUe B MUTO-
XOHIPUAIbHBIX (DYHKIIUSX, YOUKBUTUHUPOBAHUU OCIKOB, PETY/ISILIMY TeHHOM aKTUBHOCTU
1 MexaHu3Max kjerouHoi rubdenu (Karlsson et al., 2013). B coBMeCTHBIX UCCIeTOBAHUSIX
Haueil rpynmbl 1 MHcTUTYTa MonekyasapHoi reHeTuku PAH y HenedyeHBIX MallMEHTOB C
HavaibHO# ctanueii BI1 B KileTKax KpoBU ObLIO BBISIBJICHO 3HAYMTEIbHOE HAPYIIIEHUE IKC-
MPecCuu M CIUIaliCMHTA psifia TeHOB, UMEIOIINX OTHOIIIEHUE K BHYTPUKIECTOUHOMY TPaHC-
MopTy 1 GyHKIMOHUPOBAHUIO UMMYHHO# cucTeMbl (Alieva et al., 2014).

B aTOM Xe psimy CTOUT M IPOTEOMHBbIN aHAJIU3 — CpaBHEHME UHIUBUAYaIbHBIX OEJIKO-
BBIX «(PMHIEPIIPUHTOB», TOJYYCHHBIX IIPU aHAIU3e OMOJIOIrMYECKUX KUIKOCTEH OOJbHBIX
HelipojereHepaTUBHBIMU 3a00JI€BAHUSIMM U JIMI] U3 KOHTPOJIbHOM IPYIIIbl. Tak, IpOTEOM-
Hoe npodunuponanue 1o 1500 6enkam 1epedpocnMHaIbHON XUAKOCTH MO3BOJIUIO C YYB-
CTBUTEIBHOCTBIO 95% nuddepeHupoBats BI1 ¢ 6one3nbio Anbireiimepa u JATJ1, BoissBUB
YHUKaJIbHbIC M3MEHEHUsI OEJIKOBOIO COCTaBa JIMKBOpA B KaXIOH CpaBHMBAEMOIl TPYIIIIE
(Abdi et al., 2006). [Tocneayroliye pabOTH ITOATBEPIUIN IIOTESHIIMAJ IIPOTEOMHBIX GoMap-
kepoB npu BI1, atunuyHoMm napkuHcoHU3Me U 0oJie3Hu AnblreitMepa (Zhang et al., 2008;
Sinha et al., 2009; Constantinescu et al., 2009; Santiago, Potashkin, 2014). Hau6onbiee
MapKepHOe 3HauyeHHe UMEIOT HeKoTopble HelipoTpoduueckue daktopsl (BDNE IGF-1),
ranTorIo0MH, UHTEPAEHKMH-8, BUTaMuH D-cBasbiBarolmii GesIoK, (,-MUKPOrIOOYIIMH,
anonnonpotenHsl All, E u npyrue 6enku (Wang et al., 2013).

[MpusHaBasg MEPCHEKTUBHOCTh MOJEKYJIIPHO-ITATOXUMUYECKMX OMOMAapKepoB IIpU
BKCTpanpaMMIHbIX 3a00I€BaHMIX, CJIEAYEeT OTMETUTD, YTO ITOKA 3TU TEXHOJIOIMU BCE XKe
HOCSIT MPEUMYIIECTBEHHO MCCIIEA0BATEeIbCKUI XapaKTep M He BOILIM B PEaIbHYIO KJIM-
HUYECKYI0 TpakTuKy. [IpyuunH 31ech HECKOJIbKO. Bo-TiepBhIX, 3TOT Kiacc OMOMapKepoB
Ype3BbIYaiiHO 3aBUCUM OT MOITOTOBKM OMOJIOTMYECKMX OOpaslloB, a Takxke MPUOOpPOB,
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METOJOB AeTEKIIN1, BApUaOeIbHbBIX YCIOBUM NMTPOBEACHMUS aHATU30B U T.J., IO3TOMY XeCT-
Kas CTaHAapTU3alUs UCCIENOBAHUN ABJISIETCH ONHON M3 HEMPOCTBIX U NMEPBOOYEPEITHBIX
3amad. Bo-BTophwix, pobieMoit Ij1s Mmoucka MOJIEKYISIPHO-MAaTOXUMUYECKUX OroMapKe-
POB SIBJISIIOTCS CJIOXKHBIE B3aMMOOTHOIIIEHUST MEXAY FeHOTUIIOM U (PEHOTUIIOM TIPU Hel-
pOIEereHepaTUBHON MATOJIOTUM, B CUJIY YETO MHOTHME BbISIBJISIEMbIE U3BMEHEHMUST HA TOBEPKY
OKa3bIBAIOTCS JIMIIb BTOPUYHBIMU. BOJIBIIMHCTBO MOJIyUeHHBIX PE3YJIbTaTOB HE BaJlUIU-
POBAHbI U HE BOCIIPOM3BEIEHBI B PA3HBIX MOMYJISILMSAX U STHUUECKUX TPYINax, U COBCEM
MaJIo TaHHBIX IT0 BO3MOXKHOCTU ITPUMEHEHUS TUX OMOMAapKepOB B JJATEHTHOM (TOKJIMHU-
Yyeckoit) cTanuu HelipoaereHepauuu. YyBCTBUTEIbHOCTb M CIEIUGUIHOCTD OTAEIbHBIX
OroMapKepoB HYXXIAIOTCS B JOKa3aTeJbHOM olleHKe. OUeBHUIHO, YTO HAEKIbI TTOTYIUTh
KaKO#-TO OIUH «yHUBEPCATbHBI» MapKep B CTOJb FeTEPOreHHOM TpyIIe 3a0ojeBaHUi
MaJIOpeaJCTUYHBI, TTO3TOMY 3afauyeil sIBISETCSl ONpeneieHue ONTUMaIbHO MHGbOpMa-
TUBHOI KOMOMHALIMU HCCIeayeMbIX MMoKa3ateseil. M B mepBylo ouepeab MOJEKYIsIpHbIC
OromMapKepbl 10KHbI KOMOMHUPOBATLCS C COBPEMEHHBIMU MTPUXKU3HEHHBIMU METOJAMU
HEMPOBU3YATIU3ALUN.

1.4. HeupoBusyanausanuoHHbIE
OnMomMapKepsbl

[Mpu paznmuuHbIX (hopMax MAPKUHCOHU3MA U IPYTUX IKCTPANMMPAMUIHBIX 3200J1€BaHU I
TEXHOJIOTMY HEeHpoBU3yaIu3allMi MMEIOT Ype3BbIUaiiHO 0OJIbllIoe 3HAYeHMe ISl Audde-
PEHIMAJIbHON TMAarHOCTUKU M OOBEKTUBM3AIIMU MATOJOTMYECKOro Ipoliecca Ha ero pas-
JIMYHBIX CTAIMUSIX, OT JATEHTHOM 10 pa3BEPHYTOU KIIMHUYECKOM.

«30JI0TBIM CTaHAAPTOM» AMATHOCTUKU MapKMHCOHMU3MA SIBJISIIOTCSI METOMIbl Paavon30-
TOITHOI KOMITBIOTEPHOM HEWpPOBU3yaIM3alluu — MO3UTPOHHAS dMUCCUOHHAsT ToMorpapus
(ITOT) m ogHOPOTOHHASI SMUCCUOHHasI KoMITbioTepHast Tomorpadust (ODOKT) (Snowetal.,
1993; Seibyl et al., 1998; Stoessl et al., 2011). C X MOMOIILI0 BO3MOXHO U3y4YeHUE HUTPO-
CTPUATHOI CHCTEMBI Ha IBYX YPOBHSIX — Mpe- U MocTcHHanTudeckoM. IIpecuHantuyeckast
TUCGhYHKITUS MOXET OBITh YCTAHOBJICHA MO CHUKEHUIO MHTEHCUBHOCTH AeKapOOKCUINPOBa-
nus ['8F|-noda (Mapkep kKpyroooopota godamuna) npu [1DT-uccnenoBaHum oo Mo CHU-
JKEHUIO 3aXBaTa MapKepoB 1ohaMuHOBBIX TpaHcropTepos (['21]-B-CIT, [*™Tc]-TRODAT-1)
npecuHanTuyeckumMu okoHdaHussMu npu ODOKT-ckannposanuu (puc. 7). Oba Merona
MO3BOJISIIOT YEeTKO OOBEKTMBM3UPOBATh CHIKEHME IIJIOTHOCTU MPECUMHANTUYECKUX Tep-
MMHaJel U JereHepalvio HUTPOCTPUATHOTO MyTH, TTOATBEPXaasl TeM caMbiM auarHo3 BIT
(TIepBUYHOrO mapkKuMHcoHM3Ma). O MOCTCMHANTUYECKON AMCGHYHKILMU, XapaKTepHOR s
CHHIPOMOB aTUIIMYHOIO MapKMHCOHM3MA, MOXHO cymuTh npu OD®DKT-ucciaenoBannm
10 HapyIlIeHMIO CBsI3bIBaHM uranaa fodamuHa ([''C|-pakionpua) CTpUaTHBIMUA MOCTCHU-
HanTtrudeckumu D,-penieniropamu. CrieyeT OTMETUTb, YTO NP PA3IMYHbIX BapUAHTaX Tap-
KMHCOHU3Ma COOTHOIIICHUE TTPe- U MOCTCUHANTUYECKUX U3MEHEHU B IIOJIOCATOM TeJie MO-
KT ObITh PA3IMYHBIM, YTO 3aTPYIHSIET TPAKTOBKY MOY4aeMbIX PE3YJbTAaTOB.

B npakTuke paboThl CIlelMaIu3MPOBaHHbBIX LIEHTPOB ABUTATEIbHBIX PACCTPOICTB OC-
HOBHOE 3HayeHME MMeEEeT NMPMMEHEHHUE JIMTaHIOB MPEeCUHANTUYSCKUX TepMUHaei. Xa-
paktepHble 1151 BI1 u3ameHeHus nochaMUHOBOTO oOMeHa B 0Oa3ajibHBIX TAHIJIMSIX BU3ya-
JIM3UPYIOTCS 3a 4—6 JIeT 10 Havaia KJIMHWYecKoi ctaguu Gose3Hu (Stoessl et al., 2011).
Metonsl TIDT/ODPDKT npu BIT mo3Bojauian mpoaeMOHCTPUPOBATh IIPOrpeccUpylolee
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CHIDKEHME MHTEHCUMBHOCTU CHMTHajla OT I10JIOCATOrO Tejla CO CKOpocThio 3—9% B roa (B
HopMme — 0—2,5%) (Marek et al., 2001). IToka3aHa xopoliiast KOppeJsius MeXIy UHTCH-
CHBHOCTBIO CUTHAJIA, TSKECThIO ABUTATEIbHBIX HAPYIIEHUI M X CTOPOHHOCTBIO, a TAKXKe
YCTaHOBJIEHO, YTO MOsIBJAeHUE TIepBbIX cuMIiToMoB BI1 HabmomaeTcst mpu CHUXKEHUU 10~
(amuHeprudeckoro oomeHa B crpuatyme Ha 40—60% (Guttman et al., 1997; Stoessl et al.,
2011). YyBCcTBUTEABLHOCTD JaHHBIX TexHOMOTU# B nuddepeHuupoanuun bIT ot DT u Hop-
MaJIbHOTO BO3paCcTHOIO KOHTpouIs cocTanisieT cBbilie 90%. [Tpumenenue [19T u ODDKT
MO3BOJIMJIO pa3padoTaTh KOHUEMIIMIO TaK Ha3biBaeMoro «cuHapomMa SWEDD» (ot aHri.
Scans Without Evidence of Dopaminergic Deficit — momoepammol 6e3 npusnaxos dogpamurep-
euteckoeo degpuyuma). Pedb unet o 3a001eBaHUSIX, KOTOPbIE BHEIITHE MTPOSIBSIOTCS TUITUY-
HBIM CMHAPOMOM IIEPBUYHOIO MAapKUHCOHM3MA, HO IIPY 3TOM XapaKTePU3YIOTCSI HOpMajib-
HBbIM MeTaboaM3MoM JogaMuHa B HUrpoctpuaTHoit cucteme (Utiumi et al., 2012). Takue
CJIydau COCTaBJISIIOT OKOJIO 4—15% kiMHu4YecKu nuarHoctupoBaHHoii BIT u ipencraBisiior
c000IJi cepbe3HYI0 KIMHUYECKYIO mpobemy. Yallle Bcero mauueHThl ¢ cuHapoMom SWEDD
ctpagaT DT 1ubo AucToHUEH, pexke Takoi heHoTUI «rceBao-bIl» ¢ coxpaHHOCTbIO HUT-
POCTPUATHBIX TePMUHAJICH HAOIIOMAETCS TIPU JIEKAPCTBEHHOM M COCYIMCTOM ITapKUHCO-
HU3ME, TICUXOTeHHOM TpeMope, NeMpeccui, araTuko-adyJIuyecKoM CUHIPOME, CUHIPO-
me FXTAS, nnedyenonaroyHoM nepuapTpo3e U HEKOTOPBIX Apyrux coctosiHusax (Marshall
etal., 2006; Scherfler et al., 2007; Schneider et al., 2007; Bain, 2009; Hall et al., 2010; Utiumi
etal., 2012).

MozxHo 3akmounTh, 4To [19T 1 ODDKT ¢ nodaMUHOBBIMU JIMTAHAAMM TTO3BOJISTIOT
HaJeXXHO JIMArHOCTUPOBATh HUTPOCTPUATHYIO AUCHYHKIIMIO Ha JATEHTHON M KJIMHUYE-
CKOI1 CTafgusix, MPOBOAUTh MOHUTOPUHI «ITapPKMHCOHMYECKOTO» ITaTOJIOTMYECKOro IpO-
necca u guddeperuuponars bIT ¢ Hopmoii, DT, nMcTOHMEN 1 HEKOTOPHIMU APYTUMU IBU-
rareJbHbIMU paccTpoiicTBaMu. OIHAKO OHM CJIOKHBI M JOPOTU B OKCILIyaTalliu, YTO MOKa
MPEMATCTBYET UX IIMPOKOMY BHEAPEHUIO B HEBPOJOTMYECKYIO KIMHUKY. DTU METOIbI HE
MOTI'YT OBITh MCIIOJIb30BaHbI IS YeTKOU AudbepeHIIMalIbHON TMarHOCTUKK EPBUYHOTO
U aTUIIMYHOrO MapKUHCOHU3MA (MYJIBTUCUCTEMHOM aTpoUM, IIPOrPeCCUPYIOIIETo Hallb-
SIIEPHOTO Napainya, KopTukoobasanbHoi nereHeparuu, I TJI) (Scherfler et al., 2007; Utiumi
et al., 2012). OHU SABASIOTCS MOJYKOJIMYECTBEHHBIMU, 1 TTIO3TOMY TPAKTOBKA pe3yJbTaTOB
CKaHMPOBaHMS He BCeraa TOYHa U BOCIIpou3BoauMa (Tak, Gojiee 4yeM y 5% IalueHTOB ¢
BI1, BepudunuposanHoii Ha cexiu, [1T/ODDKT naBanu «<HOpMaIbHYIO» KapTUHY Ha
npotskeHuu psaa jet) (Stoessl et al., 2011). B panneii craguu BIT 3axBat nuraHaoB m0-
(baMUHOBBIX TPAHCIIOPTEPOB CHMKAETCSI B OOJIbIIICH CTEIIEHM IO CPaBHEHMIO C 3aXBaTOM
[*F]-moda (13-3a KOMIIEHCATOPHOI'O CHMKEHUSI 9KCIIPECCHHU TPAHCIIOPTEPOB HopaMuHa
B ITOIBITKE KJIETKH MOIIEPXKATh CUHANTUYECKUI YPOBEHb MEIMATOPA), YTO MOXET IIPUBO-
JIIUTh K PaCXOXICHUIO JAaHHBIX TIPU UCITOJb30BaHUM pa3HbIX paanodapmmpenapaToB (Lee
et al., 2000). Cepwesnbiit HemoctaToK OPDKT u 19T ¢ nodaMUHOBBIMU JTUTaHAAMUA —
3aBUCHMOCTD PE3YJIBTaTOB OT IOJIydyaeMoil 1ohaMUHEPTUICCKOM TepaIriiu, YTO TOBOJIBHO
CYIIIECTBEHHO MCKaxaeT MHTepIpeTanuio ckaHoB (Brooks et al., 2003). Hakonel, pazmax
Bapua6esbHOCTH TaHHBIX ODDKT u [19T B HOpMe BecbMa 3HAUMTENIEH, B CHITY YETO HaK-
OoJiee paHHSIS JOKJIMHHMYECKAs CTamusl HelpoaereHepaluu ¢ ruoenbio MeHee 50% moda-
MMHEPTUYECKMX HEMPOHOB C IIOMOIILIO 9THX METOIOB HE MOXKET ObITh IMAarHOCTUPOBAaHA C
nocTtaTouHoi yBepeHHoCThIo (Michell et al., 2004).

PaccMoTpeHHbIE METOIBI OCTaBJISIIOT B CTOPOHE JeTeHEepaluio HerohaMUHEPIUUeCKUX
cucteM Mo3sra ripu BI1 u He oTpaXaroT BOBJICUEHME B MATOJOTMYECKUI MPOLECC MHOTUX
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'.

Puc. 7. Pesynsraret O®DKT-ckaHMpoBaHUSI TOJIOBHOTO MO3Ta C
panrodapmmpenapaToM [ Tc]-TRODAT-1. a — Hopma. 6 — mauu-
eHrt ¢ bI1: oTueTiMBO BU3yanu3upyeTcst IBYCTOPOHHEE aCUMMETPUY-
HOE CHMXXEHUE 3axBara JIMTaHJa B MOJOCaTOM TeJie, 0oJiblle BbIpa-
JKEHHOE CJieBa — KOHTpaJlaTepaibHO MPENMYIIECTBEHHO MTPaBOCTO-
pOHHel cuMnTomMaTuke napkuHconusma (Utiumi et al., 2012).

CTPYKTYp,  JeXalluX
BHE HUI'POCTPUATHOIO
nmyTu. ODTa Tpodiema
YaCTUYHO  pelraeTcs
C TIOMOIUIBIO HCTIOJIb-
30BaHUA OPYTUX pa-
nuodapMIpenapaTosB.
OmHO 13 MHTEPECHBIX
HampaBJICHUN — u3-
yuyeHue Mmerabosmye-
CKUX CETeM TOJIOBHO-
IO MO3ra ¢ MOMOIIIbIO
['*F]-dmaooponcokcu-
rmoko3bl.  IlokaszaHo,
yto mauueHTam c¢ BII
CBOWICTBEHHA BeCbMa
XapakTepHas  «MeTa-
Oonuuyeckass — Kapra»
MO3ra — TIOBBILLIEHUE
obMeHa B o0OsiacTtu
najiugoTaiaMuyec-

KUX U CTBOJIOBBIX CTPYKTYP B KOMOMHAIIMH C €70 YTHETCHUEM B JIATePaJIbHbBIX IIPEMOTOPHbBIX
U 3aIHeNnapueTaabHbIX oTaenax Kopsl (Wang et al., 2013). DToT ¢heHOMEH 0003HaYaeTCsI Kak
bII-cea3annviii npocmpancmeennviit nammepr (BIICIIII, ot anrn.: Parkinson disease-related
spatial covariance pattern — PDRP). BoisBnenue BITCIIII mo3BosisieT KOppeKTHO KJIacCH-
dunuponarb BII ¢ yyBcTBUTEIbHOCTBIO 84% 1 crieliMbUIHOCTBIO 97 %, TIpUYeM U3MEHE-
HUs HeipoceTeBol akTUBHOCTU Mo3ra 1o tumny BITCITIT moryT ObITh 3aperucTpupoBaHbI
Kak MUHHUMYM 3a 2 rofa 10 MaHUMeCTallMi OTYETAMBBIX IBUTaTeJIbHBIX MPOSIBICHUN 3a-
oonesanus (Tang, Eidelberg, 2010). OTu gaHHBIC B COUYETAHUM C BHICOKUM YPOBHEM BOC-
npousBoaumocT (Ma et al., 2007) 1 KoppeJsiiyeil BbIIBISIEMbIX U3BMEHEHUH C TSKECThIO

Puc. 8. 30HbI aTpO( 1K TOJIOBHOTO MO3ra Y JOKJIMHUYECKUX HOCUTEJIE MyTaHTHOTO TeHa 00JIe3HI
TeHTHHITOHA B CPABHEHUHU C KOHTPOJIEM 110 JaHHBIM BOKCeJIOpUeHTHpoBaHHO MPT-Mopdome-
Tpuu. 30HbI YMEHBILIEHHOI0 00beMa BelllecTBa Mo3ra BbiaesieHbl 1iBeToM (FOnuHa, 2014).
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KJIMHUYECKOM cuMIiToMaTuky (Asanuma et al., 2006) gemaror BITCITIT npuBiieKaTeTbHBIM
ouomapkepom nporpeccupoBanus bIT (HaunHas OoT ee TJaTeHTHOM CTaau) 1 MOHUTOPUHTA
MIPOBOAMMON TepaIivu.

JlonoaHuTeIbHbIE TUaTHOCTUUECKUE M MCCIeN0BaTeIbCKIE BOZMOXKXHOCTU TIPU OLIEH-
Ke OTHEJIOB MO3ra, JexXalllux 3a MpeaeslaMi HUTPOCTPUATHOTO TpakTa, 1aeT MpUMEeHEHue
panuodapmiipenapara [''C]-MP4A — mapkepa KOpTUKaJbHOM alleTWIIXOJMHICTEPAa3HOM
aktuBHOCTU. [TpumeHenue [1DT ¢ 3TUM TUTraHIOM TTO3BOJISIET BU3YaJIM3UPOBATh y TMalll-
eHToB ¢ BIl, ocnoxXHeHHOI KOTHUTUBHBIM CHIDKeHUEM, TUMDOY3HBIIN XOTUHEPTUIECKUA
neduuuT B LiepedpanbHoil kope (Hilker et al., 2005). Becbma mepcrieKTUBHBIMU CIEAYET
MpU3HaTh pabOThl, CBSI3aHHBIC ¢ MpsIMOI Busyanusamueit a-cunykienHa B LHIHC. Ipu
MYJIBTUCUCTEMHOI aTpoduu, SIBIAIOLIENCS «VIMAIBHOM CUHYKJIEMHONATUEN», TOKA3aHO
HakoruieHue crienuduyeckoro pagunodapmipernapara ['C]-BF-227 B rojoBHOM Mo3re
(Kikuchi et al., 2010). OnHaK0O BO3MOXHOCTH JAaHHOTO Tpelicepa B UASHTU(UKALINY Lieped-
paibHOU O-CUHYKJIEUHOBOU naTosoruu y naiueHToB ¢ bIT ocTatoTcst HesicHbIMM.

[IpennoxeH psia HOBBIX TEXHOJOTUM U pexkumMoB M PT-HelipoBusyanuzauuu (0ocodeH-
HO Ha OCHOBE MCMOJb30BaHUs BBICOKOIOJbHOI MPT), pacimmpsionmx BO3MOXHOCTHU
panneit nuarHoctuku BIT (Lehéricy et al., 2012). OHu KacaroTcsl BU3yaIM3allii HaKO-
IIeHus Xeje3a B cpeaHeM moare (Martin et al., 2008), onpeaenenus miomaau (Schwarz
etal., 2011) u tpexmepnoii opranuzauuu YC (Cosottini et al., 2014), TOHKUX U3MEHEHU
00beMa pa3TIMYHBIX OTAEJIOB MO3Ta ¢ TOMOIIbIO BOKCEJIOPUEHTUPOBAHHOM MOopdhoMeTpun
(bapanosa u ap., 2011; TpydanoB u ap., 2013; Filoteo et al., 2014). [IpumeHenue npu
BII pexuma nuddysrnoHHo-TeH30pHOI MPT ¢ oneHKOI (hpakKIIMOHHOW aHU30TPOIUU
MMO3BOJISIET PeTUCTPUPOBATHL U3MEHEHUST ONb(PaKTOPHBIX TPAKTOB (CyOCTpaT TMIIOCMUM)
(Scherfler et al., 2006) u n3meHenust B odsactu YC, Koppeaupymoolye co craauein 00-
Jie3Hu 1o mkane XeH—SApa (Vaillancourt et al., 2009). Metonom dyHKkunoHanbHoit MPT
YK€ B CaMOM paHHEW CTaauY HEMPOAETEHEPATUBHOTIO MPOLiecCa MoKa3aHa AuHaMUYeCcKast
pPEOpraHMu3alns CEHCOMOTOPHOM KOPBI U ApYrux otaenos mosra (Kojovic et al., 2012).
Y 6oabHbIX BIl ¢ moMoiibio MpoToHHOM MP-CHeKTpOCKONUM BBHISIBISIIOTCS TTPUXKU3-
HEHHbIE lLiepeOpaabHble META0OJIMYECKIE HAPYIIEHUS! B BUIE CHUXKEHUSI COOTHOLICHUS
N-anerunacnaprara K XOJIMHY U KpeaTUHY B IOJIOCAaTOM Tejie U HEKOTOPBhIX KOPKOBBIX
otnenax rosoBHoro mo3ra (Ellis et al., 1997; Hu et al., 1999). Becbma nHTepecHBI IepBbIe
COOOIIeHUsT O TIpUMeHeHur y TanreHToB ¢ bIl Takux HOBBIX METOOMK, KaK HelipoMe-
nanuHuyBcTBUTeNbHas MPT (Ohtsuka et al., 2013) u TexHOJIOIrMSI aBTOMaTU3UPOBAHHO
olieHKHM 1aHHBIX MPT ¢ moMoIbio crielinajJbHOro MaTeMaTUYECKOTO «CyIepBai3MHIOBO-
ro» anroputMma (Salvatore et al., 2014).

He MmeHblIee 3HaUueHWEe UMEIOT HEMPOBU3YaIU3allMOHHbBIE OMOMAapKephl U TIPU APYTUX
SKCTpalMpaMUIHbIX 3a00JIEBAHUSIX — aTUIIMYHOM ITapKUHCOHU3ME, 00Jie3HU [eHTHHT-
TOHa, TenaToNeHTUKyIsapHoi nereHepauuu (IJI/1), HefipogereHepaysax ¢ HaKOIIEHUEM
JKeJie3a B TOJIOBHOM MO3T€ U JIP., IPUYEM Y MallMeHTOB ¢ JaHHBIMU 3a00JIeBaHUSIMU HaX0-
ISIT CBOE NIPMMEHEHUE MHOTME HOBEMIIME TEXHOJOTMH, MPEeACTaBIeHHbIE BbIIIE MPUME-
nutenbHo K BIT (CenuBépcroBa u ap., 2013; FOguna u ap., 2013; Boelmans et al., 2012;
Cherubini et al., 2014; Padowski et al., 2014). YToUHSI0TCSI KOHKPETHBIE TTapaMeTPhI CTPYK-
TypHO-(yHKIIMOHaIbHOI peopranusauun LHHC mpu skcTpanupamMygHONM IMaTOJOTHUM,
MEXaHU3Mbl HEMPOIJIACTUYHOCTU U TeHE3 OTACIbHBIX CUMIITOMOB, M3y4aeTCsl MOTEHIIA
Pa3IMYHBIX HEHPOBU3YaTU3alIMOHHBIX METOAUK B KaUeCTBE paHHUX OMOMapKepOB MaHU-
decranyu 1 MporpeccupoBaHUs MaTOJOTMYECKOro mpouecca (puc. 8).
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OCHOBHBIMU TIpoOJieMaMU B MPUMEHEHUM HEWPOBU3yaJIMU3allMOHHBIX OMOMapKepOB
MPU BKCTpalMpaMUIHBIX 3a00JIeBaHUSIX SIBJISIOTCS TEXHUYECKasl CJIOXHOCTb M 3HAYM-
TeJbHas CTOMMOCTb UCCIIEIOBaHMUI, a TAaKXKe OrpaHUYEHHAas JOCTYITHOCTb CIeIIMaIbHOTO
BbICOKOTexHOJornuHoro ooopynoBanust (IT1DT, ODPDKT, MP-tomorpadsl =3 Ti). B cBsa3u
C 3TUM B INOBCEIHEBHON MpPaKTUKE 3TU OMOMapKephl MoKa HelmpuMeHUMbI. [1o MHOTUM
MEePCIEeKTUBHBIM HAMpPaBJICHUSIM B JaHHON 00JIACTM HEBPOJOIMU U HEWpOpaauoIoTUu
pabOThl OCTAIOTCS €AMHUYHBIMU 1 HE TTO3BOJISIIOT MPOBECTU TOJHOILICHHYIO BaluIallNIO
MPUMEHSIEMbIX METOIUK Ha OOJIbIIOM YHMCJIe MALMEHTOB B paMKaX MHOTOIIEHTPOBBIX HC-
ciaenoBaHuii. OUeBUIHO TAKXKE, YTO BCE PACCMOTPEHHbBIE OMOMapKephl HE MOT'YT CTaTh OC-
HOBOIA TSI IIIMPOKOTO TOIYJISILIMOHHOTO CKPUHUHTA JIUII, TTPEAPACIION0XKEHHBIX K pa3BU-
TUIO HEMPOJAETEHEPATUBHOM ITATOJIOTHU.

Bo BTopoii mosoBuHe 1990-X ToI0B B pacmopsiKeHUM UCCIenoBaTeeli MosBUICS HO-
BBl HEMPOBU3YAJIM3ALIMOHHBIN IIOAX0/I, KOTOPBI B 3HAYUTEIBHOM CTEIIEHU IPEOI0IEBACT
MHOTOUMCJIEHHbIE MPOOJEeMbI JOCTYMTHOCTU M MH(pOpMaTUBHOCTU auarHoctuku BIl-ac-
COLIMMPOBAHHBIX M3MEHEHUI B TOJOBHOM Mo3re. Peub mmeT o BBISIBICHUM (eHOMeHa
eunepaxoeenHocmu yeproii cyocmanyuu (I'Y1C) cpenmHero mosra Ipu TpaHCKpaHUAJIbHOM
YJIBTPa3ByKOBOM CKaHMpOBaHUM. JlaHHBIN yIbTpa3BykKoBoii (peHomeH npu BIT obmamaet
crieliUIHOCTHIO 60Jiee YeM 90% U TTOUTH CTOJIb K€ BBICOKOI YYBCTBUTEILHOCTbBIO, a Ha-
KOIUJICHHBIN K HACTOSIIIIEMY BPEMEHM OITBIT MO3BOJISIET BKIIOUUTH METO TpaHCKpPaHUAIb-
Hoit coHorpaguu (TKC) Bo Bce aKcnepTHBIE peKOMEHIAIUM, TIOCBSAIIEHHbIE TUaTHOCTUKE
BIT (Berg et al., 2006; Walter et al., 20074a; Vlaar et al., 2009; Berardelli et al., 2013). Boiee
TOT'0, MHOTOJIETHSIS ITpaKTHKa IMoKa3aja IIEHHOCTb JaHHOTO METO/1a U IS psifia IPYTUX 9KC-
TpanupaMUIHBIX 3a0o0neBaHuil. B mocaeayomux pasaenax MoHorpaguu moapooHO pac-
CMaTPUBAIOTCSI METOIMYECKIIE OCHOBBI M COBPEMEHHbBIE BO3MOXXHOCTHU TPaHCKPaHUAJIbHOM
coHorpacduun y TaHHOI KaTeropuu MaiueHTOB.
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METOAWYECKHE OGHOBbI
TPAHCKPAHHANBHOM
GOHOIPADHH
[IPH UCCNEAOBRHUN
GTPYKTYP I'0NOBHOI0 MO3IA

TpaHcKpaHUaIbHast COHOrpadust BELIECTBA U JKeJIYIOUKOB TOJIOBHOTO MO3Tra y MalueH-
TOB C 9KCTPAMPaMUIHBIMU 32a00JI€BAHUSIMU MTOJYYMIa BCeoOIlee MPU3HAHNE KaK BAXKHBIT
JUATHOCTUUYECKUI TECT, KOTOPBIH B TEUEHUE ITOCIEIHNX ABYX ACCATUIETUI CTaT BCE GOJTb-
1€ UCTIOJIb30BATHCS B MUPOBOM KIIMHUYECKON MPaKTUKe. YIBTPa3ByKOBOM METOLI SIBJISIET-
Cs1 HEMHBA3MBHBIM U TIO3BOJISIET B B-pexkuMe ¢ BRICOKMM paspellieHueM BU3yaTu3upOBaTh
9XOTEHHBIE TIIyOOKO PACITONIOXEHHbBIE CTPYKTYPhI TOJOBHOrO Mo3ra. TpaHCKpaHUATbHasI
coHorpadusi okazanach YyBCTBUTEIbHBIM M HAAEKHBIM MHCTPYMEHTOM B OOHApYyXKEHUU
M3MEHEHUI CTBOJIOBBIX CTPYKTYP MO3Ta 1 6a3aIbHBIX TAHTIIMEB ITPU PA3TNYHBIX ABUTATEb-
HBIX PACCTPOMCTBAX, JOIMOMHSIS KIMHUYECKYIO Y MaTO(MU3UOJOTHUECKYI0 MHHOPMALIKIO,

KOTOPAast MOKET OBITh ITOJTyYeHA C TOMOIIBIO APYTUX METOAOB HelipoBU3yanu3annu. Pacty-
LM UHTEPEC K 3TOMY MeToy U paciunupeHue nmpumeHeHnst TKC mpu skcTpanupaMugHbIX
3a00J1eBaHUSAX TPEOYIOT COOMIOACHUSI CTAHAAPTU3UPOBAHHBIX TMPUHIIUIIOB, KACAIOIIMXCS
MPOIIEAYPhI MPOBEICHMUS UCCIIEAOBAHUS U YCTAHOBOK ITAPaMETPOB YJIBTPA3ByKOBOTO aria-
pata [J1st 00eCIeUeHUST COMTOCTABUMOCTH PE3YyJIBTATOB. DTUM acIleKTaM ITOCBSILEHA JaHHAs
rJ1aBa MOHOTpaduu.
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2.1. O0mue cBeaeHnd

2.1.1. Uctopus pa3surusa TKC
NPH ABUTATEJbHBIX PACCTPOICTBAX

IMomxon K olieHKe BHYTPUYEPEITHBIX CTPYKTYP C MOMOIIBIO VJIbTPa3ByKa yepe3 Hero-
BPEXICHHBIN Yeper OCYILIECTBISUICS B TeUEHUE UIMTEIbHOTO BpemeHu. Ele B Hauaie
1960-x romoB MCIOJIB30BaIU OJIHOMEPHYIO coHorpacduio (3xoaHuedanorpabus, M-pe-
JKMM) JJISI AMarHOCTUKU 00bEMHBIX MTOPaXKeHUi 110 CABUTY CUTHaJa M-3X0 OT CpeIUHHBIX
CTPYKTYP MO3Ta, KOTOPbIE PacCEeMBAIOT U OTPAXKAIOT YJIBTPa3ByKOBOI1 JIyd. DTa METOIMKA
IOCTETICHHO MOTEePsIa CBOIO aKTYAJIbHOCTD C MOSIBJICHUEM PEHTTEHOBCKOM KOMITBIOTEPHOM
toMorpaduu (KT). B 1982 . Aaslid et al. ¢ momMoI11b10 UMITYJIBCHOBOJHOBOM TOIIIEPOBCKOM
CHCTEMBI YIaJI0Ch 3apETUCTPUPOBATH KPOBOTOK OT KPYITHBIX apTEPUil OCHOBAHMSI TOJIOBHO-
IO MO3ra Yyepe3 HeITOBPEKACHHBIH Yepel. B mociienyoiiiee aecaThiIeTUe TpaHCKpaHUa bHasI
Joniuieporpacdus craja IHUPOKO UCIIOIb30BAThCS )i OLEHKN TeMOIMHAMUKN BO BHYTPHU-
MO3TOBBIX apTepHUsIX, HaIIpUMEpP MPU IUarHOCTHMKE CTEHO30B COCYAOB, aHTMocmasMa (mmpu
cybapaxHOUAAIbHBIX KPOBOMBIUSIHUSAX) U apTepHOBEHO3HBIX Manbdopmaliuii (Aaslid et al.,
1986). I[MocTosiHHOE COBEPILIEHCTBOBAHME TEXHOJIOTUI 1 YJIBTPa3ByKOBOM TEXHUKM TIPUBE-
JIO K ToMy, 4To ¢ 1990-X rogoB TpaHCKpaHUaabHas AoNIuieporpadus U TpaHCKpaHUAIbHOE
IYTUIEKCHOE CKaHMPOBaHUE C LIBETOBBIM KapTMPOBAaHHEM KPOBOTOKA CTald KJIIOUEBBIMU
METOIaMU AUArHOCTUKHU Y OOJbHBIX C OCTPBIMU 1 XPOHUYECKUMU 11epeOpPOBACKYISIPHBIMU
3aboneBanusamu (Hukutun, TpyxaHnos, 2004; Bartels, 1999; Bogdahn et al., 1998).

Busyanuzaius BeliecTBa ronoBHoro moara ¢ momoubio TKC sBisieTcs elie 0osee cox-
HOM 3aaueil, Tak Kak HEOOXOAMMOCTb ITPUMEHEHSI HU3KOYACTOTHBIX YJIBTPa3ByKOBBIX BOJIH
(o1 2 no 3,5 MIi1, makcumyM 5 MIi1) orpaHuumMBaeT paspelieHue moaydaeMoro n3oopaxe-
Husl. JIByxmepHoOe n3o0paxkeHue BellecTBa Mo3ra B B-peskiiMe ¢ ToMOILIbIo TpaHCKpaHUaIb-
HOTO YJIBTPa3ByKa CTajo BO3MOXHBIM ToJIbKO B 1980 1. V neteit TKC BbImonHsSIACh yKe B
1980—1990-¢ roasl. ¥ B3pocibix KiinHuYeckoe npuMmeHeHue TKC 6bu10 pazpaboTaHo mo3-
Hee M3-3a 00Jiee CIIOXKHBIX YCIOBUIA TSI BU3YaJIU3alluK, CBSI3aHHBIX C OOJIbIICH TOIIIMHON
BucouyHbIX KocTeil. B 1993 . G. Becker u U. Bogdahn onucanu HopMasibHYIO 3Xorpadude-
CKYIO KapTHHY MO3Ia Y B3pOCJIbIX U T€M CaMbIM OTKPBUIM ITyTh JJIsI JMATHOCTUKU COCTOSTHUST
Mo3roBbIX cTpyKTyp (Becker, Bogdahn, 1993). bruta mokasaHa Bo3MOXHOCTb auddepeH-
LIMPOBATh KEJIYIOYKOBYIO CHUCTEMY U OCHOBHBIE CTPYKTYPBI B PAa3JIMYHBIX YACTSIX TOJIOBHO-
ro Mosra. PaHHMe KIMHUYECKUE MPUIOKEHUS METOAA BKIIIOYAIU BBISIBICHHE OOBEMHBIX
MPOLIECCOB, TAKMX KaK BHYTpUUepeIlHbie HoOBooOpa3oBaHus (Becker et al., 1992) u BHyTpH-
Mo3roBbie reMaTtoMbl (Seidel et al., 1993), a Takke AMAarHOCTUKY PACIIMPEHUS XKETYI0YKOB U
OLIEHKY BHYTpIKeayaoukoBoro gaBieHus (Becker et al., 1994a; Seidel et al., 1995).

BosMoxxnocTth ncnonb3oBanust TKC npu nBUTraTeIbHBIX PACCTPOMCTBAX C BhISIBICHUEM
crielUIecKrX U3MEHEHUI, He OIpene/isieMbIX OOBIYHBIMM METOIAMM HEHPOBU3yaIn3a-
1My, OblIa BriepBbie ITokazaHa B 1995 . G. Becker et al. YueHbIe onucaiu 3X0CTPYKTYPHYIO
MepecTPOrKy B HOXKaX CpeIHEro Mo3ra y MmaiydeHToB ¢ uauornarudeckoit bI1, a umeHHO
HaJIM4ue pacIlIMpeHHOTO CUTHAJIa IMOBBIIICHHOM 9XOTeHHOCTU B aHATOMUYECKO 001acTH
nokamuzauuu YC (Becker et al., 19956). ABTopbl 0003HaUYWIN 3TOT (DeHOMEH KakK rumep-
9XOTeHHOCTh YepHoii cyocTanmuu. [ogoM paHee 3TOif ke TPYINoi aBTOPOB COOOIIATIOCH O
XapaKTepPHbBIX M3MEHEHUSIX 1IBa CPETHETO MO3Ta Y IMallMeHTOB, CTPANaloIINX YHUIIOJSIPHOM
nenpeccueii (Becker et al., 19946). U xotst ipu TKC ynanock 0OHapyKUTh e11ie HeCKOJIbKO
MMaTOJIOTMYECKUX HAXOAO0K Y MAllMEHTOB C Pa3IMYHbIMU JIBUTATCIbHBIMU HAPYIICHUSIMU,
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STU Pe3yJIbTaThl Ha MPOTSDKEHUM MHOTMX JIET BOCHPMHUMAIUCh HAYYHBIM COOOIIECTBOM
CKeNTUYeCKHU, B TOM uucie u B Hauleit ctpaHe (Yeuétkun, 2000). Bpauam ObL1O TpyAHO
IOBEPUTH B TO, YTO YJIBTPA3ByKOBOM METOJI, UCIIOIb3yeMbIii B OCHOBHOM JUISI BBISIBIICHUSI
M3MEHEHUI TeMOIMHAMUKYI B apTEPUSIX TOJOBHOIO MO3Ta, CIIOCOOEH IIPU OIpeaeIeHHBIX
00JIe3HSIX IT0Ka3aTh B B-peXuMe MUarHOCTMYECKU 3HAYMMbIe M3MEHEHMSI, KOTOPbIC HE
MOTYT ObITh BepU(PUIIMPOBAHBI IPYTUMU XOPOLIO 3apPEKOMEHI0BABIIMMU ceOsl METOIaMU
HelipoBusyanuzaunu, Takumu kak KT u MPT. Tem He MeHee 3T MUOHEepCKUe pabOThl Ha
CTBIKE BEKOB OTKPBIJIM HOBOE HallpaBlieHUE B HelpocoHojoruu — ucnonb3oBanue TKC
JUTSL IMarHOCTMYECKO OLIEHKM CTBOJIA TOJIOBHOTO MO3ra M 0a3ajbHbIX FTaHIJIMEB IIPU 9KCT-
panupaMUIHBIX 3a00JeBaHUSIX U ap(PEKTUBHBIX PACCTPOMCTBAX.

B nocnenytoniue ronbl Garomapsi MPOBEIECHMIO HE3aBUCUMBIMU IPYyIIaMU BO BCEM
MMPE MHOTOYMCJICHHBIX UCCICAOBAHUIM U MOATBEPKICHUIO BBISIBICHHBIX CITELIM(UUECKUX
Haxonok TKC monyuuna mmpokoe Mpu3HaAHME. XapaKTepHble U3MEHEHUSI DXOTeHHOCTHU
YC, mBa cpeHEro Mo3ra, KpacHbBIX, 3y0UaThIX U JICHTUKYJISIPHBIX SIIEpP, IIUPUHBI XKeJTy-
JIOUKOBOI CHCTEMBI ObLIM OOHAPYKEHBI HE TOJILKO IPU Pa3IMYHbIX HepoaereHepaTUBHbIX
3a00JIEBAHUSIX, HO U IPU HEKOTOPBIX BOCITATUTEIbHBIX MIpolieccax B roloBHOM Mo3re (Berg
et al., 2008; Walter et al., 20086). Pazsutue TKC B KauecTBe BaskHOro JMarHOCTUYECKOTO
TecTa MpU 1ICJIOM psijie HeiipojereHepaTUBHBIX PACCTPOMCTB MPUBEIO K HEOOXOIMMOCTU
CO3IaHUsI PeKOMEHIALIMI 10 TTPOBeAeHUIO 3Tol mpolenypsl. B 2004 . Ha 9-M 3acemaHuu
EBpomneiickoro o011ecTBa o HeifpOCOHOJIOTUM U LiepedpanbHoi reMmoguHamuke (European
Society of Neurosonology and Cerebral Hemodynamics — ESNCH) B ropoae Betiutap
(TepmaHwmst) ObLIA co3gaHa pabouas rpyIia, KoTopas padpadboTana Pekomenganum no craH-
naprusanuu npoeaennss TKC npu HeiipoiereHepaTuBHbIX 3200JieBaHUAX (ajice B TEKCTE —
Pekomenmamun) (Walter et al., 2007a). [TocTossHHOE COBEpIIIEHCTBOBAHME YIBTPAa3BYKOBBIX
TeXHOJIOruii ¥ B-pexuma rpuBesio K 3HaYUTSIbHOMY YIIyUYIICHUIO BU3YaIU3allUK CTPYKTYD
BEIIECTBA FOJIOBHOI'O MO3Ta, YTO CITOCOOCTBOBAIO HEYKJIIOHHOMY PACIIMPEHUIO IIOKA3aHUIA
K npaktuyeckomy npuMmeHeHunio TKC B knmHuyeckoit HeBponoruu. OCoOeHHO MOJIe3HOI
TKC okazanach Ul AMarHOCTUKU U AuddepeHnanbHoi nuarnocTuku bIT u npyrux skce-
TpanyMpaMUIHbBIX PACCTPOMCTB, IPX KOTOPHIX UMEIOT MECTO IIPOrPECCUPYIONINE U3MEHEHUST
B IITyOOKMX CTPYKTYpax rojoBHoro mo3ra (Behnke, Berg, 2013; Skoloudik, Walter, 2010).

2.1.2. IIpenmymectBa TKC B KIMHMYECKO# NMPAKTHKE

MoOXXHO BBIACINTH CleAyiolre oCHOBHbIE ITpermylecTBa TKC B KI1MHUYECKO (B TOM
yucie aMOyJIaTOPHOI ) TTPaKTHKE:

e BO3MOXHOCTb BU3YyaJIM3allMU Pa3IUYHbIX CTPYKTYP TOJIOBHOIO MO3Ta Ha OCHOBE MHBIX
(bu3MYECKUX MPUHIIMIIOB MOJIYYSHUST M300pakKeHUsI, HEXEIM CYLIECTBYIOIINE METOJIbI,
ucrnonbayouue peHTreHoBckoe usnydenue (KT) u marnutHoe none (MPT);

e TIOJIyYeHME N300paKeHUSI TIIyOOKMX CTPYKTYP FOJJOBHOI'O MO3Ta B peaJlbHOM BPEMEHH C
BBICOKMM pa3peliecHueM B B-pexume;

e OTHOCHUTEJIbHO HEBBICOKAs 1IeHa IIPUOOPOB U TEXHUUECKOTO OCHAIICHMUS;

e [IMPOKast JOCTYITHOCTb UCCJICIOBAHMS, TIOCKOIbKY OIHU U T€ XK€ TaTYMKU UCITOJIb3YIOT-
cs kak 1 TKC, tak u 1151 TpaHCTOpaKaIbHOM 3XxoKapauorpaduu;

e OTHOCHUTEILHO KOPOTKOE BpeMsI TIpoBeIeHUsT 00caenoBaHus (B cpeaHeM 15—20 muH);

e HEMHBa3MBHOCTb M HEOIPAaHMYEHHAsI IIOBTOPSIEMOCTh METO/IA;

e OTCYTCTBME HEOOXOAMMOCTH B CIIELIMAJIBHOM ITOATOTOBKE IMALIMEHTA;

e MOOMJIBHOCTD MPUOOPOB;
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e HeOOJIBIION YPOBEHD ITIOMEX, KOTOPhIe BO3ZHMKAIOT B OCHOBHOM ITPU ABUXKECHUSIX Mallv-
SHTOB M HE OKa3bIBAIOT CYIIECTBEHHOTO BIMSHMS Ha MOJTyYeHUEe aJeKBaTHOrO M300pa-
JKEHUSI CTPYKTYp MO3ra.

2.1.3. Texnnueckoe 000pyI0OBaHHE
H CHCTEMHbIE HACTPOMKH npudopa

IIpu TKC B ucciaenoBaHUM CTPYKTYP TOJOBHOTI'O MO3Tra MCIOIB3YIOTCSI T€ XKe YIbTpa-
3BYKOBBIC TIPUOOPHI U T€ XKe AATUMKH, YTO U U1 TPAaHCKPAHMAIBHOIO MYTUIEKCHOTO CKa-
HUPOBaHUS IIPU OLIEHKE COCTOSIHUSI MO3TOBBIX apTepuii, a TaKxKe IJIs1 TpaHCTOpaKaJlbHOM
sxokapauorpaduu. O6cienoBaHue XeaaTeJbHO MPOBOIUTH Ha YIBTPa3ByKOBOM arlrapare
BBICOKOTO KJ1acca (ONTUMAaJIbHO — 3KCIEPTHOTO0), OCHAIIIEHHOM (ha3upOBaHHBIM HU3KOYAC-
TOTHBIM JaTYMKOM 4acToToii oT 2,0 1o 3,5 MIii.

VibTpa3BYKOBBIE CKaHEPbl, KOTOPbIC YIIOMUHAINCH B JTUTEpaType TP MpeacTaBIeHUN
pe3yJIbTaTOB TMarHOCTUKU SKCTPaIMpPaMUIHBIX HeiipoaereHepaTUBHbBIX 3a00JIeBaHUIA, TIPU-
BoadTCs B TaOJ1. 3. Kak BUAHO 13 TaOIMIIbI, M300pakeHUE XOPOIIIEro KayeCcTBa MOXET ObITh
MOJIy4eHO Ha Mpubopax pa3HbIx Mopeneil. HeoOXoauMo y4uThIBaTh, YTO HEKOTOPHIE M3-
MEpEeHMSI, HalIpuMep pa3Mep TMIIEPIXOTeHHOM 00J1acTy, 3aBUCIT OT CUCTEMHBIX HACTPOEK
VJBTPa3BYKoOBOro Inpuodopa. CHUCTeMHbIe ITapaMeTphbl, TaKUe KaK IIUPUHA YIBTPa3BYKOBOTO
JIy4a, TUIOTHOCTD JIMHUM U JaXKe CPOK SKCILTyaTalluy AaTYuKa, BIUSIOT Ha IMoJyJaeMoe pas-
peleHre n3oopaxeHus. Takum o0pa3oM, MOPOroBbie 3HAUCHUS TOKHBI OBITh MOJIyYEHBI
OTIEIBHO IIJIST KaXKIOM yJIBTPa3BYKOBOM CUCTEMBI U, B UIeaje, OOHOBISITHCS TEM XKe JaTuM-
KoM Kaxble 2—3 roga. Kpome Toro, Tak Kak pa3pelieHue u300paxkeHusI MOXKeT BapbUpOBaTh
MPY UCIIOJIb30BAHUM PA3JIMUHBIX YCTPOUCTB, PEKOMEHIYETCS ISl KOJTMYECTBEHHOM OLICHKU
BBISIBJIIEMBIX U3MEHEHUI pa3paboTaTh B KaxKa0it
VJBTPa3BYKOBOU J1abopaTOpuy CBOM 3HAYCHMUS
HOpPMBI, uccaenysd 3nopoBbix aul (Walter et al.,
2007a; Berg, 2010). CraHmapTHble HACTPOMKU
MmapaMeTpoB Ipudopa, KOTOPbIe MOTYT ObITh UH-

Taomma 3. YabTpa3ByKOBBbIE TIPUOOPHI,
ucnoasytomuecs g TKC npu skcerpa-
nupaMuaHbeIX 3aboneBaHusx (Skoloudik,
Walter, 2010, ¢ OO THEHUSIMA aBTOPOB)

Oupma-npousBoauTeNhb | YIsTpa3ByKOBOi IUBUIYATbHO agalTUPOBAHbl B 3aBUCHMOCTHU OT
(ropox, cTpana) npudop MOJEN YJIBTPa3BYKOBOI CUCTEMBI, MPUBEICHBI
Advanced Technologies | Ultramark 3000 B Ta6s. 4. Ucxonsd U3 3TUX peKOMEHIALUI co-
Laboratories Ultramark 9 HOrpaMYecKoe aKCHaIbHOE pa3pelIeHue Lie-
(Washington, DC, USA)
peOpanbHBIX CTPYKTYp B 30HE (poKyca JOCTUTAET
Aloka (Tokyo, Japan) SSD-550 0,7—1,0 MM, a 60KOBOE pa3pelleHe COCTABISIET
Esaote (Florence, Italy) | MyLab 25 OKOJIO 3 MM (HEKoTopasi BapuaGeIbHOCTb CBSI-
Geperal Electric Log@q 7 3aHa ¢ MOJEbIO TTpUMeHsieMoro npuodopa). Mc-
(Milwaukee, WI, USA) | Logiq9 MMOJIb30BaHME COBPEMEHHOIO O0OpYIOBaHUS C
Philips (Eindhoven, HDI 5000 BBICOKHMM paspellieHreM B B-pexxume mosBosser
Netherlands) SONOS 4500 JOOMBATLCS U300pakeHUs B 30He (OKyca C elle
SONOS 5500 6
U2 bonee BoicokuM paspetieHuem (0,6 x 1,1 mm),
0 Ipe aeT maxe paspemeHue MPT (1,0 x
Siemens (Erlangen, Sonoline CF le Orlp DbIll Tg PaspellicHn d,
Germany) Sonoline Elegra ,0 MM), — 3TO OBLIO JIOKa3aHO B IIPOBEICHHOM
Acuson Antares CpaBHl/lTCJIbHOM (l)aHTOMHOM HNCCJICJ0BAHUN
Acuson S2000 TKC ¢ MPT (Walter et al., 2008).
Toshiba (Tokyo, Japan) | SSH-140A [Ipu TKC wucnonp3oBaHue JaTdydKa 4YacTo-
Aplio toit 2,0—3,5 MIi1 mo3BoJisieT HaruboJiee IeTaIbHO
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BU3YaIM3UpOBaTh CTpyK-  Tabmmua 4. Hactpoiiku ynsrpassykooro nputopa mis TKC mpu
TYpbI MO3ra BOU3M cpef- — CUEHKE CTPYKTYD BEIECTBA U KENMYIOYKOBON CHCTEMBI TONOBHOTO

. mo3ra (Skoloudik, Walter, 2010)
HEW JMHUU, T.€. HA pac-

CTOSTHUM 5—8 CM OT MecTa ITapamerp Hacrpoiiku
YCTAaHOBKM Jatyuka. Ta-  [ybuHa cKaHMpOBaHUS UcxomHo 14—16 cm u nanee

KM 00pa3oM, ITyOHHHbIE YMEHBIIIAETCH, €CJIM ITO HEOOXOAUMO
CTPYKTYPhI MO3ra — HOX-  30Ha (okyca 7-8 cMm

KM CpPEIHEro Mo3ra ¢ €ro  JIuHaMu4yecKuil AMana3oH 45-551b

9XOTC€HHBIMM NOACTPYKTY-  KoHTyp ycuaeHUs OT cpeaHero 10 BICOKOTO

pamu (4C, kpacHbie npa, DyHKIIKSI TOCTOOPabOTKI YMepeHHOe MofaBaeHue CUTHAIOB
JIMHMS 11IBa CTBOJIA MO3ra) HU3KOM 3XOreHHOCTH

v GasabHble TaHIIMM —  Kovmencanns npupocta Peryaupyercst BpyuHyIo o Mepe
MOTYT ObITh IOCTATOYHO  BpemeHU HeoOxonuMoctu. Mcronbayercs
XOpolIo oleHeHbl. [lpu- (DYHKIMS «ONTUMM3ALMS

YMHOI  OrPAaHUYEHHOTO M300paXeHUs» (€M TOCTYIHA)
paspellieHus  U300paxke-  SIPKOCTb n300paxeHUs Perynupyetcs BpyuHyto (Mpu 3TOM

He CJIe[yeT CTPEMUTHCS K CIMIIKOM
CBETJIOMY U300paKEHHUIO).
Hcnonbayercst pyHKLIMSA

Hus MPT gaBasercst To,
YTO HEOObIINE IBUKE-

HMA  TOJIOBBI  IMallMEHTa, «OTITUMU3ALIST U300paKEH s>
BbI3BAaHHbIC, HAIIpUMED, (ecm mocTyITHA)

JbIXaHUEM, YXYAIIAOT  Yiprpa3ByKOBOM JATYHK:

MAaKCUMQIbHO HOCTUXU- KpUCTaIbHBIN/KaHaTbHBIN | Kak MOXHO BbIIIe (MICaTbHO —
MOE pa3pelleHNE TOMO- «MATPUYHBbI» TATYMK)
rpaUYecKnX  CHUMKOB. 4acToTa 2,0-3,5 MIix

WzobpaxkeHue, mnoydae-

Moe nipu TKC, rckaxaeTrcst Ipy JABMKEHMSIX TOJIOBBI MAllMEHTa HE3HAYMTEIbHO, TaK KaK
JIATYMK TBEPAO (PUKCUPYETCS K TOJIOBE UCCIISIYEMOro 1 pa3pellieHre N300pakeHUsI OCTAeTCsI
BBICOKHUM J1axke Y 00JIbHOTO ¢ HeTIPOX3BOJIbHBIMU IBVXKEHUSIMU TOJIOBBI, BHI3BAHHBIMU JIBU-
raTeJIbHBIMU paccTpoiicTBaMu. DTo 1o3BossieT npuMeHaTh TKC y maliueHTOB ¢ rTurnepKuHe-
3aMU, KOTOpbIM 1ipu BeinoHeHUM KT nnun MPT npuniock 661 BBOIUTH pelaKCUPYIOIITe
npernapaTbl. HoBbIe TeXHOMOIMU YIBTPa3ByKa, TaKMe KaK «TKaHeBasi TapMOHUKa», TIO3BOJISI-
0T YJIy4IIUTh pa3pellieHre N300pakeH sl, HO B 3HAYUTEIbHOM CTEIIEHM 3aBUCAT OT Ka4eCTBa
aKyCTUYECKOTo OKHA 1 MOTYT ITPUMEHSTLCS TOJBKO Ha ompeaeneHHbIx riryonHax (Puls et al.,
2000). Takum 00pa3oM, 3TU TEXHOJOTUU MPUMEHUMBI He ISl BCEX TMalieHTOB U HE MOTYT
OBITh PEKOMEHIOBaHBI B KauecTBe 0a3oBoro ctangapta (Walter et al., 2007a). Tem He MeHee B
CPaBHEHUHU C OOBIYHBIM CEPOIIKAIbLHBIM PEKMMOM MCITOJIb30BaHKE PEXMMa «TKaHEBO rap-
MOHUKW» MOXET OBITb ITOJIE3HBIM B IIOAYEPKUBAHMI KOHTYpA TMIIEPIXOI€HHOIO CUTHAJIA.

2.2. IlopsaaoOK CTaHZAPTHOTO
TKC-00caenoBaHug

B aTOM pasnene Mbl IPUBOIMM METOIUKY OOCIICIOBAHUS B COOTBETCTBMM C PEKOMEH 1a-
LUsIMHU 110 cTaHgaptusanuu nposeaeHus TKC npu HeiiponereHepaTUBHBIX 3a00JIeBaHUSIX
(Berg et al., 2008; Huber, 2010; Skoloudik, Walter, 2010; Walter et al., 2007a).
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2.2.1. IlosoxeHHe MalieHTa U YCTAHOBKA JaTYHKA

[Ipu npoBeneHUM YIBTPa3BYKOBOIO OOC/IEIOBAHUS MALIMEHT HAXOMUTCS B ITOJIOXEHUU
JIexKa Ha CIMHE Ha KyIIeTKe B 3aTeMHEHHOI KoMHaTe. Bpau cuaut 1160 cOOKy OT nmalueHTa
PSIIOM € TOJIOBHBIM KOHIIOM KYILIETKM (KaK MPUHSITO Y HAC B JabopaTopuu), 1100 mo3aan
TOJIOBHOT'O KOHIIA KYIIETKM (Yallle BBITTOJHSETCS 3a pydexkoM). JaTunk ycraHaBiIuBaeTcs
B IpeaypUKyISIpHYIO 00J1acTh (TPaHCTEMIIOPAJIbHBINA JOCTYI; BUCOYHOE YJIBTPa3ByKOBOE
OKHO) TI0CJIeIOBATEIbHO ¢ KaX10il cTopoHbl. OOBIYHO MCIOJIB3YETCs 3alHee WK CpeIHee
aKyCTUYEeCKOe OKHO. Bpay II0THO MprKUMaeT yJIbTPa3ByKOBOM JaTYMK K BUCOYHOM KOCTU
(puc. 9). Ilepen ycTaHOBKOI AaTYMKa Ha IMTOBEPXHOCTD I'OJIOBBI B 00J1aCTH €ro huKcaluy U
Ha caM JaTYMK HAHOCUTCS YJIbTPa3ByKOBOIA I'eJib Uit 00eCIeYeH sl ONITUMAIbHOIO KOHTAK-
Ta MEXIY COMpUKacaeMbIMU MOBEPXHOCTSIMU (HEIOCTATOYHO 00pabOTaHHBIE TeJieM BOJTOCHI
MIPUBOJIST K ITOSIBJICHUIO ITOMEX U CHIKEHUIO KaueCTBa ITOJIy4aeMOro M300paXkKeHus).

2.2.2. KayecTBEeHHbBIE ¥ KOJNYECTBEHHbIE METOIbI
OLICHKH IXOTeHHOCTH

J71s pa3sIuIHbIX CTPYKTYP FOJOBHOTO MO3Ta Ha 3KpaHe MOHUTOPA MOXKET ObITh OLICHEHA
MHTEHCUBHOCTh OTTEHKOB CEpOTo 1IBeTa M CTeNeHb MX 3XOreHHocTu. Mcxoms u3 Toro 4ro
JIy4liast 30Ha pa3pelieHus y HI3KOYacCTOTHBIX JaTYMKOB COCTABJISIET OT 5 10 7 CM, IIOUTH BCE
CPeNMHHbBIC CTPYKTYPhI MO3Ta OLICHWBAIOTCSI HA TOMOJIaTepabHOM CTOPOHE OTHOCUTEIBLHO
YCTAaHOBJIEHHOTO AaTyl-
Ka, B TO BpeMs Kak Uit
JOCTUXKEHUST ONTUMAaTb-
HOTo paspelieHus: Bce
Ipyrie PeruoHbl Mo3ra
OLICHMBAIOTCS Ha MPOTHU-
BOIIOJIOXKHOM CTOPOHE.

[Tatonoruueckue
axorpauyeckue usMe-
HEHUS B TOJIOBHOM MO3-
re OIMCBHIBAIOTCS Kak
«TUIIEePIXOTEHHOCTh>» B
ciyyJae:

1) onpeaeaeHus aHO-
MaJbHO OOJIBIION TIIO-
manau (GU3NOJIOTMYeCKU
MOBBIILIEHHOM  3XOIeH-
HOCTU C ILJTaHUMETPH-
YeCKM  M3MEPEHHBIMU
3HaUCHUSMU,  IIPEBbI-
IIAIOIIMMU  TTOPOTOBbIE
BEJIMUMHBI, YCTAHOBJICH-

Puc. 9. ITonoxeHue Bpaua, mnaudeHTa 1 MECTO YCTAHOBKHM 1aTYMKa. HbIC JUIA 3[10POBBIX JIUIL
Tpu oGcrienoBaHUM TAIIMEHT JISKUT Ha CIIMHE Ha KyIIeTKe, a Bpad (w151 YO);

cuauT 100 COOKY OT IAlLEHTa PSIOM C TOJIOBHBIM KOHIIOM KY- 2) MOBBIIEHNS 3XO-
IIETKU (a — OOIIMIA MJ1aH, O — yBeJIMUYEHHOE U300pakeHue), TM00

110331 TOJIOBHOTO KOHIIA KYIIeTKH (B — OOIIMIA TJIaH, T — yBEJIH- [CHHOCTH 110 CpaBHe:
YEeHHOE M300pakKeHue). HUIO C  OKpyXalollcu

(a) =5
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TKaHbIO, [ IIPY HOPMAaJIbHBIX YCIOBUSX OKUIACTCS DXOM30ACHCUBHBIN curHan (s 6a-
3aJIbHBIX TAHTJIMEB).

«[UmosXoreHHOCTh» OIpenessieTcs] KaKk OTCYTCTBUE WM aHOMaJIbHO Majasl IUIOILIAlb
CTPYKTYPBI, KOTOPasi OObIYHO MMEET ITOBBIILIEHHYIO 9XOI¢HHOCTh. B 9TOM cllyyae riaHuMe-
TPUYECKU U3MEPEHHbIC 3HAYCHUSI TMIICPIXOTCHHBIX PETMOHOB JOJIKHBI OIYCKAaThCs HIXKE
OIpeNeIeHHBIX HOPMAaTUBHBIX 3HAUCHU (T.€. OpeaeIeHHBIX MPpOoLeHTWIeH — 75-ro u 90-r0).

®Oynkumst «tkaHeBoit rapMmonuku» (THI) moapasymeBaeT ucojb30BaHUE TapMOHM-
YEeCKMX OTPaXKCHUI YJIBTPa3BYKOBBIX BOJIH, YTO IIPUBOAUT K IOBBIIICHUIO pa3pellaloleii
CIIOCOOHOCTU M KOHTPACTHOCTH TKaHU. TeM He MeHee MCIO0Jb30BaHUE «TKAHEBOI rapMo-
HUKW» OrpaHUYMBAET pa3pelleHre Ha OOJIbIIMX IIyOMHAX JJOKALIMU Y BbI3bIBACT OOJIbIIIE
apredakToB, 4YeM cTaHAapTHBIN B-pexum. KpoMe Toro, odgacTu rurepaxoreHHOCTU Ka-
JKYTCSI HETTPOIIOPLIMOHAIBHO OOJIBIIMMU, M3-3a YET0 IIPOUCXOIUT MPEYBEINYCHUE pa3Me-
poB HekoTopwix cTpyKTyp (Puls et al., 2000). DTu orpaHUYEHUsS] U MHOTOJIETHUI TTPAKTU-
YEeCKMI1 OIBIT IIPUBEJIU K 3aKJII0YEHUIO, YTO BCE KOJMYCCTBEHHBIE U TTOJIYKOJIMYECTBEHHBIC
METO/Ibl OLIEHKU CTPYKTYP FOJIOBHOI'O MO3Ta JOJIKHBI BBIIOJHATHCS UCKIIOYUTEIBHO C MC-
0JIb30BaHKEM 00BIYHOTO B-pexxuma.

2.2.3. I110CKOCTH CKAHUPOBAHMS

151 cTaHOApTU3MPOBAHHOM OLICHKU IIyOOKMX CTPYKTYP MO3ra, a MMEHHO CPEIHEro
Mo3ra, 0a3ajabHbIX TAHIJIUEB, XKEJYI0YKOBOI CUCTEMBI U 3y0UaThIX SIAEP, UCITOIb3YIOTCST Ue-
TBIpE TIOCKOCTU CKAaHUPOBAHUS Ha CIEAYIOIINX YPOBHIX: 1) cpeaHero mo3ra; 2) 111 xemy-
JIOYKa 1 TaJaMyCoB; 3) LIEHTPaIbHOI YacTH OOKOBBIX XKeIyI0uKoB; 4) Mo3xkeuka (puc. 10).

JIBe IJIOCKOCTU CKaHUPOBAHUsI, ONpeAe/eHHbIe TAKUMU 1LiepeOpaJbHbIMU CTPYKTYpa-
MM, KaK CPEJHUI MO3T U TaJaMYC, PEKOMEHIOBaHBI I 003aTeIbHOIO0 NIPUMEHEHUS B
KavyecTBe CTaHAapTa [UIsl JII0OOTro IUarHOCTMYECKOro 00CIie0BaHUs y OOJbHBIX C JBUTra-
TeJabHbIMU HapyiueHusiMu (Skoloudik, Walter, 2010). B cooTBeTCTBMM C CYILIECTBYIOLINMU
3HaHusIMU 1pu nposeaeHur TKC y maliMeHToB ¢ HelfponereHepaTUBHBIMU 320016 BaHUSI -
MM JMarHOCTMYECKOE 3HAYCHHME MMEET OLICHKA BITOJIHE KOHKPETHBIX LIepeOpabHBIX CTPYK-
Typ. K HUM OoTHOCSATCS:
YC, moB cpeaHero Mo3-
ra, KpacHsle siapa (KA1),
MO3XEUOK M ero 3youa-
Teie siapa (34), Tana-
MYChI, JIEHTHKYJISPHbIE
saapa (JISI), xBocratbie
snapa (X), a Takke 1u-
puHa IV xenmymouka,
mupuna IIT xemymou-
Ka, JIOOHBIX POroOB U TeJ

Puc. 10. Cxembl CTaHOApTHBIX IJIOCKOCTEN CKAaHMPOBAHUS TIPU

OOKOBBIX  JKEITy/I0YKOB. nposenennn TKC y maumeHToB ¢ ABUraTeIbHBIMU HapyIIEHUSMU.
CTpyKTypbl, BBIIACICH- VibTpa3BykoBOit 1aTuuK (1) ycTaHaBIMBaETCs B TpeaypUKYISIPHYIO
Hble CHHUM LBETOM, 00J1aCTh, KaK MI0Ka3aHo Ha puc. 9: 1 — MI0CKOCTbh CKAHUPOBAHUS HA

YPOBHE CPEIHEro Mo3ra; 2 — MIOCKOCTh CKAaHMPOBAHMS Ha YPOBHE
IIT xenynoyka W TanamycoB; 3 — TUIOCKOCTb CKaHUPOBaHUSI Ha
. YPOBHE IIEHTPAIBHOI YaCTH KOHTpaJaTepaIbHOTO OOKOBOTO KeJTy-
HBIX  PacCTpOUCTBAX, JI0YKa; 4 — TIOCKOCTh CKAHUPOBAaHUS Ha yPOBHE Mo3xkeuka; OM —
€CJIN 3TO BO3MOXKHO. opouromMearanbHas JuHus (Walter et al., 2007a; Huber, 2010).

CJICAYET BCEria OLCHM-
BaTb IIpU JBUIraTejib-
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(a)

Puc. 11. I110cKOCTb CKAHUPOBAHKSI HA YPOBHE CPEHEr0 MO3Ta (aKCHalbHas IIPOEKIIUS). & — CXe-
Ma TIOCKOCTH cKaHupoBaHusl. MPT-u3obpaxkeHue B T2-pexrme (0) MOJTHOCTbIO COOTBETCTBYET
TKC-mnockoct (B). YabTpa3ByKoBoe N300pakeHNe B PeKMME IIBETOBOTO JIOTIIIIEPOBCKOTO Kap-
TUpOBaHUS (T): 1 — HOXKM CpeTHETO MO3Ta; 2 — 3aThIJIOUYHBIC TOJIN; 3 — BUCOUYHBIE TOJIN; 4 — JI00-
Hasl 10151 JIEBOTO TMOJTYIIAPUST; 5 — BEPXHSISI YaCTh YePBsI MO3KEUKa; 6 — BHYTPEHHUI 3aThLIOYHBIA
BBICTYIT, 7 — TIpaBasi 3a/IHsIsI MO3TOBast apTepusi; 8 — TpaBasi cpellHsisi Mo3roBast aptepusi; 9 u 10 —
rpagasl 1 JieBast iepelHie MO3rOBbIe apTEePUU COOTBETCTBEHHO.

IL1ocKOCTh CKAHMPOBAHMS HA YPOBHE cpeaHero mMo3ra. O0cienoBaHUe BCeraa HauMHaT
C TUIOCKOCTM CKaHMPOBaHUSI Ha YPOBHE CPEIHEro MO3ra, IJIsl Yero JaTYMK YCTaHABIMBAIOT
napaJijieIbHO BooOpaxkaeMoli opOMTOMeaTalbHO TMHUY (COeTUHSIET BEPXHUI Kpail OpOUTHI
U HapyXHBINA cIyxoBoil mpoxoma) (cM. puc. 10). [Tpu akcualbHOM CKaHUPOBAHUM HETPYI-
HO WACHTU(ULMPOBATh B LIEHTPE M300pakeHUS KIIIOUEBYIO UISI MCCICAOBAHUSI CTPYKTY-
Py — HOXKHU CPEIHETo MO3ra, KOTOPbIe BU3YAIU3UPYIOTCS B (hOpME paclpaBUBIICH KPbLIbs
«0a00UKM»: OHM MMEIOT TMII0-/aHAXOT€HHYIO CTPYKTYPY, OKPYKEHHYIO CO BCEX CTOPOH 0a-
3aJIbHBIMU LIMCTEPHAMU MOBBIIICHHON 3XOTeHHOCTU. B KauecTBe OpueHTHpPa HaXOXICHUS
CpEIHEro Mo3ra MOTYT BBICTYNaTh OTrMOalollrie €ro 3alHUE MO3TOBbIE apTepUU, KOTOPHIE
BU3YaJTIM3UPYIOTCSl TIPU aKTMBALUM pEeXMMa IIBETOBOIO MOMILJICPOBCKOIO KapTUPOBAHMUS
(puc. 11). Hoxku cpemHero Mo3ra MoryT ObITh JIeTKO oyepueHbl y 90—95% nuil, naxe y Tex,
KTO MMEET OYeHb y3KOe YJIBTPa3BYKOBOE OKHO. B 3TOli MJIOCKOCTM CKaHUPOBAaHUS MOTYT
OBITh BU3YaJM3UPOBAHbI HECKOJIBKO CTPYKTYp MOBbIIeHHON 3XoreHHocTy: UC, KA, moB
CpEIHEro Mo3ra v CUJIbBUEB BOJONpoBo (puc. 12). [MnmosxoreHHble MOJTOBUHKH CPEIHETO
MO3ra paslesieHbl BUIMMON TOHKOW TUIIEPAIXOT€HHOM CTPYKTYPOU 110 CpEeNHEN JTUHUM, KO-
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Puc. 12. TKC-m3obpaxkeHne Ha
YPOBHE CPEIHEro MO3ra. a — HOXKH
CpeliHero Mosra OOBeleHbl MO0 KOH-
Typy CUHUM IIBETOM. O — YBEJIWYCH-
HOe M300paxkeHWe HOXEK CPEIHEro
MO3ra. B — CXeMa CTPYKTYp HOXEK
CpPEIHETO MO3Ta. T — YBEJIWYCHHOE
M300pakeHNe HOXEK CPETHETO MO3ra
Ha MPT-cuumke B T2-pexkume: 1 —
K4; 2 — nuHuMa mBa CTBOJIa MO3ra;
3 — CUIIBbBHMEB BOIOIIPOBOI.

CuiibBUEB BOIOITPOBO

TOpast pazaesieT «0abouKy» Ha ABa «Kpblia», — 3TO TaK Ha3bIBaeMBbI II0B CTBOJIa Mo3ra. OH
pacimpsieTcsl B 33IHEeH YacTu CpeHETro MO3ra, IJie TUIIEPIXOreHHbII CUTHAT COOTBETCTBYET
CUJIbBUEBOMY BOAOIIPOBOY, MepeceKaloleMy BEpXHIOI YacTh CTBOJIAa MO3ra B KpaHHOKay-
JlaJTbHOM HampaBJIeHUHU. B TMIMO3XoreHHbIX HOXXKaX MO3ra MHOTIA MOXHO YBUICTh TOHKYIO
JIMHUIO WIM MaJeHbKOE OBaJbHOE ISITHO ITOBBIIICHHOM 3XOT¢HHOCTU HAa aHaTOMUYECKOM
MecTe pacrnionoxeHust YC (puc. 13). B koHie curHana ot YC, 6nmke K cpenHeil TUHUM,
MPY XOPOIIEM YIBTPa3ByKOBOM OKHE MOTYT ObITh BU3YaJIU3MPOBAHbBI HEOOJIBIIINE, OKPYTIOM
¢opmbl KA, KoTophie M0 3XOTeHHOCTH CPaBHUMBI ¢ Oa3aJIbHBIMU LIMCTepHaMu. BaskHo Tou-
HO TOHUMAaTh pacrnojioxeHue KA mist Toro, 4rodsl n30eXaTh HEMpaBWIbHOM MHTEpIIpeTa-
LIMY cUTHaJIa OT HuX, a He oT YC 1 oLeHUTb 00€ CTPYKTYPhI OTAEIBLHO IPYT OT ApYyTa.

B nomonHeHMe K CTpPyKTypaM CpeIHEro Mos3ra B 3TOM IIJIOCKOCTM CKaHUPOBAHMSI
MOKHO TaKX¢ XOPOILIO BU3YaIM3UPOBATh APYrue¢ CTPYKTYpbl MO3ra, a MUMEHHO HWXHIOIO
4yacThb JIOOHBIX I0JIeil, YaCTX BUCOYHON 1 3aTHLJIOYHOM J0JIeil, BEpXHIOI YacTh MO3XeuKa
(cMm. puc. 11). INocae Toro Kak CTpyKTypbl MO3ra YETKO OTOOpaXkaloTcs Ha 9KpaHe MOHU-
Topa, 300paxkeHue JOKHO ObITh YBEJINYeHO B 2—4 pa3a Jjis1 0oJiee JeTaabHOM OLICHKU U
MPOBEICHUS UBMEPEHUM.

Yepras cyocmanyus. B ipefenax HOXeK CpeIHEro Mo3ra, IpeuMyIlecTBEHHO ToMoJaTe-
pajJibHO MO OTHOIIEHUIO K JaTYMKY, OLIEHUBAIOT 00JIaCTh aHATOMUYECKOTO PACTIOJIOKEHMS
YC, xoropasi BHOPME MMeET MOHUKEHHYIO 9XOTeHHOCTh U HE OTJIMYAETCS OT OKPYKarolIei
ee CTPYKTYpPhI cpeaHero Mo3ara (cM. puc. 12). I1pu moBbILIEHUN 3XOT€HHOCTU OHA BU3YaJIU-
3UPYeTCs B BUIE MSITHUCTOrO MM JIECHTOBUIHOTO 3XOIT€HHOIO CUTHaja, KOTOPBI HE00X0-
MO TIOJYYUTh KaK MOXHO 0oJjiee yeTKo. CortacHO MpUHATHIM PekoMeHzamusam, olieHKa
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Puc. 13. [1puMepbl BU3yaau3aldy CTPYKTYP IMOBBIIIEHHO 3XOT€HHOCTU B HOXKKaX CPEITHETO MO3-
ra: 1 —YGC; 2 — Ksl; 3 — nuHUMs 1mIBa CTBOJIa MO3Ta; 4 — CUJIBBUEB BOIOIIPOBO]I.

Puc. 14. TKC-uzobpaxkeHre Ha YpOBHE CpPeIHETO MO3Tra MpY MOBbIieHnn 3xoreHHoctr YC (u3-
MEpEeHUsI C UTICUJIATePaTIbHOM CTOPOHBI). a — OOIIMIA TUIaH: KBAIPAaTOM BbIAETEHBI HOXXKYU CPEAHETO
Mo3ra. 0 — yBeJIMUEHHOE U300paxkeHHUe: CTpeIKaMM yKa3aH CUTHAJ MOBBILIEHHON 9XOT€HHOCTU B
obacti aHaroMuueckoro pacronoxeHus YC. B — MapKepoM 00Be/IeH UTICHTaTepaTbHBIN TT0 OTHO-
HICHUIO K JaTYMKY TUTIEPIXOTEHHBII CUTHAJ C aBTOMATUUeCKUM pacyeToM ero riotanu (0,28 cm?).

sxoreHHoct YC Bcerga 1o/kKHa ObITh BHIIIOJIHEHA MIICUIATEPAJIbHO OTHOCUTEIBHO CTO-
poHbI uccaeaoBaHus (puc. 14). DTo o3HavYaeT, YTO AJIsl ABYCTOPOHHETO N3MEPEHMST DXOTEH-
Hocti YC npu TKC uccnegoBaHue AOJKHO OBITH BBIIIOJIHEHO C 00eux cTopoH. OmHako,
10 HallleMy MHEHUIO, U3MEPEHUSI C ABYX CTOPOH MOXHO IIPOM3BECTU M3 OJHOTO JO0CTYIIA
B CIeayIOIIMX caydasx: 1) ecay Busdyanausamus HoxeK Mo3ra 1 YC gocTtaToyHO Xopollast
JUTSL TIPOBEIEHUST INTAHMMETPUYSCKUX U3MEPEHUIA; 2) €CJIM OHO U3 BUCOYHBIX YJIbTPa3BYy-
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Puc. 15. TKC-u3zobpaxeHre Ha ypOBHE CpPEIHEro MO3ra Ipu MoBbIIeHUM 3XoreHHocTh YC (13-
MEPEHMUS C IByX CTOPOH U3 OJTHOTO JOCTYIIA). a — OOIIMIA TUTaH: KBaIpPaTOM CUHETO IBeTa BhIIeJIe-
HBI HOXKH CPEIHEr0 MO3ra. 6 — yBeJIM4eHHOE M300paKeH1e: CTPEIKAMU yKA3aHbl Y€TKO BU3YaIk-
3UpyeMble CUTHAJIbI MIOBBIIIEHHOM 9XOIr€HHOCTU B 00JIACTH aHATOMUYeCcKOro pacrnojoxeHus YC.
B — MapKepaMM 0OBEICHEI C IBYX CTOPOH THIIEPIXOTEHHBIC CUTHAJTBI C aBTOMATUYECKUM PacyeTOM

ux wiomanu (0,26 u 0,34 cm?).

KOBBIX OKOH HEJIOCTATOYHO XOPOIIIero KauyecTBa IS IeTaIbHOM BU3YyaIM3allui HeOOJIbIINX
cTpyKTyp Mo3ara (puc. 15). Kpome Toro, Mbl cumTaem, 4To BU3yaau3alusl CTpyKTyp Mo3ra,
U T1aBHBIM o0pa3oM YC, B psifie CilydyaeB MOXKET OBITh YJIydllieHa ¢ TIPUMEHEHUEM PEXM-
Ma IIBETOBOT'O TICEBAOOKPAIIIMBAaHMUSI, OCOOCHHO B C/IydasiX MOJy4YeHUsI HE OUeHb YETKOIO

n300paxkeHus (puc. 16). DTo cBgI3aHO C
TEM, YTO YEeJIOBEYCCKU IJ1a3 BOCIIPUHU -
MaeT OTTCHKU APYTUX LIBETOB HECKOJIb-
KO Jiyullie (KOHTpacTHee), YeM OTTEHKU
Ceporo 1BeTa.

ITocKkoNbKY KOJIMYECTBEHHAs! OLIEH-
ka axoreHHocTH YC ¢ TOUKM 3peHust
SIPKOCTU CHUTHajla OrpaHWYeHa B CBS3U
C METOAMYECKMMU IIpobJIieMaMu, MO-
JKET OBbITh MCIIOJIb30BaHA ITOJIyKOJIMYE-
CTBEHHAsI OIIEHKA C TIOMOILBIO IIKAJIbI,
npemioxenHoi Skoloudik et al. (2007)
(tabn. 5). OgHako MPEeANOYTUTEIbHBI
IJIAHUMETPUYCCKUE M3MEPEHMSI 3XO-
reHHoi objactu YC, KoTopble MOTYT
OBITb JOBOJILHO JICTKO BBIIIOJHEHBI.

Taommma 5.

HOJ’[YKOJ'II/I‘{CCTBGHHS.H BU3yaJlbHasd

oreHka 3xoreHHocT YC

IlIkana DxorenHblii curaan ot YC
I crenenp | CxomHblit ¢ okpyxatomum YC
MO3TOBBIM CTBOJIOM
Il crenenp | OueHb HUBKUIA,

HO JACHO OHpe,Z[eI[ﬂeMblfI

111 crenenp

CpenHeil 9XOreHHOCTH,
HO HIKE YeM OT 0a3abHbIX LIMCTEPH,
OKPYXAIOIINX HOXKH CPEIHETO MO3Ta

IV crenenb

Toii ke 5XOreHHOCTH, UTO U OasajibHble
LIMCTEPHBI, OKPYKAIOIINe HOXKU
CpeIHero Mo3ra

V crenenn

Briie, ueM curHai ot 6a3aabHBIX
LIMCTEPH, OKPYXKAIOLINUX HOXKKH
CpeIHEro Mosra

43



I'nasa 2

Puc. 16. YibrpazBykoBoe n300paxkeHne TIpU MTOBIIIEHNN 9XOTeHHOCTH CUTHAJIA (CTPesKu) B 00-
nactu YC. a, B — n300paxkeHusT B OOBIYHOM CEpOLIKaJIbHOM pexuMe, uian B-pexume. 0, r — u3o-
OpaXeHUsl B pexKMMe 1IBETOBOTO MCEeBIOOKpallIMBaHUs (a, 6 — OOIIMiA TUIaH; B, T — YBEJIMUEHHOE
n300paxkeHne HOXeK CPeTHEero MO3Ta).

CrenyeT oguyepKHYTh, YTO /I TOUHBIX U3MepeHu it axoreHHoi obaactu YC nzobpaxkeHne
HOXKEK CPEIHETr0 MO3ra «3aMOPaXKMBaIOT» Cpa3y XKe MocCJIe MOIyYeHUS aleKBaTHOM KapTUH-
k. [lamee mocpeacTBOM ITOKaApOBOro MPOCMOTpa KUHOIETIN BBIOMPAIOT ONTUMAaIbHOE
U300pakeHne, KOTOpOe 3aTeM CJIenyeT YBeIUIUTh B 4 pa3za. CUrHaI MOBBIIIIEHHOM 9XOTeH-
HocTi YC 00OBOIAT MO KOHTYPY BPYUHYIO KYPCOPOM C IOMOIIIBIO TPEeKOOJIa C MOCIeayI0-
IIMM aBTOMaTUYECKUM PACYETOM IUIOLIAIU, KOTOPasi BEIBOAUTCSI HA 9KPaH MOHUTOpA U
usMepsieTcss B cM? (cM. puc. 14, 15). Vi3 n1Byx 3HaueHMil T10Iaaun (B paBoii WX B JIEBOM
HOXKE MO03ra) BEIOMPAOT MaKCUMaIbHOE JJISI ITOCEAYIONIel CTaTUCTUUECKO 00paboTKM.
BonbIMHCTBO MccaenoBaTebCKUX TPYIIN B HACTOSIIEe BpeMsl MPEANOYrTaloT KOHTYP-
Hoe u3Mmepenune YC ¢ 4eTKMMU MOPOTrOBBIMU 3HaUYeHUsIMU. Kak yke roBOpUJIOCH BBIIIIE,
XOTSI PEKUM «TKaHEBOIl rapMOHUKW» MOXKET IOIYEPKUBATh KOHTYP 9XOT€HHOro CHUTHaIa
(puc. 17), oH, KaK MpaBWIO, YXYAIIaeT BU3yaanu3aluio, OCOOCHHO MPU HEYIOBJIETBOPH-
TEJBbHOM YJIBTPa3ByKOBOM OKHE, a BeJIMUYMHA TUIOLIANU U3MEPEHHBIX 00pa30BaHU MOXKET
OBITh 3aBbIIlIEHA B CpaBHEHUH ¢ OOBIYHBIM B-pexxumom (puc. 18).

CoracHo nojioxxeHusiM Pekomennammii, mosbiiieHue axoreHHoctr YC cumraeTcs mna-
TOJIOTMYECKUM TIPU YBEJIMUEHUU TUIOIIAIM MU3MEPEHHOIO TUIAHUMETPUYECKU IXOTEHHOTO
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Puc. 17. T'YC B pa3HbIX pexkMMax CKaHMPOBAHUS TTPU XOPOIIEM aKyCTUUYeCKOM OKHe. OObIdHOE (a)
1 yBeJIMYeHHOE (0) M300paxkeHus: B OOBIYHOM CEPOLIKAIbHOM PEXUME TUIIEPIXOTeHHbIN CUTHA OT
YC (ykazaH cTpesikaMu) UMeeT He OYeHb YeTKue rpaHuiibl. O0bIMHOE (B) M yBeJIMUYEHHOE (T') U30-
OpaXkeHUsI: B pEXKMME «TKaHEBOW rApMOHUKW» TUTIEPIXOTEHHBIN CUTHAJ (YKa3aH CTpeIKaMu) UMEeT
0oJiee YeTKUI KOHTYP.

CUTHAaJIa [0 CpaBHEHUIO ¢ HOpMaibHbIMU 3HaYeHuaMu (Walter et al., 2007a). UMeHHO 6b1-
xodsauee 3a npedenvt Hopmbvi TOBbIIIeHUE 3X0oreHHOCTH YC Mbl B TekcTe HasbiBaeM I'IC.
WnbimMu cioBamu, TepmuH 'Y C — 3T0 Beeraa yeTko marojorndeckuii eHomeH. B HacTosi-
mee Bpemst 'YC cuuTaeTcs yCTaHOBIECHHOM, €CJIM ILIOIIAAb 3XOT€HHOTO CUTHAJIa MPEeBbI-
1IaeT 3aJaHHOE MMOPOroBoe 3HaYeHMe, ompeneaseMoe 90-M MPOIEHTUIEM B HOPMaJIbHOM
MOMYJISILMU. 32 YMEPEHHYIO MpUHUMaeTcs 3XoreHHocTh UC, eciu u3aMepeHHasi miolaab
KosiebseTcs oT 75-ro 10 90-ro MpolLeHTU/IsI B HopMaibHOM nmony/siuu. Hampumep, ¢ mo-
MOIIBIO YIbTpa3BykKoBoii cucteMbl Sonoline Elegra (Siemens, [epmaHus) MoBbIIIEHHAs
axoreHHocTh YC paszmepoM MeHee 0,20 cm? kiaccuduumpyeTcs: Kak HopMajibHas, ot 0,20
1o 0,25 cMm? — kak ymepenHas crerieHb ['YC (310 yke naTosorust), a ot 0,25 cm? 1 BbILIe —
Kak BoIpaxkeHHas creneHb [UC (Berg et al., 19994a; Walter et al., 2002; Walter et al., 2007a).
Ha puc. 19 mbI ipencrapisieM coocTBeHHbIE U300pakeHuss YC MOBBIIIEHHOM 9XOTr€HHOCTH,
BeJMUYMHA IUIOLIAIM KOTOPOIl COOTBETCTBYET BhllIIEHA3BAaHHBIM KPUTEPHUSIM olieHKU. Hatm
COOCTBEHHbBIE JaHHBIC O MaTOJOTUYECKOM BEJIMYMHE CUTHAJIA MOBBIIIICHHON 9XOTeHHOCTH
oT YC XopollIo COoriacyroTcs ¢ MPEACTaBICHHBIMU BhIIIE JIUTEPATYPHBIMU JaHHBIMU: TIPU
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Puc. 18. YeenuuenHoe nzo0pakeHue HOXEK CPETHETO MO3Ta, MOyYeHHOE Y OAHOTO U TOTO Xe Ta-
uuenra ¢ bIl. a, B — n3o0OpaxeHusi, nmojayyeHHble B B-pexxume: BUAHO ABYCTOPOHHEE (CTPEJIKH)
MOBBIIIEHWE 9XOTEHHOCTU curHaja B odjactu YC. 0, r — n300pakeHust B pexKUMe «TKaHEeBOI rap-
MOHUKW»: 9XOTEHHBII CUTHAJI, XOPOIIIO BU3YaTU3UPYEMBIii CO CTOPOHBI UCCIEAOBAHUS (CTPeKa),
C MPOTUBOIIOJIOXHOM OT JaTYMKa CTOPOHBI IepecTaeT ObITh BUEH M3-3a 0OJIbLIEH ITYOMHbI pacro-
noxeHust. KpoMe Toro, BemunHa TUTOIIAIM CUTHAJIA TIOBBIIIEHHOH 9XoreHHOCTH OT YC B pexkume
«TKaHEBOI rapMOHUKM» (T) MPEBBILIAET Pe3yabTaT aHAJIOTMYHOTO U3MEPEHNUsI HA TOMOJIaTepaIbHOM
CTOPOHE, BLIMOJTHEHHOTO B 00OBIMHOM cepolkaibHOM pexxume (B) (0,37 vs 0,30 cM? COOTBETCTBEHHO).

pabote Ha ckaHepe Logiq 9 (GE, CILIA) matonornyeckoe 3Ha4YeHUE TLIOIIAAM COCTABUIO
0,20 cm? u Boie (PemoToBa u np., 2011). B Taba. 6 MBI IPUBOAMM YJIBTPA3BYKOBBIC TIPU-
0OOpBI, HA KOTOPBIX ObLIU MOJTYYEHBI CITIPABOYHbBIE TTOPOTOBbIC BEJUUMHBI TUTIEPIXOTEHHBIX
paszMepoB YUC. OcHOBHas 4acTh aBTOPOB UCITOJIb3YeT OOJIBIIMIA U3 pa3MepOB, U3MEPEHHBIX
C IBYX CTOPOH, IUISl OTIpeaeeHUST BeIMUYMHBI HOpMbI 3xoreHHocTH YC.

Bo MHorux mccienoBaHusix 0b110 nokasaHo, 4yto 'Y C gBisieTcda caMoil 4acToll HaXo/ -
Koi1 npu nanonaTudeckoit BIT u Bcrpevaercs y 90—100% GonbHbIx (Berg et al., 2006). bo-
Jiee MmoapoOHast nHGOpMaLus O NaToJorn4eckux ndmMeHeHusx YC mpu gaHHOM U APYIUX
SKCTpalMpaMUIHbIX 3a00JI€BaHUSIX, a TaKKe O KIMHUYECKON U MaTODU3MOJIOTUISCKOM
3HauuMocTu peHomeHa I C naetca B rinase 3.

Bpauy, nmpoBonsiieMy uccienoBaHue, HEOOXOAUMO 3HaTh UCTOUHUKHU apTedaKkToB IpU
BM3yaJM3allii, KOTOPbIe MHOIAA MOTYT BBI3BIBATh TPYIHOCTH B OlieHKe cocTostHus YC.
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& i

1 A 0.4 cm?
C 137 em

2 A 0.2 em2
C 140 cmy

L
1 A 0.2 cm?
C 203 cm|
Z A 0.24 cmi|
C 154 cm|

047 emz|
0.53 em2|

Puc. 19. PaznuuHasi BbIpa)keHHOCTb MOBBILLIEHUSI 9XOT€HHOTO CUTHaJIa (CTpeJIKM) B 00J1acTh aHa-
ToMu4ecKoro pacrojoxenuss YC. O0bpraHOe (ClieBa) M yBeIMYeHHOE (CIipaBa) N300paXkeHUs HO-
JKEK CpeHero Mo3ra. a, 6 — HopMa (IJI0LLaAb MOBBIILIEHHOTO 9XOI¢HHOI0 CUTHAJIa He TIPEBbIIIAeT
0,20 cm?). B, T — yMepeHHO BoipakeHHast Y C (mioliaas axoreHHoro curHana ot 0,20 10 0,25 cm?).
1, e — BeipaxkenHast ['YC (moimanb 9X0reHHOro curHajia cocrasisiet 0,25 cM? u 6oiee).




I'nasa 2

Ta6amua 6. [Toporosble 3HaYeHUsl, KOTOPbIE pasrpaHuMuuBaior Hop-  Bo-mepBblx, K5 mHO-
MaJIbHYIO 5XOT€HHOCTD U TUIIEP3X0reHHOCTh YC, moyyeHHbIe Ha pa3-  ta ObIBaeT BechbMa

HBIX YJIBTPa3ByKoBbIX Tpubopax (Walter et al., 2012) SXOTEHHEIM U MOXET

F T T— IToporosas Jlureparypuas OBbITh HEBEPHO MCTOJI-
Mo1eJib ipuoopa BemMna cehLIKA KoaHo kak I'YC.
Trdc, cm?

i YT1oObI MpeoI0JeTh
Esaote, AU4 >(),20 Ressner et al., 2007 3Ty TpoGIeMy, HEoO-
Esaote, MyLab 25 >(,20 Goetal., 2012 XOJIMMO TTOJYYUTh U30-
Esaote, Technos MP 20,19 Mijajlovic et al., 2008 OpaxkeHHe HE TOJbKO
General Electric, Logiq 7 >(,24 Stockner et al., 2007 HIDKHEH, HO M BEPXHE
General Electric, Logiq 9 >0,20 ®enotoBa u 1p., 2011 1acTh CpCIHETo Mosra.
Philips, SONOS 4500 20,20 | Huangetal., 2007 B cryqae I'C curnan
OJDKEH OCTaBaTbCsl U

Philips, SONOS 5500 >0,20 Mehnert et al., 2010 A .
. B BEepXHeIl yacTu cpel-
Siemens, Acuson Antares >(,24 van de Loo et al., 2010 HEro Mo3ra, a TuTiep-
Siemens, Sonoline Elegra >(,20 Bergetal., 19994 5XOTeHHBII CUTHAI OT

KA wucuesner. dpyrum
WCTOYHUKOM OIIIMOOK MOXKET OBITh TUIIEPIXOTEHHOCTh OT CTeHOK paciuupeHHoro 111 xxey-
JIouKa, OT IEHeTPUPYIOIINX apTeprii Wiau BeaeacTBUe addeKkTa peBepoOepalinu oT 6a3ajb-
HBIX LIUCTEPH, OKPYKAIOIIMX CPpeaHU Mo3r (puc. 20).

Kpacnuvle sdpa OlIcHUBAIOT BU3YaJIbHO, TPU 3TOM MCIIOJIB3YIOT TOJBKO MOJIYyKOJIUYe-
cTBeHHy10 oleHKy. Kak mpaBwio, KS MoXHO pasiMyuTb MO TOYEUHBIM 3XOCHTHAIaM,
HaxonsimmMcs Boau3n YC Ha 3anHe-00KOBOI TpaHUlIe U PSIIOM CO CpeaHel TUHUEH 111Ba
ctBosia Mo3ra (cM. puc. 12, 13 u 20). Xota runepaxoreHHocTh KS He ObL1a omMcaHa Kak
rmaToJiorThyecKasi HaxoJaKa, TUIIepIXOreHHOCTh JaHHOM CTpYKTyphl B padbore Godau et al.
ObL1a cBsI3aHa ¢ cuHapomMoM becriokoiHbIX HOT (CBH) (Godau et al., 2007). HecMmoTpst Ha
TO YTO olieHKa cocTostHus K4 mpu ABUTraTeIbHBIX pacCTPOMCTBAX He UTpaeT 0co0oii poJiu,
3HAHME €ro JIOKaIu3aluyl HeoOX0IMMO, TaK KaK ITO3BOJISIET B CIIydae ero TUIepIXOreHHO-
¢t guddepeHIpoBaTh 1 MpaBUIIbHO OLIeHUBATh cocTosiHue YC.

1llo6 cmeona mo3ea. DXOTeHHOCTB I11Ba CTBOJIA MO3Ta OLICHUBAETCSI B HUXKHEI 4aCTU Cpel-
HEro Mo3ra, 4acTo pacIioJIOXKeHHOTO HeMHOTO Hipke, yeM YC, HeaeKo OT IepecedeHusl ¢
mocToM. Tem He MeHee (popMa «0abOUYKM» CPEeIHEro Mo3ra JA0JKHA ObITh YeTKO BMJIHA Ha
9KpaHe MOHMTOpPA. DXOI€HHOCTB IIIBa CTBOJIA MO3Ta OLICHUBAIOT IMOJTYKOJIMYECTBEHHO OT-
HOCHUTEJIBHO MHTEHCUBHOCTY curHaja ot K wim 6asanbHbIX nuctepH. B 90—95% cinyyaes
B HOPMAJIbHOI ITOITYJISILIMK IIOB CTBOJIA MO3Ta BU3YaJIM3UPYETCsT KAK BBICOKOIXOI€HHAsT He-
NpepbIBHAS JIMHEHAS CTPYKTYpa, MAYILast OT IIEPeIHUX K 3aIHUM OT/IeIaM CPEIHETO MO3Ta,
5XOreHHOCTh KOTOPOI naeHTHYHa 3xoreHHoctn KSI vim Gasanbhbix nuctepH (Skoloudik,
Walter, 2010). YToOBI MpaBWIBHO OLIEHUTH COCTOSTHUE 111Ba cTBosIa Mo3ra ripu TKC, nccre-
JIOBaHUE TOJIKHO OBITh IPOBEICHO U3 TPAHCTEMIIOPAIbHBIX JOCTYIIOB C IBYX CTOPOH.

Ipananuio Ha clierka CHMXKEHHYIO 3XOT€HHOCTb (B CJIy4ae IMPEePhIBUCTOCTU JTMHMU I1IBa
CTBOJIa MO3ra) ¥ 3aMETHO CHIKEHHYIO 3XOI€HHOCTh (B CJIydae, KOIjJa JUHMS 11Ba CTBO-
Jla MO3ra He BUJHA), UCITOJb3yeMYyI0 B paHHUX COOOIIEHUSIX HEKOTOPhIX aBTopoB (Becker
etal., 19946; Beckeretal., 1997), B HacTosi1Iee BpeMs IPUMEHSTh He peKoMeHayeTcs (Walter
etal., 2007a). CeromHsi IPUHSITO UCITOIb30BATh IMTOHSITHE «CHXKEHHAsI 3XOTEHHOCTh» — OHa
MOXET OBbITh YCTAHOBJIEHA TOJIBKO B CJIy4ae IBYCTOPOHHEIO BBISIBJICHUSI MPEPHIBUCTOCTU
9XOTeHHON JMHUM OT 1IBa CTBOJIa MO3ra U MpU OTCYTCTBUM €¢ BU3yanuszauuu (puc. 21).
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Puc. 20. Hanbonee yactoie apredaktsl mpu TKC-olieHKe HOXEK CpeIHEro Mo3ra. a — CTpeJIKOi
yKa3zaH apredakxT oT 6azanbHoi uuctepHbl. 0 — 'Y C, HaXOASIIYIOCS MEXTY CTPEJIKON U KPYKKOM,
Heo0xon1nMo 4eTKo AnddepeHInpoBaTh ¢ 9xoreHHbIMU Kf (00BeneHbI B BUE KPYXKKOB ITyHKTUDP-
HOI JIMHUE) U TUTIEPIXOTeHHBIM apTehakToM OT 6a3aJIbHOUM LIMCTEPHBI (YKa3aH CTPEJIKOM). B, T —
omnboyHo auarHoctupyemas ['HYC. B obnactu nokanuzauuu YC ¢ 1ByX CTOPOH BU3YaTU3UPYIOTCS
CUTHAJIbI TIOBBILIEHHON 9XOT€HHOCTHU (B, CTPENKH), HO TIPU HEOOIbLIOM HAKJIOHE JaTYMKa BBEPX
YKa3aHHbIE 9XOCUTHAJbI BBITSTUBAIOTCS B TMIIEPIXOT€HHbIE TMHUM, COOTBETCTBYIOIIME CTEHKAM
pacimupenHoro 111 xemynouka (r, cTpenaku).

Y 5—-10% 3nopoBoro Hacesnenus: u'y 50—70% mnauudeHTOB ¢ YHUIIOJISIPHOM JIerpeccueii u
nenpeccueid mpu BI1 3XxoreHHOCTH 111Ba CTBOJIA MO3Tra CHMXKAETCS, UTO MPOSIBISIETCS MO0
MPEePBLIBUCTOCTHIO, TNOO oTCyTCcTBUEM axocurHana (Becker et al., 19946; Becker et al., 1997;
Berg et al., 19996; Walter et al., 20072).

IInockocTh ckanupoBanus Ha ypoBHe III xxemymouka u TanamycoB. JlaHHas TJIOCKOCTb
CKaHUPOBAHUS MOXKET ObITh JOCTUTHYTA ITPU HAKJIOHE JaTYMKa BBEpX MpuMepHo Ha 10°—20°
OT IJIOCKOCTU CKAaHUPOBAHUS CpeAHEro Mo3ra. B 3Toif MI0CcKoCcTH CKaHUPOBAHUS BU3YaJIU-
supytorcs 11 xenynouek, nepeaHuii por 00KOBOIO XeJya1ouKa, TaTaMyChl U aHATOMUYECKAast
00J1aCThb PaCIIOJOXeHUsT 0a3aabHbIX TaHTIMEB (puc. 22). TanraMychbl 0OBIYHO OTOOpaXKalOTCs
KaK OBaJIbHOU (hOPMBI TUITIO3XOTEHHBIE CTPYKTYPhI, MEXKIy KOTOPBIMU B LIEHTpEe M300paxke-
Hust xopotuo BuneH 11 xenynouek. OH BBIISIAUT KaK JABE TOPU3OHTAIbHbBIC TTapasUIeIbHbIC
TOHKME JIMHUM YETKON TMIIePIXOreHHOCTH, BO3HUKAIOIINE BCICACTBUE OTPAKECHUS YJIBT-
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Puc. 21. BapuaHTbI BU3yaau3alliy 11Ba CTBO-
Jla Mo3ra (CTpesKu). a — HernpepbiBHAs JIU-
HUSI TIOBBIIICHHOW SXOTEHHOCTH (HOpMA).
0 — MpepbIBUCTAs TMHUS MOBBILLIEHHOMN 5X0-
IT€HHOCTU. B — JIMHUA HE BUIYAIUIUPYCTCH.
[Mocnemnue nBa BapvaHTa COOTBETCTBYIOT
MOHSATHUIO CHUXKEHHOM 3XOTe€HHOCTHU U SIBJISI-
I0TCSI MATOJIOTMYECKO HAXOIKOM.

50

Pa3BYKOBOTO Jiyda OT TPaHULIbl SIEHANMBI
Kenynouka. O6e TMHUY OKYThIBAIOT aHAXO-
T€HHOE MPOCTPAHCTBO, COOTBETCTBYIOIIEE
LIepeOpOCIMHANBLHOMN XUAKOCTU. B T0OHBIX
qyacTsx Oavxke K cpeaHell JMHUU MOXHO
BUAEThb €LIE [IBE TUIEPIXOTEHHBIE, MOYTU
napajulieJibHble JIMHUM, OTpaHUYMBAIOIINE
aHAXOTEHHOE  MPOCTPAHCTBO  (JIMKBOP),
KOTOpbIE COOTBETCTBYIOT IMEpPEIHEMY POTy
MPOTUBOIIOJIOXHOTO OOKOBOIO KEIyI0uKa.
B obGsacTu nokanmzaumu 3aaHero pora 6o-
KOBOTO XEJylIo4yKa BU3YaTU3UPYETCS TH-
MepaXOreHHasl 00J1acTh, KOTopasi 00yCIOB-
JIeHa OKYTBIBAIOIIMM M 3aXOISIINM B HEro
XOPUOUTAIBHBIM  CIUIETEHHEM, KOTOpOe
JacTo KaJbLIUMPUIIMPYETCS U MMEET MOBbI-
IIEHHYIO 3XOT€HHOCTb.

BaxxHbIM OpPUEHTUPOM MPABUIBHOCTU
MOJYYEHMST 3TOTO YPOBHS SIBJISIETCSI BBICO-
KOBXOT€HHBIN (BCIEACTBME OOBI3BECTBIIC-
HUSI) CUTHaJ OT IIMIIKOBUIHOW KEJe3bl,
KoTtopas Haxoautcs no3aau 111 xenynouka.
Heobonpbloii yron HakjIoHa gaTYvuKa B MO-
MEepEeYHOM CEYEHUU HE IT03BOJISIET MPOBO-
JIUTh IIPSIMOE CPaBHEHME JIEBOM M IIpaBOM
CTOPOH U MPUBOIUT K HECOBMECTUMOCTU
CO CTaHJIAPTHBIMM aKkcuaibHbiIMU MP-cpe-
3aMU. TakuM oOpa3oM, 3a HCKIIOYEHUEM
III xenymouka, OLIEHUMBAIOT TOJILKO CTPYK-
Typbl, HaxosIIMecs] Ha KOHTpajaTepasb-
HOW JaTYMKy CTOPOHE.

Tanamycbl ¥ TepenHUe pora MOMOraroT
Pa3IMYMTh aHATOMUYECKYIO 001aCTh 0a3aib-
HbIx TaHMeB: XA u JIS. HenmocpencrBeHHO
1o3aau IepeIHero pora 60KOBOro Xeaymaod-
Kka HaxousaTcsa XA, a JIS1 — B TpeyronbHuKe
MEXIy 3aIHeil MOBEPXHOCTBIO IIEPEIHETrO
pora O0KOBOTO XeJaylao4yKa 1 TepeaHei 1mo-
BEPXHOCTBIO Tajamyca, BepIlIMHAa KOTOPO-
ro HarpanieHa B cropoHy III xemymouka.
Ouenka X5 u JISI nmpousBoauTest MOTYKOIU-
YeCTBEHHO Ha KOHTpaJaTepaIbHOM JaTUUKY
cTtopoHe. Kak mpaBuio, 3TM CTPyKTYphl He-
Pa3IMYMMBI, T.€. SIBJISIIOTCSI NU309XOTCHHBIMU
B CPaBHEHUM C OKPYKAIOIIUM UX BEILIECTBOM
TOJJOBHOTO Mo3ra. [loBbIllIeHHE 3XOreHHO-



Memoouka uccnedosanus cmpyxmyp 207106H020 Mo32a

JleBas cTopona

Puc. 22. [Mnockocth ckanupoBanus Ha ypoBHe [1I kemymouka m TamamycoB (aKcwaibHast IPO-
eKIUsI). a — cXeMa TUIOCKOCTY CKaHMPOBaHUsI. 0 — aHATOMUYECKUI cpe3 MOo3ra Ha YpOBHE Ta-
snamycoB. MPT-uzo6paxenue B T2-pexxume (B) mosiHocTbio cooTBeTcTBYeT TKC-1ockocTtu ().
Th — tamamyc; 3V — 11 xenynouex; C — X4; L — JISl; VH1 — nepenuuii por 60KOBOTO XKeJymouka;
VH2 — 3anHuii por 60koBoro xkeaynouka. CTpeakoil ykaszaHa IMIITKOBUIHAS Kejle3a, BEpTUKab-
HBIMU JIMHUSIMU — KEJTyTOYKH.

ctu (runepaxoreHHOCTh) JIA unu X4 B cpaBHEHUM ¢ OKPYXKAIOIIUM UX OCIbIM BEIIECTBOM
MO3ra XOTsI ObI C OTHOI CTOPOHBI CYMTAETCsI MaTOJIOTMUECKOil HaXoaKoii. B KkauecTBe gomos-
HUTEJbHOU XapaKTePUCTUKU MOXKET OBITh BBITTOJIHEHO KOJIMYECTBEHHOE U3MEPEHUE TLI0IIa-
JIA TUTIEPIXOTeHHBIX CUTHAJIOB OT 3THUX sIeP, KOTOPOEe MPOM3BOAUTCS aHAJIOTMYHO U3Mepe-
Huto 'YC. OgHako B HacTosIIIIee BpeMsI 3TO HE MMEeT KITMHUYECKOTO 3HAYEHMUSI.
XKenydouku. B paccMaTpuBaeMoii IIJTIOCKOCTM CKaHHUPOBAaHUS M3MEPSIETCS IIMpUHA
11 xxenymnouka 1 epeaHero pora MpoTUBOIIOI0XHOT0 OOKOBOTO XKeayaouka. 2KenateabHO
MPOBOIUTDH U3MEPEHMSI, KOTJla HeIMOABIXKHOE U300paXkeHUE KETyT0YKOB YBEIUUNBACTCS B
2—3 pa3za. /lng obecrieyeHUs TOUHOTO M BOCIIPOM3BOAUMOIO pa3Mepa IUPUHBI KeTya0u-
KOB M3MEpEeHUsI MPOBOISATCS BPYUHYIO MapKepaMu OT roMoJlaTepajbHON A0 KOHTpajaTe-
paJIbHOM MOBEPXHOCTU BHYTPEHHETO CJIOSI TUTIEPIXOTreHHOI aneHauMbl (puc. 23). U3me-
penue mupuHbl 111 keaynouka mokasbiBaeT HaAEXKHBIE M TOCTOBEPHbBIC PE3YJIBTaThl, TaK
kak ganHble TKC Xopol110 KoppeaupyioT ¢ pe3yJibTaTaMi APYTUX METOA0B HepOBU3yaan-
sauuu (Berg et al., 2005). bruto yctaHOB/IeHO, 4TO cpenHue 3HayeHus 11 111 sxkemymouka
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Puc. 23. TKC-u3o0paxkeHue Ha ypoBHE TajlaMycoB. a — cTpeikoit ykasaH II1 xenymouek, mpena-
CTaBJIEHHBIN ABYMS MapaUIeIbHbBIMM TOHKUMU THIIEPIXOTCHHBIMU JIMHUSIMM, IIYHKTUPHOM JIK-
HME 00BEJEHBI IePEeIHIE POora GOKOBBIX KEJYIOYKOB. 0 — yBEJIMUYEHHOE N300pakeHUE 00IacTh
nHTepeca. Mapkepamu npousBeeHo uaMmepenue mupuHbl [11 xenynouka (1, mmmpuna 2,9 Mmm) u
LIMPUHBI TIepeIHEero pora KOHTpajaTepaJlbHOro 60KOBOIo XeJymouka (2, mupuHa 16,1 Mm). 3Be3-
JI0YKaMU 0003HAUYEHBI ITepeaHIE pora OOKOBBIX XeIyI04KOB. Th — TasaMycChbl.

cocTaBisiioT 4,8 + 1,9 MM 1 yBEIIMUMBAIOTCS ¢ BO3pacToOM: y JIMII cTapiue 60 JieT cpeaHue
3HaueHus1 o6butn 7,6 = 2,1 MM. Takum oGpa3oM, HOpMATUBHBIC 3HAYEHUS JIJIsT JIALL MJTajIIe
60 sret coctaBuau <7 MM, a a1t tui 60 jiet u ctapire — <10 mM. Pesynsratel TKC BeIcOKO
koppenuposaiu ¢ naHHbIMU KT (r = 0,83) (Seidel et al., 1995). [TonyyeHHbIe pe3yabTaThl B
HallleM UCCJIeIOBAaHUM Ha 3J0POBBIX 100POBOJIbLAX (76 YeIOBEK) XOPOIIO COIIACYIOTCS C
MpeACTaBICHHBIMU JIUTEPATYPHBIMU JaHHBIMU: JUTst Jinll 1o 60 set mmpuHa 111 xenynouka
cocrtaBwmia <6 MM, 1t ui oT 60 J1eT 1 crapiie — <9 MM.

H3mepeHue mypruHbI KOHTpajdaTepaJbHOTO IepeaHEro pora 00KOBOTO XKelyIouyKa Ipo-
MU3BOJSIT B MECTE CIMSIHUSI 000UX MEpPeIHUX POoroB. M3mepsieTcs: pacCTosSIHUE MEXIY BHYT-
PEHHUMU MOBEPXHOCTIMU MeAMaNbHOM (OaMKaiilleil K cpenHeil TMHUM) U JJaTepaJibHOMK
TUTIEPIXOTEHHOW 3MEHAUMBI (abHE OT CpeHEeN TMHUM) MEePIEHINKYISIPHO K CpeIHEeN
JuHuM (cM. puc. 23). CpenHue 3HaYeHU IS TIepeaHero pora cocraBuian 16,7 £ 2,3 MM
y malMeHToB B Bo3pacte g0 60 et u 19,0 + 2,9 MM y nmoxuibix joaeit 60 JeT u crapiie,
MPY 3TOM ITOPOToBbIe MToKazareau coctaBmim <17 u <20 MM cooTBeTcTBeHHO (Seidel et al.,
1995; Walter et al., 2007a).

YcranosneHo, uto koppessiuus i 111 xenynouka seiie (r = 0,83—0,85), yem mis ne-
PeIHUX POTrOB OOKOBBIX XKeJyToukoB (r = 0,73), 4To MOXeT ObITh CBSI3aHO ¢ 00Jiee CUIb-
HBIM BIIMSIHMEM YIJIa JIOKallMK Ipu IipoBeneHnu usmepenuii (Hernandez et al., 2007; Seidel
etal., 1995).

3agHuil por GOKOBOTO XeJydoukKa M BBICOKO3XOI€HHOE COCYIMCTOEC XOPHOMIATbHOE
CIUIETEHHUE TaKXKe MOTYT OBITh BU3YAJIM3UPOBAHBI, OMHAKO IIMPUHA 3aIHETO pora He U3Me-
psieTcsl, TaK KaK JO CUX IMOp HE YCTaHOBJIEHBI CTaHIapTHbIC HOPMATUBHBIC 3HAUCHUS. TeM
He MeHee BIleyaTJeHHe OT YBEJIMYEHHOIO B pa3Mepe 3aJHEr0 pora peKOMEHIYeTCsl OTpa-
3UThb B IPOTOKOJIE 3aKJIIOUCHUSI.

Tasamycer. Kak mpaBUIIO, 3XOT€HHOCTh KOHTpaJaTepajJbHOIO TajaMyca OLIEHUBAaeTCs
MOJIYKOJIMYEeCTBeHHO. TajaMyc MMeeT HU3KYI0 3XOreHHOCTh. PokycHoe min nuddysHoe
YBEJIMYEHUE 9XOTCHHOCTH («TUIIEPIXOT€HHOCTh» ) MOXKHO CUMTATh ITaTOJIOTMYECKOM HAaXOI -
Koit. TeM He MeHee TMIIEPAXOreHHOCTh TajlaMyca He Oblia OIMcaHa B KauecTBE AMArHo-
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Puc. 24. ITpumepsl runepaxoreHHoctu JIA (ctpenkn). a, B — JIS pacmibiBuaroii hopmel. 6, T — JIA
TOYKOOOpa3HOi1 (hOPMBI.

CTUYECKOTo MapKepa Mpu 3KCTpanupaMUIHbIX 3a0oneBaHusIX. duddy3Has runepaxoreH-
HOCTb TaJlaMyca MHOTIa BUHA Y TTAlLIMEHTOB C paccestHHBIM cKiiepo3oM (Walter et al., 2009).

JlenmukynspHote s0pa. I10BbIIIIEHHAS 9XOTEHHOCTD («TUIIEPIXOTeHHOCTh») JIS mo cpas-
HEHUIO ¢ OKPYKaIOIIMM BeIleCTBOM Mo3ra ObLIa BIEpBbIe oIrcaHa B 1996 I. y malleHTOB
¢ uavonaruyeckoit nucrtonueir (Naumann et al., 1996). BriociaencTsuu ata HaxoaKa 4acTo
BBISIBJISIJIACH Y OOJIBHBIX ¢ aTUTTMYHBIM NapkuHcoHu3moM (Walter et al., 2003; Walter et al.,
2004; Behnke et al., 2005), 6one3nblo Kpeittudenbnra—Axkooda (Miller et al., 2008) u pac-
cestHHbIM ckiiepo3oM (Walter et al., 2009). Oto HapyieHue sxoreHHocTH rpu TKC mMoxer
OBITh OLICHEHO MO0 BU3YaJbHO U OMMCHIBACTCSI KaK TOUKOOOpa3Hast wiu auddy3Has ru-
nepaxoreHHOCTh JIS (puc. 24), 1100 KOJIMUECTBEHHO IO IUIONIAAM ¢ 00BeAeHMEM KOHTYpa
TUIIEPAIXOTeHHOTo curHaia. OmHaKo IJis MOCIeIHEro crnocoda U3MEepeHUsl He CYIEeCTBYeT
CIIpaBOYHBIX BeJIUYMH. Yalllie Bcero rumepaxoreHHocTh JIA onpeaensiercss B MeanaabHOMU
JacTH BOOOPakaeMoOro TpeyrojibHUKa, COOTBETCTBYIOIIETO KOHTYPY JaHHOM MOIKOPKOBOI
CTPYKTYDPBHI, T.€. B 00sacTu 0JieaHoro mapa. [unepaxoreHHOCTh JISI MOXKeT OBITH O0YCIOB-
JIeHa He TOJIbKO HaKOILJIEHMEM METaUIOB, HO U KalbliMUKaleil, KoTopas BCTpedyaeTcs
B 5—10% cnyuaeB B 3m0poBoii nomnyisinuu (Berg et al., 2008). B mocienHem ciydae 3xo-
CUTHAJIBI OYAYT OUEHb sIpKKe (ITOXOXKHEe Ha CUTHAJ OT IIUIIKOBUIHOM XKeJe3bl), C YeTKUM
KoHTypoM (puc. 25) (Berg et al., 2006; Briggemann et al., 2010).
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Puc. 25. KanbimaupoBanHbie JIS (1), KoTopble MO SpKOCTU CUTHaA (3XOTeHHOCTH) UAEHTUYHbI
LIMIIKOBUIHOM Xeese (2).

Puc. 26. OmnbouHas nuarHoctuka runepaxoreHHocTH JIS. [lnockocTh cCKaHMPOBaHMS HA YPOBHE
I11 xenynouka u TaiamycoB. a — no3aau I11 xxenynouka (1Be TOHKUE MapaieIbHbIe TUTIePIXOTeH-
Hble TMHUU B LIEHTPE U300pakeHusI) U CIIEPear OT TUIIOIXOTEHHOTO TajlaMyca CTPEIKOi yKa3aHa
OBaJIbHOI (hOPMBI TUIEPIXOTeHHAs 00J1aCTh, KOTOpasi COOTBETCTBYET JioKain3auuu JISA u moxer
OBITH OIIMOOYHO MPUHSITA 3a «TunepaxoreHHoe JISI». 6 — runepaXoreHHbI CUTHAII TPU HEOOJIb-
LIIOM HaKJIOHE JaTYMKa BBEPX BBITSTUBAETCS] B TUTIEPIXOTEHHYIO TMHUIO, COOTBETCTBYIOLIYIO Me-
JIMAIbHOM CTEHKE Tes1a GOKOBOTO XKeJyI0uKa.

Heob6xonymMo OTMETUTH, UTO OlleHKa 3xoreHHoctu JIS mpencrtaBisieT 3HAUYUTENILHO
04JblIMe TPYAHOCTH, YeM olieHKa axoreHHocT YC. [TpuuuHa B ToM, yTo JISI HaxomuT-
Csl B OKPYXXCHMU CTPYKTYp Mo3ra 00jiee BHICOKON 3XOT€HHOCTH, HEXXEeIU HOXKU CpeaHe-
ro Mosra. [loatomy KBanubukKaiys Bpaya, Kjiacc yJIbTpa3ByKOBOTO MpuOopa U KayecTBO
VJIBTPa3ByKOBOIO OKHa MMEIOT B Bepudukanum coctossuus JIS1 ocobeHHO Ooblioe 3Ha-
YeHME, U UMEHHO B 3TOM MOXKET ObITh UCTOYHMK PACXOXKACHUM B MOJyJaeMbIX pa3HbIMU
uccaeaoBareIMu daHHbIX. [Ipu oneHke sxoreHHocTu JISI HEeoOXOAMMO TOMHMTb, YTO
JIOXKHOTIOJIOXKUTENbHAS TUIIEPIXOTEHHOCTD S/Ipa MOXET OBITh MOJIyYeHA NIPU OTPAXKEHUU
YJABTPa3ByKOBOTO CUTHAJIa OT MEAMAaIbHON CTEHKU OOKOBOIO XeJynouka — Ipu ee dpar-
MEHTapHOU BU3yaJlM3allii B aHAaTOMUYECKOU o0aacTu pacnonoxeHus JISA. s nmomyye-
HUSI TOCTOBEPHOIO pe3yjbraTa HeOOXOAMMO Ha HECKOJbKO I'PadyCcOB HAKJIOHMTh JAaTYMK
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TaﬁJmua 7. U3aMeHeHUsI 3XOTeHHOCTHU FJ'Iy6OKVIX CTPYKTYD MO3Ira U COCTOSAHUA 2KEJTYJOUYKOB ITPU 3KCT-
panupaMmuaHbIX 1 HEKOTOPBIX JPYTIUXx 3a00JIeBaHUSIX

N3menenus
3a0oneBanus,
9XOTeHHOCTH Juddepenmupyembie 32001eBaHAS
CBSI3aHHbIE C I3MEHEHUsIMH
npu TKC
[unepaxorenHocts | bonesunb [NapkuHcoHa MynsrucuctemMHas arpodust
YyepHOM Hemenuus ¢ tenbuamu Jlesu [Iporpeccupyronuii HaabsIAEPHBIN
cybcTaHIMN napaiuy
Koprtukoba3anbHas nereHepanus JleMeHLs abLIreiiMepOBCKOTO
tuna (?)
TunosxoreHHbII YHuUrmomsipHast IeTpeccust bumnonsipusie addexTBHbBIE
1IIOB MO3Ta paccTpoiicTBa
[unepaxoreHHocTs | Mnnonatuueckasi AMCTOHUS bonesun [NapkuHcona
JIEHTUKYJISIPHBIX CHHAPOMBI aTUITMYHOTO MaPKUHCOHU3MA bonesns [Napkuncona
saep [enaroneHTUKyasipHAs IereHepalus bonesub [MapkuHcoHa
TunepaxoreHHocTs | bonesHn [eHTHHITOHA Jpyrue xopenueckue CUHAPOMBI (?)
XBOCTATBIX SIIEP CUHAPOMBI aTUTTTYHOTO TTAPKUHCOHM3MA Bonesus [Napkuncona
Bonesun [TapkuHcoHa B mo3aHEH cTaqun —
(Ha (poHEe ITUTETBLHOTO TEUSHUS)
CrirHotiepeOeIsIpHbIE aTaKCUY -
Pacuupenue [Mporpeccupytonuii HaxbsimepHbIil mapamy | bonesus [TapkuHcoHa
xemymoukoB Mo3ra | (mst I xemymouka)
ATtpoduyecKre mpoLecchl TOJTOBHOTO MO3ra —
Tunpouedanus -
CrninHouepeOeIsipHbIe aTaKCUT -
(st IV xenynouka)

BBepX. Ec/iv rmepaxoreHHbIil CUTHAJ BHITTMBACTCS B TOPU3OHTAIbHYIO THUIIEPIXOI€HHYIO
JINHUIO, TO TuriepaxoreHHocTH JIS Her (puc. 26).
Xeocmamoie adpa. [unepaxoreHHOCTh XA, T.e. yBeJUUYEHUE 3XOTCeHHOCTU 10 CPAaBHEHUIO

C OKpY>KaIoIIMM BellIeCTBOM Mo3ra (puc. 27), SIBsieTcsl HaX0AKOM Ipy 001e3HM [eHTMHITOHA
(Postert et al., 1999) u mo3nueit cranuu BIT (Walter et al., 20076). ITpu BI1 3T0oT dheHOMEH
MOXKET CIYXWUTh OIpeNeJeHHBIM COHOrpauyecknuM OMOMapKepoM IOBBIIIEHHOTO pHCKa
pa3BUTHUSI IICUX03a HE3aBUCHUMO OT JIJIUTEIbHOCTH 3200/ IeBaHMSL.

JMarHoCcTUYeCKy 3HaYMMBble MU3MEHEHUSI 9XOTCHHOCTHU 0a3aIbHbIX FAHTJIMEB IPUBOISIT-
csI B TaoOI. 7.

I1nockocTh CKAHMPOBAHMS HA YPOBHE TeJl 0OKOBBIX XKeJIYI04YKOB. DTa ILUIOCKOCTh CKaHMU-
pOBaHUsI MOKET OBITh MOJIydeHa MPY HAKJIOHE JaTYMKa BBEpX Mo yrjioM ~25°—30° oT ypoB-
HSI TJIOCKOCTHU Taynamyca (puc. 28). Ha aToM ypoBHe BU3yalIu3upyeTcs LieHTpaJibHasi 4acTh
IIPOTUBOIIOJIOXKHOTO0 GOKOBOI'O KeIyI04Ka, U3MEPEHUE IIIMPUHbBI KOTOPOTO IIPOU3BOIUTCS
BPYYHYIO MapKepaMu MeXKIy

BHYTPEHHUMM CJIOSIMU TH- Taﬁmma 8. HOpMaJ'[I)HI)Ie 3HAUYCHUA KEJTYyOIOUYKOBOU CUCTEMBLI B

3aBUCUMOCTH OT Bo3pacta (Walter et al., 2007a)

MEPIXOTEHHON  AIIEHIMMBbI

(puc. 29). Ilpu usmepeHun Bospacr, IInpuna, mm

IIMPUHBI C IIPABON U JIEBOM romt | II xeynouxa s nepeaHero pora Tes1a 00KOBOTO
CTOPOH ISl CTAaTUCTUYECKOM OKOBOTO KEJNYA0UKA | IKEJyI0YKa
00pabOTKM BBHIOMPAIOT MakK- 20-60 <7 <17 <19
cumanbHoe 3HayeHue. Co- >60 <10 <20 <22
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Puc. 27. TumepaxoreHHocts XS (ykaszaHo
CTpEKO) y mauureHTa ¢ 601e3Hbt0 [eHTUHT-
ToHa. BepTukajibHOIl JHUHUENH 0003HAYECH
II1 xenynouek, 3Be3M0UYKON — MEepeaHUI por
06oKoBOrO Xeaynouka; Th — Tamamyc.

- .
JleBas cTOpOHA

Puc. 28. IlnockocTh CKaHUpOBaHUS Ha
YpPOBHE KOHTpajaTepaJibHOrO OT JaT4yMKa
Tesia GOKOBOTO XKeJIya0ouKa (aKCHaaIbHasT IIPO-
eKI[UsI). a — CXeMa IUIOCKOCTH CKaHMpOBa-
Hust. MPT-u3o6paxkenue B T2-pexxume (0)
MOJIHOCTBIO cooTBeTcTBYeT TKC-Imiockoctu
(B). CrpenkamMu 00O3HAYEHbI CTEHKHU LIEHT-
paJIbHOM YacTy GOKOBOTO XeTyI04Ka.
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[JJACHO HAIlUM JaHHBIM, TOJYYEHHBIM Ha
3I0POBBIX T0OPOBOJIbLIAX (39 yenoBeK), IS
Ji1L 1o 60 JieT mMprHa TeJl 0OKOBBIX XKelTy-
JIOYKOB He MpeBbIIIaeT 18 MM, a Ij1s JIUIl OT
60 jieT u crapiie — 22 MM.

CrnenyeT OTMETUTb, YTO ITOJYYCHHBIC
HOpPMaJIbHbIC 3HAYEHUS IIUPUHBI KeIy-
JIOYKOB, CBSI3aHHbBIE ¢ Bo3pacToMm (TadJ. 8),
JIOJDKHBI  00s13aTE€JIbHO YUUTBIBATBHCS  UIST
MPaBUJIbLHONW TMOCTAHOBKM IUarHos3a pac-
IIUPEHUs] XKETyIOUYKOBOM CHUCTEMBI, pas-
BMBAIOIIIETOCS BCICACTBUE aTpodrM MO3ra,
ruapouedanuu u Apyrux npuyuH (puc. 30).

IIn0cKOCTh CKAHMPOBAHMS HA YpPOBHE
Mo3Xkedyka. Busyanuszauusi CTpyKTyp 3ai-
HEW 4YepenHOM SIMKU OCYIIECTBIISIETCS U3
TJIOCKOCTU CKaHMPOBAaHUS CPEIHEro Mo3ra
(cM. BBILIE), JJIST YEro JATYUK TTOBOpAUM-
BalOT, OITycKasl ero 3aJHIO0 4acTh Ha ~45°,
a 3aTeM HaKJIOHSIOT BBepXx Ha ~10°—15°.
B 51011 710CKOCTH CKAaHUPOBAHUS CpeAHUM
MO3T 1 TaJaMyC MOXHO YBUIETb OITHOBpPE-
MEHHO C IByX CTOPOH. 3aTeM JaTYUK HY>KHO
HaKJIOHUTH Briepea Ha ~10°—30°, Tak yTo-
ObI MO3X€UOK OO0JIbIIIE YACTHIO BIBOIUIICS
Ha LeHTp 2KpaHa (puc. 31). M3 aroii mioc-
KOCTU CKaHHUPOBaHUS MOXKHO IIPOBECTHU
olieHKy IV Xenynouka, mojyliapuii Mo3-
keuka 1 34. Y 310poBbIX Jto[el BEIIECTBO

Puc. 29. Ilpumep wusmepeHusi Mapkepa-
MM IIUPUHBI Tejla OOKOBOTO KEJIydouKa
(18,8 MM) Ha ypOBHE €ro LIeHTPaJIbHOI YacTH.
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Puc. 30. PacuiupeHue xeayno04KoB ToOJIOBHOTO Mo3ra. a — paciuupenue 11 xemynouka go 11,1 mm.
0 — pacipeHue Teaa 60KOBOTO XeTynouka 10 24,3 MM Ha KOHTpaslaTepalbHOM JaTYUKY CTOPOHE.

Puc. 31. IT1ockocTh CKaHUPOBAHMST HA YPOBHE MO3XKEUKa. a — cxeMa IJIOCKOCTU CKaHUPOBaHUS
Ha ypOBHE MO3Xeuka 0003HavyeHa JIMHUel 4, a UCXoaHasl TUIOCKOCTh CKaHUPOBAHUST Ha YPOBHE
HOXEK CpeqHero Mosra obosHauyeHa jquHueil 1 (Berg et al., 2006). 6 — n3o0paxeHue CTPYKTYp
mo3sra ripu TKC: 1 — Hoxku cpeaHero moara, 2 — I11 xenymouek, 3 — rurosxoreHHbIe Moaylapust
MO3XeuKa, 4 — TUIIepIXOTeHHBI HaMeT MO3KeuKa, 5 — BHYTPeHHUI 3aThIJIOYHBIN BBICTYII, IMHM-
el 0003HaYeH aHAXOTeHHBI [V Xelymodyek, CTpesIKM yKa3blBalOT Ha 00JIacThb JoKanu3amuu 341,
KOTOPbIE B HOPME HE BU3YaJIU3UPYIOTCS BCJIEACTBUE CBOEI TMITOIXOTEHHOCTH.

Y U3BUJIMHBI MO3KE€YKa UMEIOT TMIIO3XOTEHHYIO CTPYKTYPY, KOTOpast OTTpaHMWYEHa OT MOJTy-
1apuit 00JbIIOro MO3ra TMIeP3IXOreHHOM JIMHUENM, COOTBETCTBYIONIEH HAaMETy MO3XKeuKa.
Y GOJIbHBIX C pa3IMYHBIMKU (hopMaMu aTpoUM MO3KeuKa IPeBOBUIHASI CTPYKTypa MO3-
JKEUKOBOI apXUTEKTYPhl MOXET JOCTAaTOYHO XOPOIIIO BU3YaIn31pOBaThCs Oaromapsi CBoeit
MOBBIIIEHHON KOHTPACTHOCTHU Ha JTMHUSIX, OKPYXKAIOIIUX JUKBOPHOE IpocTpaHcTBO. Clie-
JIYET CKa3aTh, YTO JAHHAS IJIOCKOCTh CKAHUPOBAHUS HE SIBJISIETCSI PYTUHHOM TPU MPOBE-
nenuu TKC, u ctaHgapTu3aiys BeISIBJASIEMbIX OTKJIOHEHUI OT HOPMbI HAXOIUTCS B CTaIUK
pa3pabOTKM.

1V uceaydouex B HopMe MO0 HE BU3YATU3UPYETCS, TMOO ONPEAeIsIeTCs B BUIE CTPYKTY-
pbl B (popMe 3anaToit. [1pr Mo3:keuKoBoit aTpoduu yBeTMYeHHBIN B paszmepe [V xkenynouex
MOXKET OBITh MACHTU(MUINPOBAH KaK TMIO- MM aH3XOTeHHasl CTPYKTypa KOJbLEBUIHOMN
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Puc. 32. TKC-u3o0paxeHue B IJIOCKOCTU MO3KeUKa Yy 00JIbHOTO CO CITMHOLIEpeOeIIIPHOI Aere-
Hepalueii. a — KpyIHbIi I1aH (001acTh MHTepeca oOBeeHa): 1 — pacliMpeHHbIN aH3XOTeHHBIN
IV xenmymouek; 2 — HOXKHU CpeIHETO MO3Ta; CTPEJIKM YKa3bIBAaIOT Ha TUTIepIXoTeHHbIe 34 ¢ nByX
CTOPOH, pacroJiaralolmrecs HemocpeacTBeHHo 3a [V xkenynoukoM. 6 — yBeJIMUEHHOE U300paxe-
HHE 30HBI MHTEpeca: 00BeeH o KOHTYpY paciupeHHbId 1V xenynouek. CTpeKM yKa3bIBalOT
Ha 341.

¢GOopMBI, OKpY:KEHHAasl TUIIEPIXOTeHHOI JIMHUEN (dMeHauMa Kelayaouka) U ompeaensie-
Masi B HEIOCPEICTBEHHOM OJIM30CTU OT 3aAHel YacTu cpeaHero mosra. [Ipu aToM MOXHO
JOMOJHUTENbHO U3MEPUTh AMAMETD U TUIOLIAAb XKETyJ04YKa MPU 0OBEAECHUU 10 KOHTYPY
(puc. 32). CornacHo pa3paboTaHHbIM PekoMeHmaumusM, B HOpMe IIMPUHA XeJyJoyKa He
nojikHa npeBblaTth 3 MM (Walter et al., 20074). HopMaTUBHBIX KOJTMYECTBEHHBIX 3HaYe-
Hui miomwaau IV xxenynodyka He CylIeCTBYET.

3youarble sapa. Y NalKdeHTOB CO CIMHOLEPeOCIUIIPHBIMU JAeTeHepallusIMu, BKIIIOYast
atakcuio dpupeiixa, 3XOreHHOCTh KaK 0eJI0ro BellecTBa MO3XeuKa, Tak 1 351 BBINJISIIUT
sipye, YeM Y 3I0POBBIX JHII. Y MallMeHTOB ¢ aTpodueil Mo3xkeuka rurnepaxoreHHbie 351,
Mpujeraiolme K rTurnosxoreHHomy IV xxenynouky (cMm. puc. 31), MOTYT OBITb UACHTU(U-
upoBaHbl ¢ ABYX ctopoH (Postert et al., 2004; Mijajlovic et al., 2008; Krogias et al., 2010;
Synofzik et al., 20116). TunepaxoreHHocTh 34 ObLIa TaKKe OOHApYKeHa y O0JbHBIX C CUH/I -
pomom MELAS (MuToxoHapuanbHas sHLedaNIonaTus ¢ JaKTaT-alua030M U UHCYABTOMNO-
nooHbiMM ani3onamu) (Lukas et al., 2009).

2.3. Orpanunuyenusa TKC

OcHoBHbIe orpanndeHus npuMmeHeHus1 TKC 3akiogalorcs B CeAyIONIEM:

e 3aBHCHUMOCTb OT aKyCTUYECKUX XapaKTEePUCTUK BUCOYHBIX KOCTE;

e OrpaHUYEHHBIE BO3MOXHOCTU MOCTIIPOIIECCUHIOBO 00pabOTKM COXpPaHEHHBIX M30-
OpakeHMUiA;

e HHU3Kasl pa3pelllamlas CliocCOOHOCTh MPU BU3YyaTU3allUu CTPYKTYP MO3Tra, HAXOISIIIUX-
¢ BOIM3M Jatymka (Ha pacctosiHuu oT 0 10 2 ¢M), B HEMOCPEICTBEHHOM OJIM30CTU OT
MPOTHBOIOJIOXKHOM TaTYMKy KOCTH Yeperna U B BBICOKO pacrooXkKeHHO T0OHO-TeMEH -
HoIl1 00J1acTu;

e 3aBHCHUMOCTb OT TEXHUUYECKUX XapaKTepUCTUK (KJ1acca) yabTpa3ByKOBOIoO Ipubopa;
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e 3aBMCUMOCTD OT KBaTU(PUKALIUN U OTTbI-
Ta Bpaya, IPOBOJSIIIETO UCCeI0OBaHUE.
[J1aBHBIM TEXHUYECKMM OIrpaHUYECHUEM

MpU  UCIOJB30BAHUM TpPaHCKPaHUAIbHBIX
VJABTPa3BYKOBBIX METOIUK SIBJISIIOTCS He-
alieKBaTHbBIC aKyCTUYECKUE XapaKTepUCTUKHU
KOCTeli yeperna, B YaCTHOCTU BUCOUYHBIX KOC-
Teli, KOTOPbIE SIBJISIIOTCST YJIBTPa3BYKOBBIMU
OKHaMU JJIs HampaBieHus jayda (puc. 33).
M3BecTHO, UTO TMpY MPOXOXICHUM YIBTpa-
3BYKOBOTO JIyJa Yepe3 Cpeay MPOUCXOIUT eTo
3aTyXaHue BCeacTBre 3 (GEKTOB MOIOLIe-
HUsl, pacceuBanus U oTpaxenus. Cymect- Puc. 33. OrcyTcTBUME BMCOYHOIO aKyCTUYe-

BCHHOC BJIMAHMNE Ha XapaKTEp M3MCHCHMHA cKoro okHa. He BusyanmsupyeTcs HM OmHa
pacIpocTpaHEeHUsT YJIBTpPa3ByKa OKa3bIBaeT BHYTpUYEPEITHASA CTPYKTYPa FOJIOBHOTO MO3TA.

aKyCTUYECKOE COIPOTUBJICHUE Cpelibl. AKYC-

TUYECKOE COMPOTUBJICHNE KOCTHOM TKAHM SIBJISIETCSI CAMBIM BBICOKUM (KO3(h(MUIIMEHT 3aTy-
XaHus yabTpa3Byka coctapisieT 10 1b/cM) B cpaBHEHMU ¢ JTF000M IPYroii TKaHbIO Tejla Yeao-
BeKa, UTO MPUBOIUT K 3HAUUTEJBLHOMY OCJIa0JeHUIO YIbTpa3BykoBoro ayda (Ocuros, 2003).
IMokazaHo, 4TO MpY TpaHCKPaHUAIBHOM MCCIIeIoBaHUU 0KOJI0 90% mochUlaeMOii SHEPrun
Tepsietcst B 1—2 MM uepera (White et al., 1978; Grolimund, 1986). [TpuurHaMu, 3HAYUTETHHO
OCJIA0JISTIOIIMMU TTOChIIAeMBbIiA YJIBTPA3BYKOBOM CUTHAI, SIBJISTFOTCSI TUIIEPOCTO3, BEAYILUIA K
YTOJIICHUIO BUCOYHOI KOCTH, ¥ OCTEOITOPO3, XapaKTePU3YIOIIMICS CHIKEHEM KOCTeo0pa-
30BaHMs U YCWJIEHMEM pe30pOluy KocTu. B mociienHeM ciydae IPOMCXOIUT pa3peXeHKe
ry0YaToro BellleCcTBa ¢ YMEHbIIEHUEM OOIIEero YKcjia KOCTHBIX MEPEKIaIMH U KOJIMYeCTBA
MUHEpaJIbHBIX BEILECTB, YTO MPUBOAUT K 3(dEKTy paccerBaHMs YJIbTpa3ByKa B U3MEHECH-
HOI KOCTHOM TKaHU Y CHIDKEHMIO OTpaXkeHHOro curHajia. K Hambosee pacrpocTpaHeHHbIM
TUIIAM OCTEONOPO3a OTHOCATCS IIOCTMEHOIIAy3aIbHBII (CBSI3aH C MPeKpallleHueM CeKpelu
SCTPOTeHOB) M MHBOJIOLMOHHBIN (CBSI3aH CO CKPBITHIM TUTEbHBIM AMCOATaHCOM MEXITY
CKOPOCTbIO pe30pOLmy 1 (OpMUPOBAHUS KOCTHU Y JIWLI cTapiie 75 JIeT), KOTOpbIe BCTPEUaroT-
cay 30—40% xenmuH u 5—15% myxuun (Hashimoto et al., 1992).

AHaJu3 IUTepaTyphbl 110Ka3aj, YTO YacToTa BCTPEYaeMOCTH MALIMEHTOB ¢ IUIOXMMU WX
OTCYTCTBYIOIIIMMM aKyCTUYECKUMU OKHAMM 3aBUCUT OT BO3pacTa, 1oJjia U STHUIECKO MpU-
HaJIEXKHOCTH 00CTIeAYeMbIX MTallMEHTOB. Y JIUIL CTapllieii BO3pAaCTHOM IPYIIITbl, OCOOEHHO Y
JKEHILMH, afleKBaTHBIC YJIBTPa3BYKOBbIE OKHa BcTpeuatorces pexke (Skoloudik, Walter, 2010).
CornacHo JaHHBIM MPOBEACHHOIO HaMU HMccienoBaHus 835 mamueHToB (557 MyXUMH U
278 XeHIIMH) B Bo3pacTe oT 15 1o 88 j1eT, OTCyTCTBHE BUCOYHBIX YABTPA3BYKOBBIX OKOH C
JIByX CTOPOH OBbLIO BBISIBJICHO B 8% ciydaeB. HauboJiee 4acTo 3TO TeXHUYECKOE OrpaHuye-
Hue onpeaeisuii y ui crapuie 60 et (p < 0,001): B moarpymnme ot 17 1o 39 net — B 0,8%
ciayuaeB, oT 40 1o 59 net — B 5,4% ciyuaes, ot 60 et u ctapiue — B 13,8% ciryyaeB. Y Juil
MOXMJIOro Bo3dpacra (60 JieT 1 cTaplie) aKyCTUIeCKIe OKHA 3HAYMTEIbHO Yallle OTCYTCTBO-
BaJIM Y JKCHIIMH, 4eM y My>kumH: B 21,6 u 10,8% HabmoneHunit coorBeTcTBeHHO (YeuéTKuH
u ap., 2005). [IpoageMoHCTpUpoBaHa YeTKasl CBSI3b MEXKIy HaJTUUYMEM BUCOUYHBIX aKyCTUUE-
CKMX OKOH M pacoBOIl MpUHAIIeXKHOCThI0. Hanboee 4acTo 310 TeXHMYECKOE OrpaHuye-
HME BCTPEYACTCs B a3MATCKOM MOMYJISIIUK, HECKOJIBKO PeXe Y MpeJACTaBUTEIC HErpOU/I-
HOI1 pachl U ellie pexke y mpeacTaBuTesieil 6enoii pacsl. Tak, 1o JTaHHBIM pa3HBIX aBTOPOB,
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OTCYTCTBME BUCOYHBIX YJIBTPa3BYKOBBIX OKOH Habtomaetcst y 15—60% il a3uaTcKoi 1mo-
nyrsaunu (Huang et al., 2007; Okawa et al., 2007; Tsai et al., 2007), y 21% 4epHOKOXUX
aMepukaHIiieB Uy 6% oenbix (Halsey, 1990).

Jpyrum orpanndyenueM TKC sBisieTcst 3aBUCMMOCTbD OT KJlacca YIbTpa3ByKOBOTO MPH-
Oopa. B 11e;10M coBpeMeHHbBIE YIBTPa3BYKOBBIE CHUCTEMbI MHOTMX IPOM3BOAUTEIICH 00¢-
CIIEYMBAIOT JTOCTATOYHO BBICOKOE KAayeCTBO M300pakeHUsI B B-pexume, 4TO IMO3BOJISET
Halle>KHO OLIEHUBATh MaJIble 3XOT€HHbIC CTPYKTYpPhI TOJJOBHOTO MO3ra. TeM He MeHee pe-
KOMEH/IyeTCsI CO3/1aBaTh COOCTBEHHbBIC STAJIOHHbIC 3HAYEHMSI, KOTOPhIE BbIPAOATHIBAIOTCSI
B JIabopaTopuu ISl KaXI0ro MMEIoIIerocs yasrpa3BykoBoro npubopa (Berg et al., 2008).
B HecKoJIbKUX MCCIeIOBaHMIX TTOKa3aHbl 3HAUUTEIbHbIC Pa3INYus CPEIHUX BEJIMUMH 13-
MepsieMbIX 3XoreHHbIX objacteit UHC. M3aMepeHust MOTYT pa3inyarhbesl Aaxe TOTAa, KOoraa
HCIIOJIb3YIOTCS OTHU U T€ XK€ YJIBTPa3BYKOBBIE CUCTEMbI C OIMHAKOBBIMU ITapaMeTPaMU 13-
MepeHui B pa3HbIx JabopaTopusx (Behnke et al., 2005). DTu HeOobIIIME pa3IudUs MOTYT
MMETbh BaxKHOE 3HAYCHUE HE TOJIbKO JUIsl HAyYHbBIX MCCICI0BAHUIA, HO U B €KEIHEBHOM PYy-
TUHHOM MPAaKTUKE, IPUBOJIS K HEIIPABUILHON MHTEPIIPETALIMK ITOJTYYEHHBIX TaHHBIX.

Eiie onHUM orpaHM4eHUEM, BIUSIOIIMM Ha afeKBaTHOCTD I0OJIy4aeMbIX PEe3y/IbTaTOB,
SIBJISIETCSI 3aBUCUMOCTD OT OITbITa M 3HaHU Bpaua, nposoasiuero TKC. s peructpauuu
nocTtoBepHbIX pe3ynbraToB npu TKC Bpay yabTpa3ByKOBOI AMAarHOCTUKY JOKEH OBITh XO-
poio odyudeH. [To onbiTy rpynibl Berg u Walter, Bpauu, KOTOpble UMEIOT OMBIT MPOBEACHUS
HCCIIeI0BaHUI B APYTUX 00JACTSIX COHOJOTUM MpHU padboTe B B-pexxume wium npu odciieno-
BaHUU MALIMEHTOB ¢ 1LIepeOPOBACKYISIPHOI maTonaorueii, Moryt ooydyatbest TKC B TeueHue
1-3 Hen. Bpauy, He nMeloIeMy HUKAKOTO OMbITa, BO3MOXHO, TOTPEOYeTCs 10 8 Hell, YTO-
ObI TOoCTUYb JocTaTouHOl KBanmudukauum (Berg et al., 2008).

2.4. Bocnpoussogumoctb TKC
PHU 3KCTPANUPAMUIHBIX
3a00JieBaHUSAX

HecMoTpst Ha 3aBUCMMOCTD OT JOCTaTOYHO OOJIBIIOTO KOJMYECTBA YCIOBUI IS TIOJTY-
YEHMST HEOOXOAUMBIX M KaUeCTBEHHBIX M300paXKeHU I CTPYKTYP T'OJJOBHOTO MO3ra, a TakKe
OT KBaJM(UKALlMU Bpaya, B psijie MCCAeAOBaHUI Oblia MoKa3aHa BbICOKask HaeXKHOCTb 1
BOCITPOM3BOIMMOCTb YJIBTPa3BYKOBO OLIEHKU CTPYKTYP CPEIHET0 MO3ra U INUPUHBI XKETy-
JIOYKOBOU cHCTeMBbl MeXIy pa3nuuHbiMu Bpadyamu (Becker, Berg, 2001; Berg et al., 1999q;
Puls et al., 2000; Seidel et al., 1995; Skoloudik et al., 2007; van de Loo et al., 2010; Walter
etal., 2007a). Tak, Hanpumep, Skoloudik et al. (2007) uzyunnu npu TKC BHYyTpU- 1 MeXKUC-
CJIeIOBATEIbCKYIO BOCIIPOM3BOIMMOCTD OLIEHKHU 9XoreHHocT YC 1 u3MepeHus ee Tiolia-
nu. B aTo nccnenoBaHue ObLIO BKIIIOYEHO 22 MallMEHTa C pacCTPONCTBAMM JIBUKEHUM, KO-
TOpbIE ObLIM 00C/IEIOBAaHbI ABA Pa3a B TeYeHUE 2 HEll BpaYOM M ONBITHBIM CHEIUATUCTOM
I10 YJIBTPa3BYKOBOI AMarHocThKe. TpeTbe 00cienoBaHue ObLIO BBIIOJIHEHO TEXHUYECKUM
TMOMOIIIHUKOM, UMEIOIIIMM OIIBIT B JOMNILIepOorpadpuieckoM UcCAeIOBAaHUN MO3TOBBIX CO-
CyIOB, KOTOPBIA HE 3HaJ O pe3yjbraTtax APYTUX CIELMAJIUCTOB IO YJIbTPa3ByKOBOM nua-
rHoctuke. Bece n3o0paxeHust ObUIM COXpaHEHbI U MPOAHAIM3MPOBAHBI TOBTOPHO CJICIIBIM
METOJIOM BpPaYyOM-yJIbTPa3BYKOBMKOM, €r0 TEXHUYECKUM ITOMOIIHUKOM M TEXHUYECKUM
TMOMOIIIHUKOM 0€3 yJIbTpa3ByKOBOTrO OmbITa. Bce BHYTpU- U MeXUCCIeA0BATEILCKUE KOP-
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pensuuy udmMepenuit Kontypa ooact YC (r=0,69—0,88 ur=0,5—0,61 COOTBETCTBEHHO)
U BU3yaJIbHOTO BbIsiBJIeHUs 3xoreHHOocTH YC (r=0,64—0,92 ur = 0,51—0,69) ObuIM cTaTH-
ctuyecku 3HaYuMbIMU (p < 0,05). TeM He MeHee BHYTPUHUCCIEA0BATEIbCKIE KOPPEIILINT
ObLIM CTATUCTUYECCKM 3HAYMMBI TOJIBKO IUISI ONBITHBIX CIIELMAIMCTOB I10 YJITPa3BYKOBOM
nunarHoctuke (r = 0,85—0,96 mnsa Hanmuus sxoreHHoctt YC u r = 0,51-0,69 mia usmepe-
Hus obnacTtu rurnepaxoreHHoi YC, p < 0,001).

B uccnenoBanuu, nmposeaeHHoM van de Loo et al. (2010), TecTupoBaiu BHYTpU- U MEXK-
BpauyeOHYyI0 HaAeKHOCTb U3MepeHUii 3XoreHHOCTH YC JeThlpbMsl OMBITHBIMU CHELIMATN-
cramu. bplia mokazaHa o4eHb BBICOKAsH AMATHOCTUYECKAsI TOYHOCTD Y IIPEBOCXOIHAST BHY-
tpu- (ICC = 0,97—0,93) u mexspaueoHas (ICC = 0,84—0,89) Bocmpou3BOAUMOCTb IS
n3mepenus miomany YC. B atux paboTtax moATBEp:KACHO, YTO OLIEHKA HATWYUS 9XOTeH-
HocTh YC M KOJIMYECTBEHHBIN 00CYET ee IUIOIIAaM B 3HAUUTEJbHON CTeTICHM 3aBUCST OT
OIIbITA CIIELIMAJIMCTA, IIPOBOSIIETO 00C/IeIOBAHUE.

B IMpunoxeHun 1 npuBoOAATCS CIIpaBOYHbIE 3HAUCHUSI, ONpeaeieHHbie PekoMenaamm-
savu 111 YC, Ga3aabHBIX TaHTJIUMEB M XKeJIyTOYKOBOM CUCTEMBbI TOJJOBHOTO MO3Tra, KOTOPhIe
HEOOXOJIMMO YYUTBIBATh IIPU OOC/ICIOBAHUY MMAIIMEHTOB C 9KCTpanipaMUIHBIMU 3a00J1e-
Banusmu (Walter et al., 2007a).
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TPAHCKPAHHANbHAA
GOHOIPADHA
B AMATHOGTHKE PA3NHYHDIX
®0PM 3KGTPAITHPAMU/HOH
[IATONOTHH

3.1. boae3ns IlapkuHcona

3.1.1. OOuue cBenenus

Bonesnp ITapkuHcoHa — OmHO M3 HauboJiee M3YYEHHBIX HEWpOIEreHepaTUBHBIX 3a-
OoneBaHMIT UyesloBeKa, KOTopoe BcTpedaeTcs ¢ yactoToit 100—150 cayyaes Ha 100000 Ha-
ceneHust, uan 2—4% y i crapiie 65 yet. CortacHo TaHHBIM BceMMpHOI opraHu3anuu
3ApaBOOXpaHeHus, odlee ynciao 0oabHbIX BIT B Mupe cocTaBiisieT okosio 3,7 MJIH., a exe-

rogHo peructpupyetcs cBbiiie 300 ThIC. HOBBIX cliydaeB 6ose3Hu. [1penmoiaraeTcs, 4To B
omxaitiue 25 net yncno monei ¢ BIT MoxeT ynBoUTbCS U TIPUBECTU K 3HAUUTEILHOMY
YBEJIMYCHUIO 3aTpaT HALMOHAJIbHBIX CUCTEM 3IPaBOOXPAHEHUSI U CeMeil MAllMeHTOB, YTO
craButr BI1 B mepBblil psii HE TOJIBKO MEAMIMHCKUX, HO U COLMAIbHO-9KOHOMMYECKUX
npo6seMm (L tok u ap., 2002; Jleun, @enopona, 2014; Jankovic, Tolosa, 2007).
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Knaccuueckue nposiBnenust bIT 3arparusatoT aBuratenbHylo chepy. K HUM oTHOCSTCS
TUITOKUHE3USI, PUTUIHOCTh, TPEMOP MOKOS U TTOCTYpajibHasi HeyCToiuuBoCTh. Pazpabotan
PSII KpUTEPUEB JIJISI IOCTAaHOBKU AuarHo3a bI1, B mociieaHee BpeMsi HauOoJIblee pacipo-
CcTpaHeHWe MoAyYrau Kputepun banka mo3ra bputanckoro o6iiectsa o uszydeHuio bIT,
B OCHOBY KOTOPBIX 3aJI0KEHBI UMEHHO ABUTaTe/IbHbIE CUMITTOMBI 3a00JeBaHus (ITpumoxe-
Hue 2). 3a nocaeanue 20 JeT cTajJo OYEBUAHBIM, YTO HAPYIICHUS MOTOPUKU — 3TO JIMIIb
BUAMMaAs 4YacTh «KJIMHUUYECKOTO aiicoepra» bIT: kak moapoObHo paccMoTpeHo B riiase 1, mis
3a00J1eBaHMSI HE MEHEe 3aKOHOMEPEH OIpeneJeHHbI KOMIUIEKC HEMOTOPHBIX IPOSIBIIC-
HMI, TIPEICTABICHHBIX BEreTaTUBHO-BUCIIEPAIbHBIMU, SMOIIMOHATbHO-a(POEKTUBHBIMU,
KOTHUTHUBHBIMM CHMIITOMaMM, PacCTPONCTBAMU CHa, YYBCTBUTEJIbHOCTU, TOBEICHUS U
MCUXUKU. MHOTIMe U3 HUX OYeBUIHBI 330JIr0 10 (DOPMUPOBAHUST «y3HABAEMOTO» U IPU-
BBIUHOTO JIJISI Bpaueil mapKUHCOHMUUYeCcKoro apuratenbHoro cuHapoma (Chaudhuri et al.,
2006; Chaudhuri, Naidu, 2008; Grinberg et al., 2010). Bce ykazaHHbIe KIMHUYECKHE TTPO-
SIBJICHUSI B 1I€JIOM YIIOBJIETBOPUTEIBHO 00BICHSIOTCA KoHLenuuein Braak et al. (2003) o mo-
CTENEeHHOM PacIpOCTPaHEHUH O-CUHYKJIEUMHOBOW HeliponereHepaluy OT KayaaJdbHbIX OT-
JIeJIOB CTBOJIA MO3Ta K KOpe OOJIbILINX MOIYIIapuii, 4YTO B MOCIEIHUE TOIbI OBLIO TOMOJIHEHO
HaxoAKaMU, BO3MOXHO, ellle 0oJiee paHHUX U3MEHEHUI1 B mepuGeprIecKoii BereTaTuBHOM
HepBHoI cucteme (Olivares et al., 2009).

Bbonesus [NapkuHcoHa sBisieTcsl MyIbTU(PaKTOPHBIM 3a00JIeBaHUEM, CBSI3aHHBIM C A~
CTBHEM TE€HETMUYECKOM COCTaBJISAIONIEH, BO3pACTHLIX U3MEHEHUI U (PAKTOPOB OKPYXKalo-
meit cpeast (Sulzer, 2007; Le et al., 2009). B nmatorenese BII peiaroiee 3HaueHUE Mpuaa-
eTcsl MaTOJOrMYeCKOMY HAKOIUJICHUIO B HeMpOHaX BE3UKYJSIPHOTO Oejika O-CUHYKJIeHHa,
CIIOCOOHOTO MPU OMPENEICHHBIX YCIOBUSIX TPAaHC(OPMUPOBATHCS U3 HOPMATbLHOM O-CITH-
paJbHOM YKJIaIKW B HAIIpaBJICHUH [3-CKJIaq4aToil KoH(GOpMaIluy, - U OJJUTOMEepU3aliuu,
¢ mocaeayommuM (GopMUPOBAaHUEM LIMTOTOKCUYECKUX (DUOPUILI, arperatoB U Tenell Jiesu
(MnnapuomikuH, 2003; Olivares et al., 2009). ITocneayrommit CI0XKHBIN Kackaa COOBITHIA
BKJIIOUAET HapylleHHe Ouomerpagaluyd HeWpOHAJIbHBIX CyOCTpaTOB M3-3a AUCGHYHKIMU
YOMKBUTUH-TIPOTEACOMHOI CHCTEMbI M JIM30COMaTbHON ayTodarui, MUTOXOHIPUAIbHYIO
HEIOCTaTOUHOCTh, OKUCIUTEIbHBIN CTPeCC, MUKPOIJIMAIbHbIC BOCHAIUTEIbHbBIC PeakKIuu
(Cook, Petrucelli, 2009; Mosharov et al., 2009; Przedborski, 2010; Jenner et al., 2013).

M3-3a OTCYTCTBUS NOCTYIHBIX U HAIEKHBIX JJAOOPATOPHO-UHCTPYMEHTAIBHBIX METO-
IoB uccinenoBaHus auardo3 BIT go cux mop craBUTCS HA OCHOBAaHUM KJIMHUYECKOM Kap-
TUHBI. B CBSI3U ¢ 3TUM TOUHOCTb AMAarHOCTUKY MOMAIAeT B 3aBUCUMOCTb HE TOJIBKO OT pa3-
HOOOpa3HbIX KIMHUYECKUX MPOSIBICHUI caMOii 00JIE3HU M CXOIHBIX COCTOSHUI, HO U OT
HaBBIKOB M OIbITa Bpaua. MI3BeCTHO, UTO Aaxe B MpoGMIbHBIX yupexaeHusx (Movement
Disorders Clinics) B 10—25% cityuaeB repBOHa4YaJIbHBII AUAarHo3 ¢ TEUEHUEM BpEeMEHU
yTOuHsIeTCs U 3aMeHsieTcst Ha apyroii (Tolosa et al., 2006). Psin monoIHUTEIbHBIX JJabopa-
TOPHO-UHCTPYMEHTAIbHBIX METOIOB M HOBBIX TEXHOJOIMIA MOTYT paccMaTpUBaThCsl KakK
MEePCNEKTUBHBIE B KOHTEKCTE pa3paboTK MH(GOPMATUBHBIX OMOMapKepoB (MoapodHee —
CM. TJaBy 1), HO Ha CErOAHSIIHUI AeHb HanboJjee YIOOHBIM, UYBCTBUTEIbHBIM, CIIEIM-
(GUYHBIM U BaIMAMPOBAHHBIM B IIMPOKUX UCcaeqoBaHUAX ouomapkepom BII sBisercs
¢enomen 'Y C. be3 npeyBennueHnss MOXHO cKa3aTb, 4YTo caM 1o cedbe Mmeton TKC B ero
COBPEMEHHOM BUJE, C MCIIOJb30BaHUEM armapaTypbl 9KCIIEPTHOIO KJjlacca, COCTOSICS
MPUMEHUTEBHO K MCCIEIOBAHMIO BEIIECTBA MO3ra B 3HAUMTEIbLHOM CTeIeHU Oyaromapsi
U3YyYEHUIO 9KCTpaNMpaMUIHON MaTOJIOTUH, B IEPBYIO ouepenb BoisaBiaeHuio ['YC y manu-
eHToB ¢ BII.
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3.1.2. IIpuyuHbl U MeXaHU3Mbl (OPMUPOBAHUSA
IrMNEepPIX0reHHoro curaana B ooaactu YC

[ToBeimenune sxoreHHoctu B obysactu YC y maumeHToB ¢ BI1 He oTpaxaeT rubenb
HEMpOHOB, He cBsI3aHO ¢ uncioM kieTok B UC unu ¢ ee oobemoMm (Double et al., 2010).
Ha ceromHsmHuii AeHb €CTh Bce OCHOBaHUS cuuTaTh, YTo heHomMeH 'Y C oTpakaer 1mo-
BBILIEHHOE COACPXKAaHUE Xejie3a — 3TO MOATBEPXKIAETCS SKCIIEPUMMEHTAIbHBIMU pabo-
TaMU Ha XKUBOTHBIX, IIOCMEPTHBIMU UCCIECIOBAHUSAMU Yy YEJIOBEKA, a TAKXKE JaHHBIMU
crnenuanbHbIX pexkxuMoB M PT, criocoOHBIX K neTeklnu xeae3a (Berg et al., 2002; Behnke
et al., 2003; Berg, 2007; Stankiewicz et al., 2007; Stankiewicz, Brass, 2009). Kpome co-
JiepXKaHMS Kejle3a, BeJIMYMHA TUIIEPIXOTeHHOIO CUTHAIa MMEET MPSIMYIO KOPPEJISIIIIO C
ypoBHeM (DeppUTHHA U aKTUBAIMe MUKPOIJIMHU, a 00PAaTHYIO KOPPEJISILIMIO — C YPOBHEM
HeiipomenanuHa B YC (Bergetal., 2010; Zecca et al., 2001; Zecca et al., 2005). ¥ otnenb-
Hbix mauueHToB ¢ BIT u 'Y C BhIIBIIEHO HOCUTENBCTBO OMNpPEACIEHHBIX MOIUMOP(HU3MOB
B IeHax, yJ4acTBYIOIIMX B MeTaOOJM3Me 3Keje3a, OJHAKO IToKa yOenuTeJbHO accolua-
LIMKU Kakoro-aubo u3 atux reHoB ¢ BIT He ycranosneHo (Foglieni et al., 2007; Rhodes,
Ritz, 2008).

Keneso aBisieTcsl caMbIM PacIpOCTPaHEHHBIM METAJJIOM IIEPEeMEHHOI BaJICHTHOCTHU B
opraHu3Me (4TO OTpaxkaeT BaKHOCTb JTAHHOTO 3JieMEHTa B MeTaboIM3Me U (PYHKIIMOHM-
pPOBaHUU KJIETOK), HO OMHOBPEMEHHO U (haKTOPOM, CITOCOOHBIM YCYTIyOJISITh MAaTOJIOrnye-
ckue nporeccel (Hirsch, 2009; Ke, Qian, 2003). ConepxxaHue xkee3a B GU3M0JIOIMIECKUX
yeaoBusix B YC u 6asaibHBIX TaHIJIMSX BbIIIE, YeM B IPYTMX O0JACTSIX TOJOBHOIO MO3ra,
U 1axke MPeBbIIIacT TaAKOBOE B MTEYEHU — IJIaBHOM fnero kejesa. [1pu BI1 koHueHTpaius
xkenesa B YC ere BospacTaet Ha 35%), mpu 3TOM U3MEHsIETCsI cooTHoIeHne Fe’t/Fe*t — ¢
2:1 1o 1:2. B cBolo ouepeib, MOBBIILIEHUE YPOBHS MOHOB Fe?* MpUBOANT K yBETUUECHUIO
MPOIYKIIMK CBOOOIHBIX PaIMKAJIOB B peakiiy GeHTOHA U, CJIEAOBATEIbHO, K OKUCIUTEIb-
HOMY CTPECCy ¥ HapyLUIEHUIO HOPMaJIbHOTO (DYHKIMOHMPOBAHUSI HUTPAJIbHBIX HEIPOHOB
(Behnke et al., 2003; Berg, Hochstrasser, 2006; Gaeta, Hider, 2005; Ke, Qian, 2003; Mills
et al., 2010). [ToMruMO TOTO YTO XKeJIe30 KaTaau3upyeT CBOOOTHOpAaaUKaIbHbIE PeaKlIuU B
KJIETKE, OHO CITOCOOCTBYET OJIMTOMEPU3aLINU O-CUHYKJIeHA U 00pa30BaHUIO U3 HETO Heli-
POTOKCUYHBIX TIpoTodudpui. MHTepecHo ormetuth, uTo B MPHK O-crHykienHa obHa-
PYXKEH XeJIe304YBCTBUTE/IbHBIN 3JIEMEHT, CIIOCOOHBIN PEryJIMpoBaTh TPAHC/ISLINIO OeIKa
(Olivares et al., 2009). 2Kene3o Takxke MOXET CIIOCOOCTBOBATb arperalvy/MHaKTUBAIIIN
napkuHa u orepe aktuBHocTu 6ekoB UCH-L1 u DJ1 (Bce ykazaHHBIE OEIKU SIBISIIOTCS
npoaykramu reHoB ceMeifHbIX ¢hopMm BIT) (Berg, Hochstrasser, 2006).

IToka He BroJHe MOHSITHO, HA KAKOM 3Tarle MaTojiornyeckoro kKackana npu bIT mpo-
HUCXOAUT HakoruieHue xkeyieda B YC, M 10 CEeromHsIIIHero IHS HET J0Ka3aTebCTB TOrO,
YTO MMEHHO HapylleHue MeTaboIM3Ma XeJje3a SIBIIeTCs EPBONPUYMHON THOEIN KIIETOK
(Berg, Hochstrasser, 2006). OgHaKo M3BECTHO, YTO KEJIE30 SIBJISIETCS BasKHBIM 3BEHOM YKe
HayaBIIerocs mpoliecca HeliponereHepalu, 1 YMEHbBIICHHUE €ro COAEPXKaHUSI MOXET ObITh
MEePCIIEKTUBHBIM TePAIeBTUUECKUM ITOAX0A0M. Tak, XeJIe30XeJIaTUPYIOLIMiA IperapaT Jae-
(epurnpoH MoxeT Bo3IeicTBOBaTh Ha «cunepo3» YC u moTeHIHalIbHO MOAUMDUIIMPOBAThH
teueHue BIT — aT0 nmokazaHo cHukeHueM ypoBHs kee3a B HC (MPT B pexxume R2*) n
yIIydlIeHueM cocTosiHus nmauueHToB (1o mkane UPDRS) B HemaBHeM NMUJIOTHOM TLjalie-
OOKOHTPOJUPYEMOM UCCIAEAOBAHNUM C OTCpoueHHBIM cTapToM (Devos et al., 2014).

[Tpsimoe yyactue xene3a B hopmupoBaHuu ['YC BrepBbie ObLIO TTOKa3aHO B 1999 1. B
uccaenoBaHuU Ha XXUBOTHBIX. [1pu BBegeHuu xene3a B YC KpbIC y XKMBOTHBIX OTMEYATIOCh
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J10303aBUCHUMOE YBEeIMUEHHUE 9XOTeHHOTO CUTHAJIa B TaHHOM obJjacTu mo3ra (Berg et al.,
19996). I1pu uubekUU 6-TUAPOKCUIO(PaAMUHA — TOKCHHA, BBICBOOOXKIAIOIIETO XEIe30
U3 aemno GpeppuTUHa, — TaKXKe HabII01aJIoCh 10303aBUCUMOE YBEIMYEHNE 9XOCUTHAJa B
YC, HO cCOBMECTHOE BBEACHNE 3TOTO TOKCMHA C XeJaTOpoM XKejesa (IedepoKcaMUHOM)
HE OKa3bIBaJIO0 CYIIECTBEHHOIO BJIMSHHUS Ha 3XOT€HHOCTb, HECMOTpPSI Ha IIOBBIIICHUE
ypoBHst kejie3a B UC. [TojyyeHHbIe pe3yIbTaThl TOBOPSIT O TOM, UYTO TMIIEPIXOTEHHOCTh
3aBUCUT HE TOJIBKO OT MOBBIIICHHOTO COAEPXKAHMUS XKeJie3a, HO M OT €ro COCTOSTHUS (3Ke-
JIe30 CBOOOJHOE MJIM, HA000POT, CBSI3aHHOE C TEMU WJIM UHBIMU XeJlaTOpaMU 1 OEJIKaMM )
(Walter, 2010).

CBsa3b 'YC ¢ noBbILLIEHHBIM COIEpKaHUEM KeJle3a JoKa3daHa B HECKOJIbKUX TTOCTMOP-
TanbHBIX UccaenoBaHusx (Berg et al., 2002; Zecca et al., 2005). ITo nanHbM Zecca et al.
(2005), runepaXoreHHOCTh KOppeaupoBaja TakxkKe ¢ MOHMXKEHHBIM YPOBHEM HelipoMelia-
HuHa B ooactu YC. HelipoMmenaHMH SIBIISICTCS TOJIMMEPHBIM KaTeX0JIaMUHOBBIM ITUTMEH-
TOM, IPUCYTCTBYIOLLIUM B JopaMUHEPIMUYEeCKUX HelipoHax KoMmmakTHo yact YC, a Takke
B psIIe IPYTUX KaTeXOJaMUHOBBIX CTPYKTYP — BEHTPaJbHOU TerMEHTaIbHOI 001aCTH U To-
J1yooMm 1isiTHe. HelipoMmenaHuH Hapsiy ¢ YHUBEPCaJIbHBIM BHYTPUKJIETOUHBIM JKEJI€30CBSI-
3BIBAIOIIMM OETKOM (DEPPUTUHOM PEryarupyeT YpoBeHb CBOOOIHOTO Xee3a B kieTke. [Tpu
IaTOJIOTMYECKU TOBBIIIEHHOM YPOBHE KeJie3a aHTUOKCUIAHTHBIC CBOICTBA MOJICKYJIbI
HelipoMeIaHWHAa MOTYT MEHSIThCSI Ha IIPOOKCUIAHTHBIE, JTOITOJHUTEIBHO YCYTyOIsisl I1aTo-
sornyeckue mpouecchl (Fasano et al., 2006; Gaeta, Hider, 2005). Ilpu BI1 nereHeparus
HelipoMeTaHUHCOAEPKAIMX HEMPOHOB BEAET K MOTepe ITOr0 MUIMEHTa U K MOCIeayI0-
1IEMY BBICBOOOXICHMIO Kejie3a, UTO, KaK CUMTACTCSI, JICKUT B OCHOBE TMIIEPIXOTEHHOTO
curHana ot UC.

[MonydyeHue ykazaHHBIX KCIIEPUMEHTATbHBIX JAHHBIX TTO3BOJIMIIO MHULIMMPOBATh MHO-
rourciaeHHble TprkusdHeHHble MPT-uccnenoBanus npu BIT ¢ pasauuHbIMU peskuMaMu
JeTeKIMKU Xene3a. Hanbosiee MMPOKO MCIIOJIb3YeMbIM PEKMMOM, OMNPEACIISIONINM Xele-
30, siBJIsieTcsT T2-B3BEIICHHBIN PEXUM — ITapaMarHeTUYeCKHe CBOMCTBA XKeJie3a IPUBOIST
K notepe T2-curHana. Eciu B paHHux pabortax y nmauueHtoB ¢ bI1 monyyanu mpotuBo-
peYMBBIC Pe3yJIbTaThl, TO B MOCIIEAHNE TOAbI ObLIM pa3pabOTaHbl Pa3IMYHbIe MOIU(UKA-
LIMU PEXKUMOB, B KOTOPBIX YAA€TCsI ITOJIyYUTh OoJiee YEeTKOE pas3indme MeXIy MaToJIOrueil u
Hopmoii (Niehaus, Boelmans, 2010). Cpenu 3TUX peXXMMOB HarboJIee 4aCcTO MPUMEHSIOTCS
caenytomue: T2, R = 1/T2, T2*, R* = 1/T2*, Tlp, T2p, SWI (Groger, Berg, 2012). C no-
MOII[BIO 3TUX HOBBIX BO3MOXKHOCTEI q0oKa3aHa yeTkasi Koppeiasauuss MPT-oneHku xenesa
B UC ¢ ypoBHeM ene3a Mo ayTONCUITHBIM JaHHBIM, a TAKXKE CITIOCOOHOCTD «XKeJIe30B1U3ya-
JU3UpYyIOINX» pexXxuMoB MPT oTpaxaTh KIMHUYECKYIO TSKECTh U porpeccupoBanue bIT
(Langkammer et al., 2010; Rossi et al., 2013; Ulla et al., 2013). C nomMolb0 yJIETpa3ByKO-
BOTO MCCeA0BaHUs ObUIO TToKa3aHo, 4yTo (peHoMeH 'Y C cBsI3aH cO CTPYKTYPHBIMU M3Me-
HeHusiMU B pexume T2 MPT, cooTBeTCTBYIOIIMMI aKKYMYJISILIMU XeJe3a B BEIIECTBE MO3Ta
naxe y 3mopoBbix Jinil 6e3 mpusHakoB BIT (Behnke et al., 2009).

BaxnbiM moaTBepxkaeHueM B3aumMocBsi3u [YC ¢ HapylIeHHBIM MeTa00JIM3MOM XKeJle-
3a ssBusMch pedyasTaThl TKC-ucciaenosanuii y manuentoB ¢ CBbH. DTomy 3aboneBaHMIo
CBOICTBEHHO IEPBUYHOE HapylIeHHE MeTaboIM3Ma Keje3a, MPUBOISIIee K CHUXKCHUIO
ero cojepxanus B oosnacti YC u B Apyrux otnenax Mosra (M3MEHEHUsI, TPOTUBOITOIOXK-
Hble TakoBbIM TIpu BIT). Okazanock, yto B otinuue ot bIT y mauuenToB ¢ CbH o6b1yHO
O0OHapyXKMBaeTCs MaToJormyeckoe CHuKeHue axoreHHocTn YC, KoTopoe corjiacyercs ¢
nanHeiMu MPT B pexkume Busyanusanuu xenesa (Godau et al., 2008a).
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3.1.3. TpanckpanuaabHasa conorpacdus npu BII:
JaHHble MEXKIYHAPOIHBIX HCCJIeI0BAHMI

Cnopamuueckas BII. B nmuoHepckoii padote Becker et al., BbIITOTHEHHOM y 25 MalveH-
TOB co criopaandeckoit BI1, B 48% citydaeB BBISIBJISIICSI TTOBBIIIIEHHBII 9XOCUTHAJ OT 00J1a-
ctu YC, Torma Kak B KOHTPOJIbHOM Tpyrine 3 30 4eJoBeK OTUYETIUBAsI TUIIEPIXOTeHHOCTh
ObLIa BhISIBJIEHA TOJIBKO y 2 yenoBeK (Becker et al., 19956). B mocienyromue 20 jiet usyde-
Huto peHomeHa 'IC npu cnopaguyeckoit BI1 1 B HopMe OBLIO MOCBSIIEHO 3HAYNUTEb-
HOE KOJIMYECTBO padOT pa3anyHbIX UccaenoBaTeabckux rpymn. Pors 'YC kak Omomapke-
pa BIT moaTBepauaach y MalMeHTOB U3 pa3HbIX MOMYJISIIUI U 3THUYecKux rpyrn (Walter
et al., 2002; Huang et al., 2007; Kim et al., 2007; Kolevski et al., 2007; Okawa et al., 2007;
Ressneret al., 2007; Go et al., 2012). IToka3aHa BbICOKasi BOCITIPOU3BOIMMOCTb ITOJTy4aeMbIX
TKC-pesynsratoB (Schweitzer et al., 2006; van de Loo et al., 2010). Pesyasratel padboT 1Mo
npumeHeHuto TKC y nauueHToB ¢ BI1 HeoqHOKpaTHO 000011IAIMCh B 0030pax U peKOMEH-
nanusax (Becker, Berg, 2001; Walter et al., 2007a; Berg et al., 2008; Vlaar et al., 2009; Berg,
2011). B 2013 r. B MexxnyHapoaHbix pekoMeHaauusx Mmeroay TKC ObuT mprUCcBOEH YpOBEHb
JloKa3aTeJIbHOCTU A B AuddepeHmanbHoi nuarHoctuke bIT ¢ aTUMMYHBIM U BTOPUYHBIM
MapKUHCOHU3MOM, B paHHel nuarHoctuke BI1 v B onpeneaeHuu JIUIL ¢ pUCKOM Pa3BUTHUS
BIT (Berardelli et al., 2013). HecMoTpst Ha 5T0O B KIMHUYECKOI1 MpakTuke npumeHeHue TKC
IoKa BCE ellle HeIOCTATOYHO pacIIpocTpaHeHo. Tak, 1o JaHHBIM KUTalCKOro MCCIea0Ba-
HMSI, TOJBKO 2% Bpadeil, CTaKUBaIOIIMXCs Ha TipakTuke ¢ BI1, MCIIOIb3yIOT 3TY METOIUKY
(Chen et al., 2012).

MHOro4YncaeHHBIMUA He3aBUCUMbIMU UCCICIOBAHUSIMI, B TOM YKCJIE C IU3aHOM Clie-
meIx uccaenoannii (Prestel et al., 2006), mokasano, uto 'Y C BrIsiBsIETCS Gostee ueM B 90%
cayyaeB criopagndeckoi BIT, Torna Kak B rpyriie KOHTpoJst ipuMepHo y 9—10% nui (pas-
6poc ot 8 10 15%, o naHHBIM pa3Hbix aBTOpoB). Bcrpewaemocts Y C cpenu 6obHbIX BIT
MOXeET BapbUpoBaTh OT 68 10 99% B 3aBUCHMOCTH, HAIIpUMEp, OT MOIYJIAIUNA, 000pyI0-
BaHUS Y MPUHSITOTO pa3rpaHUUMTeIbHOTO 3HaueHus no miomanu ' C. T1pu o6o01meHnn
pesyasratoB TKC y 1534 6onbHbIX BIT yactora Bectpeuaemoctu 'Y C cocTaBuia B cpeiHEM
87%, Torna Kak Cpeau JIULl KOHTPOJIbHOM IPYIIIbI IPpKY 00001eHNN JaHHBIX 2463 o0cieno-
BaHHBIX — TOJIBKO 12% (o1 0 1o 20%) (Vlaar et al., 2009).

Cuwuraetcs, uto riomaab 'YC He MeHsIeTCsT U ocTaeTcsl CTaOMIbHOM Ha MPOTSKEHUU
3a00JIeBaHMsI, HECMOTPS Ha KIIMHUYECKOE YXYIIICHUE U IIPOrpecCUpOBaHKe IIpoliecca oT
HavyaJabHBIX CTaAMI 0 TsKenoit muBanuauzaunu. OrcyrctBue B3aumocsa3u ['YC u kinu-
HUYECKOT0 MpPOrpecCUpoBaHUs ObUIO TOKA3aHO B JIBYX IPOCIEKTUBHBIX MCCICI0BAHUSIX,
IIPY 3TOM Y HEKOTOPBIX MAllMEHTOB IEPUO MEXay NByMs mocienoBareibHbiMu TKC-uc-
ciaenoBaHusIMU cocTaBm 0oJiee 8 et (Berg et al., 2005a; Behnke et al., 20136). Taxxe HC
He KOPPEJIUPYET C TSKECThIO COCTOSTHUS, OLICHUBAEMOM KJIMHUYECKU TT0 1Kajae XeH—SApa
min UPDRS (Berg et al., 2001a; Schweitzer et al., 2006; Kim et al., 2007; Okawa et al.,
2007; Kajimoto et al., 2009; Mehnert et al., 2010), X0oTsI eCTb HECKOJIBKO pabOT, ONIpenes-
forux 3aBucuMocTb 'Y C ot Tsikectu coctosinus nipu bIT (Kolevski et al., 2007; Tsai et al.,
2007; Weise et al., 2009). I[IpsiMoii KOJTMYECTBEHHON B3aMMOCBSI3U C BU3YyaIu3allMOHHBIMU
naHHbIMU 'Y C Takke He TToKa3bIBaeT. B paanon30TOMHBIX UCCAEAOBAHMSIX TOKAa3aHO, YTO
wioianas 'YC He KoppenupyeT KoaudecTBeHHO HU ¢ naHHbIMU [19T (Behnke et al., 2009),
Hu ¢ gaHHbIMU ODDKT (Spiegel et al., 2006; Doepp et al., 2008; Lobsien et al., 2012),
HU ¢ pesyabTatamu cuuHTUrpadum cepaua (Kajimoto et al., 2009; Behnke et al., 2013a).
CienoBarenbHo, 'IC saBseTca MapKepoM caMoro 3a0oieBaHus (TOYHee, CTaOMIIBHBIM Map-
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KEpOM OMpeaeIeHHOro (PU3UKO-XUMUUECKOTO cocTosiHus objactu YC, onpenesnsionero
puck pa3Butus U ¢axkt Haauuus BIT), HO He MHIMKATOPOM U3MEHEHHOI apXUTEKTOHUKU
YC unu rubenm HeiipoHOB, a TAKXKe He MapKepOM TSIXKECTU U TIPOrpecCUpoBaHusl 00JIe3HU,
KOTOPbII MOT OBl ObITh MCIIOJIb30BaH JJIsI OLICHKU CTEIIEH! HelpoaereHepallim.

Kpome aunHammueckoro mameHeHus: rmowmanu ['YC, mccnenoBaanuch COOTHOLICHUS
5XOCUTHAJIA C Pa3IMYHBIMU OIMKMCATEIbHBIMU XapaKTePUCTUKAMM KIMHUYECKOM KapTUHBI
BI1. B equHnuHbIX padoTtax rnmokaszaHo, 4to 'YC MoxXeT ObITh OOJbIIIE ¢ KOHTpalaTepaib-
HOI CTOPOHBI TT0 OTHOILIEHUIO K KIMHUUYecKol cumrnitomaTuke (Berg et al., 20016; Walter
etal., 20076; Kajimoto et al., 2009). [TaltueHTsI ¢ aKUHETUKO-PUTUAHOI (hopMOit 3a00JIeBa-
HUSI MOTYT UMeTh 0oJiee cumMeTpuuHyto 'Y C, Torga Kak mauueHThI ¢ ApoKaTeIbHOM (op-
MoOi1 — 0oJiee aCUMMETPUYHBIM 3X0cUTrHal B HoXKax mo3ra (Walter et al., 2007¢). IToka3za-
Ho, yto 1omans ['YC B cinyyasx panHero Hadasia bIT mpeBbilaeT TakoBYIO PpY MO3AHEM
HauaJjie 3a0osieBanus (Schweitzer et al., 2006; Walter et al., 20076). OnHako B OOJBIIMHCTBE
JIPYTUX UCCICI0BAHUI 3TH 3aKOHOMEPHOCTH ITOATBEPAMTh HE YIaBaIOCh.

Kpome UC, y nanmenToB ¢ BIT ucciaenoBanach axoreHHOCTH JISI: MOBBILIEHNE 9XOTeH-
Hoctu ot JISI Berpeuanoch B 23% citydaeB (B KOHTposie — 6%) 1 yaiiie HabJIlo1aIoCh IpU
akmHeTuko-purunHoit opme BII, yuem mpu npoxarenvHoit (Walter et al., 20076; Vlaar
et al., 2009). [ummosxoreHHOCTH 111Ba BCcTpevanach y 6osbHbIX BI1 ¢ nenpeccueii B 46% ciy-
yaeB, a y naueHToB ¢ BIT 6e3 nenpeccun — B 16% (B KOHTpoJIbHOIM Tpymiie — B 5%). [unep-
sxoreHHocTh X npu BIT yalie onpenensiiach y JIMIL € JIeKaAPCTBEHHO-MHIYLIMPOBAHHBIMU
MCUXOTUYECKUMMU BIU30AaMU, pacliupeHre O0KOBOro Xeaynouka — y 6ombHbIX BIT ¢ ne-
MeHuueit (Walter et al., 2007g).

Bosmoxnoctu muddepeHumnanbHoit auarHocTuku BIT ¢ aTUMUWYHBIM U BTOPUYHBIM
MapKUHCOHU3MOM, a Takke ¢ DT OymyT pa3oOpaHbl Jajee B COOTBETCTBYIOIIMX pa3aeiax.

I'eneTnyeckuii mapkunconusM. Kpome knaccuueckux ciaydyaeB bIT, metonuka TKC mo-
BOJIbHO IIIMPOKO MCCJIeI0OBaIach M IPU FEHETUYECKOM MapKUHCOHU3Me. MOHOIEeHHBIC
¢opmbl BBIABIAIOTCS ¢ TToMolbio JIHK-nuarHocTuku v BasiIoTCSl MaTOreHeTUYeCKu 00-
Jiee OMHOPOIHBIMMU. Ha ceromHsIIHuiA 1eHb YeTKO MACHTU(MUIIMPOBAHO 16 TeHeTUYECKUX
JIOKYCOB, aCCOLMMPOBAHHBIX C Pa3BUTUEM KOHKPETHBIX MOHOTE€HHBIX (DOPM MapKHUHCO-
Hu3Ma 1 obo3HavyaeMbix akpoHuMoM PARK (ITpunoxenue 3). [11st O0JbIIMHCTBA JOKYCOB
UACHTU(MULIUPOBAH TeH U €TI0 OSJIKOBBII ITPOIYKT, HO TOJIBKO JIJISI HEKOTOPBIX M3 HUX OIPE-
neneHbl @yHkunun o6enka (cM. Ipunoxenue 3) (Mnnapuomkun u ap., 2007; Klein et al.,
2009; Lesage, Brice, 2009; Corti et al., 2011).

Yaie Bcero TKC ncnonb3oBanachk y maiydeHToB ¢ MyTauusiMu B reHax SNCA, LRRK?2,
GBA, PRKN, PINKI v DJI — 3™ (pOpMBI SIBASIIOTCSI OCHOBHBIMU B CTPYKTYpe TeHEeThUe-
ckoro napkuHcoHusma (Brockmann, Hagenah, 2010).

len SNCA. TeH a-cuHyKJIeMHA CTaJl MEPBLIM T€HOM, MJIsI KOTOPOTO ObLIO MOKa3aHO
cuerieHrue ¢ cemeitHoit dopmoit BI1. OnHako MyTauuu B 3TOM I'€HE BCTpPEYaloTCs H0-
BoJIbHO peako (CemeHoBa u np., 2009): Ha HacTOSIIUI MOMEHT HaliicHbl 3 MUCCEHC-
MyTallM1, a TAKKe HeOOJIbIIIOE YHUCIIO ClIydaeB ¢ AYIIMKALIMSIMU U TPUILIMKAIIMSIMU TeHa,
MPUBOISAIIMMU K 3a00jeBaHMI0. [lokazaHo, UTO ¢ YBeJIMYEHMEM YHMcCia KOMUI reHa (OoT
QYIUIMKAIMKA K TPUILUIMKAIMK) 3a00J1eBaHe MOXET IIPUHUMATh 0oJjiee TsoKelylo hopMmy
U pa3BUBAThCs B 00Jiee paHHEM Bo3pacTe. B muTeparype onucaHbl TOIBKO 2 CIydasi ¢ My-
tauuamu SNCA, B koTophix 0b11a ipoBeaeHa TKC (Schweitzer et al., 20076; Briiggemann
et al., 2008). Y oboux 60abHBIX 3apeructpupoBaHa ['YC, npeBbilnamiias HopMaabHbIE
sHayeHus (0,22 u 0,46 cM?), T.e. IO OCHOBHOM YJIBTPa3BYKOBOI XapaKTEPUCTUKE CUMII-
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TOMHBIE HocuTenu myTaumii reHa SNCA He oTaudYaauch OT TaKOBBIX MPU UAMOMATUYE-
CKOM IapKUHCOHU3ME.

len LRRK2. PacnipocTpaHeHHOI TeHEeTMYeCKOi (opMoii MapKMHCOHU3MA SIBISETCS
ayrocomHo-gomMuHaHTHasa ¢opma PARKS, odycnosnennas myrauusimu B reHe LRRK2, a
CcaMoi1 YacTo BCTpeyalolleicsi MyTalMeil B 3ToM TeHe — HyKJieoTuaHas 3ameHa G2019S.
B eBporneiickoii monyJsiiuy 3Ta MyTalus BerpedaeTcst ¢ yactoroi 0,4—10% B 3aBHCUMO-
CTU OT HaJIM4YUS WU OTCYTCTBUS ceMeliHoro anamHe3a (Berg et al., 20056). B 6oabmHcTBe
ciiydaeB 1o peHoTUINMYecKuM nposiBiaeHussM PARKS8-mapkunHcoHM3M OJIM30K K OOBIYHOI
KIMHUYecKo KaptuHe BIT ¢ mo3nHuM HavajaoM 3a00JeBaHMS U C HUTPAJIbHBIMU TEIbLAMU
Jlesu Ha cexuum (Khan et al., 2005). IlenetpantHocTh MyTauuii LRRK2 3aBUCUT OT BO3-
pacta 1 cocTaBisieT 10 30% Ha MATOM NeCATUICTUH XU3HU, 0KoJio 50% Ha mectoM u 75%
Ha cenbmoM (Latourelle et al., 2008). ¥ cuMnTOMHBIX HOCUTenelt MmyTtaiii B reHe LRRK?2
obHapyxkuBaeTcs peHomeH ['YC ¢ Takoii ke 4acTOTOI, KaK Mpyu OOBIYHO CITopaandecKoi
BIT (Berg et al., 20056; Hedrich et al., 2006; Schweitzer et al., 20076; Brockmann et al.,
2011; Briggemann et al., 2011; Barrett et al., 2013). ¥ acCUMITOMHBIX HOCUTEJIEH MyTa-
Uy 0e3 mposBiIeHu 3a0oaeBanus moianab 'YC npeBbiliaga TAKOBYIO B KOHTPOJIbHOI
rpyrmne 1 Oblia 6JiM3Ka K rmokasaresto rpyrnnbl cumnTomMHolt bBIT (Brockmann et al., 2011;
Briggemann et al., 2011).

len GBA. B psne viccnenoBaHuii 0buta nmokaszaHa cBsi3b BII ¢ reTepo3nroTHEIMM My-
TallUsIMU B T€HE JIM30COMaIbHOTO (pepMeHTa rimokolepedpo3nnassl (GBA) (Mata et al.,
2008; Neumann et al., 2009; Nichols et al., 2009). MHTepecHO, YTO TOMO3UTOTHOCTh IO
MyTallMsIM B JAaHHOM T'eHe IPUBOAUT K U3BECTHOI ayTOCOMHO-PELIECCMBHOI 00JIE3HU Ha-
KoruieHus1 — 6ose3Hu Tome. OnucaHbl ciyyad KOMOPOUMIHOCTU MO 000UM 3a00JIeBaHU-
sIM, a TakKe yacTtast BctpedyaeMocTh BIT B ceMmbsx, oTsiromeHHbIX 00J1e3HbI0 [oe (Gan-Or
et al., 2008; Goker-Alpan et al., 2008). [Tpu mpoBeaeHUM MHOTOLIEHTPOBOTO MCCEAOBAHUS
BBISIBJICHA YAaCTOTa BCTPEUYAEMOCTH TeTepO3UTOTHBIX MyTaumit GBA nipu BIT 7%, Torma Kak
B OO0IIIei OMYJISIUKM OHA COCTaBJIsIeT 0KoJ10 1%, B CBsI3M € YeM MyTaluu B reHe GBA Obuin
MpU3HaHBI 3HAaUMMBIM (hakTopoM pucka pa3Butus BII (Sidransky et al., 2009). Berunciena
MPEANOJIOXUTEIbHASI IEHETPAHTHOCTh MyTallnii, COOTBETCTBYIOIIAS] TOMUHAHTHOMY THUITY
HacJieoBaHus1, Kotopas coctaBisieT 14% k 60 rogam, 21% k 70 romam u 30% x 80 romam
(Anheim et al., 2012). I[Tpu ob6caenoBanuu 60abHbIX BIT ¢ MmyTanusamu GBA penomen 'YC
ObL1 BBISIBIIEH B 83% ciiydaeB (UTO COIIOCTaBMMO C KJIacCUYecKoi criopaaudeckoit BIT), a
cpeayu acMMIITOMHBIX HocuTeneit myrauuit GBA — tonbko B 22% caydaes (Barrett et al.,
2013; Kresojevic et al., 2013). ITpu 6one3nu Tomre 6e3 BIT Bcrpeuaemocts 'Y C HECKOIBKO
BBIIIEC OOILEIOIY/ISIIIMOHHBIX 3HAYEHMIA, YTO, BEPOSITHO, CBSI3aHO C HEKOTOPOI IIpeapac-
MOJIOXKEHHOCThIO K HUTPOCTPUATHOM NMCOYHKIIMY MPpU 3TOM 3abosieBaHuu (Barrett et al.,
2013; Bottcher et al., 2013).

lenvt PRKN (PARK2), PINK1u DJ-1. B HacTosiiiee BpeMs IPUHSITO CYUTATh, YTO MyTa-
uuu B reHe PRKN (PARK?2), xonupyolieM 0eJ0K MapKWH, SIBJISIOTCSI caMOil 4acTOM Mpu-
YUHOI pa3BUTUS FeHETUYECKOTO MapKMHCcOoHU3Ma. MyTauuu B reHe PRKN BcTpeudaroTcs
MPY ayTOCOMHO-PELIECCUBHOM TapkuHcoHusMe B 20—50% ciyyaeB (B TaKoil cUTyallnu
peub UAET O TOMO3UTOTHOCTH), MPU criopaaudeckux ciaydasx BIT ¢ paHHuM Havanom B
2—18% ciydaeB u ¢ mo3gHuM HavayioM B 1—2% (Illarioshkin et al., 2003; Dawson, Dawson,
2010). Cnopagnueckue ciaydyan BIT oObIYHO acCOLMMPOBAHBI C TETEPO3UTOTHOCTHIO 1O
MyTauusiMm PRKN. Cpenu BaXKHBIX KIMHMYECKUX U MOPGHOJOIMYECKUX OCOOEHHOCTEH
MapKUHOMATUI CJIeAyeT OTMETUTh PaHHEEe M HEePeIKO CMMMETPUYHOE Hayajao, CPaBHM-
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TeJIbHO MEIJICHHOE IPOrpeCCUPOBaHNUE, YACTOE Pa3BUTUE MTUPAMUIHOIO CUHAPOMA U I10-
CTYpaJIbHO-KMHETUYECKOI0 TPEMOpPa PYK, THEBHbIE (DIIYKTYallMU BBIPAXKEHHOCTU CUMIITO-
MOB, BBICOKYIO UYYBCTBUTEIBLHOCTH K JIEBOJAOIIE 1 OBICTpOE MOSIBJICHME TUCKUHE3UN naxe
Ha HeOOJIbIINX J03aX IperapaTa, PeaKoe pa3BUTHE BEereTaTUBHBIX 1 KOTHUTUBHBIX HAPY-
LIEHUIi, OTCYTCTBME Ha ceKLuU Tesell JIeBu B nereHepupyomux HeiipoHax (JIxHo u ap.,
1996; 3aropoBckas u ap., 2004).

CxofHasg KJIMHUYECKasl KapTUHA XapakTepHa U Ui APYruX, 0ojiee penKux ayToCOM-
HO-PELECCUBHBIX (hOPM MapKMHCOHU3MA, OOYCIOBICHHBIX MyTallusIMU B reHax PINKI u
DJ-1(Cortiet al., 2011).

Hanuune 'YC 6bu10 TTOKAa3aHO Y CUMIITOMHBIX HOocuTesel mytauuii PRKN B roMmo3u-
TOTHOM, KOMITIayH/I-TETEPO3UTOTHOM M TeTepo3UroTHOM cocTosiHusx (Walter et al., 20046;
Hagenah et al., 2007; Schweitzer et al., 20076). I1pu 3ToM BbISIBIIeHa 3aKOHOMEPHOCTD: B
cIyJasix TOMO3UToTHOM MyTaruu rtomans 'Y C Obuta 0oJblile, 4yeM Ipu reTepo3uroTHON
mytauuu (Walter et al., 20046; Hagenah et al., 2007). ¥ acuMOTOMHBIX HOCUTEJICH MyTaluii
B reHe PRKN denomeH 'Y C BBISBISIICS TOJIBKO B YaCTU CIy4aeB, U UMEHHO Y 3TUX JIMII
npu [18T peructpupoBancs nobaMUHepruyecKuili 1edUInT, Toraa Kak y aCUMITOMHBIX
Hocureneit 6e3 'YC gannbie [1DT O B ipeaenax Hopmel (Walter et al., 20040).

J1J1s1 TOMO3UTOTHBIX U TeTepO3UTOTHBIX MyTalnii B reHe PINK I Takxke xapaktepHa [4C
(Schweitzer et al., 20076; Hagenah et al., 2008). ®denomen 'YC omnvcad B 0IHOM CUMITTOM-
HOM CJIy4ae ¢ TeTepO3UTOTHOM MyTalueid B reHe DJ- 1, TU101aab TUIIEPIXOIeHHOTO CUTHAJIA
cocrasuna 0,20 cm? (Schweitzer et al., 200706).

Jpyeue eenemuueckue gopmol napkurconusma. Ilpu penkoii opmMe mapKMHCOHMU3MA —
cunapome Ileppu ¢ myramusimu B reHe DCTN1 — onucanbl 2 cudca ¢ BoipaxkeHHoi 'YC
(Saka et al., 2010). I1pu cunnpome Kybyp-Pakebda (mapKuHCOHU3ME C MyTallUSIMU B TeHE
ATP13A2), nHao6opor, kaptiHa ['YC He BbIsIBIeHA Y BceX 6 HOCUTEIEH MyTallMi U3 OJHOMI
cemblu (Briggemann et al., 2010a).

IIpemoropHnas ctamus BII. Yxe ¢ camoro Hauaja yJsTpa3ByKOBBIX UCCIEIOBAHUI Cpel-
Hero mMosra crajio moHsaTHo, 4To 'YC MoxXeT BCcTpeyaThCsl U Y 300POBBIX JIMLL: B TIepBOIi
pabote Becker et al. (1995) nmoBrinieHHbBIN 3xocurHai B oogactu YC ObL1 00HApYXKEeH MOUYTH
y 7% nroneit n3 KOHTPOJILHOM Ipyniibl. IHTepecHO, YTo CITycTs 2 rofa y OJHOIO U3 HUX M0~
SIBUJIaCh COOTBETCTBYIOIIAS KIMHUYECcKasl KapTuHa U 0bu1a auarHoctuposaHa bBIT. Mcxonsa
M3 BTOTO BCTAJl BOMIPOC O MATOTeHETUYECKOM 3HAYMMOCTU BhIsABIeHUS (peHomeHa [HC y
KJIMHUYECKU 300POBBIX JIULI.

B nopmanwsHoi onynsiunu 'YC Berpedaercs B cpenHeM y 9—10% nuil B Bo3pacTe oT
16 no 83 et (Walter et al., 2007a). BecbMa mmokasaTesibHO, UTO, IO JaHHBIM MAaTOMOPQOJI0-
rMYECKUX UCCIeA0BaHU, MpruMepHO TakoBa xe (10%) mos nuiy crapire 60 et 6e3 CuMII-
tomaTuku BII, y KOTOpBIX Ha CEKLIMU CIydaliHBIM 00pa30oM BBISIBISIIOTCS Tesblia JIeBu u
npu3Haku aereHepauuu HeitpoHoB YC (Berg et al., 1999a; Behnke et al., 2003). [Tpenmno-
JlaraeTcsl, YTO UMEHHO 3TH JIMIa HAXOMASITCS YXKe Ha MPEeCUMIITOMAaTUUeCKOM (JTaTeHTHO)
craguu BII.

B psne pabot nmokazaHo, yto 'YC accouuupoBaHa ¢ OCHOBHBIMU (haKTOpaMU puCKa
pa3Butust BI1: Bo3pacToM, MYKCKUM I10JIOM, T€HETUUYECKOM IPEIpacIioyoXeHHOCTbIO U
OTSATOLLEHHBIM CEMEMHBIM aHaMHe30M. DTo nomuepkuBaet 3HaunMocTh ['UC Kak Hamex-
Horo 6uomapkepa BIT.

Bospacm. TlpeamnonoxureabHO BO3pacT3aBUCUMOE YMEHbBIIEHHE KoJMYecTBa moda-
MMHEPTUYECKMX HEMPOHOB SIBJISIETCS 3HAYMMBIM ITaTOTEHETUYCCKMM MEXaHU3MOM B pa3-
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Butum BI1. brito mokasaHo, uto u BctpeyaeMmocTh 'Y C yBennunBaercs ¢ Bo3pactom. Eciaun
B obmei monyasuuu B cpeaHeM 'YC Berpevaetcst y 9—10% imroneii, To B TpyIIe crapiie
60 steT oHa MoxkeT HabmoaaTbest y 14%, a crapiie 85 et —y 25% (Berg et al., 20016; Behnke
et al., 2007). HecMoTpst Ha TO YTO B OOJBLIMHCTBE pabOT He HAlAEHO KOPPEISILIMU CTeTe-
Hu ['YC c Bo3pacToM, B ABYX MCCJIEAOBAHUSIX TaKas KOppessius Bcé ke Oblaa omrcaHa
(Huang et al., 2007; Hagenah et al., 2010).

Iloa. AnutenbHO 00CYKIaeTCs MPOTEKTUBHOE BANUSIHIE 3CTPOTreHOB M 0OIbIIas yacToTa
BcrpeuaeMocT BIT cpenu MyxkurH. B 1ByX HemaBHO MPOBEACHHBIX IITMPOKOMACIITAOHBIX
HUCCaea0BaHUIX y Tl 6e3 mpu3HakoB bIT Obu1a mokazaHa yeTKast TeHASHLIMS K OoJiee yac-
Toii BctpeuaeMoctu ['YC cpenu MykuuH, yeM cpeau xeHIIuH (Schweitzer et al., 2007a;
Liepelt et al., 2011).

lTenemuueckasn npedpacnonoscennocms. Kak yxe yKasbIBajoCh BBIIIE, Y aCUMIITOMHBIX
Hocuteneit myrauuit B reHe PRKN (PARK2) nannune I'IC comnpstkeHo ¢ auchyHKIMeH
HUTPOCTPUATHOM cucTeMbl Mo faHHbIM [TOT (Walter et al., 20046).

Omsieowennoiii cemetinviii anamues. Hepeako 'YC nmeeT MecTo Mpu OTATOLLEHHOM Ce-
MeMHOM aHaMHe3e, YTO IOKa3bIBalOT UCCAEA0BAHUS POICTBEHHUKOB 00NbHBIX ¢ BIT — y
Hux peHomen 'IC BoisiBIsieTcs B 4,5 pa3a 4daiie (45%), 4yeM B TPYIIIe 310POBLIX JIUIL Oe3
cemeiinoro anamHe3a (Ruprecht-Dorfler et al., 2003; Schweitzer et al., 2007a). Eme B ox-
HOM MCClIeIOBaHMU TakKe MpoaeMoHcTpupoBaHa accouuamnus 'YC ¢ oTgaroiieHHbIM ce-
MeiiHbIM aHaMHe30M 1o BIT (Liepelt et al., 2008).

B nociienHee BpeMst HaKaruiMBaeTCsl BCE OOJIbIIIE TOKA3aTeIbCTB TOrO, YTO Y «HEBPOJIO-
ruyecku 310poBbix» Uil ['YC MOXeT ObITh acCOLIMMPOBAaHA ¢ U3BECTHLIMU MPU3HAKAMU
nateHTHOM ctaauu BI1, Kak MOTOPHBIMU, TaK 1 HEMOTOPHBIMU, a TaKXe C JereHepalneil
HUTPOCTPUATHOIO AO(GaMUHEPIrUYECKOIo IyTU IO HEeMpPOBU3YaIM3alIMOHHBIM JaHHBIM.
Pazdepem ocHOBHBIE (hakThl, Kacawoluecs B3aumooTHolneHuilt 'YC u dmomapkepoB Jia-
TEHTHOI HelipoliereHepalm «ITapKUHCOHNYECKOTo» TUIIA.

Tunocmus. B ucciaenoBanuu, BKiatouaniieM 1204 3mopoBbIX 1T0OpOBOJIbLIA, TOKA3aHO, YTO
I'IC accounmpoBaHa ¢ HU3KUMHU OaJlJlaMU T10 pe3yabTaTaM 00OHSITEIbHOTO TECTUPOBAHUS
(Liepelt et al., 2011). Kpome Toro, B 3TOM ke ucclief0BaHUM ObliIa OlleHEHAa BCTPEYaeMOCTh
I'IC cpenn maunreHTOB C TUTIIOCMUE — OHa OKasayiach BTpoe Bbilie (>30%), yem B o001
nonyJsinuu. B cBolo ouyepenn, cpeau namueHToB ¢ coyetanueM 'YC u runocmuu B 70%
cilyyaeB OOHapyXuBajach HUTpocTpuaTHasi auchyHkius mo gaHHeiM ODPDKT (Sommer
et al., 2004). I1pu 4-1eTHEM MPOCIEKTUBHOM HAOIIOACHUM Y TPOUX U3 3TUX 11 yenoBex ¢
koMmOuHauuei 'YC 1 runmocMum BBISIBIISUIMCH MAPKUHCOHOIIOA00OHbBIC ABUTATEIbHbBIE Ha-
pyiieHus 1ipu HeBponornyeckoM ocmoTpe (Haehner et al., 2007). Emie B omHOM uccieno-
BaHuM BbIsgBIeHa cBs13b ['YC ¢ runmocmueii B BeIoopke n3 1603 3M0pOBbIX 00C/IeI0BaHHBIX
(Ol 1,48, 1M 1,12—1,96) (Berg et al., 2010).

Uenpeccus. Y TIallMEHTOB C Ienpeccueli 0e3 MprU3HaKOB MapKUHCOHM3Ma BCTpevae-
MocTb 'HYC Obl1a CTAaTUCTUYECKU 3HAYMMO BBIIIIE B CpaBHEHUU C O00CIEAyeMbIMU JTULIAMU
6e3 adppexTuBHBIX HapymeHnit (40 vs 13%) (Walter et al., 20072).

Hapywenus nosedenus ¢ REM-ga3zy cua. TloBbllieHHas: yactota Bcrpeyaemoctu ['HC
ObL1a oOHapy:KeHa cpeau MalMEHTOB C HapylleHusMu ToBeneHusi B REM-¢a3sy cHa.
B rpynmne u3 55 takux nanuentoB 'Y C BoisiBieHa B 37% cilydaeB, TOraa Kak B IpyIIIe KOH-
TpoJist u3 165 venoBek — Tojibko B 11% (Stockner et al., 2009). Cxoxast BCTpe4aeMOCTh
ObLIa IIoKa3aHa B IpyroM uccienoBanuu — 41% cpenu nanmeHToB ¢ REM-HapylieHusMu
vs 10% cpenu 3mopoBbix inil (Iwanami et al., 2010).
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Koenumuenoie napyuienus. B HeCKOJIbKUX UCCAEAOBAaHMSX ycTaHOBIeHa cBI3b [HC ¢
JISTKMMU HapyIICHUSIMU, BBISIBISIEMBbIMM IIPU HEMPOIICHXOJOTUYECKOM TECTHUPOBAHUMU.
B 3agaHum oTcTaBlieHHOTO BocIpou3BeaeHUs1 obcieayembie ¢ ['YC HaOupanum MeHbIe
6anoB, yueM rpymma 6e3 'YC, uto cBuaeTeabCcTBYeT 00 accormanuu 'Y C ¢ HerpyObIM MHe-
ctuueckuM cHikeHueM (Liepelt et al., 2008). Eiie B omHo#t paboTe y MaiMeHTOB ¢ Iemnpec-
cueii 66nbiag momanb 'Y C cooTBeTcTBOBAMA O0siee BhIPAXKEHHBIM PeUeBbIM TPYIHOCTSIM
(Hoeppner et al., 2009).

Jleueamenvhvie Hapyuwienus. MUHUMabHbIE ABUTATEIbHbIE HApYIICHUS] MAPKUHCOHU-
YECKOTO TUIIa MOTYT BBISIBJISITHCS Y KIMHUUECKM 3I0POBBIX JIUII, MPEIPACIIONOXEHHBIX K
BI1, 3amonro no Havasia 3a0601eBaHUsI — UX MOXHO BBISIBUTH IIPU OMPEAEICHHBIX POBOKA-
LIMOHHBIX ITP00ax, T.e. IPY Harpy3Kax, IIPeBOCXOASIINX KOMIIEHCAIIMOHHbIE BO3MOXHOCTU
HUTPOCTpPUATHOMN cucTeMbl. [Ipu 610KMpoBaHUM JOoPaMUHEPTUYECKON Mepenauyn Helpo-
JienTuueckoit repanueit y maureHToB ¢ 'Y C yallie BO3HMKAIU 3KCTpanupaMUIHbIE OCIOXK-
HeHus, yeMm y mauueHToB 0e3 [YC (Berg et al., 2001a). B HeckonbKUX HCCIETOBAHUSIX
ObL1a rokasaHa accormanys ['YC ¢ gBUrateIbHbIMU HAPYLIEHUSMM, OIIPEAC/ISICMbIMU IIPU
TonnuHr-npoode (Hoeppner et al., 2009) u nipu tectupoBanum mo mkajie UPDRS (Behnke
et al., 2007; Liepelt et al., 2008; Berg et al., 2010). B omHOM OopUrMHaJIbHOM MCCIEI0Ba-
HUM OBLIO MTOKA3aHO, YTO Y 3I0POBBIX TAHLIOPOB C JIETKOI OMHOCTOPOHHEN TUTTOKUHE3UeH
(«dead arm») 1 C BcTpeuyanack HamHoro vaie (y 9 uz 11), yeM y TaHIIOpOB 0€3 TMITOKH-
He3uu (2 u3 11); mpu 3TOM Y BceX TaHLIOPOB MPU HEBPOJIOTUYECKOM OCMOTpE KaKUX-JT100
HapylieHuit BoisiBIeHO He 0610 (Ruprecht-Dorfler et al., 2007).

Huepocmpuamnas oucgpynkyus no oannvim Heiiposusyaruzayuy. OTMEUEHHbBIC KIMHUAYE-
CKMe acCOLMAIMY HAIIUTK CBOE ITOATBEPXKICHNUE U B HEMPOBU3YaIN3alMIOHHBIX UCCIIEI0BA-
Husix. Cpenu 20 KIMHAYECKU 300poBbIX oociaenoBaHHbIX ¢ [YC B 60% ciydaeB Obu1a 00-
HapyKeHa MpecuHanTuyeckast IMCyHKIMS HATPOCTPUATHOM CUCTEMBI MO AaHHBIM [1DT
(Berg et al., 1999a; Berg et al., 2002). Cnycts 8 et npu moBTopHOM TipoBeacHuu 19T y 2
n3 12 ykazanHbix Jull ¢ ['YC oTMeyeHO 3HAUUTENbHOE ACUMMETPUYHOE YMEHbBIIIEHNE CUT-
Haja, ¥ y OAHOrO U3 HUX Oblja KIMHUYecKu auarHoctupoBaHa BIT (Behnke et al., 2010).
E1ie B onHOM MccienoBaHUM MpU KoJndecTBeHHoM [1DT-o1eHKe mpecMHanTUYeCcKoro 3a-
xBata ["¥F]-moda rpynmna ¢ 'YC nmo cBouM ImokasaTesisiM pacroioXuIach MeXIy IPyIITon
6e3 'YC u rpynmoti ¢ BI1, T.e. y KIMHUYECKM 3M0PpOBBIX Jull ¢ heHoMeHoM ['UC Habmona-
€TCS «IIPOMEXYTOYHOE» COCTOSIHME TOMaMUHEPTUUECKOM CUCTEMbI MEXIY HOPMOI U ma-
tosnorueii (Behnke et al., 2009).

Tpaucgopmauus 6 bII npu npocnexkmusrnom nabarodenuu. Hanbonee yoenuTeabHBIM MO -
TBepXKIeHHeM BaxkHoil MmapkepHoii poarn TKC B MHAMKAIIUKM TIPUOIMKAIOIIEHCS KIMHU-
yeckoil craguu BIT ctanm manHbie, monydeHHble Berg et al. (2013): aBTOpBI B 0OJIBIIOM
MPOCIIEKTUBHOM MCCJIEAOBAHUM MOKa3anu 17-KpaTHO MOBBILLIEHHBIN puckK pa3Butus bI1
y 3n0poBbIX gull, uMmeroux 'IC. [TonpoOHee 3TU pe3yabTaThl aHAIU3UPYIOTCS B I1aBe 4
(paznmen 4.1).

3.1.4. CoocrBennblii onbiT npuMeHeHust TKC y manuenTos ¢ BII

Hamu ¢ Hauana 2000-X rogoB TPOBOAMTCS CUCTeMaTHUYeCKasl OLIEHKA COCTOSTHUSI BEIIIECTBA
roJIOBHOTO Mo3ra ¢ nmomoiisio Meroga TKC y manyeHToB ¢ pa3nuYHbIMU (hOpMaMu TIepBUY-
Horo mapkuHconusma (Yeuétkun, 2000; Yeuétkun u np., 2005; @enorosa, 2010; degorosa
u ap., 2011; Unnapuowikun u ap., 2013a, 6). Bcero oocnenoBano cabie 800 OOJbHBIX, JIUIL
U3 TPYMIT PUCKA U 3I0POBBIX 100pOBOIbLEB. [1o nToram paboThl yTOUYHEHBI pehepeHCHbIS
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Tadmuma 9. Ynerpa3ByKoBble XapakTeprcTuky nanueHToB ¢ bI1, DT, aTummuHbIM TapKUHCOHU3MOM
U JIUL] KOHTPOJIbHOM IPYTIITBI

Ipynma
YibTpassykosbie ATUNMYHBIIA KOHTPOJIbHAS
XapaKTepUCTHKH BII (n = 88) 9T (n=37) MAPKUHCOHU3M rpynma
(n=28) (n=56)

ITnomwans TYC, mm? 30,9 (0-51) 4,1 (0-31)* 9,5 (0-39)* 6,9 (0—-35)*
BcrpevyaemocTh heHOMEHA 90,9 10,8* 28,0%* 44+1,6
ruc, %
[upuna 11 xenynouka, Mm 49=+1,5 49+2,0 7,2 £ 1,9* 44+1,6
[lupuHa 60KoBOrO 169 +1,8 17,4+2,6 20,6 £ 3,2* 16,6 £ 1,6
KeJyIo4YKa, MM
Bcrpeuaemoctb 13,3 11,1 24,0 5,4
runepaxorennoctu JIS, %

* CTaTUCTUYECKM 3HAUMMOE pasanuue Mexay rpyrnmnamu (p < 0,05).

O603HaYeHMSI: N — YUCIIO OOTBHBIX B IPYIITIE C YAOBICTBOPUTEIBHBIMY aKyCTUIECKUMU OKHAMU.

Tpumeuanue. st mnomanu 'Y C ykazaHbl cpeiHUe BETUUUHBI U UX Pa30POC, MOCKOIBKY CTATUCTHYECKOE PAC-
TipesieJieHIe JaHHOTO MTPU3HAKa OTIMYAeTCsI OT HOPMAJIBHOTO PaCTIpeaeICHUSI.

3HAUEHMSI U3yYaeMbIX YJIBTPa3ByKOBBIX XapaKTePUCTUK, YCTAHOBICHBI MX AMATHOCTUYECKUE
U TIPOTHOCTUYECKUE aCIeKThl, TTPOBEICHBI IIMPOKUE KIMHUKO-YIBTPa3ByKOBbIC COMOCTaB-
nenus. I[Tonydyen Gonbinoit onblT uHTerpaiu TKC B KIMHUYEeCKUE MPOTOKOJIbI BeICHUS
naiueHToB ¢ BIT 1 B mporpamMmbl CKPMHMHTA JIMII, TIPEAPACION0XEeHHBIX K pa3BuTuio BI1.

Cpasuenue rpynmnbl BII ¢ rpynmoii Hopmbl ¥ BbIuMc/ieHHe pedepeHCHBIX 3HAYEHHI IS
YABTPa3BYKOBBIX XapaKTePUCTHK. J1JIs1 pellieHus yKa3aHHOM 3a1a4yu OCHOBHYIO Tpyiiy ¢ BIT
coctaBmii 100 malreHTOB, COOTHOILIEHWE MYKYMH U XeHIIUH — 40/60, Bo3pacT Ha MO-
MeHT obcienoBaHus — 56,0 = 11,7 roga, Bo3pact Havyaja 3aboyeBanust — 49,0 = 12,1 roza,
TskecTh coctosiHus 1o mkage UPDRS — 41,3 + 18,0 6anna, cranusa 3a0ojeBaHUS MO
mkane XeH—Apa — 2,5 = 0,9. Y kaxmoro 00JbHOI0 OlLIeHUBAIUChH (hopMa 3a00JIeBaHUS,
TEeMII TIPOrPeCCUPOBAHUS U HAJIMUYKME OTSITOIIEHHOro ceMeiiHoro aHamHe3a 1o bIT. Konr-
POJIBHYIO TPYIIITY COCTaBWIM 56 HEBPOJOTUYECKU 3I0POBBIX JIUIL C YAOBIECTBOPUTEIbHBIMU
YJBTPa3BYyKOBBIMU BUCOUHBIMM OKHAMU, HEOOXOAUMBIMU JUISI OLICHKU CTPYKTYP TOJIOBHOTO
Mo3ra. CoOoTHOIIIEHNE MYXXYMH U KEHIIUH B KOHTPOJIEe cocTaBwio 32/24, cpeaHuil BO3-
pact — 55,1 £ 9,1 roxa, rpyrnmna ObuTa COMMOCTaBMMA I10 MOJIY ¥ BO3PacTy ¢ OCHOBHOI IpyII-
noii mauueHToB ¢ BIT.

B ocHoBHoii rpyrme BIT y 12 6onbHbIx (12%) He 0Ka3aloch aKyCTUYECKMX BUCOYHBIX
OKOH, HEOOXOIMMBbIX JUISl BU3YyaJIU3allM¥ MHTPAKpaHUAJIbHBIX CTPYKTYp. Takum obpasom,
VIIBTPa3BYKOBBIE TaHHBIE ObLIM TOJIy4YeHbI 1t 88 6onbHbIX. B rpynme BIT u B KOHTpoIb-
Hoii rpyrmire oneHuBanuch momanb 'Y C, mmpuna 11 xxenynouka u 60KOBBIX XKETYI0UKOB,
Hanmuue runepaxoreHHocTy JIA (tabm. 9). [pynmnbl He pa3nuyaguch Mo MIMPUHE KeTya104-
KOB U I10 YacTOTe BCTpeuaeMocTu runepaxoreHHoctu JISI. B To ke Bpems miomans YC
B rpyniie BII craTucTuyecku 3HAUMMO IPEBOCXOAMIIA TAKOBYIO B KOHTPOJIBHOM TpYIIIIE
(p <0,001). [TonyyeHHBIe HAMU JaHHBIE MOATBEPXKIAIOT, YTO M3 BCEX YJIBTPA3BYKOBBIX Xa-
PaKTepUCTUK MMEHHO MOBBIIIEHHBIM 3x0curHai B 06actu YC sIBisseTCs 4yBCTBUTEIBHBIM
u cneunduuHbiM 6omapkepoM BIT. [Tpumepsr HabmogaBmmxcs BapuanToB ['YC y mamu-
eHToB ¢ BII npeacraBneHs! Ha puc. 34.
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Puc. 34. Bapuants Busyanuzauuu ['YC y manuenTtos ¢ BI1.

Pesynbrarel ouenku miaomanu 'YC B rpynmnax HopMbl 1 BIT mo3Boauan ¢ moMolbio
ROC-ananu3a BEIYMCIUTH ONTUMAJIbHBIH TTOPOT, pa3rpaHUYMBaIOIINI HOpMaJIbHbIC U T1a-
tonornyeckue 3HadeHus mromaay ['YC (puc. 35). On okazaincs paBeH 20 MM? IIPU YyBCT-
ButeiabHOCTH 90,8% 1 cniennduaHoct 86,5% (AUC = 0,931). Takum oOpa3oM, 3HaYECHUST
mromaan 'YC =20 MM? MOTYT CYMTATBC MATOJOTMYECKUMU, a 3HaYeHUus <20 MM? OTHO-
CSITCSI K HOPMAJIbHBIM.

C 2007 mo 2014 r. B Hayunom 1ieHtpe HeBpojornu PAMH Obuiu obcienoBaHbl 1S
OLICHKU 3XOT'€HHOCTU HUTpajibHOI obactu 384 mammeHTa ¢ BI1 u ynosieTBopuTeIbHBIMU
YJIBTPa3ByKOBBIMU OKHaMU, U3 HUX y 356 Gbuta BeisgBiaeHa ['HC, T.e. BcTpeyaeMoCThb (heHO-
MeHa 'YC cpenu manmenToB ¢ BIT coctaBuna 92,7%. O6cnenoBaHbl Takxke 193 3m10pOBBIX
JI0OpOBOJIbIIa U3 OOl MOMyIsIUU 0e3 TpU-
3HAKOB IMapKMHCOHM3Ma, U3 KOTOPKIX y 27 ObLi1a 100 -
BoisiBiieHa [UC — 13,9% ciyyaes (puc. 36).

B eBpomeiickux peKoMeHAALMSIX YyKa3aHa
HEOOXOAMMOCTb TOJYYEeHUSI COOCTBEHHBIX pe-
(bepeHCHBIX 3HaYeHU A BCeX MCCIEeLyeMbIX
VJIBTPAa3BYKOBBIX XapaKTepUCTUK. B cBs3u ¢
9TUM U3 JAHHBIX KOHTPOJIbHOI TPYIIIbl ObLTU
nojy4yeHb! (90-ii MpoLEeHTUIb) MOPOrOBbIe 3HA-
yeHus st mdpuHbl 111 xenynouka u 60koBoro
JKeJyoouka B ABYX BO3PACTHBIX TpyImax — I0 0
60 stet BKIIIOUNTENBHO (n = 76) 1 crapiie 60 et
(n = 39). g 111 xxenynouka moporoBoe 3Haue- Crewnuaocts, %

HME COCTaBWIIO 6 MM B Tpyiiie 10 60 JieT 1 9 MM B Puc. 35. ROC-kpuBast st Metoza TKC
rpynre crapiue 60 jet. 1 60KOBOTO Xeaynod- C omnpe/ensiomeil mepeMeHHoi — TUI0-
Ka OHO cOoCTaBWIO 18 1 22 MM COOTBETCTBEHHO. manpio M'YC.

40

[\
(=)

YyBCTBUTENBHOCTD, %

60 80 100
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% Kenrynouku cyMTaIMCh pacIIMpeHHBIMU IIPU

100 92.7 3HAYCHMSX, PABHBIX WM MPEBBIIIAIOIINX yKa-
90 3aHHbIC BEJIMYUHBI.

KiIMHHKO-yJIBTPa3BYKOBbIE  CONMOCTABJICHHUS

80 B IPyNIax PAHHEro W MO3JHEro0 MAPKUHCOHM3MA.

70 B cBa3u ¢ mpeamnosiaracMbIMM - pa3IMYUSIMU

60 3THUOIIATOTeHEe3a PAHHUX U IMO3IHMUX (DOPM Iep-

BUYHOIO IMAapKMHCOHM3Ma OCHOBHAsl IpyIia

30 BII 6b1a pacnpeneneHa Ha 1Be MOATPYMIILI ITO

40 BO3pacTy Hayaja 00JIe3HU: paHHUI TapKUHCO-

30 HU3M ¢ MaHugecraumei 1o 45 xer (35 60ib-

HBIX) ¥ TO3AHUI MapKMHCOHU3M C MaHUpecTa-

20 ueit B 45 net u crapuie (53 naumenTa). BaxHo

10 OTMETUTh, YTO TPYIIBI HE pas3IndaivcCh I10

0 KJIMHUYECKUM XapaKTepUCTUKAaM, KPOMe BO3-

BIT KonTtponbHast pacta Ha MOMEHT obcnenoBaHus (44,8 £ 8,1 vs

rpymnmna 62,1 *+ 8,3 roga) u Bo3pacrta Hayaja 3aboJjieBa-

Puc. 36. Yactora BcTpeuaemoctu heHo- Huda (36,7 = 8,0 vs 55,6 £ 8,0 rona). M3 Bcex

meHa ['YC B rpynne BI1 u B KOHTpoJsib-

H VJABTPa3BYKOBBIX XapaKTePUCTUK ITOATPYIIITHI
HOI1 rpyme.

pa3iMyajrch TOJBKO IO BCTpeyaeMocTh de-
HoMeHa ['YC: B moarpymrie paHHEro mapKuH-
COHM3Ma BCTPEYaeMOCTh ObljIa CTATUCTUYECKM 3HauMMo Huke (80,1%), yeM mpu Mmo3aHeM
napkuHconusme (98,1%), p < 0,001.

[Ipy KIMHMKO-YJIBTPa3ByKOBOM COIIOCTaBJICHUM B IOATPYIIIE IMO3IHEr0 MapKUHCO-
HU3Ma He ObLIO 0OHApYxKeHO CBsA3U Mexay 3HayeHueM ruiomaau 'YC u KIMHUuYeCKUMU
XapakTepucTtukaMu. [lojlydeHHBbIE JaHHBIC MOJTHOCTBIO COIJIACYIOTCSI C OOILIEITPUHSITHIM
MHEHHEM I10 TTOBOJYy 3TOT0 MapKepa KaK CTaOMJIbHOIO MHAMKATOpa OIPEICIEHHOTO He-
OyaronpusITHOro (boHa («HUTPaJIbHOIO HEOAronoyursi»), He OTpaxKalolliero Mporpeccu-
PYIOIIYIO TM0eJb KJIETOK, HO YKa3bIBaIOIIEro Ha HaJTMYue MapKUHCOHUYECKOTO MaTOJIOTU-
YeCcKOro mpolecca.

Hanporus, B rpyIiie paHHero MapKMHCOHM3Ma Obljla ITOKa3aHa IOJIOXKUTeIbHasT KOp-
pensuuoHHas cBs3b Mexay ruomanbio 'YC u Bo3pacToM Ha MOMEHT MCCIIeIOBaHUS
(R=10,46; p=0,01), mmureapHocThio 3a60eBanus (R =0,42; p=0,01), TKeCTbIO COCTO-
sHug no mwkaire UPDRS (R=0,55; p=0,002) u mo mkane Xen—fApa (R=0,47; p=0,005).
Ipapuku moayyeHHBIX 3aBUCUMOCTEH TpeJcTaBieHbl Ha puc. 37. Bce yeThlpe Koppensiiuu
miotaau ['IC ¢ nqMHAMUYeCKMMU KIMHUYECKUMU XapaKTepUCTUKAMU, BIIEPBbIC MOJYYCH-
Hble HAMM [P PaHHEM IMapKUHCOHU3ME, ¢ OOJIbIIOI BEPOSITHOCTBIO YKA3bIBAIOT Ha TMHA-
MMUYECKOE YBEJIMYECHHUE TMIIEPIXOTeHHOIO CUTHaJIa B Ipoliecce 3aboieBaHus. Bo3aMoOXHO,
yBenuueHne 'YC npu nmporpeccupoBaHUM paHHEro MapKMHCOHM3Ma OTpaXkaeT BTOPUY-
HBII XapaKTep KeJIe300II0CPEIOBAaHHBIX HAPYIICHUI 110 OTHOLIEHWIO K TEHETUYECKUM —
pOJIb TTOCTEAHUX B FeHe3¢ MapKUHCOHM3Ma ¢ pAHHUM HavyaJloM, KaK U3BECTHO, Ype3BbIUaii-
Ho Beicoka (Mnnapuoinku, 2003).

Takum obpaszom, HU3Kas BcrpedaeMocTh ['UC u nmHaMuyecKkoe yBeTnYeHUe ee TIOLaan
MPY paHHEM MapKMHCOHM3ME Y, HAIPOTUB, BBICOKAsI BCTpeuaeMoCThb 1 ctabusibHOCTh [HC
IIPY TTO3IHEM MapKUHCOHMU3ME TOBOPST O CYIIECTBEHHBIX PA3IMYUSIX B MEXaHU3MaX pa3BU-
TS ¥ IIPOTPECCUPOBAHMS YKa3aHHBIX BO3PACTHBIX BAPUAHTOB IIEPBUYHOTO MAPKMHCOHM3MA.
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JIOIIOJIHUTEILHO B
obuieii rpynre BIT 6bu1
MpoBeeH aHanu3 (heHo-
TUIUYECKUX  Pa3IUdUi
MallMeHTOB C BBISIBJCH-
Hoit 'YC (80 GOMBHBIX)
n 6e3 'YC (8 OONMbHBIX).
AHaJIn3 IToKa3a, 4To JIJIsd
mammeHToB ¢ ['YC xa-
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Puc. 37. Pe3ynbraThl KOppeIsSIIMOHHOTO aHAJIM3a B TPYIIe paH-
Hero napkuHcoHusMa. [Toka3aHbl PsIMbIE KOPPEISIIUOHHbIE 3a-
Bucumoctu momwaay ' C ot Bo3pacta HA MOMEHT OCMOTpa, JIJTH-

Hamu  uccnenona-
JlaChb B3aMMOCBSI3b MEX-
Iy JIaTepajiu3aluei Kin-

TEeJILHOCTHU 3a00JieBaHMs, TSKecTH cocTossHud 1o mkajxe UPDRS
U cTaauu 3abosieBaHus Mo mikaie XeH—Apa.

Huuyeckux mnposasieHuii bIT u cropoHoit, Hanbonbeit mo miomwaan 'YC. Kakux-nmubo
KOppEISIIUi MeXIy KIMHUYECKON U yIbTPa3BYKOBOM acMMMETpPHUEl BBISIBICHO He ObLIO
(p > 0,05). XoTs1 B enuHUYHBIX paHHUX padoTax 1o TKC orMmeuanach cBSI3b MEXIy KIMHU-
YeCKM JOMUHUPYIOIIEH CTOPOHOI 1 00JIbllIeit KOHTpanaTepaabHolt ruiomanbio 'YC, 601b-

IIMHCTBO UCCJIEA0BATEC TaKOM CBSI3U HE HAXOISIT.

leHeTHKO-y/IBTPa3BYKOBbIE COMOCTABJIEHUS NMPH NMEPBUYHOM MAPKUHCOHU3ME. BakHBIM 1
ITOKa MaJIOM3y4eHHBIM BOITpocoM sBisgeTcs posib ['HC B AMarHocTuke reHeTU4ecKux hopm

BIl, cBsI3aHHBIX ¢ MyTalMsIMU B U3BECTHBIX «[TapKUHCO-
HUYeCcKux» JJoKycax. B Haleit padore Oblia uccaenoBaHa
rpyIina NaluydeHTOB ¢ JOCTOBEPHO BepH(UIIMPOBAHHBIMU
TreHeTMYECKUMM (opMaMU TIEPBUYHOTO IMAPKMHCOHM3-
Ma. B 3Ty rpynimy BOILUIM MAaLIMEHTHI ¢ MyTallUSIMU B T€HaX
PRKN (n=6), LRRK2 (n=3) u GBA (n = 14). Y onHoro
HocuTellst MyTaluu B reHe GBA He oKa3alloch yJIBTpa3By-
KOBBIX BUCOUHBIX OKOH, MoaToMy naHHble TKC npeacraB-
JieHbl 1t 22 nanueHToB (tada. 10). IIpu paccmMoTpeHun
YJABTPa3BYKOBBIX XapaKTePUCTUK B Pa3JIMYHBIX 10 MyTa-
LIMSIM TOATPYMIIaX oKa3anock, uTo ¢peHoMeH ['YC BbISIB-
JISI7ics 'y OOJIBIIMHCTBA MalMeHTOB ¢ MyTauusimu LRRK2
n GBA, Torna Kkak y Hocuteseil Mytauuii B reHax PRKN
¢enomen I C mpucyTcTBOBaa TONLKO B IMOJOBUHE CITy-
yaeB. HecMoTpst Ha MaJIOYMCIIEHHOCTh TOATPYIIIT, MOXHO
OTMETUTD, YTO T10 YacTOTe BcTpeuaeMocT (peHoMeHa U C
noarpynnbl LRRK2 n GBA 6bin O1U3KM K pacCMOTPEH-
HOIl paHee MOATrpYIIIe MO3AHEero MapKUHCOHU3Ma, TOraa

Taoanna

10. TunepaxoreHHOCTH

YC y CUMNTOMHBIX M aCUMII-

TOMHBIX

HocuTeIel MyTaluii B

réHax nmnapKmHCOHu3Ma

I'en

Jo/1g 00CJIeA0BAHHBIX
¢ Hammunem I'AC

bosbHbIE ¢ BBISIBJIEHHBIMU

MyTalWsAMA
PRKN 3/6
LRRK2 3/3
GBA 11/13

KnuHuyecku 310poBbIe

HOCUTEIN MyTaL[I/IfI
PRKN 0/3
LRRK2 1/3
GBA 3/6
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Kak noarpyrnna PRKN — K paHHeMy MapKUHCOHU3MY. DTO JJOTUYHO YKJIaAbIBACTCS B IIPEI-
craBiaeHus o LRRK2- u GBA-accoumupoBaHHOM MapKUHCOHU3ME KaK 0 00Jiee TUTTMYHBIX
BapMaHTax, CXOOHBIX ¢ Kiaccuyeckoil cropagudeckoir BIT, u o PRKN-mapKuHCOHU3ME
Kak o0 (peHOTUIIMYEeCKU 000Cco0IeHHO (hopMe Oosie3HU. Takum o6pa3oM, pa3Indus MexK-
Iy TEHETUYECKUMU (hOpMaMU HaxXOMST CBOE OTPaXKeHME U B YJIbTPa3BYKOBBIX XapaKTepH-
ctukax. CiaeayeT OTMETUTh, UTO HU3Kas yacToTa BcTpedaemoctd ['YC y nui ¢ MyTaumsi-
MU B reHe PRKN ¢ y4eTOM OTHOCUTEJIbHO BBICOKOI paciipoOCTPaHEHHOCTH MapKUHOTATUI
OCJIOXKHSIET BBISIBJICHUE TOKJIMHUYECKMX aCUMIITOMHBIX HOCUTENIe MyTalluii C MIOMOIIIbIO
TKC. Kpome Toro, nomoOHbIMM cy4assMu MapKUHOMATUI (Hapsiay ¢ IMarHOCTUYECKUMU
OIIMOKaMM) YaCTUUHO 00bsicHseTcst «He 100%-Hast» BctpeyaemocTs 'Y C ripu BIT.

B pesynbrare JIHK-auarHocTnku cpeiy KIMHUYECKU 30POBBIX pOACTBEHHUKOB TMallli-
eHToB ¢ bI nepBoii creneHu poacTBa ObUTH BBISIBICHBI 12 aCUMIITOMHBIX HOCUTENIE MyTa-
umit: 3 Brene PRKN, 3 B rene LRRK2u 6 B reHe GBA. Kak BumHo u3 ta6i. 10, y acuMIToM-
HbIX HocuTeneir myrauuii eHoMeH ['YC Obl1 BecbMa penok. JucbamaHc MexXay HU3KOIM
yactotoit Bctpeyaemoct ['YC y acumnToMHbIX HocuTeneit mytauuii LRRK2w GBA ¢ on-
HOI CTOpOHBI U BhICOKOi yactoToii ['YC y MmaHu@ecTUpoBaBIIMX HOCUTENIC — C APYroii,
BEpOSITHO, CBSI3aH C HEMOJHOM MEeHETPAHTHOCThIO 3TUX MyTaluii. Cpeau reTepo3uroTHbhIX
HocuTesel mytaluii B reHe PRKN Hamu He ObLIO BBISIBIEHO HM omHoro ciydas ¢ 4YC,
yT0o cooTBeTcTBYeT peakoctu 'YC u y maHudectupoBaBiiux Hocuteaeit myrauuii PRKN.
[To-Bugumomy, MaHUpecTaLMs TAPKUHOMATHI MTPEACTABISIET COOOM CA0XKHBINM MHOTO(haK-
TOPHBII Mpoliecc, BeCbMa OTJIUYHBINA MO CBOEMY MOJIEKYJIIpHOMY IatoreHesy ot ['YC-mo-
3UTUBHBIX ciiydaeB BIT.

[MpuBegeM KIMHUYECKUI TPUMED, WIITIOCTPUPYIOLINI ceMEeMHBIIN c/Tydyail MOHOTEHHO-
ro MapKMHCOHM3Ma C KJIACCUYECKOM yIbTpa3ByKoBoi KapTuHoii B Bune ['YC.

Boabnas JI.H., 38 siet, BriepBble cTajla OTMEYaTh ApOKaHKE B ITPABOI PYKe U UYBCTBO HAIpPsi-
JKeHUs B TipaBoii Hore oKosto 10 et Hazan. CrycTs moirofa mMpucoeINnHUINCE 3aTPyIHEHUS
TIpY X0Ib0e, yMeHbIIaroIIurecs mocie cHa. Torma ke 6buT moctaieH nuarno3 bIT u Ha3HaueH
nupubenni, Ha (hoHE KOTOPOTO COCTOSTHUE HECKOJIBKO YIYYIINIOCh, HO OCTABaTOCh IPOXKa-
HMe MpaBoii pyku. Yepes 2 roga oT Havasa 3a00jieBaHUsI ObIIM Ha3HAYSHbBI aMaHTAIWH U Jie-
Bonomna (300 Mr B IeHb) € TOJIOKUTEIBHBIM 2 (HEKTOM. YK€ uyepe3 rofl mocjie Ha3HaYeHUsI
JIEBOIIOTIBI TIOSIBUJTUCH (DEHOMEHBI MCTOIICHUS TO3bI (B HEKOTOPBIE MPUEMBI TTperapaT aeii-
CTBOBaJI MeHee 3 4) U BKJIIOUYeHUsI-BbIKTIOUeHUs. B 32 roga crana 3ameuats MOSIBIEHUE CKO-
BAaHHOCTH B JIEBOH pyKe, a TAKXKE B MBIIILIAX IIEN — K CXEME JIeUeHUST J0OaBIEH TPAMUIIEKCOJT
(3 Mr/cyT) ¢ mOJ0KUTEIbHBIM 3¢ deKTOM, MUpudeans otMeHeH. B Bo3pacte 36 jieT cTajia oT-
MevaTh HeTIPOU3BOJIbHBIC IBIKEHUS B MPABBIX PyKe M HOTe TI0 OKOHYAHWU JCHCTBUS O3B
JIEBOJIOTIBI, B CBSI3U C YeM TMOCTYIMWJIA Ha CTallMOHApHOE JiedeHue ISl KOPPEKIUU Teparnuu.
B TOT MOMEHT NIpU Hesposoeuteckom ocmompe OTMEIATCH BRIPasKeHHBIE OJTUTOOPaTUKIHE3WST
U PUTUHOCTD, OOJIbIIIE B ITPABBIX PYKE U HOTE, IPOKaHME MOKOsI 00erX PyK € aKLIEHTOM CIpa-
Ba, BBIpaKEHHAsI IMOCTypaibHasi HEYCTOMYMBOCTD, 3aCTBIBAHUS TIPU XOIbOE, TBYCTOPOHHUIA
axefpoKuHe3, MPOMyIbCUU; HA MUKE NeHCTBUS IEBOJOMbI — BBIPAKEHHbBIE XOPE0ATETOUIHBIE
TMTIepKUHE3bI B TIPaBBIX PyKe U HOre. B CBSI3M ¢ MOTOPHBIMU (hITyKTYaIlMsIMK 1 JIEKAPCTBEH-
HBIMM TUCKMHE3USIMU 00JIbHasl OblLla MepeBeaecHa Ha Teparuio JIEBOAOIO/KapOrIonoi/3H-
TakarnoHoM (50 Mr JieBojiombl 4 pa3a B IeHb) C MOJOXUTEIbHBIM 3bdekToM. Torna xe mpo-
sBenena TKC, mo pesynbraram Kotopoii BeissBieHa ['UC: cieBa 28 mm?, cipaBa 18 mm?. Ilo
pesyabratam JIHK-uccinenoBanus y mauueHTkd Obuia BbisiBeHa MyTauust G2019S B reHe
LRRK2. llpumepHo criycTs 9 nieT oT Havasa 3aboseBaHus (B Bo3pacte 37 JIeT) MpoBeieHa ABY-
CTOPOHHSISI CTepeoTaKCUIecKast UMIUTAHTALIMSI 3JICKTPOIOB BO BHYTPEHHUI CETMEHT OJIeTHO-
ro 1apa, ¥ Ha (poHe TIyOOKOM CTUMYIISILIMU MO3Ta MPAKTUYECKU TTOJTHOCTHIO pErpeccrupoBain
JIEKapCTBEHHbIE TUCKUHE3UH 1 YITydIIIach 001Iast ABUTaTeIbHasT aKTUBHOCTb.
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B c¢Bsi3u ¢ BoIsiBIeHUeM MyTaluu B reHe LRRK2 6onbHast
OblJIa BKJIIOYEHA B TPYIINY TEHETHMUECKOTO IMapKUHCO-
HU3Ma, a poauTesisiM 00JbHOM ObLIM TipoBeaeHbl TKC u
JHK-nuarnoctuka. I1pu nerajbHOM HEBPOJIOTUYECKOM
OCMOTpPE HM y KOTO U3 ponuTesieil He ObLIO BBISBICHO
MPU3HAKOB [BUraTeJIbHOro meduimra. Y orua, 64 Jer,
BbIsIBJIeHa MyTauusi B reHe LRRK2, mo pesynabTaTam
TKC usmMeHeHUlI 3XOTeHHOCTH HE OOHapyxkeHo. Y Ma-
TepH, 61 roma, MyTaluii He BBISIBJICHO, a TIO pe3yJIbTaTaM
TKC o6HnapyxeH nBycropoHHuii (peHomen 'UC (cie-
Ba 30 mM2, cripaBa 27 mm?). TIpyr 5TOM 1O MaTepUHCKOM
JIMHAM TTAapKMHCOHM3MOM TaKXe cTpanaja TeTs 00JIbHOI
(poIocjioBHasI CeMbU TpeacTaBlieHa Ha puc. 38).

Puc. 38. PonocnosHas cembu .
CrpeJikoii ykaszaH mpobaH 1, BOC-
KJIMLATEIbHBIM 3HAaKOM — 00-

CJI€OAOBaHHBLIC JINLIA.

[IpuBeneHHOe HaOMIOAEHUE BeCbMa MToKa3aTebHO. [Ipumep 60IbHOM YeTKO CBUIETEb-
CTBYET, YTO COYETAaHME HECKOJIbKMX OMOMapKepoB (FTeHETUYECKOM MPeapacIoioXKeHHOCTH
u 'YC) noBbIIIaeT pUCK PA3BUTUS TKEIbIX U paHHUX (popM MapKuHcoHu3Ma. Ha nmpume-
pe 3I0pOBOT0 OTIIA MAIMEHTKU (HOCUTEISI MyTallik) B CPABHEHUU C IOYEPHIO BUIHO, YTO
I'YC He gBnsieTcs IPSIMBIM U HEMOCPEACTBEHHBIM OTOOpaXKeHUEM Fre HeTUYECKOro cTaTyca,
U OTCYTCTBHE 3TOTO (heHOMEHa, MO-BUIMMOMY, MOXET CHUXKATh PUCK pa3BUTHUs 3a00j1eBa-
Hus. Hannuue xxe 'YC y maTepy maliMeHTKU MOKET CBUIIETEIbCTBOBATh O HEYUYTEHHBIX 10-
MOJIHUTENIbHBIX (haKTopax, Mpeapacriojaraioimx K pa3sutuio bIT (Tak Kak OoTAroieHHbIi
CeMeiHbBIN aHaMHe3 HaOIoAaICs UMEHHO MO MaTepuHCKOM TuHum). [1puBeneHHbIN MpH-
Mep MalMEHTKU U €€ KIMHUYECKU 3I0POBbIX poAUTeel cBUaeTebCcTBYeT, uTo HU [YC, Hu
MyTallys B TeHe ayTOCOMHO-TOMMHAHTHOI (hOPMBI TAaPKUHCOHMU3MA HE SIBJISTIOTCS CaMOI0-
CTaTOYHBIMU OMOMapKepaMu 3a00JieBaHus, U TSI BBISIBJIEHUS JIULL ¢ pucKoM pa3Butus bI1
JKeJaTebHO UCTI0JIb30BaTh KOMOMHAIIMIO HECKOJIbKUX OMOMapKepOB.

151 cpaBHEHMSI 11€716CO00pa3HO MPEACTABUTS €1le OJUH KIMHUYECKU IpUMEP MOHO-
TeHHOIo MapKMHCcoHU3Ma ¢ myTauueit B reHe PRKN (PARK2), xapakTepHoli KITMHUYECKOM
KapTUHOI mapkuHonatuu u orcyrctBueM 'Y C mipu yIbTpa3ByKOBOM MCCIICIOBAHMMN.

Boabhoii /1., 24 net, mocTynua B KJIMHUKY € XKaJlobaMU Ha OOIIIYI0 CKOBAaHHOCTh, O0E3IBIKEH-
HOCTb BHE TIpreMa TIperrapaToB U BEIPasKeHHbBIC HETTPOM3BOJIBHbBIC TeHEPaATU30BaHHbIC TBUKE-
Hus Ha ¢oHe ux aeiictBus. Hauano 3aboseBaHust B Bo3pacTte 8 jieT, KOoraa BIiepBbie MOSIBUIOCH
NpoXaHWe PYK, YCWJIMBABIIeeCs TIPY BOJHEHWM, ITMCbMe, Harpy3Kkax. 3aTeM M3MeHWIach IMo-
XojfiKa (cTayl mpumanaTh Ha JIEBYIO HOTY), MO BeuepaM CTaJl OTMeuaTh OOJIe3HEHHBIE CyI0pOTr
B Horax u cBefeHue crtor. [To mecty xutenberBa nocie uckmoueHust [JI ex juvantibus ObL1
Ha3HayeH IpernaparT JIEBOIOIbI IBaXKIbl B I€Hb (CYyTOUHAsI 103a COCTaBUIa 125 MT JIEBOIOIIBI).
Ha cdone seueHust coctosiHre GOIBHOTO 3HAUYUTENTHHO YTyUIIMIOCh, YMEHBIIMIACH CKOBaH-
HocTb. C TeYeHUEM BPEeMEHU B CBSI3U C IMOCTETICHHBIM HapacTaHUEM CUMIITOMATUKU U YMEHb-
LIEHUEM BpEeMEHU ACMCTBHS JIEBOIOITBI pa30BYIO J03Y M KPATHOCTh IIpreMa Tperapara mocTe-
MeHHO yBeanuuBaiu. OKojo 7 JIeT Ha3al K Tepanuu ObUTM 100aBIeHbI TPAMMIIEKCO 3 MI/CYT U
amaHTanrH 10 500 MT/CyT ¢ TTOJOKUTETBHBIM 3¢QdekToM. B TocienHee Bpemst 103a JIEBOIOTIBI
coctasisieT 2000 Mr/cyT (60bHOM MPOU3BOJIBHO KOPPEKTUPYET CXEMY JIeUeHUSsT), CTAJId OTMe-
YaThCs BRIPAXKEHHBIE MOTOPHBIE (MIIYKTYalluu — TSLKEIbIe «0ff»-cocTOsTHUS ¢ 601e3HEHHOM AUC-
TOHHUEW, aKUHE3UEel, BEereTaTUBHBIMU U TICUXOTUUYECKUMU PEAKLIUSIMU CMEHSIIOTCS TTepruoaaMu
3HAUYUTETHHO BhIPAXKEHHBIX JICKAPCTBEHHBIX TUCKUHE3U. Cemelinblii aHamue3 He OTSTOIIECH.

Heeponoeuueckuii cmamyc: «On»-T1epuo: Jierkasi TMIOMUMUSI, TJIa3HbIe 11eJM paBHbIE, IJ1a-
30[BUTATCIIBHBIX HapyIIeHWiT HeT. Peub HECKOJIbKO cMas3aHHas, 3JEMEHTHI Taxudasnuu,
WHOTAA TPYAHOCTU MHMIMALIMU TPOU3HECEHMS MEePBOro cjaoBa. JABUXKEHUsI B KOHEUHOCTSIX
B MIOJTHOM 0OBbeMe. Jlerkas MbIllIeuyHass pUTUIHOCTb ¢ (PEHOMEHOM «3y0UuaToro Kojeca» B Jie-
Boii pyke. TpeMopa HeT. Pediekchl XuBble, cuMMeTpUUHbIe. KOOpIMHATOPHBIX U YYBCTBU-
TeJIbHBIX HapylIeHnit HeT. TemIT Xomnp0Obl He 3aMeJIeH, axelipoKrnHe3a HeT. Ha ke neiicTBust
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JICBOJOIIbI MOABJIAIOTCA pasMalllMCTbIC TEHEPAJIM30BAHHBIC XOpeI/Id)OpMHLIC TUINEPKHUHE3LI C
AKIIEHTOM CJICBa. «Off»—HepI/IOHZ JINTI0 MaCKOO6pa3HOC, TPU3M, PEYb IJIOXO MOAYJIMUPOBaHa,
NU3apTpUUHA, OJHOCIOXHA. ['pybasi akuHe3Usl, MMOJHOE OTCYTCTBUE aKTUBHBIX ABMKEHUU B
pyKax M Horax, HeoOXxomrmMa IMOCTOPOHHSISI TIOMOIIb, X0Ib0ba HeBo3MoXHa (manaet). ['pydast
MbIIIEYHAs PUTUAHOCTh B PyKax M HOTax CO 3HAUMTEJbHBIM OrpaHUYEHUEM 00beMa MacCuB-
HBbIX ,Z[BI/I)K(?HHFI, MBbIIIbI HANIPS2KCHDbI, KOHTYPUPYIOTCA. HI/ICTOHI/I‘{CCKHH yCTaHOBKa CTOII.
nCpMOL[BI BBIKJTIOYEHU A COIIPOBOXAAIOTCA MAaHUYECKMMU aTaKaMU U TICUXOTUYECKMMMU peak-
IUAMU, KOTHUTUBHBIX HAPYILICHWUN HET.
JHK-anarHocTrka BbIsIBUIA TPOTSKEHHYIO F€TEPO3UTOTHYIO AEIELUIO € 3-TO 10 7-ii 5K30H B
reHe PRKN (cekBeHUpOBaHME Ha MIOMCK TOYKOBBIX MyTallMii HE TTPOBOAMIOCH).
TKC: xenymoukoBasi cucteMa He paciunpeHa (mmpuHa 11 xemynouka — 3,6 cM, mmpruHa 60Ko-
BBIX KeJTyI04koB — 16,8 u 15,6 Mm); runiepaxorenHoctt YC u JISI ¢ 1ByX CTOPOH HE BBISIBICHO.
Takum obpazoM, peHomeH 'YC — goka3aHHBINM, CTAOMIBHBIN U BHICOKOMH(MOPMATHB-
HbIil 6uoMapkep BIT, KOTOphIir MOXKET MPUMEHSATBCS KaK JJIs1 paHHEH AUarHOCTUKM KJTH-
HUYECKOU cTamuu 3aboieBaHus U ero nuddepeHInalIbHON TUarHOCTUKM, TaK U C 1Ie/bI0
UASHTUMDUKALIMY JIUL, HAXOISIIUXCs B JJATCHTHOM CTaauM HEWpoaereHepaTUBHOTO Ipo-
1iecca ¥ COCTaBISIIOLINX IPYIINY pucka rmo passutuio bI1. CrneayeT npu 3ToM MOAYEPKHYTh,
yto pe3ynbrathl TKC-ckanuposanus npu bBIT Henb3s adbconotusnposath. Tak, Hampumep,
B PEIKUX CIIydasix IpU HATMYMU BeeX JoCTOBepHbIX KpuTtepues bIT asxorenHocts YC MoxeT
0Ka3aTbCsl HopMaibHOU. OMHOM M3 OUEeBUIHBIX IPUYUH SIBJISIETCS BhIpaXkeHHAsI TeTePOTeH-
HOCTb MEPBUYHOTO MAaPKUHCOHM3MA — HEKOTOPbIEe TeHETUYECKUE BapMaHThI, KITMHUYECKHU
He OTJIMYarlInecs OT Kjlaccuueckoit kKaptuHbl bI1, pazBuBaioTcs 1o ocoObIM MeXaHU3MaM
U He 3aTparuBaloT MPOLECChl aKKyMYJISILINU U CBA3bIBaHUs keje3a B oonactu YUC. Ectb u
HEKOTOpPhIC IPYIMe BOIPOCHI, Hy>KIAlOIIMecs B TIIaTeJIbHON olieHKe. [10aToMy TpakTOBKa
pesynbratoB TKC npu mapkMHCOHU3ME BCET/Ia I0JIKHA ITPOBOAUTHCS B CTPOrOM KJITMHUYE-
CKOM KOHTEKCTE.

3.2. dcceHUMAJbHBIA TPEMOP

Bbonesnp [apkuHCOHA OYEHDb YaCTO MPUXOAUTCS AU DEepEeHIIMPOBATH C IPYTUM YPE3BbI-
YyaifHO pacrpOoCTpaHEHHBIM BO3PACT3aBUCUMBIM 3KCTpanupaMUAHbIM 3a00aeBaHueM — OT.
PacnipoctpanenHoctb DT y auil crapiie 40 JeT MOXET COCTaBIIsITh, 110 Pa3HbIM JaHHBIM, OT
0,5 mo 6%, nocturas 8—13% Ha 8—9-m gecsaTuneTusix Xku3Hu. Hanbonee TUITMYHBIMU JIO-
KaJIM3alusIMU TpeMopa SIBIITIOTCS PYKU M TOJIOBA, PEXe MUMUYECKUE MBIIIILIBI, TOJIOCOBbIC
CBSI3KM, HOTU; IS cpaBHeHUs1 — npu bIT TumnyHo apoxkaHue pyk, HOT, TYJIOBUIIA U HYDKHEN
yemoctu. [Tpu DT apoxkaHue pyK MMeeT CUMMETPUYHBIN MOCTYPaIbHO-KMHETUUECKUI Xa-
paKkTep, C UHTEHIIMOHHBIM KOMIIOHEHTOM M YyacToTOi ocumuisiuyii 6—8 Ii1; mpu BIT o6b1dHO
HaObJTI01aeTCsT aCUMMETPUYHBIN U30JIMPOBAHHBIN TPEMOP ITOKOS ¢ YacTOTOM 4—6 I11, KOTOphIi
noaasiseTcs aprkeHueM. [lonoxutenbHbIi 3 GEKT MpU TpreMe aJKoTosl MOATBEPKAaeT
nunarHo3 DT, a apdekt neBomonsl — auarHo3 bIT (IItox u ap., 2002; MBaHoBa-CMmoneH-
ckas u ap., 2007; UnnapuomkuH, MUBanoBa-CwmoneHckas, 2011). YeTkoe HO30J10rMuecKoe
pasrpaHUYeHUE 3TUX YaCThbIX 3a00JIeBaHMII MMEET MPUHIMITMATIBHOE 3HAUEHUE, TTOCKOJIbKY
ITOIXO/IbI K TepaIlii, IIPOrHO3 U OXKKMIAEMOE Ka4eCTBO XKU3HU COBEPILIEHHO Pa3JINYHbI.

OcobeHHo cioxHa quddepeHranbHasg nuarioctuka DT ¢ paHHUMM CTagusSIMUA APO-
XatenbHo#t (opmbl BI1. InarHocTuyeckue CIOKHOCTH Takke BbI3bIBaloT ciaydau BIT ¢
MPEAIIECTBYIOIIUM OIHOCTOPOHHUM IOCTYPaJIbHBIM TPEMOPOM WK ciiydau DT, B KIIMHM-
YeCKOI KapTUHE KOTOPBIX C TEUCHUEM BpeMEeHU (hOPMUPYETCSI TPEMOP ITOKOSI.
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Kpome xitaccuueckoro m HO30J0TMYECKHU CaMOCTOSATeNbHOro BapuaHta DT, ceromHs
OYEBUIHO CYIIECTBOBaHHE OCOOOro BapMaHTa OOJIE3HU, HEMOCPEJACTBEHHO CBSI3aHHOIO
¢ napkuHcoHusmoM (Louis, Frucht, 2007; Shahed, Jankovic, 2007; Minen, Louis, 2008;
Deuschl, Elble, 2009). Peub uaeT o pa3BUTUU «CMEIIAHHOTO0» CUHAPOMA «3CCEHIUAIbHbBIN
Tpemop—0ose3np Ilapkuncona» (BT—BII) (Fekete, Jankovic, 2011). CyiiectBoBaHue Ta-
KOIo BapuaHTa OObICHSIOT TeM, uTo DT gBisgeTcsa cooupatebHbIM (DEHOTUIIOM C TeTepo-
TeHHBIM ITaTOI€HE30M, U B HEKOTOPBIX CJIyyasx MaToreHeTUuIecKre MexaHu3mMbl DT MoryT
ObITh On3KK K BIT.

Bzaumocss3bs DT u BI1 nonTBep:kaaeTcs CleayonmMu KIMHUYECKUMI HAOTIOACHUSIMU.

e OnucaHbl ciaydau nocteneHHol TpaHcdopmauuu DT B BII, Korma m3oaupoBaHHbBIM
MOCTYPaJIbHBIN TPEMOP PYK Ha MPOTSKEHUU Psia JEeT MPeaIIeCTBOBaT CUMIITOMATUKE
BI1. UHTepecHo, 4TO B HEKOTOPHIX caydasx nepuoa mexay DT u npucoennHennem bIT
ObL1 qoctatouHo Mai (B 30% citydaeB MeHee 5 JieT), B ApYrux ke, Haodopot, DT mor
MOSBJISATBCS 3a00JIT0 10 TprucoeanHeHns cuMnToMoB BIT (B 39% ciydaes 6oiee 20 j1eT)
(Louis, Ottman, 2013). CyImiecTByIOT faHHbIE O 4-KpaTHOM YBEJIMYCHUU PUCKA Pa3BU-
TS U YacToThl BeTpeyaemocTu BIT y moxunbix manueHToB ¢ 3T (Louis, Frucht, 2007;
Rocca et al., 2007; Minen, Louis, 2008).

e Y HEeKOTOpBIX 00MbHBIX ¢ DT MOTYT BBISIBASATbCA MUHUMAaNbHbIe npu3Haku BII. Tak,
10 JTaHHBIM (yHKIIMOHaNIbHOM HeiipoBusyanusanuu ([T u O®IKT), cpenu 6071b-
HeIXx DT 000co06sIeTCs IpyMIia MallMEHTOB C TUITMYHO «ITapKMHCOHUYECKUM» Ioda-
MmuHepruyeckum gepuuntom (Shahed, Jankovic, 2007). Ilpu BBINOJIHEHUM IBU-
raTebHBIX MPOO Y HEKOTOPBHIX O00JAbHBIX DT BBISIBISIETCS Jerkas acMMMETpUYHas
3aMeieHHOCTh (Jimenez-Jimenez et al., 2010). [1pu TecTUpOBaHUM OOOHSIHUSI CPeIU
0osbHBIX DT TakKe BBISIBISECTCS OINPEeAeICHHBIN MPOIIEHT CO CHUKEHHBIMU IMOKa3aTe-
JIsiMH, cxoaHbIMU ¢ TakoBbIMM 1pu BIT (Deuschl, Elble, 2009).

 HaGmiopalorcst oTaenbHbIE CEMbU, B KOTOPBIX nepeMexatorcs ciaydau DT u BIT B He-
CcKoMbKUX nmokojeHusix. Cpeau poacTBeHHUKOB MaieHToB ¢ BIT cayyan BT BcTpeva-
I0TCS Yallie B CPaBHEHUU C OOILIETIOMYISLIMOHHOM pactripocTpaHeHHOCThIo DT (Schahed,
Jankovic, 2007; Spanaki, Plaitakis, 2009).

C coBpeMeHHBIX TTo3uInii ciiydau TpaHchopmanuuu DT B BIT paccmarpuBaloT B pamkax
KJIMHUYECKOTO CIIeKTpa CUHYKJIECMHOIATHM, TaK KakK B psifie HaOIOAeHU I TpU ITaToMopdo-
JIOTUYECKUX UCCIIEAOBAHUSIX B MO3re 6onbHBIX DT oOHapyxkuBatoTcs Tenbla Jleru (Louis,
Ottman, 2013). B JIeBu-HeratuBHbIX ciaydasx DT npu matoMopdoornuyeckKoMm UccaeaoBa-
HUW MOTYT HaOJII0IaThCs AereHepanus KieTok [lypkuHbe u paspactaHue riauu beprmana
(Louis, 2014). Cy1iecTBEeHHO MeHbIIIe JaHHBIX 00 00paTHOM TpaHCHOPMALIUU — IMTPUCOETU-
HEHUU BBIPAXKEHHOT'O MOCTYpaJbHO-KMHETUYECKOTO TpeMopa pyK, XapakTepHoro mjis 9T,
K knmuHn4eckoit kaptuHe BIT. Ckopee Bcero aty «TpaHcgopMalnio» CTOUT pacCMaTpUBaTh
Kak CJIydaliHO€ COYE€TaHMUE ABYX HO30JOTUM.

Jlo cux rmop He pelieH Borpoc o naroreHese DT. HescHo, siBisieTcst i 3To 3a00J1eBaHUe
CJIEICTBUMEM BapuadebHOI HeliponereHepaTUBHOM MATOJOTUM WM MPEACTaBseT co0oit
CBOCOOpa3HbI HEeHpOo(GU3NOIOTUUECKU (DeHOMEH C TATOJOTMYECKON OCLIMJUISITOPHOI
aKTMBHOCTBIO OIpeIe/ICHHBIX TPYI HEWpoHOB (MOTeHLMalbHO obpatumoii) (Deuschl,
Elble, 2009).

OCHOBHBIMU MHCTPYMEHTAJIbHBIMU MeTOIaMU OudbepeHIIMaabHON auarHocTuku 9T
n BIT no mocaennero Bpemenn ouutt ODDOKT u [1DT, nospossioniue B ciydasx BIT Bei-
SIBJISITh JOPaMUHEPTUYECKUI NeDULIUT B HUTPOCTpUATHOM cucteme. MHGOPMaTUBHOCTh
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9TUX PaAUOJUTAaHIHBIX METOAOB B NMddepeHINAIbHON AMAarHOCTUKE pacCMaTprUBaeMBbIX
3a00JIeBaHMIi1, 1O pa3HBIM OLIEHKaM, cocTasisieT okoyio 90% (Mmnapuoinkun, MBaHO-
Ba-CmoneHckas, 2011), omHaKO OHU OCTAIOTCSI MAJIOAOCTYITHBIMU M3-3a BLICOKOI CTOMMO-
CTHU U CEPBE3HBIX TEXHUYECKMX CIOKHOCTEIA.

B mocnegHue ronpl ocToiiHOE MecTo B auddepeHumnanbHoi nuarHoctuke bIT ¢ BT
3aHsuta TKC. Ucnonw3oBanue TKC pekomeHayeTcs B psiie 0030pOB U KIMHUYECKUX ajl-
TOPUTMOB, MPEIJIOKEHHBIX MEXKAYHAPOIHBIMU padouuMu rpynmnamu: orcyrctBue ['YC —
BeIylIeH YIbTPa3ByKOBO# XxapakTepucTuku bIT — no3Bonsier nuarHoctuponath DT u aud-
depenumponath ero ot bIT nmpubausurensHo B 85—90% ciaydaes.

B nepBom nccnenoBanum, mpoeaeHHOM y 20 00abHBIX DT B 2004 1., 'Y C obHapykuBa-
J1ach ToJibko B 10% ciydaeB, T.e. 4acTOTa BCTPEYaeMOCTH JaHHOIO (peHOMeHa Obla COro-
CTaBMMa C KOHTPOJIBHOM TPYIIION U pe3Ko oTInJanachk OT TakoBoii B rpymie ¢ bIT — 93%
(Niehaus et al., 2004; Stockner, Wurster, 2010). Emie B oqHoli padote ['YC BooO111e He ObL1a
HalineHa HU y Koro u3 19 o6cnenoBaHHbIX nanueHToB ¢ DT (Okawa et al., 2007). UyTb 601b-
mast yactota BcrpedaeMoctu 'YC nipu BT (16%) 110 cpaBHEHUIO ¢ KOHTPOJIbHOM TPYIIIION
(3%), nokazanHas B pabote Stockner et al. (2007), 6bl1a 00bsICHEHA ITOBBILICHHBIM PUCKOM
pasButus BI1y mauuenTtos ¢ OT.

B uccnenosanuu Doepp et al. (2008) cpaBHMBaIMCh JaHHBIE, MTOJyYeHHBIE C TOMOILBIO
TKC u O®3KT, B 60b1i10ii rpynne maiueHtoB ¢ bI1 u OT. M3 42 nanueHToB ¢ goda-
MUHEPruyecKMMU HapyieHussMu 1o JaHHbIM ODPDKT y 36 6bi1a ooHapyxkeHna ['UC, Torma
Kak 13 29 nauneHToB ¢ HopMaibHbiMu ODPDKT-nokasaressiMu y 27 Oblia BbISIBIIEHa HOP-
MayibHas1 3XoreHHoCTh obyactTu YC. Mcxons u3 aTux 3HaUCHUN pacCUYUTaHHBIE YYBCTBU-
TeJIbHOCTDh U crierpuyHocTh MeToaa TKC B nuddepenunanbHoit nuarnoctuke DT u BI1
coctaBuin 86 1 93% cootBercTBeHHO (Doepp et al., 2008).

OTU pe3yNbTaThl ObUIM BOCIPOM3BENEHBI €llle B HECKOJIBKUX padboTax: BCTPEYaeMOCThb
I'YC B rpynrie ¢ DT cocrasnsiia 13—15%, B koHTponbHOII rpymne — 8—10% (Budisic et al.,
2009; Luo et al., 2012; Chitsaz et al., 2013).

WnutepecHblie ganHble monydyeHbl Kim et al. mpu nccaegoBanum y namueHToB ¢ DT B3au-
MocBsi31 BbIsiBiIsieMoro peHomeHa 'IC ¢ psimoM HEMOTOPHBIX TTPOSIBJICHUI, CBOMCTBEH-
Heix BI, u ¢pakropamu pucka passutus napkuHconusma (Kim et al., 2012). Oxa3zanocs,
yto ['YC koppenupoBana ¢ MHOTUMU MapKepamu BIT, ocodbeHHO ¢ aenpeccueii, KOHCTU-
Malueil U OTATOIIEHHBIM CEMEMHBIM aHAMHE30M I10 MapKUHCOHU3MY. [lonydeHHbIe KOp-
peJIsiliuu ellie pa3 moaTBepxaaioT To, 4To ['YC MoXKeT SBISIThCS MapKepoM Mpeapacrioo-
XeHHOoCTH K pa3Butuio bIT, B Tom uucie u cpean 6oabHbIX DT

[MosiBuMCH pabOTHI, MCCIEAYIOIME MALIMEHTOB CO «CMeIIaHHBIM» cuHapoMoM DT—DBIT.
Bri1o mokasaHo, uto B Takoii rpyme 'YC BcTpedaeTcst B TOBBIIIIEHHOM MPOLIEHTE ClTyyaeB
(67%), npubmkalolieMcst K TakoBomy Iipy bI1, a 1onmoJHUTENbHO y NallMeHTOB ¢ CUHI-
poMoM DT—BII yacTto Busyanusupyercs rumnosxoreHHocTs 1Ba (39%). [lpu cunapome
OT—bIT yame HabmomaNCs ceMeHbII aHaMHE3, YBEJIMIMBAIUCh JJIMTEILHOCTD 3a00/1eBa-
HUSI U CTEIeHb TskecTH 1o 1mKaie XeH—Spa (Lauckaite et al., 2014). Exie B ogHo#t padore
npu coroctasiaeHuu rpynmbl DT—BI1, He oTnnyaBIIeiicss MO MOTOPHBIM U HEMOTOPHBIM
nposiBaeHusiM ot rpynnbl BIT 6e3 npemmectBytomiero BT, BctpewaeMocth 'YC B rpymnmax
ObL1a OAMHAKOBOI; pasanuue ObLI0 Julnb o mupuHe 11 xenymouka — npu DT—BII on
ob11 noctoBepHo 1mmpe (Wurster et al., 2014). [TonyyeHHBIe pe3yabTaThl CBUACTEILCTBYIOT
o ToM, uto cuHapoM DT—BII, a Takke coueranue DT ¢ peHomeHom 'YC MoryT paccma-
TPUBATHCS B CIIEKTPE €NMHON MaTojoruu, 6auskoit K bIT.
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Cewmbs b. Cembs E. Cembs C. Cembs I1.
A A 2
A
A A
A
A
Cembs P. Cembs U. Cembs M. Cembst A.

LT P

Puc. 39. PonocnoBHbie o6cienoBaHHbIX ceMeit co ciydasamu DT u BI1. Ctpenkamu 0603HaueHbI
o0cJeoBaHHbIe O0JbHBIE; CUMBOJIBI YepHOTO LiBeTa — ciayvau BII, ceporo upera — cinyyau OT.

B namux uccnenmosanusix B rpymiy 9T Bonum 39 naimeHToB. COOTHOIICHUE MYKYMH
U KEHIIMH cocTaBwiio 13/26, cpenHuii Bo3pact — 56,3 + 17,4 roga. Dra rpymnia cornocTaB-
nsnach ¢ rpynnoii BIT (88 aetanbHo obcaenoBaHHbIX 001bHBIX BIT ¢ XopoluMm ynsTpa3By-
KOBBIM OKHOM, OTMIMCAHHBIX B peabiayiieM pasaeie). [pynnsl DT u BIT okazanuck comno-
CTaBUMBI I10 TTOJIy ¥ BO3PACTY, UX YJbTPa3ByKOBBIC XapaKTEPUCTUKM ITPEACTaBIICHBI B Ta0J1. 9
Ha cTp. 72. Ipynna DT ornuuanack ot rpynnsl BIT menbieit mnomansio 'YC (p < 0,001) u
MeHblIei BcTpeyaeMocThio heHomeHa ['YC (p < 0,001). Ipynmbl He pa3sauYaiiCh 10 LK~
pUHE XeJlydoukKoB U ruriepaxoreHHoctu JIS. Takum oOpa3om, B Halleil paboTe ObLia MOJI-
TBep:kaeHa Hu3Kas yactorta Bcrpeyaemoctt 'Y C y marmenToB ¢ DT (okono 11%), ipu aToM
npyrue TKC-xapakTepUCTUKU He UTpajiu pelaroleil poiu B AuddepeHInanbHON AMarHo-
ctuke bITu OT. YyBcTtBuTenbHOCTh U crieripuaHoctb Metoaa TKC B nuddepeHimanbHoi
nuarHoctrke DT u BIT o orcyrersuio 'YC cocrasuim 89,2 1 90,9% coOTBETCTBEHHO.

B Harreli pabote BriepBbie MIPOBEACHO UCCIEIOBAaHUE CEPUM CEMEIHBIX ClIydaeB, KOTa B
POIIOCTIOBHBIX ITPUCYTCTBOBaIM 601bHBIC KaK DT, Tak u BIT (puc. 39). s aToro 6pu1a chop-
MUpOBaHa 1 o0cjiefoBaHa ocobast moarpymnma u3 8 6oabHbIXx DT M nmoarpymna u3 ux 8 poa-
ctBeHHUKOB ¢ BIT (mepBas creneHs poactsa). CpeaHuii Bo3pacT B roArpymnme DT coctaBui
52,2 22,0 rona, a B poactBeHHoi eit moarpynme bIT — 52,8 + 17,1 rona. Pesynsrarst TKC
60sbHBIX DT 1 ux ponctBeHHUKOB ¢ BI1 mpeactasiensl BTab. 11. B onHoMm ciyyae BITu B ox-
HoM cirydae DT KauyecTBO aKyCTUYECKMX BUCOYHBIX OKOH HE MO3BOJIMIIO OMHO3HAYHO CYIMTh
00 sxoreHHOCTH B 061acti YC, Mo3TOMY YJIBTPa3BYKOBbIC JaHHBIE ObLIN ITOJIYYEHBI TOJIBKO Y
7 6onbHbIX ¢ DT 1y 7 — ¢ BI1. Kak BumHO 13 mpuBeneHHOM Tadbauibl, u3 7 caydaeB DT ¢peHo-
meH 'Y C obHapyxkuBaics y 5 60oabHbIX, U B moarpytie bIT Obu1a 3apeructpupoBaHa TOYHO
Takas xe cratuctuka. [1pu aToMm nosyuyeHHast BctpeyaeMocTh (peHomeHa 'YC B moarpyrie
60s1bHBIX DT, uMeBIIMX poncTBeHHUKOB ¢ BIT (72,4%), craTUCTUYECKM 3HAYUMO TTPEBbIIIAIA
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Taomuma 11. [Mnomans [YC 1 Bo3pact 60IbHBIX B ceMbsix ¢ DT

BCTPEUYaEMOCTh JaHHOTO (heHO-

u Bl MeHa B oOweit rpymie DT 6e3
BII 3T ceMeitHoro aHamHesa mo bBII.

Oo0caenoBaHHbIe
BO3pacT, ruc, BO3pACT, ruc, DT0, MO-BUIUMOMY, YKa3bIBaeT

CeMbHU

ropl MM? ro/Ipl Mm? Ha obmue ¢ bIT matoreHeTnye-
Cembs b. 46 27 (+) 18 26 (+) CKME€ MEXaHU3MBbI, YYacCTBYIO-
Cempbg E. 26 22 (+) 48 28 (+) 1IMe€ B TOM YMUCJIE U B p€ajin3a-
Cembsi C. 62 34 (+) 30 25 (+) o d)eHOMeHa ruc y JaHHOU
Covia Tl 7 315 B 00 MOATPYNIIBl MauueHToB. [lpu
CPaBHEHUM TPYIIbl OOJbHBIX
Cempa P 78 H/o 53 28 (1) BI1, numeBIIMX pOACTBEHHUKOB
Cemps 1. 48 27 (1) 73 H/o ¢ 9T, ¢ obuieii rpymioit bIT 6e3
Cembs M. 46 17(-) 79 0(-) CEMETHOTO aHaMHEe3a paslid-
Cembs A. 43 14 (-) 72 24 (+) yuii 1o BcTpeyaeMoctu [YC

O6o3HaueHus: H/0 — naHHble TKC He mojiyyeHbl M3-3a HeyaoBlIe-
TBOPUTEIbHBIX aKYCTUYECKUX OKOH; (1) — BBISBICHHBIN (heHOMEH
T'4C; (=) — orcyrcrBue peHomeHa UC.

BBISIBJIEHO He ObL10. Takum 00-
pa3oM, CXOIHasI 4acToTa BCTpe-
yaeMoctu [YC y 6onbHBIX DT
n BIl B Takux «CMelIaHHBIX»

CeMbSIX €IIle pa3 MOATBEePKIACT OMPEACICHHYIO MaTOTeHETUUECKYIO OJIM30CTh 3TUX ABYX 3a-
0oJIeBaHMIA — IO KpaliHei Mepe 1JIs1 HEKOTOPbIX OCOOBIX CTy4aeB.
PaccmoTpuM monpoOHee KIMHUYECKMIA TIpUMep, B KOTOPOM Yy J0oUepUu HaOJ0aaeTcs

¢enortun BII, ay matepu — OT.

Boabnasa A.H. (moub), 43 1eT, obGpaTuiiach ¢ xkajaobaMu Ha OOIIyIO ¢1a00CTh, YTOMISIEMOCTD,
MepUOINIeCKN BO3HUKAIOIIEe TPOXKaHUe HOT, BCETO Tejla, CKOBAHHOCTh, YYBCTBO HEYCTOM-
YUBOCTHU TP X0[b0€, UMIIEpAaTUBHBIE ITO3bIBbI HA MOYencyckanue. CunraeT ceOst O0JIbHOM
¢ Bo3pacTa 40 jiet, Korza MosIBIJIOCH OIIYIIeHUe CTITUBAHUS IO/ KOJIeHOM ciieBa. [lo3nHee
craqu OecroKOUTh 0011asi ¢i1aboCcTh, YTOMJISIEMOCTh, YYBCTBO OHEMEHHUSI B JICBOI CTOIIE.
Crycts 2 rona TosIBUJICS TPEMOpP HOT B TIoKoe (OoJiblllie ciieBa), YyTh MO3Xe — TPeMop To-
Kos JieBoii pyku. IuarHoctuposana BIT, mpuHumania nmpaMuIieKco, 3aTeM PONMHUPOI, Ha
(oHe KOTOPBIX TPEMOpP 3HAYNUTETHHO YMEHBIIIAJICS, OMHAKO B CBSI3U C SIBIICHUSIMU apTepHaib-
HOIi TMUTIOTOHMHU 00JIbHAS Oblla MepeBeaecHa Ha TpreM MpernapaTa jJesoaorsl (125 mr 3 paza B
IIeHb), KOTOPBII TTEPEHOCUJICS JIydIlle ¥ yMEHBIIA IPOKaTeIbHBIN runepkruHe3. B mocinennee
BpeMsI K Tepaluy Takxe 100aBjieH KIoHa3emnaM 1 Mr Ha Houb. Heepoaoeuueckuii cmamyc: npu
BBITTIOJTHEHUU MUMWYECKUX P00 JIUIIO CUMMETPUYHO, YMEPeHHAs! TUIIOMUMMS. SI3BIK TIpU
BBIBEIEHUM CJIeTKa AeBUMPYeT BiaeBo. [lape3oB HeT. YMepeHHO BbIpaskeHHasl MbIIIEYHAsT PU-
TUIHOCTh B HOTax, OOJIbIIE clieBa. YMEpeHHasT OJIUTOOpaIuKIHE3UsI B JIEBBIX KOHEUHOCTSIX,
Jierkast — B npaBbIx. CyXOXUJIbHbIE pedIIeKChl XXKUBbIe, paBHbIe. [1aTOOrMYeCKUX CTOIMHBIX
3HaKOB HeT. KoopanHaTtopHbie ITPOOBI BBIIOIHSIET YIOBIETBOPUTEILHO. JIerkas ocTypaib-
Hasl HeyCTOMYMBOCTh. [Ipy xonb0e BBISIBISETCS TUCTOHUYECKUI TUIIEPKUHE3 B JICBOM pyKe
(3abpachIBacT pyKy Haszan).

TKC: mmmpuna 111 xenynouka — 3,6 MM, IIMpHUHA GOKOBBIX KEIYIOYKOB — 15,6 u 16,4 MM,
I'YC crpasa 14 MmM?, clieBa OTCYTCTBYET.

VY Martepu IpeAcTaBICHHOMN MallMeHTK (CM. HUXe) B TedeHue 20 JieT UMeaT MeCTO TH-

nuuHbIi DT, KOTOpHIi 3a mocaeaHuii roa TpaHchopmuponaics B bIT.
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«HET-HeT», yepe3 10 JeT NprucoeAMHUIICS TPeMOP MPaBOil PYKU MPU BbITOJIHEHUU ABUKEHUIA,
a ellle CIyCTs HECKOJIBKO JIET — IpOXKaHUe B JIeBoii pyke. [IpuMepHo okoto 15 et Hazam Oblia
MOCTOSIHHO Ha3HaueHa Jiepojoria (250 Mr 3 pasa B ieHb), KOTOPYIO MallMeHTKa MPUHUMAaJIa J10
MOCJIeIHETO Tofa 6e3 YeTKOTo TMOJOXKUTENbHOTO 3¢ dekTa. ['om Ha3am mpu MOBTOPHOI KOH-
CyJIbTAllUM HEeBpoJIoTa ObUT YCTaHOBJIeH nuarHo3 DT, ieBomona oTMeHeHa. B mocinenHue He-
CKOJIBKO MECSIIIEB MPUCOCANHWINCH OTYETIMBAST 001IIast 3aMeIJICHHOCTh, 0COOCHHO XOIBOHI,
U npoxaHue rnoadopoaka. Cemeiinbiii anamues: y 1odepu (cM. Bblilie) AuarHoctuposaHa bIT,
y poaHoro opara — apoxaHue pyk ¢ 60 jieT (CBSI3bIBAIM CO 3JI0YIIOTPEOICHUEM AJIKOTOJIEM).
Heeponoeuueckuii cmamyc: 060HIHUE CYOBEKTUBHO CHIKEHO. CO CTOPOHBI IPYTUX YePEITHBIX
HEPBOB NaToJIOTUM HeT. OObeM IBIKEHUI U CUJIa B KOHEYHOCTSIX ITOJTHBIE, MBIIIIEYHBII TOHYC
He U3MeHEeH. YMepeHHO BhIpaxkeHHasT OJTMTo0paTuKHe3Msl B HOTax, Jierkast — B pykax (D>S).
[MoctypanbHO-KMHETUYECKMIT TPEMOP PYK C MHTEHIIMOHHBIM KOMITOHEHTOM, OOJIbIIIE CITpaBa.
Tpemop roJIoBBI IO TUITY «HET-HET», TPEMOP rojioca, TPeMOp IMoa00poaKa — KaK TPH JIBUXKE-
HUSIX (peyub, XKeBaHUe), TaK U B Mokoe. CyxoXWIbHbIe pedeKChl XXUBbIe, CHMMETPUYHBIE,
MTaTOJIOTUIECKUX CTOITHBIX 3HaKOB HeT. KoopnuHaTtopHbIe TTPOOBI BHITIONHSET C TUCMETpUeit
U MHTEHIIMEN ¢ IBYX CTOPOH. Jlerkasi moctypajibHasi HEyCTOMUMBOCTD, TIPU XOIb0OE — JIerKast
MUKpOOa3us, axepoKWHe3 CIIpaBa, HEMHOTO MTPUIIAPKUBAET TIpaBoil HOroi. YyBCTBUTEIb-
HOCTb, Ta30Bble (DYHKIIMU COXPAHHBI.

TKC: mmupuna 111 xenymouka — 9,4 MM, mMprHa GOKOBBIX XeJIymo4koB — 21,9 u 20,6 MM.
HByctoponnss 'UC: cipaBa 24 Mm?2, ciieBa 22 MM,

[Tocne koppek1nu cxembl JeueHus (ieBogona S0 Mr 3 pasa/cyT, TonMpamar 25 Mr 2 pa3a/cyT,
ki1oHazernam 0,5 MT Ha HOYb) COCTOSTHHE YIYUIIUIOCh, YMEHBIIWINCH APOXKATEIbHBIN TUTICP-
KUHE3 1 B HEOOJIbIIION CTEIeHH O0IIasi TMTTOKUHE3USI.

B mpuBeneHHOM KIMHUYECKOM Tpumepe y maTepu nauumeHTKu ¢ BI1 HaGmopanach
cBoero pona deHokonus DT ¢ mocienylolieil TpaHchopMaleil B «CMELIaHHYI0» (hopMy
OT—bBII. IMonyyennbie HaMu TKC-gaHHbIE TOATBEPKAAIOT OMpPEAeICHHYIO 3THOMNATOre-
HETUYECKYIO CBsI3b YacTH ciydaeB DT ¢ mepBUYHBIM MAPKUHCOHU3MOM.

CosceM HenaBHO ¢ nmomoupio TKC B Hamem LleHTpe Oblia AeTaabHO MccleqoBaHa
rpyrnna u3 23 yenoBek ¢ cunapomoM DT—BIT (MBanoBa, 2014). Kpurepuu BKIIOUeHMS B
3Ty TPYIITY OBUIM CASIYIOIIMMU: 1) MOCTYPabHO-KMHETUYECKUIT TPEMOP PYK, COIIOCTaBU-
MBIii TI0 BBIPaKEHHOCTH C TPEMOPOM ITOKOSI MJIM TTPeo0Iafalonnii HaJl HUM; 2) OTCYTCTBUE
PUTMIHOCTU WJIM JIeTKasl CTeIeHb €€ BBIPAXXCHHOCTH; 3) HaJIM4KMe TpeMopa TOJIOBbI 100
OTYETJIMBOTO MHTCHIIMOHHOTO KOMIIOHEHTa TpeMopa pyK. Y OoJIbllell YacTH MallleHTOB
JIaHHOM TpyIbl KOHCTaTUpoBanach TpaHcopMauus DT B BI1, u MennaHa IiuTeIbHOCTU
3a00J1eBaHUs B TaKUX CiIydasgx coctaBuia 20 jieT (MHTepKBapTUIbHBIN pasmax 6—30 yer).
B aroit rpynne 'YC 6bu1a 06HapyxeHa y 39% 60JbHBIX, T.e. BcTpeuaeMocTb ['YC nouTu B
4 paza npeBblilana TakoBylo B rpymrie DT, Ho He nocturana yactotsl ['YC npu BI1. UHbIMU
CJIOBaMM, IO YJIbTPa3BYKOBBIM XxapakTepucTukam cuHapoM DT—BII takke 3aHuMan mo-
IPAaHUYHOE TOJIOXKEHUE MEXKIY 3TUMM JABYMST HO30JIOTUSIMMU.

3.3. ATUNUYHBIA NAPKUHCOHU3M

OueHb HEMPOCTOM KIMHUYECKOM 3amaueil SaBisieTcsl mpoBeaeHue nuddepeHumnaaIbHo
JIMAarHOCTHKM MEXIY HavyaJbHbIMU cTaausiMu BI1 ¥ mepBbIMM MpH3HAKAMM aTUIIMYHOTO
nmapkuHcoHu3Ma. K rpyrime aTMIMUYHOTO MapKWHCOHU3Ma, COCTaBIISIONIEr0 OKoio 15%
BCEX CJIyyaeB MAapKUHCOHM3Ma, OTHOCITCSI 4 CaMOCTOSITEIbHbIE HO30JI0IrMYeCKUe (hOPMbI
SKCTparpaMUAHON naTogoruu: myastucuctemuas arpodpus (MCA), ITJI, mporpeccupy-
fomumit HagbsaaepHbiit napaand (ITHIT) n kopTuko6aszanbHas gereHepaius (KBJ1). Bce onun
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Puc. 40. MPT ronosHoro mo3ra nmpu MCA. a — yIionieHue MocTa MO3ra. 0 — TUIIepUHTEHCUBHBII
CUTHaJ B 00JIaCTU CKOPJIYIIBI (CTPEJIKM). B — «CUMIITOM KPECTa» Ha aKCHAJIbHBIX Cpe3ax Mo3ra,
JTydIlie BCETO BBISIBIIsIeMbI B T2- 1 muddby3noHHO-B3BeIIEHHOM pexkuMe, GopMupyeTcs codera-
HUEM TMOJOCKM U3MEHEHHOTO CUTHAJIA OT AETEHEPUPYIOIIMX MOTIEPEYHBIX BOJIOKOH MOCTa MO3ra
(cTpenkm) ¢ mepreHIuKyISIPHOM MOJIOCKOI OT BOJIOKOH I1IBA.

otnnyaroTcs oT bIT 6osee ObICTPBIM pa3BUTMEM CUMITOMATUKY C HEYIOBIETBOPUTEIbHBIM
(MM OBICTPOIIPEXOISIIMM) OTBETOM Ha JIEBOIOIIaTepaIuio, CyIIIeCTBEHHO 0oJjiee cephes-
HBIM TIPOTHO30M 3a00JIeBaHUsI, MEHBIIEH MTPOIOIKUTEIBHOCTBIO XKM3HM U HAIMUMEM J0-
MOJTHUTEJIBHBIX «aTUIIUYHBIX» 3HAKOB, CBUIETEILCTBYIOIIMX O PACIIPOCTPAHEHHOM I1Opa-
xenuun LIHC (Litvan, 2005; Colosimo et al., 2011; Wenning et al., 2011).

Bbonesns [NapkuHcoHa Hanbosee yacTo npuxoautes auddepenumponats ¢ MCA. [laH-
HOE CITOpaauyeckKoe HelpoaereHepaTMBHOE 3a0o0jieBaHUE TMPOSBISETCS BapuadesJbHOM
KJIMHUYECKOM KOMOMHALIME JIeBOAOIAape3UCTEHTHOrO IMapKUHCOHU3MAa, BereTaTUBHOI
HEIOCTaTOUHOCTHU, MO3XKEUKOBBIX U MUPAMUAHBIX 3HAKOB (IMAarHOCTUYECKUE KPUTEPUU
MCA npencrtasnensl B [Ipunoxenun 4) (Gilman et al., 2008). PacripoctpanenHocts MCA
coctapisgeT 1,9—4,9 Ha 100000 HaceneHUsT CO CpeAIHUM BO3PacTOM Hayvasia 3a00JeBaHUS
45—60 neT U cpenHeil MPOIOJIKUTEIBHOCTBIO XXM3HU TT0C/Ie MaHUbecTaluu 3a00JIeBaHusT
7—9 net. B MHOTOYMCIIEHHBIX TaTOMOP(OJornueckux uccieaoBanusx npu MCA ctabuiib-
HO BBISIBJISIIOTCSI aprupodIIbHbBIE IUTOIUIa3MaTUYeCKE BKIIOUCHUsS B OJUTOIECHIPOIIM-
Tax, colaepxalliue o-CUHYKJIenH. TakuM 00pa3oM, COIJIaCHO COBPEMEHHBIM IIpeAcCTaBIe-
HusM, MCA MoXeT ObITh OTHeCeHa K rpyIne cuHykiaenHonatuii. B ocnoBe MCA nexur
u30MpaTeIbHas IereHepallus onpeneJeHHbBIX IPYIIIT KJIETOK: HEPOHOB KOMITAKTHOM YacTu
YC, ckopJiymbl, HUXKHUX OJIUB, COOCTBEHHBIX sIIep MOCTa, KieToK [lypkuHbe Mo3keuKa,
CUMITaTUYECKMX MPEeTaHIJIMOHAPHBIX HEHPOHOB OOKOBBIX POTOB CIIMHHOTO MO3ra 1 Bere-
TaTUBHBIX SIAEp HIXKHEN yactu ctBoia. B psane cayyaeB nmpu MPT (puc. 40) Habmoaar0T-
Csl YIUIOIIEHME MOCTa, CUMIITOM «KPecTa», aTpocusi CPEIHUX HOXEK MO3XeyKa U TUIep-
MHTEHCUBHBIN cUTrHal oT ckopaynbl (Stefanova et al., 2009; Wenning, Stefanova, 2009;
Colosimo et al., 2011; Wenning, Fanciulli, 2014).

Eire onyH BapuaHT CMHYKJIEUHOIATUM, BBI3BIBAIOIIMIA 3aTPYAHEHUSI ¢ TOUKM 3PEHMS
nuddepeHipoBanus ¢ bIT 1 oTHocsmMiics K 0011IeMy CIIEKTpY «0oJe3HU Tenel JIeBu», —
HATJ. JanHoe 3abojieBaHUE XapaKTepU3yeTcsl TApKMHCOHU3MOM, KOTHUTUBHBIMU Hapy-
IIEHUSMHU C UCXOIOM B IEMEHIINIO, OJIM3KYIO MO0 CBOMM KJIMHUYECKHM XapaKTEPUCTUKaM K
0oJie3HU AJblIreiiMepa, 3puTeIbHBIMU FAULTIOIMHALMSAMU, (DJIYKTYallUSIMU YPOBHSI BHUMA-
HUSI, BETeTaTUBHBIMU HapYIIEHUSIMHU (IMAarHOCTUYECKUE KPUTEPUU TIpeAcTaBiaeHbI B [1pu-
noxenuu 5) (McKeith et al., 2005). B otnuuue ot BI1, mpu KoTopoil AeMeHIIUS TTOSIBIISIET-
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Puc. 41. MPT ronosHoro mo3sra tipu [THII. a — atrpodus cpemHero Mo3ra — CHIIyaT «KOJTUOPH»
WJTU «TTUHTBUHA». 6 — pacliipeHne MeXXHOXKOBOM 1 YeTBEPOXOJIMHON LIMCTEPH. B — BBIPAXKEHHOE
paciupenue 111 xxenynouka.

CsI B MMO3HEN cTanuu 00Je3HU Ha (hOHE BBIPAXKEHHOTIO MapKUHCOHMYECKOTO CUHAPOMA, Y
nmauueHToB ¢ A TJI geMeHIrs MoXeT MaHU(PECTUPOBATh OMHOBPEMEHHO € MTAPKMHCOHMU3-
MOM WJIM Pa3BUThCS B TeueHUE | roma mocjie MosiBJeHUs CUMOTOMATUKU MapKUHCOHU3-
ma. B criucke mpuuuH nemenumii JITJI ctouT Ha TpeTbeM MecTe, ee pacIpoCTPaHEHHOCTh
0K0J10 1% cpenu il ctapiie 65 set. [TatoMopdonornyeckas KapTuHa npeacTaBieHa hop-
MMpPOBaHMEM OOJIBIIOrO yKncia Tejell JIeBru B HeiipoHax KOHBEKCUTATbHBIX OTAEIOB KOPHI,
JIMMOMYECKUX 00pa3oBaHMsIX, dodamMuHepruueckux HeitpoHax YC, XOJMHEPTHUYECKMUX
HelipoHax 06a3ajbHOTO sapa MeiiHepTa U BereTaTUBHOM CUCTEMe; HEpPeIKUM MPU3HAKOM
SIBJISIIOTCSI TAKXKE «aJIbLIeMEPOBCKHE» U3MEHEHUSI — CEHWIbHBIC OJISIIKYA U Helpohuo-
pwisipabie kKiyoxku (Jlesun, 2010; Weisman, McKeith, 2007).

Hepenko BcTpeuaronMMcst Ha MpakTUKeE 3a00JIeBaHUEM, 3aTPYIHSIOIIUM AUarHOCTUKY
BI1, ocobenno B ee HauanabHOI ctaguu, siBisieTcs [THIT. OcHOBHBIE KIMHNYECKUE XapaKTe-
puctuku [THIT — cuMMeTpUUHBIH aKMHETUKO-PUTUIHBIN CUHAPOM ITapKUHCOHMU3MA (0CO-
OCHHO TUITMYHOM SIBJIIETCSI PUTMIHOCTD MBIIIIII-pa3rudareseii imeu, mpuaaiias 00JbHBIM
CBOEOOpPa3HYIO «TOPIACIUBYIO» OCAHKY), HaIbsAePHBII Iapajid B3opa (B IIEPBYIO ouepe/ib
MPY B3IJISIIIE BHU3), TICEBIOOYIb0apHbIC HAPYIIIEHUsI, pACCTPOICTBA XOAbOBI C pAHHUMMU ITa-
NEHUSIMHU, TUCTOHMS aKCUAJIbHOM MYCKYJIaTyphl C MIPUCOCIMHEHUEM Ha MO3MHMX CTaIUsIX
KOTHUTHUBHBIX U 3MOIIMOHAJIBHO-TMYHOCTHBIX PACCTPOMCTB (IMAarHOCTUYECKNE KPUTEPUU
npeacrapieHbl B [Tpunoxenun 6) (Litvan et al., 1996). [1o taHHBIM pa3IMYHBIX SITUACMUO-
JIOTUUECKUX UccaeaoBaHuit, yactora Bctpeyaemoctu ITHIT cocraBnsier okoso 5 ciyyaes
Ha 100000 Hacenenus. Kak mpaBuiio, 3a00JieBaloT JIMLIA CPEAHETO U TTOXUIOTO BO3pac-
Ta. B ocHOBe KJIIMHUYECKOI KapTUHBI 3a00J1eBaHUs JIEKUT XapaKTepHOE TOMMMYECKOE pac-
npeaeeHrue AereHepaTUBHOTO Mpollecca, INIaBHBIM 00pa30M 3aTparuBaiolero MOKPHIIIKY
cpennero moara, YC, oneanbiii map, KA u cydranamuyeckoe sapo. B HeitpoHax u rivaib-
HBIX KJIETKaX OOHApYXMBAIOT IIMTOIJIa3MaTUYECKIE BKIIOUEHUS U3 Tunephochopuimpo-
BaHHOTO T-0ejika, B HOpME YJacTBYIOIIETo B (byHKIIMOHMPOBAHUHM LIUTOCKeaeTa. MeHHO
HaKOIUICHHWEM arperaTtoB T-0ejika OOBSICHSACTCS XapaKTepHasl TMCTOJOrMyeckas KapThHa
ITHIT — ¢popmupoBaHue HelipoGUOPUISIPHBIX KJIIYOKOB B JereHEPUPYIOIINX HelipoHax
U MOSIBJICHUE IIUMOBUIHBIX acTpOoUMTOB. CorlacHO COBpEMEHHOI MOJIEKYJISIPHOM Kilac-
cupukaunm HelipoaereHepaTUBHbBIX 3a0ojeBanuii, ITHIT otHocuTCAa K Tpymiie TaynaTtuii
(Unnapuomkux, 2003). [Tpu MPT (puc. 41) y naiuentoB ¢ [THIT MmoxeT ObITh OTMEUeHa
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aTpodusl CpeIHEro Mo3ra ¢ paclIupeHUEeM MEXHOXKOBOI M YeTBEPOXOJIMHOM IIUCTEPH U
munatauus I11 xenynouka (Mnnapuomkux, 2003; Wakabayashi, Takahashi, 2004; Scaravilli
et al., 2005; Dickson et al., 2007; Ludolph et al., 2009; Williams, Lees, 2009; Colosimo et al.,
2011).

KopTtukobazanpHasi JereHepalys — peaKuil BapuaHT HeipoaereHepaTUBHOM TMaTONI0-
MU, TAKKE OTHOCSIIIMICS K TaynaTUsAM. 3a00j1eBaHMe pa3BUBaeTCsI Ha 6—8-M IeCSITUICTUSX
ku3HU. ClieyeT OTMETUTD, YTO TEPMUH «IereHepalus» B Ha3BaHUM OOJIE3HU MOXKET OT-
HOCHUTBCS TOJBKO K MOATBEPKIACHHBIM MaTOMOPMOIOrMUYECKUM CIyJasiM C XapaKTepHbIMU
OautoHO00pa3HBIMU HelipoHaMu (KiieTkamu [1rka) u acTpouuTapHbIMU OJISIIIKAMU, OOHA-
PYyXMBaeMbIMM B TIpe(POHTAILHON 1 TTPEMOTOPHOI Kope, X4 1 B cTBose. B To Xe Bpems
npu nopo3peHun Ha KB KIMHUYeCKN TMarHOCTUPYETCSl «KOPTUKOOA3aTbHbII CUHIPOM»
(KBC). Cpenu KTtoueBbIX KIMHUYECKUX MTPU3HAKOB BBIACISIOT aCUMMETPUYHbIN TTpOrpec-
CUPYIOIIUI JIEBOAOMAPE3UCTEHTHBIN MapKMHCOHU3M M ampakcuio (BKJIIOuYasl arnpakCHUIio
XOIbOBI), KOTOPBIE COUETAIOTCS C JOTMOJHUTEIbHBIMUA KOPKOBBIMU pacCTpoONCTBaMu (Ha-
pYLIEHHUE CIOXHBIX BUIOB UyBCTBUTEIBHOCTU, (DEHOMEH «Uy>KOi pyKM», TOOHBIC BapruaH-
ThI ahazun), SKCTpanMpaMUuIHbBIMIA HApYIICHUSIMU (MUOKJIOHUHU, TUCTOHUS, XOPEe0oaTeTo3,
MOCTYpaJIbHBIN TPEMOP), MUPAMUIHBIMU 3HAKaMU, HapylIeHUeM Ncuxuku. KimHudeckast
KapTUHa KpaiiHe ToJuMMopdhHa, YTO 3HAYUTEIBHO OCIOXHSET TUAarHOCTUKY 3a00JIeBaHUS
(HemaBHO pa3paboTaHHbIe AMArHOCTUYECKNE KPUTEpUM TipeAcTaBieHbl B [Ipunoxenun 7)
(Armstrong et al., 2013). ITpu KT 1 MPT y yactu G0JIbHBIX MOXET BBISIBJIITbCS aCUMMET-
puuHas uepebpanbHast aTpodusi, MPeuMyIIECTBEHHO BhIpaXKeHHAas B 3aHel YacTy JTOOHOM
U1 TEMEHHOM J0JIeil Ha CTOpOHE, KOHTpaJaTepalbHOM Hanboiee MopakeHHO KOHEUHOCTH
(Litvan, 2005; Scaravilli et al., 2005; Wadia, Lang, 2007; Boeve, 2011; Colosimo et al., 2011).

Takum oOpa3oM, 3HAUUTEIbHOE CXOACTBO cMMIITOMOB BII ¢ KIMHUYeCKUMM MPOSIB-
JICHUSIMM aTUIIAYHOIO IMapKMHCOHM3MA M OTCYTCTBME CIlelM(UYSCKUX paHHMX J1abopa-
TOPHO-UHCTPYMEHTAJbHBIX (B TOM YHMCJIe HEMpPOBU3YATM3allMOHHbBIX) OMOMapKEPOB 3THUX
3a00J1eBaHUI OMpenessTIoT BOCTPEOOBAHHOCTD HOBBIX U IIPU 3TOM JOCTYITHBIX TUarHOCTH-
YECKHUX TEXHOJIOTUMA.

CylecTByeT JOBOJIBHO OOJIbIIOE KOJIMYECTBO 3apyOeKHBIX IMyOJMKALIM, TTOCBSIIEH-
HbIX TipuMeHeHno TKC B nuarHocTuke CMHAPOMOB aTUIIMYHOTO MapkKuHcoHu3Ma (Berg
et al., 2006; Walter et al., 20076; Berg et al., 2008).

B HeckonbkMX MccienoBaHusIX ObUTM ToKa3zaHbl Bo3MoxHocT TKC B puddepeHim-
ajpHo nuarHoctuke BIT u Hanbosee pacrpocTpaHeHHBIX (hOPM aTUITMYHOTO TTAPKUHCO-
Husma — MCA u ITHII. B nepBoii padote, onydaukoBaHHo# B 2003 I., ObUIM 00CIeT0BaHbI
16 mauurenToB ¢ MCA u 9 ¢ ITHIT (Walter et al., 2003). B otiuuue ot BII, npu KoTopoit
I'YC Bcrpevanack B 96% ciyvaeB, nipu aTunuyHoM napkuHcoHusMe ['UC Habmomanach
TOJIBKO B 9% cilydaeB, a TMIIep3XoreHHOCTh JISI, HAa00OPOT, IMPU ATUITMYHOM ITapKUHCO-
HM3Me BeTpevasach yaiie (23 u 77% coOTBETCTBEHHO). IPyIIIbI HE pa3indaiuch IO 3XO0-
reHHoct X, tanamyca u mmpuHe 111 xenmymouka 1 60KOBBIX KeJTyI04KoB. B cxoxewm mc-
ciaenoBanuu 34 6oapHbIX ¢ MCA u 21 manuenta ¢ [THIT Obl1a moaTBepkaeHa BhICOKAs
MPOrHOCTUYECKAsI 3HAUMMOCTD CIeAYIOIIX KoMOuHaluii: komouHauuu ['YC ¢ HopMmaib-
Hoii axoreHHocThio JIS — mist BIT (91%), koMOuHarmy HopMaibHOI sXoreHHocTH YC u
ruriepaxoreHHocTH JISI — mis arunnaHoro napkuHconusMma (78%) (Behnke et al., 2005).
Huskas Bctpeyaemocth 'Y C nipy aTUIIMYHOM MapKUHCOHM3Me Obljia MOJIydeHa U B SITOH-
ckoit monynsguuu (Okawa et al., 2007). IIpu paccmorpeHun otaenbHo MCA (n = 21) u
ITHIT (n = 22) 6su10 mokasaHo cieaytoiiee: MCA otnuyaercs ot bIT HopmanbHO# 9X0reH-
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HocThblo UC — MoJI0XUTeIbHAS IPOTHOCTUYECKASI 3HAYMMOCTD 3TOT'0 ITPU3HAKA COCTABIISIET
86%; ITHII otnuyaercs ot BIT nunaTamueii 111 xenynouka 6ojee 10 MM B KOMOMHALIMY C
rurepaxoreHHocThIo JISI — mporHocTuyeckast 3SHauuMocTb 89% (Walter et al., 20076). I[Tpu
5TOM Y mauueHToB miamie 60 JIeT TOJbKO Ha OCHOBAaHUM HOPMaJibHOM 3xoreHHocTn YC
MOKHO ObI10 oTImuuTh MCA wiu TTHIT ot BIT ¢ adcomoTHOM MOJTOKUTEIBHONM ITPOrHO-
cTuyeckoi 3HaunMmocThio — 100% (Walter et al., 20076).

ITo 0606meHHbIM qaHHbIM, ['YC BeTpevaercs npu BIT B 93% ciyyaes, npu MCA — B
46%, npu [THII — B 45%; nanpotus, runepaxoreHHocTh JIS ipu BI1 BcTpeuaeTcst TOJIbKO
B 21% cnyuaeB, Torga kak npu MCA yxe B 72%, a ipu I[THII naxe B 84%; paciumpeH-
ublii 111 xxenynoyek ooHapyxuBaetcs ripu bI1 B 11% cnyuae, mpu MCA — B 21%, a nipu
ITHIT — B 85% (Bouwmans et al., 2010). ITo npyrum (HO cx0X1M) OLEHKaM, IIPU aTUIIUY-
HoM napkuHconusme ['UC Habmonaercs B 30% cirydaeB, a TMIIEpIXOreHHOCTh JIS 3Haum-
TesIbHO vaile — B 79% ciydaes (Vlaar et al., 2009).

Y4uThIBask BBICOKHE ITOKa3aTeJId 1yBCTBUTEIBHOCTH, CIIELIM(MDUYHOCTY U IIPOrHOCTHYE-
ckoii 3HaunMocTu TKC B peTpoCIeKTUBHBIX UCCIIeIOBaHUSX 110 TUddepeHIInaTbHOM Ara-
rHoctuke BIT ¥ aTUITMYHOTrO MapKMHCOHU3MA, ObLIM HA4aThl IIPOCIIEKTUBHbBIC UCCIIEI0BA-
HMS y TALMEHTOB C HaYaJIbHBIMU CTaIUSIMU TAPKMHCOHM3Ma, KOTIa IMarHo3 e1le He CTOJIb
SICeH, KaK Ha MO3MHMX CTaausX 3aboseBaHus. B mepBoe uccienoBaHue ObLIM BKIIOYEHBI
60 manKMeHTOB, JIMTEJIBHOCTh HAOMIOOEHUSI cocTaBwia 1 rof, 1Mo OKOHYaHUU KOTOPOIo
YTOUHSUICSI AMArHo3 ¢ nipuBiieueHreM pu Heooxoaumoctt ODDKT u [1DT. DxoreHHOCTH
YC noka3zajia BBICOKYIO YyBCTBUTEIBHOCTD (91%), crietidudHocTh (82%) 1 MOIOXKUTEb-
HYIO IPOrHOCTUYECKYIO 3HauUMOCTh (93%) B muddepeHumanbHoi auarHoctuke BIT u
aTUNIMYHOTO MapKuHcoHu3Ma. [1pu aToM axoreHHOCTh JISI He Urpana cylecTBeHHOM poaun
B nuarHoctuke (Gaenslen et al., 2008). OgHako cToJIb 0OHaAEXKMBAIOIIME Pe3yJIBTaThl ObLIN
MOABEPIrHYTHI COMHEHUIO B CJICAYIOIIEM ITPOCIECKTUBHOM MCCICIOBAHUMI, B KOTOPOM YyB-
cTBUTENBbHOCTD U crierpuyHocTh TKC B nuddepenunanbHoit nuarnoctuke BIT (n = 51)
U aTUIIMYHOTO MapKMHCcoHU3Ma (n = 7) Ha ocHoBaHuU 3xoreHHocTH YC cocraBuim 50 u
43% coorBerctBeHHO (Vlaar et al., 2007; Vlaar et al., 2008). Eie B ogHo# padoTte criein-
¢uuHOCTh Haxonok 'Y C my1s1 aTUITMYHOTO MapKUHCOHU3Ma cocTaBmiia 33%, XOTs U3-3a He-
0OJIBIIOrO YKciia O0JIbHBIX B 3TOM HAOJIOACHUU CJI0XKHO MHTEPIIPETUPOBATD ITOTyYEHHBIC
pesyabrathl (Lauckaite et al., 2012). B ropasno 6oJjiee MaciTabOHOM MPOCIIEKTUBHOM UC-
CJIeIOBAaHUM TTAIIMEHTOB C HEYTOUHEHHBIM MTapKUHCOHU3MOM (n = 241), y KOTOPBIX OKOH-
yaTeJabHbIM auarHo3om Oobutn BIT, MCA, TTHII, KB/, ATJI, cocynucThlii, JeKapCTBEH-
HbI mapkuHcoHu3M u DT, mokazaHo, yto 'YC umeeT HeOOJbIYIO YYBCTBUTEIBHOCTD U
crietuaHoCTh st quarHo3a BIT — 40 u 61% cootBerctBeHHO (Bouwmans et al., 2013).
B03MOXHO, 3TH HEBBICOKKE 3HAUEHMSI ObUIN CBSI3aHBI C TEM, YTO YYMTHIBAJICSI TOJIHKO OIMH
mapameTp — 'YC. Ho BoT npu ncrnonb3oBaHny KoMOuHamun Tpex napametpos — [YC, ru-
nepaxoreHHocty JIS un nunatamuum 111 xkeaynouka — B MpOCIIEKTMBHOM MCCIEAOBAHUM T1a-
uueHToB ¢ BIT (n = 15), MCA (n =9), ITHII (n = 7) u KB (n = 5) meton TKC mnoxka3zan
YYBCTBUTEILHOCTD U CITELU(PUIHOCTD, cortoctaBuMble ¢ [1O9T, — 82 1 85% cooTBEeTCTBEHHO
(Hellwig et al., 2014).

He Tak maBHO cTano MOHSATHO, YTO maTojiorus, xapaktepHas st [THIT, moxer mpo-
SIBISITbCS Pa3UYHBIMU (DEHOTUNMUYECKMMU BapuaHTamu. Haumbosee pacmpocTpaHeH-
HbIE€ CpeIr HUX ABa — KJIaCCUYeCKUil (DeHOTUN B BUIE «CMHApoMa PuyapacoHar, a Takke
6onee Markuii u omskuit K BIT penornn — «[THIT-napkuaconuzm». Kpome 3Tux nByx
BapuUaHTOB, MOTYT BcTpedaTbesl Takxke «[THIT—kopTukoOa3anbHbIil CUHAPOM», «MU30JI1-
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poBaHHas1 aKMHE3MsI ¢ HapylleHUsIMU XoabObl», «ITHII—mporpeccupyioiass MoTopHas
aasus» (Pemorosa u np., 2009; Liscic et al., 2013). B Heckonbkux padboTax ObUIM IIPO-
JIEMOHCTPUPOBAHbI YETKME YJIBTPA3BYKOBBIC Pa3Iduns MEXIY «CMHApoMoM PuyapacoHa»
n «ITHIT-napknHCOHU3MOM»: TaK, IJisd «cuHIpoMa Puuapacona» HexapaktepHa [YC (14
vs 73%) 1, HA0OOPOT, IIPU HeM vallle BcTpevaroTcs auiaaTamus 111 skemynouka (71 vs 0%) u
runepaxoreHHOCTh JIA (67 vs 38%) (Bouwmans et al., 2010; Ebentheuer et al., 2010; Kostic
et al., 2013; Sastre-Bataller et al., 2013). ITonydyeHHBIE pa3nuynsi MOTYT OTYACTU OOBSIC-
HSITh HE CTOJIb BhICOKYIO crietinuuyHocTh TKC B nuddeperHmanbHoil nuarnoctuke bIT ¢
ATUMUYHBIM TAPKMHCOHU3MOM — TTOCJIEIHUIM TTpeACTaBIseT CO0O0I BeCbMa HEOTHOPOIHYIO
rpyrmmy, Bo MHOrom nepecekatounytocs ¢ bI1. HemaBHo mist puddepeHIanibHoM guarHo-
ctuku BIT u TTHIT 6611 BiotHe 000CHOBAaHHO MPEAJIOKEH ellle OAMH HOBBIN MapamMeTp —
Ioanb cpeaHero Moara (Sastre-Bataller et al., 2013). ITo pe3ynbsraram pabOTHI TIJIOLIAIb
cpenHero mosra 24,27 cm? nossosisia guddepennposars BIT or ITHIT co 100% monoxu-
TEJIbHOI MPOTHOCTUYECKOM 3HAYMMOCTBIO, OTHAKO MPEeIIOKEHHBIN MOAX0A TpeOyeT Mo/~
TBEPKACHUS B NaTbHEUIINX NCCIIEIOBAHUSIX.

Kpowme ITHIT, Bo3amoxkHoctu TKC uccnenoBanuck npu apyroit raynatum — KBJI. B nc-
ciaenoBanumn Walter et al. 6but0 mokasaHo, uto KBJI (n = 8) ornuuaercs ot [THIT (n = 13)
BeipaxkeHHoU ['YC u HopmanbHo#t mmpuHoii 111 xeaynouka (<10 mMm). ITonoxutenbHas
IPOTHOCTUYECKAst 3HAYMMOCTb JUIsI KaXKI0T'0 yYKa3aHHOIO YJIBTPa3ByKOBOTO ITapaMeTpa Co-
craBuia 80%. I1o axorenHoctu JIS, X5 u no mmpuHe nepeaHero pora 60KOBOTO XKeJTyI04-
Ka rpynmnsl He pasnndanuch (Walter et al., 20044).

Kak yxe ykasbiBanoch, A TJI sBaseTcss cBoeoOpa3HbIM «IIPOAOIKEHUEM» (DEHOTUITH -
YyecKoro 1 naroreHerudeckoro npoguas bIT; He ciydaitHo moaTomy, uto anst A TJI takske
xapakrtepeH ¢peHomeH 'YC. Omgnako Walter et al. (2006) ipu ATJI yaine HaGmronaan aIBy-
croponHiolo 'YC — B 80% caydaeB, Torna kak npu BI1 ¢ nemeniueit u npu BIT 6e3 ne-
MEHILIMHU — TOJIBKO B TPETH ciiyyaeB. MHIEKC acuMMeTprM (OTHOIIIEHUE OOJIbIIIEH ITOIIaan
I'YC ¢ oaHO# CTOPOHBI K MEHBIIIEH TUIOLIAAN C IpYroit), paBHbI unu Beie 1,15, ObLT
HaiineH B 69% ciydaeB BII ¢ nemenuueii u Tonbko B 20% caydaes ATJI. B cBoio ouepens,
oonbHble BIT 6e3 nemMeHLMU OTAMYaAIUCh OT IBYX APYTUX TPYII HOPMAaTbHON HIMPUHON
I1I sxenymouka u TiepeaHero pora 60KOBOro keaynouka. B rpynme nmauuentoB ¢ bIT u ne-
MEHLMEN HalIeHa KOPPESLMSI MEXIY LIIMPUHOM XKEJIYI0YKOB M CYMMOI 0aJIJIOB MO LIKaJIe
UPDRS, Ho He ¢ Heitponcuxomorndyeckumu mkaigamu (Walter et al., 2006).

B Hayunom nentpe HeBposoruu PAMH ¢ npumenenuem TKC Obuin o0ciemoBaHb
28 GOJIBHBIX aTUITMYHBIM ITapKUHCOHM3MOM: 17 ciiyyaeB MCA, 6 cayuaes [THIT u 5 ciiyyaes
KBC. InarHo3 ctaBWICS COMIACHO KPUTEPUSIM, NpUBeaeHHBIM B [Iprioxenusx 4, 6 u 7.
CooTHollIeHHEe MYXUMH 1 KEHIIWH B 00l1Iel Irpymie coctaBuio 14/14, cpenHuii Bo3pacT —
60,5 £ 7,5 roga. ChopmMupoBaHHasI IpyIiia Oblia COMOCTaBMMa 10 TTOJIy M BO3PacTy ¢ 00ce-
JloBaHHO¥ rpynmnoit 6oabHbIX BIT (cM. BhIle). Y onHoro 6onbHOoro ¢ MCA u'y nByx ¢ KbC
He 0Kazajoch YJIBTPa3BYKOBBIX BUCOUYHBIX OKOH st mpoBeAecHus TKC. YiabTrpa3BykoBbie
JIAaHHbIE OCTaBIICKCS TPYIIIBI U3 25 OOJBHBIX MpEACTaBlIeHbI B Taba. 9 Ha cTp. 72. Ipynmna
ATUIIMYHOTO MapKUHCOHM3MA CTATUCTUYECKM 3HAYMMO OTJIMYaiach OT rpymmbl BI1 MeHb-
1LIEH TJTOLIAAbI0 Y MEHbIIIEH YacTOTOM BeTpeyaeMocT (peHomeHa 'Y C, a Takzke pacimpeH-
HbeiMu 111 3keymoukoM 1 GOKOBBIMU KeJIyIOoUYKaMU; YKa3aHHbIC TPYIIIbI HE pa3Invaiuch
10 YacToTe BcTpeuaeMocTu runepaxoreHHoctu JIS. Huskasa yacrora Bctpeyaemoctu 'YC
Y pacUIMpeHHasI XeIyI0uKOoBasi CUCTeMa B COOPHOI IpyIiNe aTUIIMYHOIO NapKUHCOHM3MAa
IOJIHOCTBIO COIIACYIOTCS C IMTePAaTYPHBIMM JaHHBIMU. PaciipeHue eny109KoBO CUCTe-
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MBI TIpY aTUITMYHOM MapKUHCOHU3ME 3aKO0-
HOMEPHO OTpaxaeT 0oJiee OOLLIMPHOE MYJIb-
TUCTPYKTYPHOE MOpakeHUE B CPAaBHEHMU C
JIOCTATOYHO JIOKAJIbHBIM I1aTOJIOTMYECKUM
npoueccoM npu BIT, a HopMabHas (3a uc-
KJIIOYEHHEM OTIEIbHBIX CIIydyaeB) 3XOIeH-
HocTh YC B 11€JI0M IO TpyTIIie aTUITUYHOTO
MapKUHCOHMU3Ma YyKa3blBaeT Ha OTJIMYHbBIC
ot bII nmaroreHeTnyeckre MexaHU3Mbl pa3-
BUTUS 3TUX 3a00jieBaHMil. B Haleit rpyrre
BCTpeYaeMOCTh runepaxoreHHoctu JIS npu
aTUMMUYHOM TIAapKMHCOHU3ME OKasajlach

MOYTH BABOE BhlllIe B cpaBHeHUU ¢ BII, xoTs Puc. 42. TKC namuenta ¢ ITHIL. Crpenkoit
paszinyre He AOCTUTAJIO CTaTUCTUYECKOM 0603HaUeHO rumnepaxoreHnoe JISI, Map-
3HauMMocTU. HecMoTpst Ha TO 4TO B 0OJIb- Kepamu — pacimmpeHHsiit 111 xenymouex
IIMHCTBe paGoT ToKaszaHa cymectBenHas (L= 8,7 Mm).

POJIb 3TOM YyIBTPAa3BYKOBOI XapaKTEPUCTU-

KU B OIpeAeJeHUN IPYNIbl OOJIbHBIX C aTUITMYHBIM MapKMHCOHU3MOM, HEKOTOPBIMU aB-
TOpaMy 3TO He MOATBepxkmaercs. TakuM oOpa3oM, COIJIAaCHO IOJyYEeHHBIM pe3yjbTaTaMm,
HauOoJjiee TOuHO nuddepeHInpoBaTh caydau aTUITMYHOTO MapkrHcoHu3Ma oT BIT mo3so-
JISIET UMEHHO KOMOMHaIIMsI HoOpMaJibHOM axoreHHocTH YC ¢ paciIMpeHHOM XeTy109KOBOM
CHUCTEMOI, TOMOJIHUTEIbHOE 3HAYEHUE MOXKET UMETh TMIIEPIXOreHHOCTh JIS.

[1pu cpaBHEHUU OTACIBHBIX (pOpPM aTUTIMUHOTO MapkuHcoHu3ma ¢ BIT u mexay coboii
OBUIM BBISIBJICHBI CJCAYIOIIME YIbTPa3ByKOBbIC 3aKOHOMEpPHOCTU. bonabHbie MCA oTin-
yanuck ot rpynnbl BIT meHbeit BctpeyaeMocThbio (peHoMeHa 'YC u paciumpeHuem xe-
JIYIOYKOB MO3ra, HO 4yacToTa OOHapyxXeHMsl TuiiepaxoreHHocTr JIf okaszanach cxomHOMM.
Boabnbie ITHIT otnmuanuce ot rpynnbl BIT meHbineit BctpeyaemocThio heHomeHa Y C
U paclIMpPEeHUEM XEeJYI0UKOB, a TaKxkKe OOJIbIIeH BCTPEYaeMOCThIO TUIIepaXoreHHOCTH JIS
(puc. 42). 13 tpoux 6onabHbIX ¢ KBC y nBonx otmeuanach asyctopoHHsst [YC u B ogHOM
cllyyae — He3HaUUTEIbHOE pacIlIupeHre OOKOBBIX XKeTYI0YKOB, TOrIa KaK T'MIIeP3IXOTeHHO-
ctu JI4 He otMmeueHo (T.e. ueTkux pasaununii mexay KbC u BIT monydeno He 6bu10). [Tpn
cpaBHeHuu rpyrnnbl MCA ¢ rpynnoii ITHIT BeisgBiaeHa 00JbIIasg yacToTa BCTPEYaeMOCTH
ruriepaxoreHHocTH JIS1 y manmenTtoB ¢ [THIT u TenaeHums K 6ojiee MMPOKUM OOKOBBIM
JKeJyIouKaM, YTO TaKKe COIIacyeTcs ¢ IUTepaTypHbIMU JaHHBIMU.

ITo pe3yiasraTaM MpoOBEAEHHOIO JOTMCTUYECKOTO PErPECCOHHOIO aHaJIM3a 0Ka3ajloch,
yto MCA otnuuanack ot BIT Haumydimum odpazoM o orcyrerBuio peHomeHa ['YC u pac-
IIMPEHHBIM OOKOBBIM XeayaoukaM. I1pu atom uyBcTBUTENbHOCTH MeTona TKC B nudde-
PEHIMAIBHONM IUarHOCTUKE 3TUX HO30JI0rMdYeckKux popM cocrtasisieT 83,3%, a criemuduy-
Hocth — 90,7%. Ianuments ¢ [THIT ommnuanmick ot rpymmsl BIT ToIbKO paciivpeHHBIMU
OOKOBBIMM KEIyIOUYKaMU C YYBCTBUTEIBHOCTBIO 75% u crienucbuyHoCcThio 93%. Takum
00pa3oM, IIPENJIOKEHHBIE HAMU YJIBTPa3BYKOBBIE AMArHOCTUYECKUE KPUTEPUU 110 YYBCTBU-
TEJIbHOCTU U CIIELIM(DUIHOCTU COMTOCTABUMbI C KPUTEPUSIMU, TTPEITOXKEHHBIMU B IPYTUX pa-
0oTax, T03TOMY OHU MOT'YT PEKOMEHI0BAThCS 715 IIIMPOKOT0 MPAKTUISCKOTO TPUMEHEHMSI.

PaccmoTpuM KIIMHMYECKKME TPUMEPHI OOJBHBIX C BEepOSTHbIMU AuarHozamu MCA,
ITHIT u KBC u ux TKC-gaHHbie, KOTOpble WILTIOCTPUPYIOT XOPOIINil IMAarHOCTUYECKUI
MOTEHIIMAJT BBILIEIIPUBEACHHBIX YABTPa3BYKOBBIX OMOMapKEPOB.
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Boabnas U., 68 e, 0Koj0 4 JIeT Ha3aa OTMETHIIA MOsBICHUE IPOXKAHUS JIEBOM PYKH, YYTh
MMO3Xe MPUCOEAMHUIOCH IPOKAaHME JIEBOW HOTH, TTOSIBUJIMCH 3aMeJIEHHOCTD IBVMKEHMI, 00-
1ast CKOBAHHOCTb, «HETIOBOPOTJIMBOCTh». [10 MecTy XuTesIbcTBa ObUT MocTaByieH quarto3 bIT
1 HaszHaueHa JeBonorna (100 mr 3 pasa/cyt) u nupubenun (50 mr 3 pasa/cyT) — 6e3 cyie-
cTBeHHOTO 3(hdeKkTa. B mociaenyiomnem cocTosiHUe MTOCTEIIEHHO TIPOrPecCpoBaio: HapacTaia
TUTTOKMHE3MsI, TTOSIBUIOCH JAPOXaHWe B MPaBbIX PyKe U HOTE, CTaJld OCCITIOKOWTh TOJJOBHBIE
6ou. B mociienHuit Tom OTMeUaeT MOsIBIEHWe KOJIeOaHUN apTepualbHOTO NaBJICHUS — OT
160/100 mo 75/45 mm pT. cT. B CBsI3M ¢ BhIpaXkeHHOI TMIIOKUHE3KEH, 00ILEei C1ab0CThIO, Op-
TOCTATUYECKOM TMIOTEH3MEe B TIOCISIHUIA TOM TAIlMeHTKe cTajla TpeOOBaThCS MOCTOSTHHAS
ITOCTOPOHHSISI TIOMOIIIb: HE MOTJIa CAMOCTOSITEIbHO BCTaBaTh, CAAUTLCS, IPUHUMATh TTUIILY,
oneBaThcs. Takke B MociieaHee BpeMst OeCTIOKOSIT OeCCOHHUIIA 1 TTOCTOsSTHHAsT TpeBora. [1pu
MPT BBISBISIIOTCS € IMHUYHBIE HEOOJIBIIIE OYarv B 0eJIoM BeIlleCTBe 000UX TMOTyIIapuii (Be-
pOSITHEE BCETO COCYIMCTOTO TeHe3a), OTMeUaeTcs cllaboe pacimpeHne G0KOBBIX KeJTyIOUKOB.
B cembe monoOHbBIX 3a00JIeBaHI HE HAOII01ATI0Ch.

Ilpu ocmompe obpaliiaet Ha ce0s1 BHUMaHME OJIETHOCTb KOXKHBIX TTOKPOBOB. OpTocTaTUyecKast
TUTIOTeH3UST: apTepualibHoe naBieHue jaexa 150/100 mm pT. cT., ctost — 115/85 MM pT. cT.
B Hesponoeuueckom cmamyce: CUMIITOM <«ITOIYIITKW», TUTIOMUMUST, TUTTOKWHETWUYECKAsT T3~
apTpusl, TUCIIPOCOAMSI, SJEMEHTBI OPOMAHAMOYISIPHOM arpakcuu, runodoHus, Ha30aanus,
TpeMop $I3bIKa, TIPU BBIBEIEHUH SI3BIK TI0 cpenHell TMHUN. YeTKUX MPU3HAKOB ITape30B HeT.
I'py6ast runokuHe3us. MplllieyHasi pUTMAHOCTb B KOHEYHOCTSIX (S>D), Gobliie BbIpaskeH-
Has B pykax. MUOKJIOHUHU B pyKax, TJlaBHbIM oOpazom IV—V manbues (S>D); enuHu4YHbIS
MMOKJIOHUM OTMeYaroTcsl U B Horax. CyxoxXuibHbIe pedIeKChl C aKIIEHTOM CITpaBa, MaTojio-
TMUYECKUX CTOITHBIX U KMCTEBBIX 3HAKOB HET, BHI3BIBAIOTCST HA30JIA0MAIBHBIN 1 XOOOTKOBBINA
pedaekchl. [TanbLeHOCOBYIO MPOOY BBIMOJHSET C JIETKOM MHTEHILIUEN C IBYX CTOPOH, BBITTOJI-
HEHUe MSITOYHOKOJIEHHOW MTPOOLI HEBO3MOXKHO M3-3a Pe3KOU TUTTOKWHe3nu. [pydast moct-
ypajibHasi HEYCTOMUMBOCTh. YyBCTBUTEIBHBIX, TA30BBIX HAPYILICHUI HET.

TKC: axorernocts UC u JISl B Hopme; mmpuHa 11 xexynouka — 7,2 MM (Bo3pacTHast HOpMa);
OOKOBBIE XKeJIyIOYKM pacIliMpPeHbl, IIMPUHA ITPAaBOro 0OKOBOIO Xeayaouka — 22,1 MM, JIeBO-
ro — 23 MMm.

Kaunuueckuii duaenoz: MCA.

Boasnoit T.B., 63 yer, akTUBHO Xayno0 He mpeabsasiser. Co CI0B POACTBEHHUKOB, OKOJIO
2 JieT Ha3aJl MOSIBUJTUCH TOJIOBHBIE OOJIN, TTO TIOBOTY KOTOPBIX 32 MEIUIIMHCKON TIOMOIIIBIO He
obpamazics. OKoJIo roja Ha3aj CTajy 3aMedyaTh HeyCTOMUYMBOCTD IPU XOAbOE C TEHACHIIMEN K
MaJieHusIM Ha3aJ1 ¥ BJIEBO, U3MEHWIOCH BhIpaxkkeHUe JInia («CTeKJISTHHBIE T1a3a»). YyTh mo3xe
MPUCOESAMHUINCH 3aMEIJICHHOCTh IBMKEHUI, 3aKpbiBaHUE TJ1a3. B mociaenHue 2 mec mauu-
EHTY TpeOyeTcsT TIOMOIIIb B CAMOOOCTY>KUBAHUY (CAMOCTOSITETbHO HE ONIEBACTCS, €CT «MIMO
pTa»), cTaj HealleKBaTeH B MOBEACHUH, HepsIuB. Kakoii-mmbo Tepanuyu Ha MOMEHT OCMOT-
pa He noyyaeT. MPT: kaptrnHa cMerianHoi rugpotiedamu. DD ymepeHHbIe 1uddy3HbIE
M3MEHEeHHUsI OMO3JIEKTPUUECKON aKTMBHOCTA MO3Ta B BUIE 3aMeIJICHUS U Je30praHu3alnu
OCHOBHOTO KOPKOBOTO pUTMa, ycwieHus nuddy3Hoit MemaeHHON akTuBHOCTU. KoHCynbTa-
LIMSI TICUXOJI0Ta: Ha (hOHE 3HAYMTEIbHOTO CHUXKEHUSI TeMIa MICUXUYECKOM AesITeTbHOCTHU Bbl-
SIBJIEHO CYIIECTBEHHOE BIMSIHUE MHTep(epeHIINY Ha TIPOLIeCC CIea000pa3oBaHus, Hapylie-
HUE CUMYJbTAHHOTO BOCIIPUSITHUSI, JIEBOCTOPOHHSISI 3pUTEIbHO-TIPOCTPAHCTBEHHAS! arHO3USI
JIETKOM CTeTleHM, C1abO0CTh acCOLMATUBHO-BepOATbHOM, BepOATbHO-JIOTMUECKON U MOTOP-
HOI JesITeIbHOCTU (MO AMHAMMYECKOMY M KMHETUYECKOMY TUMY), 00€AHEHHOCTh SMOLIMO-
HaJIBHBIX peaknuii. [1o 3akmoueHnI0 HeiipoodTaabMoora, UMeeT MecTo cuHapoM [lapuHo.

Obwuii anamues: nocieaHue 3—4 roma OTMEYArOTCSI HEOOJIbIIME MOABbEMbI apTepHaTbHOTO
napiaeHust 1o 140/80 MM pT. CT., KaKMX-JTMOO TpErapaToB IO 3TOMY IOBOAY He NMPUHUMA-
eT. Hesponoeuueckuii cmamyc. OTBeyaeT Ha BOMPOCHI OJHOCIOXHO; 3XO0JaJIus, IXOMpPaKCUs,
repceBepainm, 1e30pUeHTUPOBAaH BO BPEeMEHHU, MHEPTEH, TPYAHOCTU TIPU BHITIOJTHEHUN WH-
CTPYKLIMI (HEOOXOAMMO MOBTOPEHUE HECKOJIBKO pa3) U B MEPEKIIOUEHUH 3a1aHuil. ATTpakcust
OTKpBIBaHUS TJ1a3, 3JIeMEHTHI Oyiepapociia3ma ciieBa, CMEHSIoIINecs peAKUM Muranuem. [1a-
payiid BepTUKAJIBLHOTO B30pa (BBEPX M BHU3), IMape3 rOPM30HTAIBHOTO B3opa. HamxbsinepHbriit
XapakTep MOATBEPKAACTCS CUMITTOMOM <«IJ1a3 KYKJIbI». JIMIIO CUMMETPUYHO, TUTIOMUMUSI, POT
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npUOTKphIT. Hesatyxarouiuii rnadeuisipHblii pedieKc, BbI3bIBAIOTCS XOOOTKOBbIM M Ha30/1a-
OuanbHBIN peduekchl. ['Mmmodonus, nu3apTpus, Jierkas aucdarvsi; I3bIK MO CpeTHei TMHNN.
PurumHoOCTh 1IEWHBIX MBI, JeTKuii peTpokosuiuc. [lape3oB Her. HemocTostHHBIN xBaTa-
TeJTbHBIN pedIieKkc ¢ ABYX CTOPOH. Jlerkast pUTMIHOCTh IMPEUMYILECTBEHHO B TPOKCHMAIBHBIX
OTIENax PyK M Hor, mapaToHuu. [1pu mpobe Ha «T3MMUHI» — HU3Kas aMIUTUTYOa, CKOPOCTh
BBITIOTHEHUS JOCTaTOYHAsI, IeKpeMeHTa HeT. [1py albTepHUPYIOIIUX IBUKEHUSIX BBISIBIISICTCS
TMIIOKUHE3UsI, 6ojiblre ciieBa. CyXoXMIbHbIe pedIeKChl CHIKeHBI CUMMETPUYHO B pyKax U
HOTax; YeTKMX IMaTOJIOTMUeCKUX pedekcoB HeT. [1pu BcTaBaHUU €O CTya — CUMIITOM «paKe-
ThI». [1aJIbIIeHOCOBYIO ITPOOY BBITTOIHSIET C TUCMETPHEH C IBYX CTOPOH, 6e3 MHTeHLIUH. [ pydast
MOCTYypajibHasi HEYCTOMYMBOCTD, B TIpo0e PoMOepra nmamgaet Ha3an v BiieBo. «['opaennBast ocaH-
Ka», MOXOJIKa 3aMe/IJIEHHAs! U HeyCTOMUMBasi, OCOOEHHO MPU MOBOPOTaX (MOXOIKA «IIbSIHOTO
MODS$IKa» ), BO BpeMsI XOJIbOBI UaCTO 3aKPbIBAIOTCS IJ1a3a, MajaeT Ha3aj v BJIEBO, aXeMPOKUHE3 C
NIBYX cTOPOH. YyBCTBUTETHLHBIX HApYIIeHU I HeT. MYHKIINY Ta30BbIX OPTaHOB KOHTPOJIMPYET.
TKC: pacuiupeHa xenynoukoBas cuctema, mmpuHa 11 xemynouka — 13,7 MM, mmmpuHa 60-
KOBBIX XeJIyaoukoB — 26,0 u 26,4 mm. HopmasbHas axoreHHOCTh YC, onpenessieTcs: TUIep-
axoreHHocThb JIA cripaBa.

Kaunuueckuii duaenos: TTHII.

Boasnasa AJL., 65 neT, obpaTuiack B KJIMHUKY C KajobaMU Ha «C1aboCcTb» U ApOXKaHKUE B
JIEBOI pyKe («pyKa He CIyIIaeTcsl»), U3MEHEHNE MMOXOAKU, CYTYJIOCTh IpU Xoasoe. Jlerkuit
TPeMOp B TaJIbLIAX JIEBOW PYKW TIPU IBUKEHUSIX ITOSIBUIICS OKOJIO 1 roma Hasal, MOCTeTIeHHO
MPUCOEANHMIIIACH 3HAUMTEIbHAsI HEJIOBKOCTD ABMKEHMIA B JIEBOI pyKe, ceifyac ero ImpakTuie-
CKU He Tosib3yeTcst. [locienHue mosiromaa HaGIIoAaeTCsl TI0 MECTY KUTEJIbCTBA ¢ TUArHO30M
BII, 3a 310 Bpems1 Ha3HAYaIUCh POMMMHMPON 10 8 MT/CyT M JeBomoma 250 Mr 3 pasza/cyT —
6e3 adpdexra. OT npueMa ykazaHHBIX TPEIapaToB MaldeHTKa OTKa3ajaach U3-3a MOsIBICHUS
BBIpaXXEHHBIX 00J1eil B TTpaBOM Moapedepbe M anuracTpaibHoi obaactu. [locnenHue 2 mec
npuHUMaeT mupuoenwt o 50 Mr 3 pasa/cyt u amaHTaguHa cyibdat 100 mr 3 pasza/cyT, Takxke
0e3 Kakoi-1100 noJioxkuTebHoi nuHaMuku. [1pu MPT roioBHOTro Mo3ra BbISIBJIEHBI HECITE-
nudrieckre (PeuMyIeCTBEHHO COCYIUCThIE) U3MEHEHUS B TIOYIIAPUSIX OOJIBIIOTO MO3Ta.
Obuyuii u cemeiinblii aHamHe3: He OTITOILEH.

Heeponoeuueckuii cmamyc: KOHTaKTHA, OPUEHTUPOBaHA, HECKOJIBKO CHIDKEHO BHUMAaHUE.
['mazHble e, 3pauky paBHbIe, HUCTarMa HeT, CJIOKHOCTH yaep:KaHMs B3opa (OTBJIEKaeTcs),
HapyIlIeHb! TJIaBHbIE CIEISIINe IBVDKEHUsI, 00beM JBWKEHUI TJIa3HBIX sI0JOK MOoMHbINA. He-
YeTKOE CHIMKEHME 00JIeBOI1 YyBCTBUTEIBHOCTH B JIEBOM MOJIOBUHE JULIA. JIMIIO CUMMETPUYHO,
S3bIK IO cpefiHelt iuHuu. Jlerkuii nmapes (1o 4—4,5 6ayuia) B ieBoit pyke. ['pydas anpakcus u
TUTIOKMHE3US B JIEBOM pyKe, Jierkasi — B IIpaBoii. BboipaskeHHbIe MUOKJIOHMY B TaJIbLIAX JIEBOM
PYKY, OOJIbIIIE TIPY IBIKEHUH, B MEHBIIIEH CTETICH! — B TIPABOA. DIIEMEHTHI JICBUTALIUN JIEBOM
pyku. M3-3a mepeuncaeHHbIX HapylIeHU JIEeBOM PyKOI MPaKTUUECKU HE TMOoab3yeTcs. Mbl-
IIeYHBIN TOHYC He n3MeHeH. CyXoXuIbHbIe pedIeKChl B pyKaX U HOTaX XWBbIe, paBHbIE. Ped-
nekc TpemHepa cieBa, HEIOCTOSIHHBIN pedrekc babuHckoro cieBa. Jlerkuii xBaraTeabHbIi
pediiekc cneBa. Xoap0a CylieCTBEHHO HE U3MEHEHA (XOPOILLUiA TeMIT M IIMPUHA 11ara), crapa-
eTcsl MIPUAEPKUBATh JIeBYIO pyKy. [locTypanbHoI HeycToitunBocTU HeT. boneBas rumnecresus,
HapyllIeHWe TOBEPXHOCTHOM 1 TIIyOOKOM YyBCTBUTEIIBHOCTH B JIEBOU pyKe, JIETKOEe CHIDKCHUE
CYCTaBHO-MBIILIEUHOTO YyBCTBA B JIeBOit Hore. MYHKIIMK Ta30BbIX OPraHOB HE HAPYILIEHBI.
TKC: xemynouku He pactmpens! (tuupuna 11 xemrynouka — 7,5 MM, mmpruHa GOKOBBIX Xe-
nynoukoB — 18,4 u 19,3 mm); nByctoponHuii peHomen 'YC — cieBa 21 mm?, cripaBa 23 Mm?,
rurnepaxoreHHoctu JIS HeT.

Kaunuueckuii duaernos: KbC.

3.4. BropuuHbI MAPKUHCOHU3M

BropuuHbIii MapKMHCOHU3M cocTaBisieT okoyio 7—10% cpenu Bcex ¢hopM MMapKUHCO-
HusMa (Ltox u op., 2002; JleBuH, Joxkaguna, 2005). B Halm qHU B CTPYKTYpe BTOPUUHOTO

91



TI'nasa 3

IMapKMHCOHUYECKOTO CUHIpOMa IPeo0IagaloT COCYAMCThIA, TOKCUYSCKUN, JIEKapCTBEH-
HBII ¥ TIOCTTPaBMaTUYECKMIl BAPUAHTHI, TOYHAs TMaTHOCTUKA KOTOPHIX B paHHEU CTaauu
Ype3BbIUAHO BaXHa BBUAY MPUHUUMNUAIBHBIX Pa3Id4yuii B JICUEHUU U MPOGUIAKTHKE
JaJIbHEHMIIIETO MPOrPecCUpoBaHusl Ipoliecca.

3.4.1. CocynucTblii NAPKUHCOHU3M

KoH1enims cocyaucToro mapkKuHCOHM3Ma Ha MPOTSKEHUU HECKOJbKUX NeCSITUICTUI
NpeTepIieia 3HaAYMTEIbHY 0 3BOJIOLNI0 — OT IPU3HAHUS BEAYILEH POJIU COCYAUCTOrO (hak-
Topa B mopaxeHun YC 1 MOJKOPKOBBIX sIIEp 10 JOCTHXKEHUSI COBPEMEHHOI'0 KOHCEHCyca,
COIJIaCHO KOTOPOMY Ha JIOJII0 COCYIMCTOro MapKMHCOHU3Ma OTBOAMUTCS He Goliee 6—8%
cayyaeB MapkuHconusma B ronynsaunu (Jlesun, ®@emoposa, 2014; Foltynie et al., 2002).
JurarHo3 cocyaucToro mapKMHCOHM3Ma OCHOBBIBAETCSI Ha: a) HAJIMYMU OCHOBHOI'O COCY-
JIUCTOTO 3a00JIeBaHUSI U YCTAHOBJICHUU INPUYMHHO-CICACTBEHHOM B3aMMOCBSI3U MEXIY
LiepeOpasbHBIMU COCYIMCTBIMU 3MU304aMU M MaHU(eCTallueil COOTBETCTBYIOIINX KJIMHM -
YeCKMX MPOSABJIEHUI (0CTpOE, MOLOCTPOE WM «CTYIIEHEOOpa3HOE» Pa3BUTHE CUMIITOMA-
TUKHU); 0) XapaKTepHBIX OCOOCHHOCTSIX CUHIpOMa («MapKUHCOHU3M HUKHEN TTOJJOBUHBI
Tesa», paHHee Pa3BUTHE IIOCTyPaIbHBIX, IICEBI00YIb0APHBIX, TMPAMUIHBIX, KOTHUTUBHBIX
HapyILIEHMW1, OTCYTCTBUE TpeMopa IOKO, TJIoXasi peakilusl Ha JIEBOJIOITY); B) BbISIBJICHUU
npu KT 1 MPT cocynucThIX 04aroB, ClTIOCOOHBIX BBI3BATh CUHAPOM MapKUHCOHM3Ma (0ua-
rOBbIE€ U3MEHEHUS B 0a3ajbHBIX FAHIJIUSX, CPEIHEM MO3Ie, TallaMyce, KOPKOBBIX JJOOHBIX
00J1aCTSIX, a TAKKE JICMKO0ape0o3 B IEPUBEHTPUKYJIIPHBIX U/WIH CYOKOPTHUKAIbHBIX OTHEJIAX
OousbiMX nosyiapuit mosra) (Jlesun, 1997; Benamer, Grosset, 2009; Vale et al., 2013). Ta-
KUM 00pa3oM, IpY COCYIMCTOM MapKUHCOHU3ME OYEBUIHA BAXKHOCTb HEMPOBU3YyaIM3all -
OHHBIX OMOMAapKEPOB.

Oco0y10 CIOXHOCTb B J1€0I0Te CUMMITOMOB MapKUHCOHU3MA Y TIOXMIIBIX JIMLI UMEET
muddepeHunanbHasa auarHoctuka bIT, mporekaromieit Ha ¢oHe lLiepeOpoBaCKyJISIpHOIT
IaTOJIOTMU, U COCYIMCTOrO MapKMHCOHM3MA. B Takoil KIMHUYECKOW CUTyalluy GOJIBIIYIO
neHHocTh uMeeT Meton TKC. Kak mokasanu npoBeaeHHbIE UCCIeI0BaHUs, B OTJIMYNE OT
BIT nns cocynucroro napkuHconusma 'YC HexapakTepHa. B padore Tsai et al. 6pu11 00-
cienoBaHbl 30 MALIMEHTOB C COCYIUCTHIM apKuHCOHU3MOM — ['YC ObL1a BBISIBIIEHA TOJIBKO
B 20% cayuaes (Tsai et al., 2007). CxonHble naHHbIe TpUBOAUT Venegas-Francke, o6cieno-
BaBIIMii 116 GONBHBIX TAPKMHCOHU3MOM Pa3IMYHON 3THOJOTMH, B TOM yncie 20 mariueH-
TOB C COCYIMCTBIM MIAPKMHCOHU3MOM: OKa3aJloCh, YTO HOpMajibHas axoreHHocTh YC B 95%
cJydaeB COBIIaJajia ¢ KIMHUYECKONM KapTUHOM COCYIMCTOro mapkuHcoHusma (Venegas-
Francke, 2010). Kpome HopManbHOI1 3XoreHHOCTH obacty YC, y MauneHTOB ¢ COCYAUC-
THIM TTAPKMHCOHU3MOM OTMEYAIUCh Pa3IMYHbIe HApYILIEHUSI FeMOIMHAMUKI B MHTpaKpa-
HUAJIBHBIX apTEePUsIX, YTO TAKKE MOXKET SIBISIThCS JOIOJHMUTEIbHBIM TUAarHOCTUYECKUM
KJTIOUOM B CJIOKHBIX KITMHU4YecKux caydasx (Tsai et al., 2007).

3.4.2. IlocTTpaBMATHYECKHI MAPKUHCOHU3M

ITocTTpaBMaTU4eCcKMii MapKMHCOHU3M BO3HUKAET B PE3yIbTaTe MHOXXECTBEHHBIX MO~
BTOPHBIX COTPSICEHUI MO3ra B TpyIlNax MOBBIIIEHHOI0 pucka («MO3r 0oKcepa») 11ubo
B pe3yJibTaTe TSXKeJI0ro (B TOM YHMCIe OAHOKPATHOr0) TPaBMaTUUYECKOIO MOBPEXKICHUS
CTBOJIA TOJIOBHOI'O MO3Ta, MOAKOPKOBBIX siAep M/UIM MX cBs3eil. B nmureparype omu-
CaH JIMIIb OAWH CJIy4yail TOCTTpaBMaTHMYECKOro MapkKuHcoHu3Mma ¢ gaHHbiMu TKC: y
MauueHTKU 59 JIeT MapKUHCOHM3M Pa3BUJICS CIYCTsI HECKOJIBKO HEeAeb MOCe JOPOXK-
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Ho-TpaHcrnopTHoro Tipouciinectsus. [Ipy MPT B pexume FLAIR y naHHoii 0osibHOI
OBbUTH BBISIBJIEHBI U3MEHEHUS B MpaBoii HOXKe Mo3ra, mpu OPDKT — npaBocTOpOHHUI
HUTPOCTPUATHBIN nodaMuHepruyeckuit gepuuut, a npu TKC — orcyTcTBre heHOMEHA
I'dC c nByx cropoH (Kivi et al., 2005).

3.4.3. HopmoTen3uBHas ruapouedanus

HopMmotensuBHas ruapouedanusi (CMHIpOM XakuMa—Apamca) TpeAcTaBisieT co0oii
3a00J1eBaHNE TIPEHMMYIIECTBEHHO MOXWIOTO BO3pacTa, XapaKTepHu3ylolleecsl MOCTeNeH-
HBIM U 3HAYUTEJIbHBIM DPACIIMPEHMEM KEIyIOYKOBOW CHUCTeMbl HEOOCTPYKTUBHOIO Xa-
paxkTepa Mpu HOPMaJIbHOM JIMKBOPHOM JaBieHUU. [IpuunHOil MOXET ObITH OOJUTEpALIUS
HOPMaJIbHBIX TTyTel LIMPKYISLIMU JUKBOPa B pe3yJbTaTe MepeHEeCEeHHOro MEHMHIUTA, Cy0-
apaxHOUAAJIbHOTO KPOBOUBIMSHUS, BACKYJIMTA, KApLIMHOMAaTO3a 000710U€K MO3ra U T.1I., HO
B IOJIOBMHE CJIydyaeB MMEET MECTO MAMOIIaTUYeCcKOoe HapylleHUe OajlaHCa MEXIY MPOAyK-
et u pesopoiueit JukBopa. KimmHudecku 001e3Hb MPOSIBASETCS TPUAI0N CUMIITOMOB:
CHIDKEHMEM KOTHUTUBHBIX (DYHKIIMI, TOOHOI Trcba3ueii (UTo Bceraa TpeOyeT MPOBeACHUS
IuddepeHINPOBaHUS ¢ TTAPKMHCOHU3MOM) U HapylieHrueM Moueucnyckanus. [1pu TKC
B TaKUX cIydasx axoreHHocTh YC ocTaeTcss HOpMaJbHOM, HO BBISIBJISICTCS pacllpeHHast
KenynoukoBas cucteMa (Behnke, Berg, 2013).

[TpuBoaUM COOCTBEHHOE HAOIIOACHME.

Boabhas B., 66 set, noctynuia ¢ )anobaMu Ha HapyIIeHUE TTOXOIKH, HEYCTOMYUBOCTD MPU
XOJb0e, «MEJIKUI» 11ar, CHUXKEHKE MaMsITh, OOLIYI0 3aMeVIEHHOCTb, 3MU30/bl HelepKaHUS
MOUM B HOYHOe BpeMsi. Cunraer cebsi OOIbHOM ¢ 62 JieT, Koraa poJACTBEHHUKHU CTalIM 3a-
MeJaTh U3MEHEHMS TTOXOKH, HEyCTOMYMBOCTD, IIEPUOINIECKOe IpoKaHue B pykax. OKoJo
NIBYX JIeT Ha3aj ObLI mocTasieH auardo3 bIl, HazHayeH nmupubeansa ¢ HEKOTOPBIM TTOJIOXU-
TeJbHbIM 3P (PeKTOM, 3aTeM Mepelilia Ha MpUueM MpaMUIIEKCoJIa U pa3arujinHa, eile no3jaHee
craja nmpuHumaTth Jeogony 100 mr/cyt 6e3 addekra. [Ipu MPT ronoBHoro mosra BbIsiBIIe-
HBI MHOXECTBEHHBIE (TIPETIOIOKUTETHHO COCYIUCThIE) OUarv M BhIpaskeHHAs] BHYTPEHHSIST
runapouedanusi. U3 obueeo anammesa N3BeCTHO, YTO B Bo3pacTe 28 JIeT Moraja B aBTOMO-
OWJIBHYIO aBapuIo, TIOJYIIJIa TPABMY TOJIOBBI C COTPSICEHNEM TOJIOBHOTO MO3Ta, CO CJIOB TIa-
LIMEHTKU, HaxoIuaach 6e3 Co3HaHUsI B TeueHue cyToK. Cemelinblii aHamHe3 110 TapKUHCOHU3-
My HE OTSITOIIEH.

Heesponoeuueckuii cmamyc: KOHTaKTHa, OPUEHTUPOBaHA, IIPU OTBETAX YaCThl TOOOUYHBIE aCCO-
LMalK, oTMedaeTcst opamrdperus. MeHUHTeaTbHBIX 3HAKOB HeT. [J1a3Hble 1enu, 3pauku
paBHbIe; MUO3. JIuLlo cuMMeTpuuHO, rurnomumus. Ilape3os HeT. HermocrosiHHOE mocTypaib-
HOE JIpoXaHUe B MajibllaX 00enX pyK, OOJIbIIIe CTIpaBa; JieTkasi TUTIOKWHE3UsI, TAKKe B 0O0JTb-
weil crenenu cnpasa. [lapatroHun B pykax u Horax. CyxoxuiabHble pedeKchl B pyKax acuM-
MeTpuuHbie (S>D), B HOrax OTCYTCTBYIOT, TIaTOJIOTUYCCKUX 3HAKOB HeT. JIoOHast muchasus:
3aTPYIHEHMS] UHULIMALIMU XOJbObI, XOOUT «HEJOBKO», HA PACCTABIEHHBIX HOTaX, MEJIKMMU
1araMu, HeyCTOMIMBa Ha TIOBOPOTaX. Y MepeHHas MOCTypaibHasl HEYyCTOMYMBOCTD MTPU CTOSI-
HUU. DIU301MYECKOEe HOUHOE Hellep:KaHue MOYH.

MPT 201061020 mozea (puc. 43): BHYTpeHHSISI HCOKKITIO3MOHHAs TUApoliedanus Ha GoHe 13-
MEHEHMI1 B 000MX MOJTyIIapHsiX OOJIBIIOr0 MO3ra, BEpOSITHEE BCETO COCYIUCTOTO reHe3a.
TKC (puc. 44): BelpaxkeHHOE pacIIMpeHre KeTyIOUYKOBOW CUCTEMBI; TUTiepaxorenHoctu JI5
u YC He BBISIBJICHO, JIMHUS 1IIBa HETIPEPhIBHA.

Koncynvmayus Heiipoxupypea: uinonaTuieckasi HOpMOTeH3UBHasI runpoiiedans, Tpuana Xa-
KUMa—AJaMca, peKOMEHI0BaHO BEHTPUKYJIOTIEPUTOHEAIbHOE IIYHTUPOBAHUE.

3a BpeMs TOCTTUTATN3aINK ObUIa MPOoBeaeHa TTOCTENeHHAasi OTMEHA MTPOTUBONMAPKUHCOHUYE-
CKHUX MpenapaToB 0e3 OTpULATEIbHON IMHAMUKU B HEBPOJOTHYECKOM cTatyce. [lociie mpose-
NIeHUs BEHTPUKYJIOTIEPUTOHEATHbHOTO IIIyHTUPOBAHUST OTMEUEHO YTyUIlIeHUE XOAbObI, yMEHb-
IIeHe KOTHUTUBHBIX HApyIIEHU.
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Puc. 43. MPT rojioBHOTO MO3ra y MaliueHTKNA C HOPMOTEH3UBHOM Tupotiedanueii. Pacimpennas
XKeJlylouKoBas cucteMa. a — 00KoBble Keynouku. 6 — I11 xenynouek. B — IV xenynouex.

Puc. 44. TKC-kapTiHa y MalMeHTKH ¢ HOPMOTEH3UBHOI runpouedaiueil. a — 4eTko onpezae-
JIIIOTCSI 3HAYUTEIbHO yBeauueHHble B pasmepe 111 xemymouek (16,4 MM, mapkep 1), nepenHue
(25,4 mm, mapkep 2) u 3agHue pora (24,6 MM, Mapkep 3) O0KOBBIX XKeJIyI0YKOB. 6 — BU3yaIU3UPY-
eTcs paciiupeHHbIi 1V xenynodek (o0BefAeH). B — KBaApaToM BblJeeHa 00J1aCTh HOXEK CPEIHETrO
MO3Ta, B KOTOPBIX OTCYTCTBYeT TUTIepIXOreHHbIN curHai oT YC ¢ IByX CTOPOH.

TakuM 00pa3oM, BbISIBJICHUE PACIIMPEHHON XEIyI0YKOBOM CHUCTEMBbI, B TOM YHUCIE C
nomoupio TKC, y maiyeHToB ¢ HOPMOTEH3UBHOM ruapoLedanueii mpeacTapiseT 0Co0yIo
BaXKHOCTb B CBSI3U C BO3MOXHOCTBIO PaIuKaJIbHOI XUPYPIUUECKOM IIOMOIIIN.

3.4.4. MapranueBblii IApKUHCOHU3M

MapraHIiieBblii TapKUHCOHM3M BCTpPEYaeTCs MPU JIMTEIbHOM BO3ACHCTBUM MapraH-
11a B @3PO30JIbHOM COCTOSIHMU, KOTOPBIN MPUCYTCTBYET P Ipolleccax CBapKU U TUIaBKe
MeTajlyla, OTNpeJeeHHbIX IaxXTHBIX padorax (Walter et al., 2008a; Walter, 2010); mapraH-
LIEBbII MAapKUMHCOHU3M TaKXKe MOXET Pa3BUBaTbCS MPU BHYTPUBECHHOM YIOTPEOJICHUU
CyppOTraTHOr0 HapKOTHKAa — METKaTUHOHA, U3TOTOBJISIEMOro 13 aenprHa ¢ 100aBICHUEM
nepmanranara kanus (Selikhova et al., 2008; Tuschl et al., 2013). KnuHuyeckasi KapTuHa
MPOSIBJSIETCS pa3InYHON KOMOMHAILIME OTHOCUTEIbHO CUMMETPUYHOTO MapKMHCOHU3MaA
C TIJIOXOM YYBCTBUTEJIBHOCTBIO K JIEBOIOIIE, BBIPA’KEHHBIX NMCTOHUYECKUX CUMITOMOB,
MOCTYypaJbHOU HEYCTOMYMBOCTU, TpeMopa, MUOKJIOHUN. [Tpr MPT 00Gb1yHO TTpuCyTCTBYET
TUNepUHTEHCUBHBIN curHai ot JIA Ha T1-B3BemeHHBIX n300paxkeHusx (puc. 45). Kpome
9K30T€HHBIX MHTOKCUKAIIMA, ONMMCaHa HACJENCTBEHHAas aKKyMYJSLMs MapraHiia B ro-
JIOBHOM MO3re, TIPOSIBISIIONIAsICS pa3BUTUEM TeHepaln30BaHHOU nucToHuu: B 2012 . ObLT
UIASHTUDULMPOBAH I'eH 3Toit bonesnu — SLC30A410 (Stamelou et al., 2012).
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Ipynnoit Walter 6butn onu-
caHbI 2 ciydasl ¢ MapraHleBbIM
MapKUHCOHU3MOM Ha (DOHE TN~
TEJIbHOM WHTOKCHUKALIUU, CBSI-
3aHHOI1 CO CBApOYHBIMU paboTa-
mu (Walter et al., 2008a; Walter,
2010). ITpu TKC B oboux ciy-
yasx HaOJofIach TUIEPIXO-
reHHocTb JIS mipu HOopMabHOI
asxoreHHocty YC. I[Tpu MPT He
HaOJII0AIOCh  CYIIIECTBEHHBIX
U3MEHEHUM, BEPOSITHO, B CBSI-
31 C TEM, YTO B O0OMX CiIydasix
MPOIIJIO HECKOJIBKO JIET IOCJIe
CMEHBI npodeccuoHaIbHOI
nesaTenbHOCTA. TakuM obpasoM,
IOJIy4eHHbIE [aHHBbIE CBUIE-
TEJLCTBYIOT O, BOBMOXHO, 00JIb-
et yyBctBuTeabHOoCcTH TKC K
HaKOIUIECHUIO METaJJIOB B CpaB-
HeHuu ¢ MPT, Bo BCsikoM cityyae Puc. 45. MPT nanueHTa ¢ MapraHiieBou sHiedanonatiei.
JIJIST HEKOTOPBIX 3a00JIeBaHMIA.

B pa6ote Skowronska et al. orcaH ciydait MapraHiieBOro mapKMHCOHU3Ma y 28-JeTHel
KEHILUHBI C 13-JIeTHUM aHAMHE30M YITOTpeOIeHUsT MeTKaTUHOHA (3(heIpoHa) 1 pa3BUTHEM
IU3apTpUM U NafeHuil B TeyeHue nocieauux 4 mec. [1pu TKC oTmeuanach rumnepaxoreH-
Hoctb JIS (0,48 u 0,56 cm?) u ymepernas I'YC (0,19 u 0,22 cm?), mpu MPT — aBycropoHHUE
TUIIEPUHTEHCUBHBIE CUTHAJIBI B pexkuMe T1 B odmactu 6aegHoro mapa u YC. Ipu mosTop-
HOM 00CJIeIOBAaHUH CITyCTs 6 MeC IOCJIe OTKa3a OT BHYTPMBEHHOTO YITOTpeOieHUs 3heapoHa
npu TKC ormevaniock ymenbiieHue runepaxoreHHoct JIA (0,38 n 0,40 cm?) u T'YC (0,14 n
0,16 cm?), a mpu MPT — ymeHbllIeHMe CUTHAIAa B 00JIacTH OJIEAHOTO IIapa U CYe3HOBEHME
noBbieHHoro MP-curnana B ob6iactu YUC, npu 3TOM HEBpOJOrMyecKask CUMITTOMAaTHUKa
coxpaHsuiachk 0e3 usmeHeHnuii (Skowronska et al., 2013a). B aToii paboTe ObUIO MOKa3aHO,
yro TKC MOXeT MCIOJIb30BaThCsl HE TOJIBKO IS IMarHOCTUKY CJIy4aeB MapraHieBoro map-
KMHCOHM3Ma, HO U JUISI MOHUTOPUHIA BBIBEICHMSI MapraHiia ¢ TCYEHUEM BPEMEHU.

3.4.5. JlekapcTBeHHbI MAPKUHCOHU3M

JlexapCTBeHHBII MApKUHCOHU3M SIBJSIETCSI HauOosiee 4acToil (hopMoOii BTOPUUYHOTO
MapKMHCOHM3Ma y Nmoxuiblx. ConyTcTBytoliue opodaunaibHble IMCKUHE3UH, aKaTU3Us
U IpueM aHTUAO(MaMUHEPTUYECKUX MperapaToB B aHAMHe3¢ MO3BOJISIIOT MPEANOJI0XKUTh
JMAHHBIN TMATHO3, TIPX 3TOM XapaKTEePUCTUKU CaMOTr0 TTapKMHCOHU3MAa MOTYT OBITh CXOI-
HbIMM ¢ BI1 — HanpuMmep, aCMMMETPUYHOCTBIO MPOSIBIICHUI M KIaCCUYECKUM TPEMOPOM
nokos (Poewe, Seppi, 2013).

[lepBBIM HccemOBaHMEM MO JAHHOM TeMaThKe Oblia pabota Berg et al. (2001), B KoTo-
POt OBLIO MOKA3aHO, YTO Y IICUXUATPUICCKMX ITALIMEHTOB C BEIPa>KEHHBIM HEMpoIenThye-
CKUM napkuHcoHu3MoM 1tomans 'YC Gonbliie, yeM y MaLMEHTOB 0e3 dKCTpanupaMmuI-
HOIi TIATOJIOTUHM ITOCJIe Tepaluy HeliposienTukaMu. Mcxons u3 3Toro ObLI ciejiaH BBIBOI,

95



TI'nasa 3

yto ['YC ckopee BCero oTpaxkaeT HUIPOCTPUATHYIO AUCGHYHKIINIO, TMPEAIISCTBYIONIYIO U
YCYTYOJISIIONIYIOCs Ha (DOHE HEHPOJIENTUIYECKOM Teparu Y 3TUX OOTbHBIX.

TpaHckpaHuanbHasi COHOrpaduss MOXET MCIIOIb30BaThCSI B TMATHOCTUKE JIEKAPCTBEH-
HOro MapKMHCOHU3Ma ISl auddepeHManmu 3tux ciaydaeB ot BIl. B ucciaenoBanum
Mahlknecht et al. 6bUTM onMcaHbl 8 MALIMEHTOB C JIEKAPCTBEHHBIM MapKUHCOHU3MOM, Y
Korophix roinaab ['YC 6bu1a MeHbIe (cpeaHss miomans 0,16 cm?), uem y 601bHBIX BIT
(0,23 cm?) (Mahlknecht et al., 2012). B exuHctBeHHOM citydae ¢ T'YC (0,33 cm?) otMeya-
JIOCh JaJIbHElIlIee MPOorpecCupoBaHe CUMIITOMATUKM TIPY OTMEHE IperapaTa, Torua Kak
BO BCEX JPYrux 7 Ciydasix ¢ HopMaJlbHOI 3XoreHHocThio YC Habmoganacy cTadumimsanus
COCTOSIHMA U JaXe B OTHOM CJIy4yae Perpecc.

M3BecTHO, YTO OMHON M3 TJIABHBIX AUArHOCTUUYECKHUX MPOOJIeM y TAllMEHTOB C JieKap-
CTBEHHBIM MapKMHCOHM3MOM SIBJISIETCS HEIpelcKa3yeMblii OTBET Ha OTMEHY IIperapara,
BBI3BABIIIETO IOSIBIICHUE ITAPKMHCOHMYECKOTO CUHApoMa. Y 2/3 malKMeHTOB OTMEHa IIpe-
rapaTa IPUBOAUT K 3HAYMTEIbHOMY YJIYYIICHUIO COCTOSIHMS MU B HEKOTOPBIX CIIy4asx K
pa3pelIeHUI0 CUMIITOMOB, HO B 20% ciiyyaeB, HECMOTpsI Ha OTMEHY, HaOJIlo1aeTcs mpo-
rpeccupoBaHKEe MTAPKUHCOHMYECKOI CUMIITOMATUKM. B rocienHeii rpyrine 60JbHbIX TP~
€M Iperapara CKOpee BCEro BhISIBISIET HEMPOAETEHEPATUBHBIN ITPOLIECC, IIPOTEKABILIMMI 10
atoro JareHTHO (Poewe, Seppi, 2013). B ¢Bsa3u ¢ atuM ¢ momoitsio TKC 0b11n 00cienoBa-
Hbl 20 MaIMEHTOB C JIEKAPCTBEHHBIM MTAPKMHCOHU3MOM M OTMEHOM «BUHOBHOTO» IIpera-
paTa, U3 KOTOPBIX Y 5 JIMII ITOC/ie 6-MeCsSTYHOM OTMEHBI IIpernapara IpoaoJikajia HapacTaTh
HEBPOJIOrMYECKass CUMIITOMATHKA. XOTsI CTATUCTUYCCKM 3HAYMMOTIO PA3IMUUSI MEXITY 10~
JIYYEHHBIMHM TTOATPYIIIaMU (C IPOrpeCcCHPOBAHUEM HEBPOJIOTMYECKON CUMIITOMATUKM T10-
CJIe OTMEHBI Y CTAOMJIbBHBIM COCTOSTHUEM,/PErpeccoM CUMIITOMOB ITOCJIE OTMEHBI) TTOJIyde-
HO He ObLIO, OTMevaiach TeHIESHLIMS K 6osee yacToit Bctpeuaemoctu 'Y C cpeny 60JbHBIX
¢ CYOKJIMHUYECKUM, TIPEIITOIO0XKUTEIbHO HepoaereHepaTUBHBIM ITapKMHCOHU3MOM — 40
vs 26,6% (Romero et al., 2013).

3.4.6. Cungpom SWEDD

B pasnene 1.4 yxxe roBopuiaoch 0 TOM, 4TO A0 15% malyeHTOB ¢ NMapKUHCOHU3MOM
HEe MMEIOT IMPU3HAKOB modamuHepruyeckoro aeduuura mo gaHHeM 19T u ODIKT
(SWEDD, Scans Without Evidence of Dopaminergic Deficit). KinHu4YecKy faHHbIC TallMEH-
Thl OOBIYHO HE OTBEYAIOT Ha JICBOIOIY, Y HUX YacTO OTCYTCTBYET YeTKasi OpaTiuKMHE3US C
JIEKPEMEHTOM U, HA000POT, MOXET IIPUCYTCTBOBATh JUCTOHMUS WJIM TPEMOD TOJIOBBL. B aTy
KaTeropuio nomnanator ciaydau DT, JeKapcTBEeHHOro MapKMHCOHU3Ma, IIEPBUYHOTO TUCTO-
HUYECKOTO TPeMOopa, ICUXOTeHHOT0 TpeMopa U IPYrux 3adojieBaHuit. B cBsI3u ¢ HO30/10TU-
YeCKOI U MaTOoTeHeTUUeCKO HeonpeaeJeHHOCThI0 B 2012 . ObLIO MPOBEAECHO YJIBTPa3By-
KOBOe McciefoBaHue naueHToB ¢ cuHapomoM SWEDD nis BeisiBnenust penomena ' C:
B pesysbraTe yactoTa ['HC y HUX OKa3aiach CpaBHUMa C OOIIEONyIIIUOHHON — 9%. O6-
1ast auarHoctuyeckas TouHoctbh Mmetoga TKC B nuddepeHmanbHoi nuarnoctuke bIT u
cunnpoma SWEDD cocraBuia 85% (Stockner et al., 2012a).

3.5. lucroHusa

JMCTOHUSI OTHOCUTCS K YMCIy Hanbosee U3ydeHHBIX 9KCTpalupaMUIHbIX IBUTaTe/Ib-
HBIX PACCTPOMCTB U MpPEACTaBIIsIeT COO0M CUHAPOM, XapaKTepU3YIOLIUICS HEPUTMUYHBI-
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MM, KaK IPaBWIO MEIJICHHBIMHU BpalllaTeJIbHIMU HACUJIbCTBEHHBIMU IBUKCHUSIMU B pa3-
JIMYHBIX YaCTSIX TeJia, BBIUYPHBIMU U3MEHEHUSIMU MBILIEYHOTO TOHYCa U (hOPMUPOBaHUEM
naTonornueckux no3 (Mmnmapuomkux, MBanosa-Cmonenckast, 2011). C atnonornyeckoii
U MaTo(U3NOJOTMIYECKOM TOYEK 3PEHUST PUHSITO BBIICISATH CASAYIONINE BUAbI IUCTOHUM:
1) upnonarnyeckasi (mepBUYHasi) — Bce (POPMBI, TIPU KOTOPBIX AUCTOHUS MPUCYTCTBYET
B KayeCTBE €IMHCTBEHHOI'O CUMIITOMA 3a00JieBaHUS (MOXKET JIMIIIb COUYETAaThCsS C TPEMO-
pOM) IPU OTCYTCTBUM KaKUX-JTMOO JJAOOPATOPHBIX U HEMPOBU3YAIM3alIMOHHBIX U3MEHE-
HUI1; 2) IMCTOHUS-TUTIOC — (DOPMBbI, TIPU KOTOPBIX AUCTOHUYECKUI CUHIPOM COUYETACTCS C
MMOKJIOHUSIMU Y TTApKUHCOHU3MOM, a JIabopaTOpHBIC UCCIIeIOBAaHUS BBISBISIIOT OIpeae-
JIEHHBIE TTATOXUMMYECKKE HapyIlIeHUsT 0e3 MpU3HaKOB HelipoaereHepauu (10¢padyyBCTBU-
TeJbHAsl AUCTOHMS U 1p.); 3) BTOpUYHAsI — FeTepOreHHas rpyIina CUHIPOMOB, CBSI3aHHBIX
C HaJIM4YMeM ovara mopakeHusl B 0a3ajbHBIX FAHIJIMIX, TaJlaMyce, CTBOJIC MO3Tra, TeMEHHOM
KOpe, MO3XeuKe; 4) TMCTOHUS MPU MYJIBTUCUCTEMHBIX HeiipoaereHepaTUBHBIX 3a00JieBa-
HUSIX C U3BECTHOM HEMPOMOP(OIOTUUECKOI KapTUHOIA.

JMCTOHUSI BCTpeyaeTcsl BO BCEM MUpPE U IO PaclpOCTPaHEHHOCTH 3aHUMAaeT TPEThe
MECTO CpeAu BCEX ABMUTaTeNIbHBIX pacCTPOMCTB — B cpeaHeM okojo 15—30 ciaydyaeB Ha
100000 Hacenenus (Steeves et al., 2012). I1posiBieHus1 00J€3HU CYIIECTBEHHO BIUSIOT Ha
Ka4eCTBO XU3HU: 0T 25 10 50% malueHToB CTpalaloT Jerpeccueii, a 60JIb SIBJSIETCS OMHOM
13 KJIFOUEBBIX XKayio0 y 67—75% manmenrton (Kuyper et al., 2011). Bc€ aTo nenaer npobiemy
JUCTOHUU COLIMATBbHO M 9KOHOMUYECKU 3HAYUMOIA.

DeHOTUIT AUCTOHUU XapaKTePU3YeTCsl Ype3BbIYaiiHOM BapruadeIbHOCThIO — KakK I10 JIO-
Kanu3auuu (reHepaiM30BaHHbIE, CerMEHTapHbIe, MyJbTU(OKaIbHbIE, (POKaIbHBIE (DOp-
MblI, TEMUAMCTOHMUS), TaK U MO IIPOCTPAaHCTBEHHO-BPEMEHHOM 3KCIpPecCur TUIEPKUHE3a.
TunuyHBIM SBASIETCS YCUTIEHUE NMCTOHUYECKUX CITa3MOB BO BpeMsI ITPOU3BOJIbHBIX IBUXKE-
HUI (B TOM YMCJIE ITPU BBITIOJIHEHUH BIIOJHE OINPEACTICHHbBIX, CTICHMMDUISCKUX TeUCTBUI),
M3MEHEHME BhIPAXKEHHOCTH, HAIIPABJICHHOCTU U «(DOPMYJIbl» TUIIEPKUHE3a C U3BMEHEHUEM
MO3bI, YCUJICHUE IIPU cTpecce JIMOO YCTaTOCTU M YMEHbILIEHUE TTOCIe OTAbIXa, CHA, Ha (poHe
rUIHo3a. JAMCcToOHNYeCKUi TUIIEPKUHE3 MOXKET MPOrpeccupoBaTh, C BOBJICYCHUEM HOBBIX
yacTeit Tesia WIM MOsIBJIEHUEM HOBBIX IBUXKeHMH. Yallle Bcero paclipocTpaHEeHUE MPOUCX0-
JIUT Ha COCEIHUE YaCTH TeJia, IPUIEM BepOSITHOCTh FeHepaIu3allii TMCTOHUM BhIIIE MTPU
Oosiee paHHell MaHUbecTallMKu 3a0oyieBaHUS. JIMarHOCTUYECKN 3HAYMMBIMU CUMTAIOTCS
TaK Ha3bIBaeMble KOPPUTUPYIOLINE KECThl — 00JIerYeHrue KOHTPOJISI Hall AUCTOHUYECKUMU
COKpAIIEHUSIMU MBI TTPY TAKTUJIBHBIX TUOO0 MPONPUOLIENTUBHBIX CTUMYJIaX (MTPUKOCHO-
BEHUE K IlIeKe, MepeKaTbiBaHKE B ITOJOCTU pTa KPYIJIOro MpeaMeTa v T.I1.).

OnHoit U3 HanboJee APKUX 0COOEHHOCTEN MIMOINATUYECKONM TUCTOHUU SIBJISIETCS OT-
CyTCTBHE (HECMOTPSI Ha BBIPAXKEHHOCTh HEBPOJOIMUECKOro AedeKTa) OTYETIMBBIX U3ME-
HEHMU B BEIIECTBE I'OJJOBHOIO MO3ra Kak I10 JaHHBIM CTaHAAPTHOM HEWPOBU3YyAIM3allUU
(KT, MPT), tak u Ha cekuuu. B mocnegHue 15 jeT G1arogapsi COBpeMEHHBIM TEXHOJIO-
UM UCCJIEAOBAHUI ObLIO TMOKa3aHO, YTO Yy OOJBHBIX ¢ Hambosee M3y4yeHHOU (opmoii
nepBUYHON AUCTOHMU — DYT1 — BBISBISIOTCS NEPUHYKJI€apHBbIC BKIIOUCHUS B KJIETKaX
PETUKYJSIPHOI (hopMallMy CPeIHEro MO3Tra U OKOJIOBOAOIIPOBOIHOIO CEPOTO BEllleCTBa, a
Takke Tay-/yOMKBUTUH-MMMYHOPEAKTUBHBIC arperatbl B MMUTMEHTUPOBAHHBIX HeHpoOHax
kommnakTHo# yactu YC u ronyooro narHa (McNaught et al., 2004). B paboTax, BBITTOJHEH-
HBIX C MPUMEHEHMEM BOKCEJI-OPUEHTUPOBAaHHON MopdomeTpun, Auddy3noHHO-TeH30P-
Hoit MPT, dyukunonansHoit MPT u 19T, Takke moka3aHbl TOHKHE CTPYKTYPHO-(YHK-
LIMOHAJIbHbIE U3MEHEHMSI BEIlIeCTBA MO3ra — IMOBBIIIEHUE TJIOTHOCTH CEPOTO BEIlleCTBa B
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NEPBUYHOM CEHCOPHOM KOpe, CHIKEHME Yucia D,-10haMUHOBBIX PELIENITOPOB, TUIIEPaK-
TUBHOCTb CEHCOMOTOPHOM, MPEMOTOPHOI KOPHI, JOMOJHUTEILHON MOTOPHOM 001acTU U
mo3xeuka (TumepbaeBa u np., 2012; Breakefield et al., 2008). Mcxonst 3 3TuX JaHHBIX AUC-
TOHMST MOXKET paccMaTpMBaThCsl KaK HelpoceTeBoe pacCTpOMCTBO, CBSI3aHHOE C Je30pra-
HU3alMel CCHCOMOTOPHOI CUCTEMbI M HApyIIIEHUEM TOHKMX MHTMOUTOPHBIX MEXaHU3MOB
JIBUTaTE€JIbHOTO KOHTPOJIS.

Takum 006pa3oM, TMArHO3 TUCTOHUU OCHOBBIBACTCS MPAKTUUECKU MCKIIOUUTEIHHO Ha
KJIMHUYECKUX MPU3HAKaX, U I03TOMY 0CO0YIO aKTyaJbHOCTb JJIs1 JAaHHOTO ABUTATEIbHOTO
paccTpoliicTBa mpruobpeTaeT pa3padboTka MHPOPMATUBHBIX OMOMapKEPOB MATOJOTMYECKOTO
npoliecca.

IlepBbie cooOlIeHMSsI, MOCBAIIEHHbIE U3YyYeHUI0 AucToHuU ¢ momonibio TKC, 6buin
npenacrasiaeHbl rpynnoit G. Becker (Naumann et al., 1996; Becker et al., 1997). YuutbiBas,
yto npu KT u MPT kakux-a100 CTpyKTYpHBIX U3BMEHEHUIA B BEILIECTBE TOJIOBHOTIO MO3Ta
MpY AUCTOHUU He oOHapyxuBaeTcs, pe3yabTarsl TKC nmpu mnaHHOM 3a00eBaHUM OKa3a-
JIUCh HEOXUIAHHBIMU. Y 75% MallMeHTOB ¢ LIePBUKAJIbHON TUCTOHUEN OOHApYy>KUBajlach
TUIIepaXOoreHHOCTh JIS (TTperMyIiecCTBeHHO B €ro MeAraabHOM YacTu, T.e. B 00aactu globus
pallidus internus), 3TOT Xe (heHOMEH ObUI BbISIBICH Y 83% OO0JIbHBIX C IUCTOHUEH BEPXHUX
KOoHeuHocTel 'y 31% ¢ KpaHUaJIbHOM TUCTOHMEH (B IPYIIIEe KOHTPOJIS B TaHHOM HCCIIe-
JIOBaHUM TUmepaxoreHHocTh JIS Obl1a oOHapyxeHa auiub y 12% nni). O6aacTh ruIep-
9XOT€HHOCTH Obl1a 00JIbIIIE ¢ KOHTpaJaTepalbHON MO OTHOIICHUIO K KIMHUYECKON CUMIT-
TOMAaTUKE CTOPOHBI, IIPM 3TOM CTEMEeHb TMIIEPIXOTEHHOCTH KOPPEJIMpPOBaa C TSIKECThIO
TUCTOHMYECKOTO TUIEPKUHE3a MPY LEPBUKAIBHON TUCTOHUMU U AUCTOHUU PYKHU.

OOHapy:keHue runepaxoreHHocTu JIA y manueHToB ¢ AUCTOHMEH TTO3BOJIMIO MHULIUN-
poBaTh psi MaTOMOPGhOIOTUYECKUX UCCIETOBaHNM, Pe3yIbTaTOM KOTOPHIX SIBUJIOCH OOHA-
pYXeHHE 3HAUMTEIbHOIO MOBBIIIEHUSI COACPKaHUS MEIM, a TakKe MapraHiia B OJieqHOM
1ape ¥ CKOpJjyIe, Ipu 3TOM KOHIIEHTpalMY 1IMHKA, Xeje3a U KaJblius ObLIM B Ipeaesax
HopMaJIbHBIX 3HaueHuit (Becker et al., 1999). [Tocnenyroiire paboThl TOKa3aJIl MOHMKEH-
HYIO KOHIICHTpALIMIO MEeIbTPaHCIIOPTUPYIOIIero Oejika MeHKeca B CTpYKTypax 0a3albHbIX
raHIJIMeB 1 JeMKOLUTaX MallMeHTOB ¢ uaronatTuueckoi nucronueit (Becker et al., 2001a).
Benox Menkeca siBisietcst MemOopaHHoi AT®a30i4, BEIBOISIICH MeIb U3 KIETOK, [TOTOMY
JneduIuT 6eKa MOXeT COITPOBOXIATHCS aKKyMYJISIIME MIOHOB MEIU U COOTBETCTBYIOIIIM -
MM MEIbUHAYLIUPOBAHHBIMU OMOXMMUUYECKUMU U HEHPODU3MOJIOTMICCKUMU HAPYIIICHU -
sMU. [TockonbKy Meb MOAYJIMPYET CUHANITUYECKE (DYHKIIMU U AEHCTBYET KaK MHTUOM-
TOp psiJa MOATUIIOB PELIETITOPOB, MOBBILIEHUE €€ KOHLIeHTpaluu B JIA Xxopol1o o0bscHSIET
CBOMCTBEHHOE NMCTOHUM NE3MHTUOMPOBAHUE TajaMyca, BOSHUKAIOIEe BCICACTBUE MHC-
dbyHK1IMM HelipoHOB globus pallidus internus (Becker et al., 2001a). CienyeT OTMETUTD, UTO
JIO HACTOSIIIIETO BPEMEHU y MAlIMEHTOB C MAMOIAaTUUECKOM TUCTOHMEH He yIaaoCh BbISIBUTh
KaKuX-JI100 MyTallMii B TeHAX, UMEIOIIMX OTHOIIEHUE K MEIbTPaHCIIOPTUPYIOIIUM (ep-
meHTaMm (Bandmann et al., 2002; Lohmann, Klein, 2013). [ToaToMy TpakTOBKa HapyILIeHUI
MEIHOrO0 roMeocTa3a Mpu AUCTOHUU OCTAeTCSl HESICHOM, U OHU TMPEAIOI0XUTEIbHO MO-
I'YT NPEACTaBISATh COO0M BTOPUYHBINM (PEHOMEH, CBSI3aHHBIN ¢ HE YCTAaHOBJICHHBIMU ITOKa
npoieccaMu. TeM He MeHee CUMTaeTCsl, YTO OOHApYyKeHHUe aKKyMYJISILIMKA MeTajuioB B JIA B
Buze runepsxoreHHocTy mpu TKC MoXeT ObITh MOJE3HBIM B ITpOBeIeHUN AU depeHITn-
aJIbHOM IMArHOCTUKU UAMOIATUYECKON NTMCTOHUM C IPYTMMU IMCTOHUYECKUMU CUHIPO-
MaMU pa3IndHOM STUOJOTUY, HATIPUMED MO3MHEN NTUCKUHE3UEH U IICUXOT€HHOM TUCTOHU-
eit (Walter, 2010).
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Ha cerogHsimiHuii JeHb CIIEKTP HACAEACTBEHHBIX JUCTOHUUYECKMX CUHAPOMOB BKIIIO-
yaeT 0oJjiee ABAALIATA CaMOCTOSITEIbHBIX KIMHUKO-TeHeTHYecKuX BapuaHToB (Lohmann,
Klein, 2013). B psae pa6ot nmo TKC ucciaenoBaHbl HOCUTEIN KOHKPETHBIX MOHOTEHHBIX
dopMm mucronwmii. Tak, uz 6 Hocuteneit myrauuii B rene THAPI (popma DYT6) — B TOM
yycie 3 CMMIITOMHBIX M 3 aCUMIITOMHBIX — Y Bcex Oblia BeisiBaeHa [YC, a 3 5 mauneHTOoB ¢
noda-uyBcTBUTENbHOM nuctoHueit DYTS denomen 'Y C Obin BoisiBiieH y aBoux (Hagenah
et al., 20006; Zittel et al., 2010). K coxaneHnuto, B 00enx padorax 3xoreHHocTh JISI He ncce-
noBanack. 1o panubeiM Gaenslen, y Tpoux obcieaoBaHHBIX 00JabHBIX ¢ DYT1-nucronueit
runepaxoreHHocTh JIS He BoisgBIsnach (Gaenslen, 2010).

IIpu uccnemoBaHuM 3amadecnelM(PUIHON TUCTOHMM, a UMEHHO IIPU CIIa3Me MYy3bI-
KaHTa, 13 15 mauueHToB y 12 oOHapyxXuBajach runepaxoreHHOCcTh JIS. [unepaxoreHHOCTh
KOppeupoBajia ¢ BO3pacTOM, HO HE C IJTUTEIbHOCThIO TUCTOHUM WU My3ULIMpoBaHus. M3
OCTaBIIMXCS TPOUX MALIMEHTOB 0e3 runepaxoreHHocTH JIA y nBoux BeIsiBiieH (peHomeH [HC
(Walter et al., 2012). Eme pu ogHoM (hoKaJIbHO, JOCTAaTOUHO peaKoi (popMe TMCTOHUN —
CITACTUYECKOM AUCHOHUM — TaKKe ITPOBOAMIIOCH MCCIeI0BaHME Oa3albHbIX TAHIJIMEB C 110~
motbio TKC: u3 14 mauueHToB y 12 BeisiBaeHa runepaxoreHHocTh JIS (Walter et al., 2014a).

OrnpenieieHHBI MHTEPEC B KOHTEKCTE TMCTOHUYECKUX CIIa3MOB IIPEACTABIISIOT TaKXKe
paboThI, B KOTOPBIX UCCIAEAYETCSI 9XOTeHHOCTh JIS y manueHToB ¢ rpbiKaMu AUCKOB 1Ieii-
Horo ypoBHs. Becker et al. o6cnenoBanu 13 yenoBeK, cTpaJarolINX MEPCUCTUPYIOIIEH He-
PamUKYJISIPHOI 0OJIbIO TIOC/IE TPOBEACHUSI HEMPOXUPYPTUUECKOI oINepaliiy Mo yaaJeHUIO
IPBIKU AYICKA IIEIHOro OTIe1a TO3BOHOYHMKA, TTPU 3TOM Y 11 TTaliieHTOB Oblila 0OOHapyKe-
Ha runepaxoreHHocTh JIS, a Takke runepuHTeHcuBHOCTH M P-curnana ot JIA (B T2-pexu-
Me) u ToHKeHHbI ypoBeHb MPHK 6enka MeHkeca B neiikonurax kpoBu (Becker et al.,
2002). Kak 3akiio4yaloT aBTOpbI, XpOHUYECKasl LIEPBUKAJTUS MOXET ObITb B 3TUX CIydasix
OTYACTU OOBSCHEHA TUCTOHMYECCKOM MPUPOION MBIILIEYHOTO HAMPSKEHUST ¢ TOHUYECKUM
MOABbEMOM ILJIeYa M UICUIaTepaIbHOM TUIepTpodreil MbIiiIl Iier. CXOIHbIE Pe3y/IbTaThl
nosydeHbl Takke Gaenslen (2010).

HecMoTps Ha cTonb 0OHamexXMBalOIIME Pe3yabTaThl MEPSUMCACHHBIX MCCIeIOBAaHUN
MpU IMCTOHUM, KoJindecTBO padot o TKC npu aTom 3a001eBaHUM 3HAYUTEIBHO yCTYyIIa-
eT TakoBomy Tpu BI1. Ctanu nmosBasitbest paboOThI, TAe HE OOHAPYKMUBACTCSI KAKUX-T100
coHorpagpuueckux 0coOeHHOCTEe y mauueHToB ¢ auctoHueil. B 2011 1. 6b110 omy6u-
KoBaHO coobuieHne Hagenah et al., B koTopoMm uccienoBaHbl 84 maiyeHTa ¢ IEpBUYHOM
nuctonueit. Ilo Bctpeuaemoctu runepaxoreHHoctu JIS, X4, tanamyca u YC, mupuHe
I1I xxenymouka rpyra NauMeHTOB He OTMYaaach OT KOHTPOJIS (43 HEBPOJIOTUYECKHU 3/10-
POBBIX 4ejioBeKa). BBHISIBICHO JIMIILB JIETKOE IPEBBIIICHUE BCTPEYAEMOCTU BbIpaXKeHHOM
runepaxoreHHocTu JIS cpeu maueHToB Mo cpaBHEHUIO ¢ KOHTposieM (17,8 u 7,9% coot-
BeTcTBeHHO, p = 0,227) (Hagenah et al., 2011).

Hamu 6b1n o6cnenoBaHbl 14 00JBHBIX C MAMONMATUYECKON (DOKAIBbHOM U CeTMEeHTap-
HOM OUCTOHMEN (TTPEUMYILECTBEHHO LIEpBUKAIbHOM JoKanu3auun). OCHOBHBIM pe3yJib-
tatoM TKC B gaHHOI KJIMHUYECKOM TPYIINe cTaja YMEPEeHHO MOBbIIIEHHAs YacToTa BbI-
siBJieHus TunepaxoreHHocTH JISI — 28,6% (4 ciyuas), Torma Kak B KOHTposie (M0 JaHHBIM
pa3HbIX aBTOPOB) — 0T 7 10 12%. Y ogHOro nanueHTa runepaxoreHHocThb JIS coueranach ¢
OIHOCTOPOHHE! I'MIIePIXOreHHOCThIO X . JIpyrux 3HaUMMbIX HAXOJ0K BBISIBJICHO HE OBLIO:
cpenHuii pasmep 111 xemynouka B rpymme coctaBui 4,3 £ 1,9 MM, 60OKOBOTO XeJlyaTouka —
16,9 + 1,3 MM (B mpeneax HopMaabHbIX 3HaYeHUIt), ['YC ObL1a BBISIBJIEHA TOJIBKO B OJTHOM
cayuae (7,1%), uzonrpoBaHHas TUIIEPIXOreHHOCTh XS — Takke B ogHOM ciy4dae (7,1%).
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Takum o6pa3oM, OKOJIO TPETU MALlMEHTOB C IMCTOHUEN XapaKTepU30BATUCh TUIIEPIXO0-
reHHOCThbI0 JIS1. DTH 3HaYeHMST HECKOJIBKO YCTYIAIOT aHAJJOTMYHBIM JaHHBIM, ITOJTYYEHHBIM
Naumann et al. (1996), Becker et al. (1997) u Walter et al. (2012), HO B TO e BpeMsI IIPEBbI-
LIAIOT YacToTy runepaxoreHHoctu JISI mpu nucronun, nonoxenHyto Hagenah et al. (2011).
B 1ies1oM, HeCMOTpsI Ha CpaBHUTEIBLHO HEOOJIbIIIOE YMCIO HAOMIOACHUIA, TOJIydeHHbIE HAMU
pe3yJIbTaThl MOTYT CIYXKUTh MOATBEPKIACHUEM POJIM TUIIEPIXOTEHHOTO CUTHAJIA, BhISIBIIsIC-
Moro B obsactu JISA, kak 6nomapkepa nanonaTuieckoi (mepBuyHoit) nuctoHuu. O4eBuI-
HO, YTO UMEIOIIMECS MEXIY Pa3TUYHbIMU UCCIIENOBATEIbCKUMU TPYIIIIAMU PACXOXKICHUS
00YCJIOBJICHBI B TIEPBYIO O4Yepelb 3HAYUTEIbHOM FeHETUYECKOM TeTepOreHHOCThIO TUCTO-
HUYECKUX CUHAPOMOB 1 Pa3IUYUSIMU B COCTaBe 00CIeIyeMbIX KOTOPT OOJIbHBIX.

TpaHckpaHuanbHas coHorpadus TakKe moMoraeT B iuddepeHIInaIbHON TUarHOCTUKE
HayaJbHBIX CTAAMI UIMOTATUIECKON TUCTOHUM U UAMOIIaTUYEeCKOro MapKMHCOHU3MA; 3TO
MPEACTABISICTCS BaXKHBIM, TTOCKOJIbKY JUCTOHMYECKUI TUTIEPKUHE3 MOXET ObITh MEPBBIM
KJIMHUYECKUM TIPOSIBJICHUEM IOBEHUJIBLHOIO NMapkuHcoHusMma u BIl ¢ paHHUM Hauyajaom
cumntoMoB. B ucciemoBanuu Hagenah et al. (2006) cpaBHMBaJNUCh 5 MALMEHTOB C J0-
(ha-uyBCTBUTEIBbHON AUCTOHMEHN U 5 MALIMEHTOB C MTapKMHACCOLIMUPOBAHHBIM MTAaPKUHCO-
HusMoMm. Eciu npu noga-ayBcTBUTENBHOM ArucTOHUM yMepeHHast 'Y C BhIIBsIACH Y IBO-
1X OOJIBHBIX, TO MPU ITAPKMHCOHM3ME B JaHHOM cepuu BeipaxeHHas [YC (Gouee 0,32 cm?)
ObL1a 0OHapyxXeHa Bo Bcex 5 ciydasx. [TonyyeHHOe coHorpaduyeckoe pasiuuyue MexIy
yKa3aHHBIMU (DEHOTUITMYECKN CXOMHBIMU HO30J0TMUYeCKUMHU (popMaMu 3KCTpanupaMui-
HBIX 3200JIeBaHNI MOXET CYIIIECTBEHHO ITOMOYb B [TOCTAHOBKE TUATHO3a.

IIpuBegeM Halll COOCTBEHHBINM KJIMHUYECKUI TIpUMeEp, UUTIOCTPUPYIOIINI UCTIOIb30-
BaHue TKC B nMarHOCTUKE CJIOXKHOIO KJIMHUYECKOTO CyJyasi HauyadbHbIX CTaguid JUCTO-
Huueckoro Tpemopa (Mnmapuowmikux u ap., 2011).

BoabHoit ML.A., 26 jieT, 0K0JI0 3 JIeT Ha3aj1 CTajl OTMeYaTh HAIpsDKEHUE B IIPABOM PYKE P MHACh-
Me 1 u3MeHeHue nouepka. [Touepk npomoska mocTeneHHO YXyAIIaThCsl, OYKBbI CTau HEPOB-
HBIMU, IIPU TTHCbMeE TTIoMOTaj cede JieBoii pykoid. ['on Hazan mosIBUIICS JIETKUM TpeMOp ITpaBoi
PYKH B TIOKOE M TIPU CTAaTMUECKOM HAIPSKEHUH, KOTOPBIN ¢ TeUeHUEM BpEMEHU HapacTal U K
MOMEHTY TOCTYTUIEHHUSI CTal TTIOCTOSIHHBIM, 3aMETHO YCWJIMBAsICh TTpu BosiHeHUU. [Toctynun B
Hayunbrit ienTp HeBposiorun PAMH st yrouHeHust iMarHosa v, B YaCTHOCTH, UCKITIOUEHUST

I'JIJ1 iy ayToCOMHO-PELECCUBHO-

@) IO IOBEHWJIbHOTO IMTAPKUHCOHM3MA.
CFeeodul x AP I S mn o -3 Obwuii u cemeiiHblli aHamHe3 He
OTSTOILIEH.

Heesponaoeuueckuii cmamyc: y Tna-
IIMEHTAa OTMEUYaeTCsT CpeaHeaMII-
JIMTYIHBIA TpeMoOp MpaBOil PyKH,
MPOSIBJISIIOIIMIACS B TOJIOXEHUU
PYK Ha BECY U B MEHbIIICH CTENEeHU
B mokoe. CJieBa TUTIEpKUHE3a HET.
Mpbl1IEYHBI TOHYC CYLIECTBEHHO
He M3MEHEH, HO TIEPUOINYECKU B
JNUCTAJIbHBIX OTIEIaX MPaBOl pyKKU
oIpenessIeTCss HarpsiKeHUE MBIIIIIT
MPOAOKUTEIbHOCTBIO HECKOJIBKO

(6)

IMpagas pyka Jlesast pyka cekyH. AucToHnueckasi ycTaHOB-
Puc. 46. Ipaduueckue npodbsl 6osbHOTO M.A. (TI05IC- Ka TIpaBOil KMCTU TIpU TIHCbME,
HEHUsI B TEKCTe). a — oOpasell rmouyepka. 6 — criipalib W3MEHEHUs TIoYepKa: OYKBHI He-
Apxumena. pPOBHBIE, HE COCITMHEHHBIE MEXIIY
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Puc. 47. Pesynbrarsl uroiapyatoit DMI 6onbHOro M.A. (m. extensor carpi radials longus cripaBa).
CrpenkaMy yKa3zaHa <«3aJIlloBasi» aKTMBHOCTb — CEPUU TTOTCHLMAIIOB NCUCTBUS ABUTATEIbHBIX
€IMHMUII B TOKOE (B HOPME TOJIKHBI OTCYTCTBOBATh).

€000, TOYEePK YXYIIIACTCS TI0 MEPe HAMMCAaHUsI JUTMHHBIX MPeUIoKeH it (puc. 46a). B Tecte
pYCOBaHUs CIIMpald HApyLICHUIA B IPABOM U JIEBOM pyKax IPpaKTUYeCcKu HeT (puc. 460). [Tpu
OCMOTpE BO BpeMsl JUIMTEJbHOIO pa3roBopa MHoOrAa odpauiaeT Ha cedsi BHUMaHUe CBoeoOpas-
Hasl, HETIOCTOSIHHAsI YCTAaHOBKA TOJIOBBI C MUHUMAJIbHBIM TOJTYTIOBOPOTOM BITPaBO, MPUYEM
caM TIaIIMeHT TOTO He 3amedaet. Jlpyroif HeBpOJOTUUECKO CUMIITOMATUKY HE BBISIBJICHO.
[Tocne npoBeneHHbIX 00noaHUMENbHbIX A1A60PAMOPHO-UHCMPYMEHMAAbHbIX UCCAe008AHUL C-
ximoueH auarHo3 [J1/] (HopMasibHBIN yPOBEHb 1epyIoIla3MUHa U MeIN, OTCYTCTBHE KOJIEIT
Kaiizepa—®ieiinrepa). MPT ronoBHoro mosra — 6e3 natosnoruu. Mronpuatas OMI (puc. 47):
BU3YAIU3UPYETCS «3aJITOBasi» aKTUBHOCTH B m. extensor carpi ulnaris (+1) u m. extensor carpi
radialis (+2), a TaKxe B m. splenius cnpasa.

TKC: xenynouku He pacliMpeHbl, MIMPUHA TTPABOTO 1 JIEBOTO OOKOBBIX KETyTO0YKOB — 15,2 1
15,3 MM cooTBeTcTBeHHO, I11 3kenynouka — 2,5 mm; axoreHHocTh YC B nipeenax HOpMalbHbIX
3Ha4YeHuit (cieBa otcyrcTByeT, cripaBa [UYC 16 mm?), runepaxoreHHocTH JIS Her.

Takum obpazom, ¢ yuyeToM XapakTepHOW KIMHUYECKON KapTHUHBI (ACUMMETPUYHBIN MOCT-
YPaJIbHBIN TPEMOP U TPEMOP TOKOSI B pyKe B KOMOMHAILIUU C IMUCYUM CITa3MOM U, BO3MOX-
HO, MUHUMAaJIbHBIMU HayaJbHBIMU SIBACHUSIMU TOPTUKOJUIMCA), DaHHBIX DMI («3anmoBas»
aKTUBHOCTb B MBIIIIIIAX PYKY U IIeU cTpaBa), a Takke danuvix TKC (nexapaxmeproix ons BIT
u IJ1J]) y naliMeHTa IMarHOCTUpOBaHa cerMeHTapHasi IMCTOHUS. [IpoBoaUIOCH JIeyeHne X0~
JIMTHOJIUTUKAMHU, KJIOHA3eTIaMOM, TUATIPUAATIOM C TOJOXUTETbHBIM 2(h(eKToOM; peKOMEeHI0-
BaHbI [TOBTOPHbIE KYPCHI JIEUEHUS OOTYTMHUUYECKUM TOKCUHOM.

[IpencraBneHHoe HaOIOIEHNUE BeChMa MOoKa3aTelbHO. JIeOI0T AMCTOHUYECKOTO TUTIep-
KMHE3a B CUJIy YPE3BbIUYaiiHO BBICOKOI BapMabOeIbHOCTH JAHHOIO 3KCTPAIIMPaMUIHOIO
pPacCTPOICTBA JaXKe ONBITHOMY CIIELIMAIIMCTY ObIBAaeT HEMPOCTO AU hepeHIIUPOBATH C APY-
IMMU IBUTATSIbHBIMU HAPYILICHUSIMU, ITO3TOMY 3/16Ch HEOOXOIMMO UCITOJIb30BaHUE BCETO
JIOCTYITHOTO IMAarHOCTUYECKOro apceHasna, B Tom uncie TKC.

JanbHeiillee HAKOTUIEHUE TaHHBIX U PACIIMPEHME OIbITa KIMHUKO-TEeHETUYECKUX KOP-
PEJISILINIA TIPY pa3INYHbIX BAPMAHTAX JTUCTOHNYECKUX CUHAPOMOB ITO3BOJIMT YeTUE OIpe/Ie-
JuTh poiib TKC-npu3HakoB B KaueCcTBE HEMPOBU3YAIM3ALIMOHHBIX OMOMapKepOB JaHHO
ITaTOJIOTUH.

3.6. I'enaToJieHTUKYJIIpHad AereHepanusd

[enaToneHTukyasIpHas aereHepauusi, wiu 0ojie3Hb BuibcoHa—KoHoBanoBa, mpen-
cTaBsIeT coOoit 3a00JIeBaHME C HACIEICTBEHHO OOYCIOBJIEHHBIM HapylIeHUEM MEIHOIO
oOMeHa 1 coYeTaHHBIM MOpaxkKeHUeM Mo3Ta (TJIaBHbIM 00pa30M MOJKOPKOBBIX TAaHTJIHEB)
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U BHYTpeHHUX opraHoB. PacmpoctpaneHHoctb I'JIJI cocTaBisieT okojio 2—3 cilydyaeB Ha
100000 HaceneHust, MpUYEM He MEHee YeM B YETBEPTH clyuyaeB 3a00JieBaHUE HE JUAarHO-
cTUpyeTCcs au00 OMarHoCTUpyeTcs: HemomycTumo mosaHo (Brewer, Yuzbaziyan-Gurkan,
1992). A mexnmy TeMm cBoeBpeMeHHas1 nuarHoctuka [JI u anexBaTHOEe MaTOreHeTUYeCcKoe
JIeYeHUEe MEAb3IMMUHUPYIOLIMMHU MpernapaTaMy MO3BOJISIOT OCTaHOBUThH MPOTPECCUPO-
BaHUE 00JIE3HU, TOOUTHCS MOJHOTO MM 3HAYUTEIbHOTO perpecca KIMHUYECKON CUMIITO-
MAaTUKU, COXPAHUTD JII OOJIbHOTO BO3MOXKHOCTD MOJTHOLIEHHOM *)u3HU. [1oaTomMy mouck
nHpopMaTUBHBIX OromapkepoB [J1]1 siBisieTcsl BecbMa aKTyalbHOM 3aJaueii.

Tun nacnegoBanus I'J1J1 — ayrTocoMHO-peliecCUBHBINI. 3a00/eBaHe 00YCIOBISHO MyTa-
uussmu reHa ATP7B Ha xpomocoMme 13q. [TpoaykT reHa — measTpaHcnioptupytorias AT®aza
P-Tuna, oTBeTCTBEHHAsI 32 CEKPELIMI0 MOHOB ME/IM I'eITaTOLMTAMM 1 MX BbIBEICHUE 13 Opra-
HusMa c xemubio (De Bie et al., 2007). AuchyHkiums MeasTpaHcnopTupyiomieii AT®asb1 y
o6onbHbIX [JI[1 commpoBoXkIaeTcsl CUCTEMHBIM HapyllleHHueM MeTadoM3Ma MeIu 1 ee U30bI-
TOYHBIM JIETIOHMPOBAHNUEM B OpraHaX-MMIICHSIX — IeYeHU (3TO MEepPBUYHAS JIOKAIM3ALIUS
MeTabOJUYECKUX HApYIIEHUIT), TOJIOBHOM MO3Te, pOrOBUIIE, TTOUYKAX, CEIE3EHKE U .

[1epBble cMMIITOMBI MAHU(PECTUPYIOT OOBIYHO HAa BTOPOM JIeCATUICTUH XK1U3HU. [Tpumep-
HO y 40—50% ©0JIbHBIX MOPaXXEHUE MTEYSHN CTAHOBUTCS TIEPBBIM Y BEAYIIUM KIMHUYECKUM
MpOsIBICHNEM 3a00JIeBaHMsI, a B OCTAJIbHBIX CTyJasx JIaTSeHTHAs IIeYeHOYHAasl TaTOJIOTUS He
JIMArHOCTUPYETCS IO TOSBICHUS IICUXOHEBPOJIOTMIECKOM cuMInToMaTuku. [locaenHsist mpu
I'JI/1 BKiIOYaeT MpakKTUUECKU BeCh M3BECTHBIN CIIEKTP AKCTpaImMpaMUIHbBIX PACCTPOMCTB —
pa3IMYHbIe BAPUAHTHI TpeMOpa, TMCTOHUYECKHUE U aTeTOMIHbIC TUIIEPKUHE3bI, TapKUHCO-
HU3M. B pa3BepHyTOIi cTagny 0OJIE3HU ¢ Pa3IMYHON YacTOTOM pa3BUBAIOTCS TaKXKe MO3-
JKEUKOBAas aTaKCHsl, IU3- U aHApTPUsl, nucdarvsi, HapyleHUs XOnbObl, MMPaMUIHbIE 3HAKH,
nape3bl, CyI0pOXKHBII cuHApoM U T.1. (Brewer, Yuzbasiyan-Gurkan, 1992; Roberts, Schilsky,
2008). ITpumepHo y 20% Gonbhbix [J1]1 3a60yieBaHKe BIiepBbie MAHU(PECTUPYET TEMU WU
WHBIMUA CUMIITOMaMM CO CTOPOHBI IICUXUYECKOM chephl, BKIIOYAs ICUXUIECKYIO YTOMJIsIe-
MOCTb, SMOLMOHAIBHYIO JIAOUIBHOCTh, U3MEHEHUS JIMYHOCTU 1 BhIpaxkeHHbIE ad(heKTHB-
HbIE pacCTpOiCcTBa (OT pACTOPMOXKEHHOCTH, TUTIEPCEKCYATbHOCTU U MAaHUAKaIbHBIX COCTO-
SIHUI 10 Aeripeccun). XapaKTepHO CHUXKEHUE KOTHUTUBHBIX (YHKIIMI, KOTOPOE B MO3THEN
HeJICYCHO! CTaAMu MOXET J0CTUraTh ypoBHs AeMeHLMu. Habmonarommecs npu [T icu-
XO03bl BKJIIOYAIOT MapaHOUIHBIN Open, rajmonuHanuu, aemo3uu. deotor [T ¢ ncuxuye-
CKUX HapyIICHUI BbI3bIBACT HAMOOJBIINE TUArHOCTUYECKUE CIOKHOCTU, U Ha MpaKTUKe
MMEHHO y TaKUX MallMeHTOB Ha MPOTSKEHUU MECSILIeB U JIET TepsieTCsl AParolieHHOe BpeMst
1 HEOIIPaBIaHHO OTCPOUYMBACTCS Ha3HAYCHME ITaTOTeHETUIECKOM Teparu.

Comarunueckas narojorus npu [JI1, cBsa3aHHasa ¢ HAKOTIJIEHUEM MU B KJIETKaX U MH-
IyKIMeN psiia MeIbUHAYLMPOBAHHBIX TOKCUUECKUX PEaKIIUid, SIBISETCS KIIOUOM K Jua-
THOCTHKE 00J1e3HU. XapaKTepeH «BUJIbLCOHOBCKUiT» TeNaTUT C MePeXoa0M B HOLYJISIPHBII
MOCTHEKPOTUYECKUI aTporuUecKUil IIUPpo3 MeYeHU, K KOTOPOMY TIPUCOEIUHSIIOTCST Ha-
pyllIeHus] QYHKIIMY MOYEYHBIX KaHaIbIEB (aMUHOALIMAYPUS, TIPOTCUHYPUSI, TUTIEPKAIb-
LIMYpHsI), OCTEOIIOPO3 U OCTECOMAJISIIIUSI, apTPUThI, HApYIIeHUsT DYHKIIMNA 3HIOKPUHHOMN
CHUCTEMBI (OJTUTO- U aMEHOPEsT, TMHEKOMACTHSI Y MY>KUMH).

Hwuarnos ['JIJ] moaTBep:kaaeTcs BhISIBACHUEM XapaKTePHBIX TPU3HAKOB CUCTEMHOTO Ha-
pyllIeHUs] 0OMeHa MeIU — CHIUKEHUEM B KPOBU YPOBHS MEALCOAEPKAIIETO IIMKOIIPOTeU1a
LEpYI0IIa3MUHA, MOBBIIIEHHON KCKpPEeLME MEeIU C MOYOM, IMMOSIBIEHUEM POTOBUYHOIO
kouiblia Kaiizepa—®ieitepa u ap. B peakux ciydasx nprOerarT K MpOBeICHUIO MOJIEKY-
JIsIpHO-TeHeTn4YecKoro uccaenoBanus (Leporietal., 2012). JIHK-guarnoctuka I'JI moxeT
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MMETb 3HaUEHME, HAIIpUMeED, IIPU HOPMaJIbHOM KOHILIEHTPAILUK LIePY/IOIJIa3MIHA, a TAKXKE
Yy KIIMHUYECKU 3M0POBBIX MALIMEHTOB U3 IPYIINHI pucka (OpatheB U cectep 00abHbIX [JI]1),
HaXOIAIIMXCS Ha IIPECUMIITOMATUYECKOM WM JOHEBPOJIOTMYECKOM CTaaIun O0Ie3HM.

Bosmoxxnoctu TKC y manueHToB ¢ 00je3Hbl0 Bunbcona—KoHoBamoBa M3ydyaloTcs ¢
2005 1., korma Walter et al. oocnenoBanu 21 malueHTa, BKIIOYasi TPOUX C JOHEBPOJOrUYe-
ckoii ctamgueii 3aboneBaHus. [unepaxoreHHocTh JISI oOHapykeHa y Bcex 18 maimeHTOB ¢
HEBPOJIOTMYECKUMU TIPOSIBIICHUSIMU 3a00JIEBaHUS U Y 2 HEBPOJOTMYECKM aCUMIITOMHbBIX
0OJIbHBIX, IIPY 3TOM ILIOIIAAb ITMIIEPIXOTEHHOIO CUTHAJIa KOPPEIMPOBaIa C TSDKECThIO HEB-
pornoruyeckoii cumnTomaTuku 1o mkajae WDRS (Wilson Disease Rating Scale) (Walter et al.,
2005). B3aumocssa3b ¢ cymmoli 6amtoB 1o mkane WDRS takcke Ob1a mokasaHa 1jis rumep-
9XOT€HHOCTH TaJlaMycOB (BBISIBJICHA Y 9 MallMEHTOB), IIUPUHBI OOKOBBIX XKEIYIOUKOB (pac-
IIMpeHbI y 5 mauueHToB), mupuHbl 111 xenynouka (pacivpeH y 4 nauueHToB). [Toutu y mo-
JIoBUHBI 601bHBIX (10/21) 6611 BhIsiBIEH (heHOMeH ['UC, He CBSI3aHHBIN C BHIPA)KEHHOCTHIO
U TSDKECThIO HEBPOJIOTMYECKUX MposiBiieHuii. O0HapyxeHue runepaxoreHHoctu JIA Ha no-
HEBPOJIOTMYECKON CTaany 3a00IeBaHMSI TTO3BOJISIET MTPEAMNOIOXKUTD, UTo TKC MOXeT mprumMe-
HSITBCS C LIEIbI0 MAKCUMAJIbHO PAaHHEH NeTEKIIMY HAKOIUICHUS MU B 0a3aIbHBIX TAHTJIMSIX.
B aroii xxe pabote nmpu MPT-uccienoBaHuy M3MEHEHMS B TOJIOBHOM MO3Te ObLITY BbISIBJICHBI
TOJBKO Yy 12 manueHToB u3 21, T.e. Obl10 TToKazaHo, uTo TKC kak 6rnomapkep B HEKOTOPBIX
CJIy4yasix MOXET ObITh UyBCTBUTENIbHEE TpaaulMoHHbIX KT-TexHomoruii HelipoBU3yann3sa-
uuu. MHTepeCcHO, YTO rUIepaXoreHHOCTh JIS COOTBeTCTBOBAIA TUITOMHTEHCUBHBIM U3MEHE-
Husm 1ipu MPT B pexxume T2; mo MHEHUIO aBTOPOB, 3TO MOAPa3yMeBaeT, YTO TMITePIXOTeH-
HocThb JISI ckopee oTpaxkaeT HakoIieHue Meau, a He o3 (Walter et al., 2005; Walter, 2010).

B pa6ote Svetel et al. (2012) 6b1n o6cnenoBaHbl 54 mauuenTa ¢ [JI[1. Beiio mokasaHo,
YTO Y MAlMEHTOB 3HAYMTEIbHO Yallle BCTpevyalnch rurepaxoreHHocTh JIS (65%) n 'YC
(32%), yem y rpyniibl KOHTpoJIs. TskecTh 3a00J1eBaHUsT KOppeaupoBaa ¢ mioinaasio 'YC
n mmpuHoit 111 xxenymnouka (Svetel et al., 2012). ITonydeHHbIe pe3yabTaThl MOATBEPANIN
3HauuMocTh TKC-ucciaenosanus y namuerTon ¢ [JIJ1.

B nByx paboTax olieHUBaaCh CBSI3b LiepeOpabHBIX COHOTpaUIECKUX UBMEHEHUI TP
I'JI/1 ¢ copepxxaHueM Menu, Keje3a, IMHKA U MapraHiia B pa3IMYHbIX 00JIACTSIX TOJIOBHOTO
Mo3ra B ayTorncuitHbeix oopasiax 15 6oneHbix [JI]1 (Litwin et al., 2013; Walter et al., 201406).
Kak oka3zanock, runepaxoreHHOCTh JISI cooTBeTCTBOBaIA MOBBIIIEHUIO COAECPKAHUS MEIU
(HO He ApYrux MeTauIoB) B 00JIacTU CKOPJyIbl. [umnepaxoreHHocTh JISI He Oblia cBs3aHa
C BO3pacTOM WJIM JJIMTEIbHOCTBIO 3a00JI€BaHUSI, YPOBHEM MEIM WM LIepY/IOILIa3MUHA B
ceiBopoTKe (Walter et al., 20146). Takke BriepBbie Tipu [JI/] Ob110 TOKAa3aHO MOBBIIIEHHOE
coaepxkaHue xkese3a B odjgactu 34 mo3zxeuka (Litwin et al., 2013).

Hamu 6buta mMccnenoBaHa HeOosblas rpyrmna 6onbHbIX [JI[ — 14 mamumeHTOB ¢ HEB-
pornoruueckoii popmoii 3adoneBanus. [Ipu npoenenun TKC y Tpex maluueHTOB He yaa-
JIOCh OLICHUTDb CTPYKTYPhI TOJIOBHOTO MO3Ta M3-3a OTCYTCTBHUSI YIOBJICTBOPUTEIbHBIX YIIBT-
Pa3BYKOBBIX OKOH. B oOciegoBaHHOI rpyIiie IMprUHa OOKOBBIX KETYJIOYKOB COCTaBUIA
18,1 %+ 3,3 MM (Y TPOMX 3KEMYIOYKHM OKA3aJIMCh ITAaTOJOTUUECKU pacIiIupeHsbl), mmpuHa I11 xe-
Jynouka — 6,3 £ 3,8 MM (Y 3THX Xe TPOUX OOJIbHBIX 3HAYEHUS MPEBBIIIAIN HOPMabHBIE).
B sroii rpynime ' C orMeueHo He ObLTO (B TpeX clydyasx MUIOLIaAb He MpeBbIliiala HOpMalb-
HbIX 3HaueHuit, 10—11 mm). [unepaxoreHHocTs JIS BIsiBIIeHA y MATH MTAlMEHTOB (puc. 48).

IIpuBegeM coObCTBeHHOE HaOMIOAEcHME HEOOBIYHO TTo3aHel MaHudectaunun [JI ¢ mo-
JIMMOP(MHBIM 3KCTpAITMPAMUIHBIM CUHAPOMOM, PACIICHEHHBIM T10 MECTY >KUTEJICTBA KaK
BI1. B nannom ciydae nannble TKC Hapsay ¢ pe3yiabraTaMy Apyrux o0caeI0BaHUi M03BO-
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Puc. 48. TunepsxorenHocts JIA y nammenTa ¢ IJI]1. TTnockocTh ckaHMpOBaHMSI HA YPOBHE TaJla-
MycCOB. a — Hopma: JISl He Bu3yanusupyercsl, Tak Kak SIBJISIETCS U309XOT€HHBIM K OKPYXKaIOIUM
€ro CTpyKTypam mMosra. TpeyrojbHUKOM BbleIeHa 0071aCTh aHATOMUYECKOTO pacnosioxeHus JIA.
0 — runepaxoreHHocThb JISA y mauuenTa ¢ IJI1 (ctpenka): 1 — 111 xenynouexk npeacraBieH IByMsI
napayijieIbHbIMU TUTIEPIXOTeHHBIMU JIMHUSIMU; 2 — IIUIIKOBUIHAS XeJie3a, MpeacTaBIeHHast sS1p-
KOJi TMITePIXOTeHHOM MATHUCTOM CTPYKTYpoii, Haxonseiics mo3aau 111 xenynouka; Th — rumo-
9XOTeHHbIN OBaJIbHOM (POPMBI TaJlaMyC.

JIMJIM CBOEBPEMEHHO MocTaBUTh AuarHo3 [JIJI 1 Ha3HAUYMTh COOTBETCTBYIOLIIEE TTATOreHE-
THYeckoe MeaeronHoe jeueHue (ITonxemyk u np., 2012).

IManument B., 49 net, mocTynui B KIMHUKY C XalobaMy Ha HapyllIeHUe XOAbObl, TPYIHOCTU
MPY TJIOTAHUM, YaCThIe TMOIEPXUBAHUSI TBEPAON M KUAKOUN THUILEH, MOBBIIIIEHHOE CITIOHO-
TeUYeHUe, HEeUYEeTKOCTh PEeYM, BbIpaXKeHHOE ApoxKaHWe 00erX pykK, HapylleHHe CaMOOOCIy-
KUBaHMSI, SMOIIMOHABHYIO JIAOWIBHOCTh. M3 aHamMHe3a M3BECTHO, YTO HEBPOJIOTMYECKast
CUMIITOMATHKa BIEPBbIC MOsIBUIACH B 47 JIeT: Ha (poHE CTPECCOBOM CUTyalluy OOJIbHOM OT-
METWI IPOXKaHWE JIEBOU PYKM, a TAKXKe «CMa3aHHOCTb» peur. Ha TpoTsskeHUM HeCKOJIBKUX
MeCSILIeB ABUTATeJbHbIE HAPYIIEHUS T€HEePan30BaIuCh, PACIIPOCTPAHUBLINCH HAa MPaBYIO
pyky 1 Horu. C 2010 r. HaGMoAaICsl Y HEBPOJIOTOB € IMAarHO3aMU «ITapKUHCOHU3M», «00JIe3Hb
[TapkuHCOHa», B CBSI3U C YeM HEOIHOKPATHO MPEANPUHUMAIUCH MOMBITKY JeUeHUs Mpera-
pataMu JIEBOJOIbI U MUPUOeanIoM — 6e3 addekTa Wiu gaxe ¢ yxyaieHueM coctosius. [Tpu
Ha3HAUEHWM aMaHTaJlHa CaMOYYBCTBUE HA KOPOTKOE BPeMsl HE3HAYUTEIbHO YIYYLIUIOCh,
TTOCJIE YeTo MOCIeI0BaIo OBICTPOE YXYAIIIEHE C HapyIIeHNeM XOIbObI (HeyCTONYMBOCTh, 3a-
MEJIEHHOCTb, MaAeHus1), cTaja Hepa30opurBOii peub, 3aMETHO HaPOCIU HapyILIEHUs TJ0Ta-
HWSI, PONCTBEHHUKN OTMETWJIN TIOBBIIIEHHYIO pa3apakuTeIbHOCTb, arpeccuio. boinbHOil He
MOT 00JIbllie 00XOAUTHCS 0€3 MOCTOPOHHEN TTOMOILIM.

Cemelinblil anamues: pOIHAsl cecTpa yMepiia B Bo3pacTe 44 JIeT OT «reraTuTa» (B IMOCIeIHUE
1,5 mec ee Oecriokouiv 60JIM B IPaBOM TOApedepbe, XKEJITyxXa).

Hesponoeuueckuii cmamyc. TlallmeHT KOHTAKTeH, Ha BOMPOCHI OTBEYAET OXHOCIOXHO, He-
CKOJIBKO Pa3ipaxkKuTesIeH, CUeT U MaMsTh COXpaHHbBI. [Jla3HbIe 1eU paBHbIE, JETKU SHO-
drampm cnesa. [lpm BusyanmbHoM ocmotpe koienr Kaitzepa—®neiimepa He BumHO (T1a3a
Kapue). JIBUKeHUs Ta3HbIX SI0JI0K B MTOJTHOM 00beMe, OJIHAKO B30p HE yAEpPKMBAET, JIETKO
OTBJIEKaeM, 3JIEMEHTHI arpakcuu B3opa. [mmepcamuBaums. [lucdarusi; BbIpaXXeHHAs! TH-
nohOHUS; IJIOTOYHbIN M HEOHBIN pedieKChl MOBbIIEHbI. SI3bIK B MOJOCTU PTa MO CpeaHe
JINHUY, TIOTHOCTBIO He BBIBONUT. ['pybast mu3apTpusi, mOHUMaHNUe peun OOJIbHOTO Pe3KOo 3a-
TPYAHEHO, MHOTIA SMU30/bl aHapTpuu. OO0beM ABUXKEHUI U cUJla B KOHEUHOCTSIX TOJIHbIE.
OTueTnIMBOe CUMMETPUYHOE TMOBBIIIEHNE MBIIIIEYHOTO TOHYCa B PyKax M HOTaxX IO 3KCTpa-
NUpaMUIHOMY TUIY, FUNokrMHe3usi. CyxoxXuibHble pedieKChl B pyKax CHUXXEHbI, B HOrax
YMEpPEHHO CUMMETPUIHO MOBbIIeHbl. CTIOHTaHHBIN pediekc babuHCKOro ¢ IByX CTOPOH.
['pyOblii TOCTYpabHO-KMHETUYECKUI TPEMOP 00€UX PYK C UHTEHIIMOHHBIM KOMITIOHEHTOM,
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PE3KO YCUJIMBAIOLIMIACS MO aMILIUTYIE U PACIIPOCTPAHSIIOLIMICS HA TYJIOBULLE MIPU MOAIEP-
>KaHUY aHTUTPABUTAITMOHHBIX 1103; MEHee MHTEHCUBHBIN MOCTYPaTbHBIN TPEMOP HOT TIPU UX
IMOTHUMAaHUH B TIOJIOKEHUH Jiexka. TuTyOalyst TyJIOBUIIA B MTOJIOXEHUU CUIs U cTosT. ['pyGast
HEYCTOWYMBOCTH TYJOBUINA; XOAUT TOJIBKO C MOMAEPXKKOU, Ha IIMPOKO PACCTaBIEHHBIX HO-
rax, majmaeT Brepel, B CTOpOHBI, Ha3al, IUIMHA II1ara yMeHbIIeHa. B ObITy TpeOyeTcst ITOCTOSTH-
Hasl ToMoIib. HeveTkast mpaBOCTOPOHHSIS TEMUTUTIECTE3USI.

Jlannbvle aab6opamopro-uHcmpymMeHmanbHo2o oocaedosanus. B od1eM aHain3e KpoBY BbISIBJICHA
He3HauMTeIbHas TpoMmbormTonenus (128,0 x 10°/:1). B o6iiem aHaan3e MOYM, CTAHIAPTHOM
OMOXMMUYECKOM aHaJIN3e KPOBU OTKJIOHEHUI M3yJyaeMbIX ITOKa3aTeseil 0T HOpMaJIbHbBIX 3Ha-
YEHUII HE BBISIBJIEHO. AMMUAK CHIBOPOTKU KpoBU 64 MKMOJb/1 (HOopMa 12—35 MKMOJIb/T).
ZKenuHble KMCIOTHI CBIBOPOTKKM KpoBM 11,7 MKMoJb/1 (HopMa 2,7—6,9 Mmoib/n). Llepy-
JIOIUTA3MUH CBIBOPOTKM KpoBu 4,1 mr/mi (Hopma 20—60 Mr/mi), Meab CHIBOPOTKU KPOBU
5,6 MkMoJb/1 (HopMa 12—24 Mxmonb/n). KoHcynbramust HeiipoodTaibMoora: mpu 61o-
MUKPOCKOTIMY POTOBUIIBI BBISIBJISIETCST €1ab0 BhIpaskeHHOe Koibllo Kaiizepa—@mnelimepa ¢
NIByX CTOPOH. YJIbTPa3ByKOBOE MCCIICIOBAHNE OPTraHOB OPIONTHOM TTOJIOCTHU: YIBTPa3BYKOBbBIE
MPU3HAKYA HE3HAYUTETbHO BRIPAXEHHOI TenaTocrieHoMeranuu, muddy3Hbie KpyITHO3EpHU-
CThbIe U3MEHEeHUS TapeHXUMbI TiedeHr. M PT rooBHOTo Mo3ra: onpeaesisiioTcst 09aroBble 13-
MEHEHMsI B 000MX MOTyIIAPUIX OOJBIIOTO MO3Ta B MTPOEKIIMY MOAKOPKOBBIX Y37I0B; CMEIIaH-
Hasl Tuapoledanus ¢ paciMpeHneM OOKOBBIX KeJTYT0YKOB, KOHBEKCUTATbHBIX JIMKBOPHBIX
MPOCTPAHCTB OOJIBIIIOTO MO3ra U Mo3xeuka. PesynbraTel JIHK-aHanusa (mouck mpoBeneH mo
8 myrauusim B reHe ATP7B, HauboJjiee 4acTo BCTPEUAIOLIMMCS B €BPONEHCKUX TTOMYJISILIUSIX):
myTtauun ¢.3207C>A, c.2532delA, c.3402delC, c.2304insC, ¢.1770insC, c.1340—1343del4,
€.3649—-3654del6, ¢.3627—3630del4 He OOHAPYKEHBI.

TKC: Xenynouku paciiMpeHbl, IMKUpUHA OOKOBBIX KeayaoukoB — 20,1 u 21,2 MM, mmpuHa
11 xenynouka — 8,1 mm, 'YC ¢ ABYX CTOPOH OTCYTCTBYET, TunepaxoreHHocTH JIS Takoke Her.
CoueTaHue XapaKTepHOI 3KCTpaNUpPaMUIHON CUMITOMATUKA U COMATUYECKOM MATOJOTUH,
pe3yibTaThl HelipoBusyanu3aiuu, B ToM uncie TKC, a Takke maHHBIE ceMeTHOTO aHaMHe-
3a TMO3BOJIMJIM TIPEAIOI0XUTh Yy 060oabHoro Hamuuue [JIA. IMpu oOcienoBaHUM BBISIBIEHDI
criennduieckre U3MeHEHUsT METHO-TUTaHTHOTO OOMeHa, a TAaKXKe MOBBIIIIEHNe YPOBHS Tie-
YEHOYHBIX MapKepPOB, KOTOPbIE MOTYT MIPUBOAUTH K PA3BUTHIO TEYEHOYHOU sHIEedaTonaTuu
U yCyTyOISITh TeUeHUEe OCHOBHOTO 3a00JieBaHUsI (OPHUTUHOBBIN LIUKJT ¥ TTIOKA3aTe/ I aMMUaKa
CBIBOPOTKH, OOMEH KEeJTYHBIX KUCIIOT).

3a BpeMst HaXOXIeHUs B OTIeIEHUN OOJTbHOMY TIPOBOIMIIACH KOMIUIEKCHAST TepaTisi, HalpaB-
JIEHHasl Ha KYIMPOBaHUE CUCTEMHOTO AMCKYINpuHo3a (D-neHuuunmuiaMut, cyiabdar LMHKa,
MeTabonuiyeckue rpemnapatel). Ha ¢oHe Tepanuy oTMevanach MOJOXUTEbHAS TUHAMUKA,
YMEHbILIEHUE TUTIEPKUHE30B, yIyylleHue peuu, IIoTaHusl. boibHOl ¢ MOCTOpOHHE ToMO-
IIBIO CTAJT BCTaBaTh W TIEPEIBUTAThCS B Mpenenax oTaeneHus. s nanpHeieit peabuinra-
LMY PEKOMEHIOBAHO MPOJOKEHNE MaTOreHEeTUYECKOro JIeUeHUsT MeIb3TMMUHUPYIOLIUMU
rpemnapatamu, COOJTIOIeHNE CIIeIINATbHON TUETHI.

Bo3MoXXHOCTb BU3yanu3aluu U30bITOUHOM Meau B JIS 1 mOTeHIMAAbHO B IPYTUX MO/~
KOPKOBBIX CTpYKTypax ¢ nomoiubio TKC BecbMma npuBieKaTeabHa, U TIPU TTOJ03PEHUN Ha
IJI0 naHHBIN yIBTPa3BYKOBOM METOI MCCASIOBAHUS MOXET BKJIIOYAThCSI B IMarHOCTUYC-
CKUU KOMIUJIEKC.

3.7. HeuiponereHepaTuBHbIe 3a00JieBaHU S
C HAKOMJeHUEeM KeJjae3a M KaJbuus
B TOJIOBHOM MO3Te

B nanHOM paznesie OyayT pacCMOTPEHBI MYJIBTUCUCTEMHBIC MIPOTPECCUPYIOIINE HEWPO-
JleTeHepaTUBHBIE 3a00JI€BaHN S, XapaKTEePU3YIOIIMECs TeHETUUECKU 00YCIOBISHHBIM Hapy-
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LIeHUEeM OOMeHa 3Kejie3a M KaJIbLIMS M IMaTOJIOTMYECKO aKKyMYJISIIME 3TUX METAJIJIOB B
MOKOPKOBBIX sI/Ipax U IPYTUX CTPYKTypax roJoBHOro Mosra. [1pu Bcex aTrx 3a00J1eBaHUSIX
BEAYILIMMU KIMHUYECKIUMU MPOSIBJICHUSIMU BBICTYIIAlOT Pa3HOOOpa3HbIe 9KCTparipaMul-
HbIE PACCTPOMCTBA, a MACHTUMUKAIIMS KOHKPETHBIX (hOPM BeChbMa CJI0XHA, [I03TOMY IIPU-
MEHEHUE MHCTPYMEHTAIbHBIX TUarHOCTUYECKUX TexHosioruii, B ToM uucie TKC, nmeer
HECOMHEHHOE MPAaKTUYEeCKOE 3HaYCHUE.

3.7.1. Heiipoaerenepanuu ¢ HAKOIJIEHHEM 3KeJie3a
B I'0OJIOBHOM MO3re

HeiiponereHepaliuy ¢ HakoIUIeHHMEM xeje3a B rojoBHoMm Mmosre (HHZKM, anr.:
Neurodegeneration with Brain Iron Accumulation, NBIA) cpaBHUTEIbHO HEAABHO CTaIU 00b-
eIMHATh B CAMOCTOSITEIbHYIO TPYIIITY HACJASICTBEHHBIX MYJIBTUCUCTEMHBIX JeTeHEPaIlnid.
OHa BKJIIOYAeT Psii KIIMHUIECKUX (hOPM C ayTOCOMHO-PELIECCUBHBIM M ayTOCOMHO-IOMU-
HaHTHBIM TUIaMu HaclegoBaHus (PyneHckasi, 3axapona, 2013). BeipaxkeHHOe HaKoILIe-
HME Xejle3a B ITOJKOPKOBBIX siipax JTaeT XapaKTepHYIO KApTUHY P HEHPOBU3YaInu3alliu.
Ha nacrosmuit MoMmeHT K HH2KM oTHocIT He MeHee 9 caMOCTOSITeIbHBIX HO30JI0TU C
uneHTuuurpoBaHHbIMU TeHamu (PANK2, PLA2G6, FTL, C19orf12, WDR45, CP, FA2H,
ATPI34A2 v DCZFI17). MexaHu3Mbl U MOJIEKYJISIpHbIE OCHOBBI 3TOTrO Mpoliecca Mpu JaH-
HbIX 3a00JIeBaHUSIX BeChbMa pa3HOOOpa3Hbl. OpMEHTUPOBOYHAS IOITYJISILIMOHHASI YaCcTOTa
HH2KM — okono 1—3 cinydaeB Ha 1 MJIH. 4eT0OBeK.

Heiiponerenepanua ¢ aedekKToM NaHTOTeHaTKHMHa3bl. JlaHHOe 3abojeBaHuUE OIMCa-
HO B 1922 . 1 mepBOHAYaIbHO OBLIO M3BECTHO Kak Oose3Hb lamiepBopaeHa—lllnaTua.
B HacTosi1ee Bpemsi ero ImpuHITO 0003HAYaTh B COOTBETCTBUU C OTKPBITHIM MOJIEKYJISIP-
HbIM HedekToM — HeilpomereHepauus ¢ aegekroMm naHtoreHarkuHaszbl (HATTK, anrm.:
Pantothenate Kinase Associated Neurodegeneration, PKAN). Tun HacienoBaHUsI ayTOCOMHO-
pelieCCUBHBII, 00JIe3Hb 00yca0BIeHA MyTaluusiMu reHa PANK2 Ha xpomocome 20p. T1po-
JIYKT reHa — (hepMEHT, KaTaIM3UPYIOLINI TIepBhIi 3Tall CUHTe3a KOdH3MMa A; n1edeKT 3Toit
(GYHKIIMM COMPOBOXIAETCS MCTOIIEHUEM KO3H3MMa A M HapyllleHHeM OMOCHHTe3a Kie-
TouHbIX MeMOpaH (Kotzbauer et al., 2005).

Boeigensior MminageHuyeckue (Hadasio B 1—3 roma), HauboJsiee yacTole AeTckue (4—15 ner)
n nosguue (crapuie 16—20 ser) cayuan HJTTK. XapakTepHblii CHUMITTOMOKOMITIEKC
BKJIIOYAET COYETaHUE IPOIPECCUPYIOIINX IKCTPAIMPAMUIHBIX (TAPKUHCOHU3M, IHUCTO-
HUSI, XOpeoaTeTo3, TpeMop), MUPaMUAHBIX 1 IICUXUUECKUX HapylieHuil. Hepenko moryr
HaO0JII0IaThCsl TAKKe MUTMEHTHAs JereHepalusl CeTYaTKy, aTpoMust 3pUTEIbHBIX HEPBOB,
CTBOJIOBBIE CHMIITOMBI, aMUOTPO(MUU, PacCTPOICTBA KOOPAMHALIMM, SIUJICITUYCCKUE
npunanku. Knnnnueckoit rereporeHHocty H/ITTK cooTBeTCTBYIOT ompenesieHHbIE 0CO-
OCHHOCTU MYTalIMOHHOTO criekTpa reHa PANK?2, XOTs KOppeJasiuu MeXIy TeHOTUIIOM U
¢eHOTUIIOM TIpU JaHHOM 3a00JIeBaHUU HE SIBJISIIOTCS CTpOrMMU. 3a0ojieBaHUE XapaKTe-
pU3yeTcs HEYKJIOHHBIM ITPOrpecCUpPOBAHMEM, OJHAKO €0 TeUCHUE U JUIMTEIbHOCTD CYIIe-
CTBEHHO pa3/JIMyaloTcs MPU pa3HbIX KIMHUYECKUX popmax. YeM paHbliie e0I0T 3a001eBa-
HUSI, TEM TsDKesiee TedeHue U Xyxe nmporHo3s. [Ipu aerckux dhopmax MpoaoKUTeTbHOCTD
3abosieBaHusl coctapisier 6—15 yiet. [Ipu Gosee mo3mHeM pa3BUTUM 0OJIE3HM, OCOOEHHO
IpY MpeobialaHuy B KIMHUKE «4MCTOrO» MapKMHCOHM3Ma M OTCYTCTBUU BBIPAXKEHHOM
JIEMEHIIMU, TeueH1e OOJIC3HM MOXKET ObITh 00JIee UIMTEIbHBIM.

ITatronoroanarommuecku HJITTK xapakTepusyeTcs IByMsI OCHOBHBIMM U BeChbMa CIie-
HU(GUUIHBIMU MpU3HAKaMU: 1) OTIOXEHMEM XKeJle30COoAepsKalllero MUIrMeHTa B 00JacTh
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onemgHoro 1mapa, petukyaspHoit yactu YC u KA, yTo mpumaer uM XxapakTepHOe XKeaTo-
BaTO-KOPUYHEBOE OKpallluBaHue; 2) HaJUuuMeM B 0a3alibHbIX TAHTJUSAX, KOpe OOJbIINX
MoJIylapuii, rnepudepruueckux HepBax OCOOBIX C(HepOMAHBIX HEHpOaKCOHATbHBIX 00pa-
30BaHUM, MPENCTABISIONIMX COOO0M TOKaIbHbIE pacIIMpeHUs aKCOHOB ¢ Tpoudepanueii
MeMOpaHHBIX U TYOYIsIpHBIX cTpyKTyp. K Hecnemmudpuueckum udmeHeHusM npu HIATIK
OTHOCSITCSI TUOEIb HEHPOHOB B Pa3IMUHBIX OTIEIaX MOJYIIapUil MO3ra U MO3Xkeuka, IJIMo3,
nuddysHas feMUeTMHU3AINS.

Baxneiitiee 3HaueHue B npwxku3HeHHoi auarHoctuke HATTK nmeer MPT ronosHo-
ro Mo3ra. OHa Mo3BoJIsIeT BBIIBUTH CIEM(MUIECKUIA MATTePH B BUAE 30H CUMMETPUIHOTO
CHIKEHMSI MTHTEHCUBHOCTH cUTHaJIa B T2-pexxume B 001acTu OJICTHOTO 11apa U peTUKYJISIP-
Hoit yactu YC (HakoTIeHue XKeJie3a), HEPeaKo ¢ JOMOJHUTEIbHBIM HAIMYMEM HeOOJIbIIOM
30HbI TTOBBIIIIEHHOTO CUTHAJa B TIepeHe-MeIUadbHOI YacTu OJeTHOro 111apa (CaencTue
rubeu HeMpoOHOB, INIMO03a U AeMueaInHu3aunmn). dro npugaet MPT-kapTtuHe Ha GpoH-
TaJIbHBIX cpe3ax B 00JacTH OJIEIHOrO IIapa XapaKTepHbI BU «Ija3a Turpa» (Schneider
et al., 2012). Apyrue udMeHeHHUs BellleCTBa MO3ra MeHee CIelnMUIHBI M1 COOTBETCTBYIOT
KapTtuHe Iud@dy3HOro arpoduyeckoro rmnpoiecca 00JbLIMX MOJyIIapuii, CTBOJA MO3ra 1
Mo3zxkeuka. [Tpu KT nHorna nonojHUTEIbHO BBISIBJSIOTCS OMHO- WJIM ABYCTOPOHHUE Kajlb-
1MdUKaTH BO BHYTPEHHEM CETMEHTE OJICTHOTO 11apa.

Heiipodepputunonatus. JlaHHoe 3a0ojieBaHME C ayTOCOMHO-IOMMHAHTHBIM THUIIOM
HacJiefoBaHUsSI OOYCJIOBJIEHO MYyTalUMSIMU TeHa jerkoil nenu depputuHa (FTL) Ha xpo-
MocoMme 19q. CuMnTOMaTHKa HauMHAeTCs Ha 3—6-M ACCATUICTUSIX KU3HU M BKJIIOYAET
B MEPBYIO OYepeb pa3HOOOPa3HbIe IKCTpaNUpaMUIHbIC TTPOSIBICHUS] — XOPEIO U XOPeo-
areTo3, (hOKaJbHYIO IMCTOHUIO (OpOMaHIMOYIsIpHAsl OIUCTOHUSI, Onedapocma3m, MUcUmii
crnasM) U JieBomonape3nucTeHTHRIN mapkuHconusM (Curtis et al., 2001). OTcyTcTBUe 3Ha-
YUMBbIX KOTHUTUBHBIX U IICUXUATPUUECKMX HAPYIICHUH (32 UCKITIOUECHHUEM JIETKUX TTPOSIB-
JIEHUI «JIOOHOTO» CMHApPOMA) OTJIMYaeT JaHHOe 3abojieBaHUe OT Oosie3HU [eHTUMHTITOHA.
DKCTpanMpaMuaHas CUMIITOMAaTUKAa MOXKET COYETaThCsl CO CITACTUYHOCTBIO, AU3apTpUEi,
MO3XEUKOBOM aTakcueil. TedeHue 3a00eBaHNSI HEYKJIOHHO ITPOrpeccupyolee, pyu 3ToM
MHOTIA BO3MOXKHBI SITU30/IbI «OCTPOI» JEKOMITEHCALIVH.

ITpu MPT ronoBHOro Mo3ra y 00JbHbIX Helipo(peppUTUHONATUE I BBISIBISIOTCS KMCTO3-
Hble M3MEHEHUsI («KaBUTALlKsI») B 0a3aJIbHbIX TAHIJIMSIX, IPU3HAKK JBYCTOPOHHETO MMaJUIM -
JTApHOTO HEKpPOo3a, YTO MOATBEPXKIACTCS UM MPU MOPDOJOTMUYECKOM UCCAEIOBAaHUN HAPSILy
¢ oOHapyxXeHMeM B BellleCTBe Mo3ra arperatoB epputrHa u xenesa (Curtis et al., 2001).
Crenmduyeckuii 1abopaTOPHbBIN MPU3HAK — CHUXKEHUE YPOBHS (heppUTHHA B CHIBOPOTKE
KPOBH; B MBILLIEYHBIX OMOTNITATaX MOXKET BBISIBJISITHCS MTaTOJIOTHSI IbIXaTeIbHOM LIS MUTO-
XOHIPUIA.

Auepynomiasmunemus. Penkoe Iporpeccupyloiiee ayToCOMHO-PEIeCCUBHOE 3abolie-
BaHMeE, OOYCIOBJIEHHOE MyTallUsIMM TeHa liepyioruia3MuHa Ha xpomocome 3q. Llepyno-
MJ1a3MUH KaTaau3upyeT mnepokcuaasHyto peakuuto npespaineHusi Fe(Il)-tpancdeppuna
B Fe(Ill)-TpaHcdeppuH, 1 ero HeAOCTATOYHOCTh COIPOBOXKIAETCS Pa3BUTHUEM CUCTEMHBIX
HapyllIeH!I oOMeHa Xejie3a B OpraHM3Me ¢ HaKOILJIEHMEM MOHOB Xeje3a B MOJIKOPKOBBIX
sSApax U BHYTPEHHUX opraHax (Me4yeHb, MOMIXKETyI0uHas Kejie3a U ap.). DTo, B CBOIO OYe-
penb, BeneT K MHAYKIIMKM OKMCIUTEIbHOIO CTpecca U BhIPaXKeHHBIM LIUTOAECTPYKTUBHBIM
a¢pdpekram (McNeill, Chinnery, 2011). 3aboneBanue MaHupecTUpyeT 00bIdHO Mexay 30 u
50 rogaMu, KJIMHUYECKask KapTUHA XapaKTepU3yeTCs pa3BUTHEM caXxapHOro auabdera, 1eMeH-
LIMH, 3MU30/I0B CITYyTAHHOCTU CO3HAHMSI, TApKMHCOHU3MA, TMCTOHMU (Jallle 1o TUIY Kpa-
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HuoMdaIMaaIbHON TUCKUHE3UM), XOPEeH, MO3KEUKOBOM aTaKCUM U AeTeHepalluy CEeTYaTKU.
Ha ayTorncuu BbISIBISIOTCSI BbIpaKEHHBIC IeTeHepaTUBHbIC M3MEHEHUsI B 0a3aJbHbIX TaHT-
qusix 1 35 Mo3xkedyka co 3HaAUMTEJbHBIM HaKOIUIGHUEM XeJie3a B HeiipoHaX U MIMaIbHBIX
KJIETKAaX, B IIOJIYIIAPHOM KOPE OTMEUAIOTCS yMEPEHHbIE JCTIO3UTHI XKeJjle3a B KJIETKaX TJIUH.

HakomieHue xenesa B Mo3re y OOJbHBIX allepy/IoIUIa3MUHEMUEH BU3YyaIu3UpyeTCs
npu MPT-ucciaenoBanuu B BUjae 00J1acTeii MOHMXKEHHOM MHTEHCUBHOCTU CUTHAJIA B CKOP-
nynie, XA, tanamyce, KA u 35. [Inarno3 moarBepkaaeTcs BISIBICHUEM CIeLU(pUIECKUX
HapylleHUil oOMeHa kejle3a — Pe3KUM CHIDKEHUEM YPOBHs Liepy/IoIuia3MUHa, Xejae3a 1
MOBBILIEHUEM YPOBHS (DeppUTUHA B KPOBHU. Y MALMEHTOB OYEHb YacTO OOHApYy>KMBaeTCs
MMKpoILuTapHas aHeMus. [1pu Ouorncuu medyeHu BBISIBJISICTCSI M30BITOUHOE COAepKaHUe
JKeJie3a B rernaToluTax.

Heiiponerenepaius ¢ HAKOILUIEHHEM XKeJjie3a, CBA3aHHas ¢ reHoM PLA2G6. [laHHOe ayToCcOM-
HO-pelecCUBHOE 3a00JieBaHNe 00YCIOBIIEHO MyTalusiMu TeHa ¢docdonunasel PLA2G6 Ha
xpomocoMme 22q. MageHueckas (popMa XapaKTepU3yeTcs TSKEJIbIMU paciipoCcTpaHeHHBIMU
n3meHeHusiMu B LIHC mo Tuny HelipoakcoHanbHOM AUCTpodun 1 MaHUDECTUPYET dHLIe(ha-
JIOTIaTUEeH ¢ YMCTBEHHOM OTCTaJIOCThIO, MMPAMUAHBIMU 1 SKCTpanpaMUIHbIMU PacCTPOIi-
CTBaMM, TeTparape3oM, TUIIOTOHWEN TYyJIOBUILA, SMWIENICUEii, aTpodueil 3pUTeTbHBIX
HepBoB U Ap. Herckas ¢opma (cuHapoM Kapaka) mposiBisieTCsl TIpOrpecCUpyoeii Mo3-
JKEUYKOBOM aTrakCcuei, akCUaJbHOU TMIIOTOHUEHN, TUCTOHUEN, HUCTaIMOM, CHAaCTUYHOCThIO
U MHTEJUJIEKTYaJbHBIM CHKeHUEM. [1pu 06enx yKazaHHBIX (hopMax O0JbHBIE TOTMOAIOT 10
10 net. bonee MATKMit BapuaHT XapaKTepU3yeTcsl HauajJoM Ha TIepBOM JECSATUICTUHN KU3HU
Y HapacTaHUeM IUCTOHUU, TapKUHCOHU3MA, CIIACTUYHOCTH, AM3apTPUU, CMEPTh HACTYI1aeT
Ha 3-M necsaTuiaeThu XXu3Hu. [1pu Bcex popMax Ha CeKLIMM BBISIBJSIETCS TeHEPaIM30BaHHAS
aTpotust Mo3ra ¢ TMbesbl0 HEPOHOB, TJIM030M, JOKaJbHBIMU PACIIMPEHUSIMU aKCOHOB U
AaKCOHAJIbHBIMU «ceporaaMu» B LiepeOpabHOI KOpe, CTpUaTyMe, MO3Xe4yKe, CTBOJIE U
cnHHOM Mo3re (Schneider et al., 2012). C momonibio MPT BbISIBASIOT aTpod 1o 60IBIIOro
MO3Ta U MO3Ke4YKa U TUIUYHbIE T2-TUuIMOoMHTEHCUBHbBIE TTPM3HAKY AETIOHUPOBAaHUS XKele3a
B 001acTu 6JieAHOTO 11apa (B OTAEbHBIX CIyJasx BKIItodas (peHOMeH «rja3a Turpa») u YC.

Jpyrue popmbt HH2ZKM. ®opma HH2KM, oGycnosineHHas myrauusimu B rene C19orf12
(bopma MPAN, ot anr.: Mitochondrial Protein-Associated Neurodegeneration), Hacnenyet-
CsI TI0 ayTOCOMHO-PELIECCUBHOMY THUITY M XapaKTepu3yeTcsl IOBEHUWIbHOM MaHUpecTanuei
JICBOJOIAPE3UCTEHTHON AMCTOHUM M MapKUHCOHU3MA, TU3apTpueil, HapylIeHUEM XOIb-
ObI, MMpPaMUAHBIMUA CUMIITOMaMM, aKCOHAJIbHOM MOJIMHEBPOIIaTUEii, aTpodueil 3puTelib-
HbIX HepBOB. [Ipu MPT obHapyXuBaloTCs ouarv TMIOMHTEHCUBHOCTH B OyieIHOM 11ape (y
Bcex 00bHbIX) 1 YC (Y momaBiisitolero 0oJIbIIMHCTBA), «IJ1a3 TUTPa» HeXapaKTepeH.

®opma BPAN (ot anrn.: Beta-Propeller scaffold protein-Associated Neurodegeneration)
HacJeayeTcsl Mo X-CIUEeIJICHHOMY JOMUHAHTHOMY THUITY M OOYC/IOBJIEHA MYyTallMsSIMU T'eHa
WDR45. 3aboneBaHue XapaKTepu3yeTcsl BhIpaXKeHHON paHHeH 3aep>KKOi MCUXopevyeBo-
IO 1 MOTOPHOTO Pa3BUTHSI C OTPAaHUYECHHOM MOJOXUTEIbHON TMHAMMKOM 0 IOHOIIIECKOTO
WJIA B3POCJIOrO BO3pacTa U MOCIEeIYIOIIMM PErpeccoM C pa3BUTUEM IUCTOHUU, TAPKUHCO-
HusMa, femeHuun (PyneHckas, 3axaposa, 2013). C momouibio MPT ynaeTcst oOHapyXUTh
CHIKEHME MHTEHCHUBHOCTU CUTHaIa B OJIEAHOM IlIape, MOJHBIN (DeHOMEH «Ijla3a TUIpa»
OOBIYHO HE BBISBJISICTCS.

OnucaHbl Takke BecbMa BapuadenbHble popmbl HH2KM, cBsi3aHHBIE ¢ MyTallusIMU B
reHax FA2H, ATPI34A2w DCAF17. He uckimouyeHa gajabHeliias reTeporeHHOCTb TaHHO
IPYIIbI 3200I€BaHUIA.

108



Tpanckpanuanvnas conozpadus 6 ouazHocmure IKCMPANUPaAMUOHOU NAMON0LUU

Jleuenne HH2KM ocraetcs cummnromaTuyeckuM. IlepcrieKTMBHBIM CUMTAeTCsl Ha3Ha-
yeHue KOMIUIEKCOHOB kene3a (Zorci, Nardocci, 2013). EcTb oTnenbHble HaOIIOISHUS
KJIMHUYECKOTOo U JabopaTopHoro agdekra aedepokcaMruHa Mpu alepyaoraa3MuHeMUT
(Pynenckas, 3axaposa, 2013; Schneider et al., 2012), HO u3-3a peaAKOCTH 00JIE3HN KOHT-
pPOJIMpYEMbI€ MCIBITAHUSI HE MPOBOIUINCH. [10-BUAMMOMY, TIOIBITKY JICUCHUS XeJIaTaMU
11eJIeCO00pa3HO MPEeANPUHUMATh BO BCeX CIydasix, KOrma MMeeTcss 000CHOBAaHHOE KJIMHU-
KO-HeMpOBU3YyaIM3alIMOHHBIMU TaHHBIMU ITOJ03PEHUE Ha allepy/I0ILIa3MUHEMMIO.

TpanckpanuaabHas coHorpadus npu pa3amunbsix popmax HH2KM. B padote Liman et al.
(2012) ¢ momorisio TKC 6n111 006cnenoBansl 7 maiueHToB ¢ HH2KM, B ToMm uucie Tpoe ¢
MOATBEPXKIACHHBIMU MyTallisiMU B reHe PANK2. Y 6 manuenToB ooHapyxkeHa [YC (mpyrue
0o01acT TOTOBHOTO MO3ra He ucciiegoBanuch). Kostic et al. (2012) Bo Bcex 5 reHeTUUECKHU
noaTBepxaeHHbIX ciydasx HH2XKM ¢ myranusmu B PANK2 BoiaBuau 'IC, no miomanu
npesbiaryio 20 MM?, a Takke runepaxoreHHocTs JIS mpu HopmanbHo# mupuHe 111 xe-
JIyIoYKa U HOpMaJIbHOM 3XoreHHocTH X4 1 Tanamyca. ¥ Bcex 6onbHbIX Tpu MPT oTMmeua-
JIach XapaKTepHasi KapTuHa ¢ (heHOMEHOM «IJIa3a TUTPa» U TUIIOMHTEHCUBHOCTb CUTHAJIA B
T2-pexume B oonactu YC (Kostic et al., 2012).

Skowronska et al. mpu uccinegoBanuu ¢GopMbl MPAN y Tpoux GOJIbHBIX OOHAPYKUIU
sxoreHHocTh YC B npenenax HOpMaJIbHBIX 3HA4eHUI (Tutolanp He npesbimana 0,2 cM?).
Y nBoux OOJBHBIX U3 TPOUX OOHApyKeHa TunepaxoreHHocTh JIA, npu a3Tom MPT Bo Bcex
clydasix TIO3BOJIMIA BBISIBUTH XapaKTepHoe CHUKeHue T2-curHaia B o6gacTyd OJeIHOTO
mapa 6e3 «rmasza turpa». M3 matoMmop@oaornyeckux MCcaeqoBaHUN M3BECTHO, YTO IS
MPAN xapakTepHO OTJIOKEHUE Xejie3a B OJIeAHOM IIape M1 MUHUMaJIbHO B obsactu YC.
Takum o6pa3om, aBTOpbI pabOTHI peArnoaraiot, 4To TKC MOXXHO UCITOJB30BaTh IS IU(D-
¢epeHLUmraaIbHON AUMarHOCTUKM pa3andHbix noaturnoB HH>KM (Skowronska et al., 20136).
B 1o ke Bpems, o manHbiM Walter (2010), mpu TKC y naumentoB ¢ HH>KM He Habmona-
eTCs YeTKUX XapaKTepHbIX 0coOeHHOCTel HU B obactu JIS, Hu B obnactu YC. BeposiTHo,
AKKyMYJISILIMSL XKeJie3a KaK TaKoBasi He 00s13aTeJIbHO BEIET K ITOBBIICHUIO 9XOTeHHOCTH,
1 B BOBHMKHOBEHUM JAHHOTO (heHOMEHAa MOIYT y4acTBOBATh ApYyrue (akTophbl, HAIIPUMED
BO3MOXHOCTh (POPMUPOBAHUS TATOJOTMYECKUX 3Kee30-0eIKOBBIX coeanHeHuit (Walter,
2010). IMoxoxkue pe3yabTaThl MOJYYUIU U MbI, YTO OYAET MPOUJUTIOCTPUPOBAHO ABYMSI KITH-
HUYECKUMM IIPUMEpPaMU.

Boabnas K.E., 38 ner, npy mocTyrieHUU B KJIMHUKY XKaJlo0 He TIPEIbSBISICT U3-3a aHAPTPUU.
B nmercTtBe oTMedanach HEYCHIUMBOCTD, MOABWKHOCTB, pOciia OECIOKOWHBIM pPEeOEHKOM.
B Bo3pacte 8—10 yieT oTMeuaa0Ch MOCTENEHHOE U3MEHEHUE TTOXOAKM, CTajla 4acTo majaaTh,
«3arpebaTb» HocKaMu Tipu xoaboe. Co cJI0B MaTepu, B 3TO BpeMsl ellleé MOIjla KaTtaTbCsl Ha
KOHbKax. YcrneBaeMOoCThb B 1IKoJie Oblaa cpenHsisa. CumnromaTuka MOCTeNIeHHO HapacTrana,
NIEBOUYKE CTAJIO TPYTHEE XOAWUTb, MOCTETIEHHO YBEIWUYMBAJICS MBIIIEUYHBIN TOHYC, OOJIbIIE B
Horax. B 8-M knacce (13—14 nieT) ctayia o0yyaTbcsi Ha JOMY, TakK KakK K TOMY BpEMEHU XOlib-
0a ObLIa y>Ke 3HaUMTeJIbHO HapyllleHa, TpeboBajiach nepuoandeckast moaaepxKa, mosiBUIMCh
JIETKME peueBble HapyIlIeHUsI U CHUXeHre namMsaTh. HeogHokpaTHO obpaiiiagach 3a MEAULIMH-
CKOI TIOMOIIIBIO, OBUT ITOCTaBJICH AUarHo3 6oje3Hu L Tprommens.

CornacHo meduuuHckoli dokymenmayuu, B 15 1eT B HEBPOJIOTMYECKOM CTaTyce OTMEYaloCh:
orpaHMYeHHUE IBVWKEHUI B HOTaX, MBIIIEYHas cwia 3 Gaia, aHuzopediaekcus D>S, ma-
TOJIOTMYECKME CTOMHbIE 3HAKU, KJIOHYCHI CTOM, MPU XOAbOE MOSIBIASETCS CMAaCTUYHOCTDb, B
MOJIOXKEHUU Jiexka — TUNoToHus, negopmauus cron. MPT ronoBHoro mosra (5 et Haszan):
MOJyYeHHbIE TaHHbIE MOTYT COOTBETCTBOBATh META0OJIMUYECKMM HapylleHUsIM (0oJe3Hb [a-
nepBopaeHa—IlImarma). DHMI: BelpaxkeHHas! [IeMUEIMHU3AIUS ¢ aKCOHOIIATUE HEPBHBIX
CTBOJIOB PYK U HOT C MTOJIHBIMU OJI0KaMU MPOBEACHUS CO CTOPOHBI HEPBOB Hor. Llepynomnnaz-
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Puc. 49. MPT rosnosHoro mosra npu HHKM (mauunentka K.E.). BepxHuii psin (a—B) — Ha ypoBHE
MOAKOPKOBBIX CTPYKTYp. HIxKHWMI psin (r—e) — Ha ypoOBHE CpeIHEeTo Mo3ra. a, T — B pexkume T2 (a —
OTMEYAEeTCs Pe3KOe CHIDKEHUE MHTEHCMBHOCTY CUTHAJIA B O0JIACTH CKOPJIYIIbL 6e3 heHOMEHA «IjIa-
3a TUTpa»). 0, 1 — B pexkume SWI ¢ peKOHCTpyKIIMei 110 MarHUTye. B, € — B pexkume SWI ¢ pekoH-
cTpyKimei o dase. B ckopiryne 1 HOXXKax Mo3ra — KOCBEHHBIC TTPU3HAKU HAKOTIJICHUS KeJIe3a.

muH: 40 mr/100 M1 (Hopma). TpaHCKpaHUaIbHas MAaTHUTHAS CTUMYJISILNS: U3MEHEHUS yKa-
3BIBAIOT Ha KOPKOBO-ITOIKOPKOBBIN YPOBEHb MOPaKeHUsI, 0OJIbIIE B JIeBOM ToJyiapun. MH-
BaJIMIHOI KOJISICKOM CTaJsla MoJb30BaThcs MpuMepHo ¢ 27 jet. Okono 1 roma Ha3an peueBbie
HapyIIeHUS TIepepOCIN B aHAPTPUIO, cTaia OeCITOKOUTD AUcharus.

Cemelinblii aHamHes: HE OTSITOIIECH.

Heeponoeuueckuii cmamyc npu nocmynaenuuy: KOHTaKT HEBO3ZMOXKEH M3-3a aHAPTPUU (IOCTYTI-
HO TOJIbKO IPOM3HOIIIEHKE CJIOTa «Ma»), TPEBOXHA, SMOLIMOHAILHO JIA0WIbHA, MHCTPYKIIUN
BBITIOJTHSIET B TOCTYITHOM 00beMe (CKJIaIbIBaeTCsI BIIeUATIEHUE O COXPAHHOCTU BOCTIPUSITHST
peun). ['na3Hble 11eaM, 3paykKu paBHbIe. [J1a3HbIe SI0JI0KU OTKJIOHSIIOTCS BIIPAaBO, OrpaHUYe-
HMe B30pa BJIeBO, HUCTarMa HeT. CliexXXeHre 3a MOJIOTOUKOM HapyIeHO: yIepKUBaeT B3TJISII
Ha KopoTkoe BpeMs. JIumo cummerpuuHo. [Tpu doHaimm HeOHasl 3aHaBecKa COKpalaeTcs
ci1abo. AHapTpust; aucdarus. S3bIK U3 TTOJIOCTU PTa HE BLIBOAUT, B ITOJIOCTU pTa — 10 CpeIHel
JuHuM. [IpakTUYeCKu MOCTOSIHHBI OPOMaHAMOYISPHBINM TUIEPKUHE3 IO TUIY AUCTOHUM.
[MpaBocTopoHHMIT TOpTUKOJUTHC. TeTpanapes: pyKr MPON3BOIBHO Ha BeCy He YIepKUBaeT, B
Horax — ruierusi. OrpaHM4YeHHbIE CTEPEOTUITUH B pyKaX. MbIIIIEUHBII TOHYC B pyKaX MOBBIIICH
10 CMEIIIaHHOMY THITY, O0JIbIIIE CITpaBa, MbIIIICUYHAs TUTTOTOHUS B HOTaX. [ MTTOTpOMUs MBIIIIIT
KucTel ¢ nepopMaliueit manaplieB (mepepasrudbaHueM B MSICTHO-(aaHTOBBIX U CTUOAHUEM B
MeK(alaHTOBBIX CyCcTaBax), ne(opMalius CTOIT C BBICOKUM CBOJIOM M «MOJIOTKOOOPa3HBIMMU»
nanbliamu. CyXoxXXuibHble pedaeKChbl HU3KUE, CUMMETPUUYHbIE; MAaTOJOTUYECKUE CTOMHbIE U
KHCTEBBIE 3HAKU C IBYX CTOPOH. YyBCTBUTEILHOCTh M KOOPAMHALIMIO OLIEHUTh 3aTPYIHUTEIb-
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HO. CaMOCTOSITEIbHO He XOMIUT, ITOJIb3YeTCsI KPeCIOM-KOJIsICKoit. OTMedaloTcst Ta30BbIe Hapy-
LIEHUST — HelepXKaHMe MOYU (MOYEHCITyCKAHME B TAMIIEPC) U 3a[IE€PXKKU CTYIIA.

MPT 2on06H020 mo3ea (puc. 49): naHHBIE COOTBETCTBYIOT U3BMEHEHMUSIM B TTOJKOPKOBBIX CTPYK-
Typax, CTBOJIE MO3ra M MO3XEUKE, BEPOSITHEE BCETO JET€HEPATUBHOIO XapaKTepa.

TKC: pacimpeHue 00KOBBIX XKeTyI104KOB rojioBHOTO Mo3ra (2,31 u 2,17 cm) u 111 xenymouka
(0,86 cm). IIpu oOcaeqoBaHMY HOXEK cpenHero Mo3ra BeisiBieHa ['YC ¢ AByX CTOpOH, BeJIM-
YW HA TUIOLIAA KOTOPOI IPEBBILIAET TOPOrOBYIO BEIMYMHY HOpMBI (ciieBa — 0,30 cm?, cripa-
Ba — 0,23 cm?). TunepaxorenHocTs JIS ¢ ABYX CTOPOH.

IMpu JIHK-0uaenocmuke MeTOIOM MPSIMOTO CEKBEHUPOBAHMUS TIPOBEAEH MOUCK MyTalluil BO
BCell KOAUPYIOLIEH 00JIACTH ¥ B MECTaX 9K30H-MHTPOHHBIX coennHeHuit rena PANK2; naro-
JIOTUYECKHE MyTalluM He OOHAPYKEHBI.

Jlnarno3: HH2KM.

Bombnasa C.T., 29 ner, Haxomgunach Ha nedeHnn B Hayanom nentpe neposoruu PAMH c
JIMarHO30M <«HAcCJIeICTBEHHAsl HelipoJiereHepaliusl ¢ HaKOTUIEHUEM 3Kejie3a B MO3re, Mpe/ro-
JIOXKUTEIIBHO HelipodeceHepauus, acCOuUUpo8anHas ¢ 0egpeKmom naHMomeHamKUHA3b» .
Kanobwvr (coOpaHbI C TOMOIIBIO POJICTBEHHUKOB B CUJIy HeaJleKBaTHOCTH MallMeHTKM) Ha cJia-
00CTb, HEJIOBKOCTh B PyKax M HOTax, IpoxKaHWE PYK, HapylIeHWe MOXOAKM, IIATKOCTh IPHU
xoab0e, MonepxruBaHue Mpu MIOTAaHWU, 3aMeUIEHHOCTb PeUu, CHIKEeHUE MaMsITu. M3 anamne-
3a (TakKe COOpaHHOTO CO CJIOB POJACTBEHHMKOB) M3BECTHO, UTO 10 10 JIET pocia 1 pa3BUBaiach
B COOTBETCTBUU C BO3PACTOM, yIMJIaCh Ha TPOMKM-YeTBEPKHU. B mabHeliieM Hayaia oTcTaBaTh
B pa3BUTHH (HE CTIPABIISJIACh CO IIKOJIBHOI MPOTrpaMMoii), Oblia TiepeBeacHa B CIIelIuaIn31-
poBaHHy1o 1mikony. C 18—20 jeT nocTeneHHO NMPUCOSAMHUINCH IBUTATEIbHbIE HapYyIICHUS,
YacTo Tajaja, MOSBUIMCH HEJIOBKOCTh B pyKaxX, 3aMeIJICHHOCTb Peu, IMOIEPXUBAHUE TPU
IJIOTaHUW, HapylieHue moxoaku. CHMIITOMaTKa MOCTeNIeHHO TporpeccupoBaia. [lonroma
Has3aJl CTajo OTMEYAThCS YXYIIICHNE B BUIC YCUIICHUS ABUTATEIbHBIX HapYIIIEHU I, cTaja Jalle
manatb. Ha MPT-cHUMKaXx BBISIBIEHO ITOHMKEHNE MHTEHCUBHOCTH CUTHAJIA OT JIaTePaJIbHOTO
1 MEIMAJIBHOTO CETMEHTOB OJIeTHOTO 11apa ¢ OpMUPOBAHUEM CUMIITOMA «IJIa3a TUrpa». [1pu
D3OI BBISIBJICHBI YMEPEHHBIE U3MEHEHUS B BUIE I€30pTaHU3allid OCHOBHOTO PUTMa, YCHJIe-
HUST MeJICHHBIX (hOpM aKTUBHOCTH. JluarHoctrpoBaHa 6osie3Hb [annepBopnena—Illmaria.
Cemetinbiil anamues: y poIHOTO OpaTta OTMEYaJIMCh YMCTBEHHAsT OTCTAJIOCTh, JBUTATEIbHBIC
HapylleHus (HapylleHue XOAbObI ¢ ageHussMu), mpu MPT — xapakTepHbIii CUMIITOM «IJ1a3a
TUTpa»; yMep B 28 JieT (CO CJIOB pOACTBEHHUKOB, OT «CepACYHON HETOCTATOUYHOCTU ).
Heepoaoeuueckuii cmamyc: KOHTaKTHa, OPUEHTUPOBaHA B MeCT€ M COOCTBEHHOM JIMUHO-
CTH, I€30pMEHTHPOBaHa BO BpeMeHU. KpuTrka cBOero coCTOSIHUST HapyleHa. DiihopudHa,
9JIEMEHTBl HACUJIBCTBEHHOTO cMexa. CHUKEHMEe KOTHUTUBHBIX (DYHKUMM. [a3Hble 1ienu,
3pavyky paBHBIe, GOTOpeakIMy coxpaHeHbI. [IBUXKEHUS TIa3HbIX sI0JI0OK B TIOJTHOM O0beMe,
MEJKOAMIUTUTYIHbIM TOPU30HTAIbHBIN HUCTAIM MPU KPaliHUX OTBEACHMSIX TIa3HBIX SI0JIOK.
Bpamwnanust; u3penka nmorepxuBaHus MpY IIoTaHUN. MsTKOe He60 CUMMETPUYHO, TIpU (o-
HallMK1 HEJOCTaTOYHO MOJBUXKHO, IJIOTOYHBIN pedaeKe XKUBOM. SI3bIK TP BHIBEACHUM U3 O~
JIOCTH pTa OTKJIOHSIeTCs BripaBo. OO0beM MBUKEHUI U CUJIa B PYKax IOCTATOYHBIE, HVDKHUI
naparnapes, peMMYILeCTBEHHO B MPOKCUMAaJIbHBIX OTIEIaX; KOHTPAKTypa B FOJEHOCTOIMHbIX
cycTaBax (OrpaHWYEeHUE THUIBHOTO CTMOaHWsT). MBIIIEUHBI TOHYC CHUKEH B pyKaX, B HO-
rax He U3MEHEH; OTMeUaloTCsl 3HaUUTEbHbIE TTapaToOHUU. CyXOXWIbHbIE pedIeKChl KUBbIE,
cummeTpuuHbie. Pediekcsl baduHckoro u Pocconumo ¢ aByx ctopoH, pediekc OnneHreitma
cnpaBa. HepuTMUYHBIN, KIOHMYECKOT0 XapakTepa TpeMOp MOKOsI PYK U MOCTYpaIbHO-KUHEe-
TUYECKUI TpeMOp PYyK, Oosblle cieBa. JlucToHnmdeckast ycTaHOBKa pykK (C Tiepepa3rndoanmueM
B MSICTHO-(aJJlaHTOBBIX CycTaBax M crubaHueM B MexkdalaHTroBbIX cycTaBax). KoopauHatop-
HbIE TIPOOBI BHITIOJHSIET ¢ TUITOKUHE3UEH, TU3METPpUEi 1 MHTCHIIMOHHBIM TPEMOPOM C JABYX
cropoH. B mpobe PombGepra HeycToitunBa, BbIpaxKeHHasi MOCTypaibHasi HEYCTOMUYMBOCTh B
npo6e TeseHapa. [Toxonka Ha IIMPOKOI OCHOBE, HOTM B KOJICHHBIX CyCTaBaxX He Cruoaer, ¢
aHTEPONYJIbCUEI; TIPU X0Ab0e TpeOyeTcs MoaIepkKKa, yacTbie najaeHust. YeTkux HapylieHuin
YYBCTBUTEJIBHOCTH OTIPEICIUTD He yaaeTcsl. 3aIepsKKU MOUYCUCITYCKAHMS.

MPT e0n06H020 mo3ea (puc. 50): uccaenoBaHue BeinmoHeHO B pexkxumax T1, T2, T2d-f, SWI u
JIBW B akcuaabHOM, KOPOHAPHOI, CAaTUTTATbHOM TIJIOCKOCTSIX € TOJIIIMHON CPEe30B 3 U 5 MM.
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Puc. 50. MPT ronosHoro mo3ra npu HHXM (mauuentka C.T.). Bepxunii psin (a—B) — Ha ypoBHE
MOJIKOPKOBBIX CTPYKTYp. HuxkHMit psin (r—e) — Ha ypoOBHE CpeaHero Mosra. a, T — B pexxume T2
(a — xapakTepHbIit (heHOMEH «IJla3a TUTpa»). 0, 1 — B pexkume SWI ¢ peKOHCTpYKLIMEl 110 MarHu-
Tyze. B, € — B pexxnme SWI ¢ pekoHCTpyKLmeit o dase. B ckopiryre 1 HoxkKax Mo3ra — KOCBEHHBIE
MpU3HAKKU HAKOTLICHUS XKeJe3a.

B npoexkiim 671 IHBIX IIIAPOB CUMMETPUYHO C IBYX CTOPOH OIPEAE/ISIOTCS 30HbBI Pe3KO TTOHU-
JKeHHOU nHTeHcuBHOCTU MP-curnana B pexxumax T2, T2d-f, SWI, cnabo noHnxeHHo# — B
T1. Kpome Toro, B 6e710M BellleCTBE 000MX TOMYIIApUii OOIBIIIOTO MO3Ta BU3YaIU3UPYIOTCS
HEMHOTOYMCJIEHHBIE HeOOJIbIIIME OYar IMOBIIIIEHHO MHTEHCUBHOCTU M P-curHaa B pexu-
Max T2 u T2d-f. YMepeHHO pacuMpeHbl TepeaHue OTACbI TeJ U TepeaHre pora GOKOBBIX
XemynoukoB, I11 xemymouek Mo3ra. BokoBbIe XeTyT0YKr HECKOIBKO aCUMMETPUIHBI (JIEBBII
mupe). Cinabo pacimpeHo cydbapaxHOUIaJIbHOE MPOCTPAHCTBO JIOOHBIX JOJEH MOoayIapuit
0OJTBIIIOrO MO3Ta, OCTATbHBIE OTIEIbI TUKBOPOCOAEPKAIIETO TIPOCTPAHCTBA B TIpeaeiax BO3-
pacTtHOl HOpMBI. 3akioueHue: MPT-1aHHbIE COOTBETCTBYIOT U3MEHEHUSIM, CBOMCTBEHHBIM
cunapomy lannepsopnena—IlInarua.

TKC: BbIpaxkeHHOE pacIIMpeHue XelyJ04KOBOMH CUCTEMBI, IIUPUHA OOKOBBIX XKEJIyI0YKOB —
2,33 u 2,38 cwm, III xenynouka — 1,15 cm. I'unepaxorenHoctu B YC u JIS ¢ nByx cTropoH He
BbIsIBJIeHO. OTMevaeTcsl mpepbIBUCTasl TMHUS 1I1Ba MO3Ta.

[IpeacraBneHHbIe Cllydau SIBJISIIOTCS BecbMa IoKa3aTeJlbHbIMU. Ecii B mepBoM Clly-
yae ObUIO OXMIAeMbIM OOHapyKEHME PACUIMPEHUS XKEJIYI0YKOBOM CHCTEMBbl U THUIIEP-
sxoreHHocTy B objactu JIS u YUC npu npoBeaeHun TKC, To y BTOpoii maliMeHTKN Mpu
KJIaCCUYECKMX N300paxkeHusX «ra3a turpa» Ha MPT runepaxorenHoct JIS u UC mbl He
Hauiu. TakuMm o0pa3oM, HalllM HaOMoAeHUs moaTBepxaaoT MmHeHne Walter (2010) o MHO-
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robakKTOPHOCTH ITPoOIecca MOBBIIIEHUS] 9XOTEHHOCTU LIePeOPaIbHBIX CTPYKTYP, KOTOPBIi
He MMEET TMPOCTOil TMHEIHHON 3aBUCUMOCTH OT YPOBHS Xeye3a. BeposaTHO, 9XOreHHOCTh
MOJKOPKOBBIX M CTBOJIOBBIX SIIEP — 3TO OMOMapKep KOHKPETHBIX FTeHETUYECKUX BapUaHTOB
HH2KM, u 1151 yTOUHEHUS TaKOTO MPEANoN0XKeHUST TPeOYIOTCS ITUPOKUE KIMHUKO-TeHe-
TUKO-HEPOBU3YyaTU3allMIOHHbBIE COMTOCTABICHMSI.

3.7.2. HacneacTBeHHbI reMOXpPOMAaTO3

HacieacTBeHHBII TeMOXPOMATO3 SIBJISICTCSI ayTOCOMHO-PELIECCUBHBIM 3a00JIeBaHUEM,
XapaKTepU3YIOLIMMCS OTJIOXEHMEM XKeJie3a B pa3IMYHbIX OpraHax ¥ TKaHsIX, B IIEPBYIO Oue-
penb B IeyeHu u B cepaue. B ormuuue ot rpynnel HH2KM nipu HacaencTBeHHOM reMoxXpo-
MaTo3e aKKyMYJISIUs Xejle3a B IMOIKOPKOBBIX siipaX HaOogaeTCs PeaKo, TaK Ke KakK U
HEBPOJIOTMYECKasi CUMIITOMATUKa, KOTOpasi MOXKET ObITh IIPE/ICTaBIeHA MO3KEYKOBBIMU
3HAaKaMU, HapyIIEHUSIMU ITOXOIKM, CHIKEHUEM KOTHUTUBHBIX (DYHKIIMIA, HEIPOCEHCOP-
HOIi TYTOYXOCTbhIO U TOJIMHEBpONaTueii. B mureparype ecTh JIMIlb ¢TMHUYHbIC OIMCAHUS
SKCTPAMpPaMUJIHON MAaTOJOrMU Yy MAllMEHTOB C HACJICACTBEHHBIM I€eMOXPOMATO30M —
5TO TMApKMHCOHM3M, NMCTOHMS, pPa3JIMYHble BapUAaHThI APOXKATEIbHBIX TIMIIEPKMHE30B
(Demarquay et al., 2000; Costello et al., 2004).

B pa6ote Berg et al. (2001a) ¢ momompio TKC 6b11M MccaenoBaHbl 14 ciiydaeB Hacaen-
CTBEHHOTO reMoxXpoMaTo3a. ¥ 7 malKreHTOB Oblja HaiiieHa TUIIepAIXOreHHOCTh JIS, u3 Hux
y n1BoMX Tak:ke BoIsiBIIsuTach ['YC 1 y OMHOTO — rMITep3XoreHHOCTh XS, Y 6 u3 7 malMeHTOB
¢ rurepaxoreHHoCcThIO JIA Takske ObLIM HalineHbl U3MeHeHUs B oonactu JIS nmpu nipoBene-
Huu KT ronoBHoro mo3sra. Kakoii-nmu6o skcTpanupaMuaHON CUMIITOMATUKY HU Y OTHOTO
MaiyeHTa He HaOJIIo1al0Ch.

[Mon HaimmM HaOIIOACHUEM HAXOAWICS OIMH OOJIbHOM IeMOXpOMaTO30M, KOTOPOMY
ob1a mpoBeaeHa TKC.

Bouabhoii X., 65 neT, ¢ MIMTEIbHBIM aHAMHE30M reMoxpomarosa (okojo 10—15 jer), B mo-

cieqHue 2 To/a CTajl OTMeYaTh MOsIBJIeHUE U TTOCTENeHHOe HapacTaHWe HeyBePeHHOCTH TPU

XoJb0e, 00lLel 3aMeIJIEHHOCTH ABUXKEHUI, MEJIKOTo TpeMopa PyK, ObICTPOil YTOMJIIEMOCTU

U pa3apaxkuTeTbHOCTU. [1pyr TIOCTYIIIIEHUN B Hegpoaoeuteckom cmamyce. TUIIOQOHUSI, TUTTIO-

KUHE3MsI, MEJIKOAMIUIMTYIHBIN MOCTYpaTbHO-KMHETUUYECKHMI TPEMOpP IIPaBOii PYKH, JierKasi

MOCTypaJibHasi HEYCTOMYUBOCTh, CEHCUTUBHAs atakcust. MPT econoeroeo mo3ea: U3MeHEHUs B

000KX MOJIYIIAPUSIX COCYAUCTOrO reHe3a (IaToJ0rMuYeCKX U3MEeHEeHM Ga3albHbIX TAHIIMEB

He oTMeueHO). DHMT: TeHepaan3oBaHHAs CEHCOpPHAST TTOJIMHEBPOIIATHS.

TKC: pacumupeHue Keaya0uKOBOM CUCTEMBI: IIIMPHUHA TTPABOTO U JIEBOIO OOKOBBIX XKeIy104-

KOB — 2,26 1 2,25 cM cooTBeTCcTBeHHO, MpuHa I11 xenynouka — 1,11 cm. T'YC peructpupy-

etcs ¢ nByx cropoH (0,35 cm? cripaBa u 0,24 cM? crieBa), rurnepaxoreHHoctu JIS He oTMedeHo.

B nanHoM ciyyae y 60JIbHOTO ¢ TeMOXPOMATO30M M HAJIMYMEM CUMIITOMOB, BITOJTHE Xa-
paKTepHBIX UMEHHO JIJII 3TOro 3aboeBaHus (HarpuMep, CECHCOPHBIX HAPYILIEHWI ), HETb3s
OBbLIO UCKIIOUUTH HavyaJdbHBIX MposiBiaeHuil BI1, Tem Oojiee yTo onmucaHbl ciydyau coueTa-
HUs HacheacTBeHHoro remoxpomarosa u bIT (Costello et al., 2004). C yuetom nanHbix TKC
(Hammuue YC npu HOpMaTbHOI 3XOT€HHOCTU TTOAKOPKOBBIX SIAEp, YTO OoJjiee TUITUUHO
st BIT) mauueHTy ObLTM Ha3HAYeHbI HEOOMBIIINE 03Bl JIEBOAOIBI C CYOBEKTUBHBIM YJIyU-
ILIEHUEM COCTOSTHUS.

3.7.3. Kaapuudpukanusa 6a3ajbHbIX TaHIINEB

®usronoruyeckas MHTpakKpaHuaibHast KalblUUKaIUs — 4aCTO BCTPEUAEMOE paJuo-
JIOTaMH1 1 XOPOIIIO OMMCAaHHOE COCTOSIHUE, KOTOPOEe CBsI3aHO co ctapeHueM. OHO MpoTe-
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KaeT 0ECCUMIITOMHO U BBISBISIETCS ClydaiiHO Ipu HelipoBuayanusanuu (Adams, 1980).
KanplueBbie OTI0XEeHUST MOTYT JIOKAIM30BaThCs B 001aCTU 6a3aibHbIX TAHTJIUEB, IIUIII-
KOBUIHOI1 XXeJIe3bl, ceplia, HaMeTa, XOpUOUAAJIbHBIX CIUIETEHMI 1 B MO3Keuke. Pu3nosio-
ruJeckasi KaJbluduKaus uepedpalbHbIX CTPYKTYP KIMHUYECKU He3HauuMa. Kanbiubu-
Kallys 6a3ajJbHbBIX TAaHIJIMEB BCTpEeYaeTCs MPUMEPHO B 1% Bcex ciiydaeB TOMOTpaMueCKux
HUCCeA0BAHUI TOJJOBHOIO MO3ra M MOXKET OBITh CIyYaiiHOM HAXOJAKOM, OCOOEHHO Y TTOXKU-
JIBIX UL B MosiomoM Bo3pacTe nmogo0HbIe MUHEPaIbHbIC OTIOXKEHUSI MOTYT OBITh CBSI3aHBI
C OIpeaeIeHHBIMU METa00TNISCKUMU, SHAOKPUHHBIMU HapYLIEHUSIMU (TUIIO-, TICEBIOTU-
MOTMapaTUPEONaN3M U T.1.), MHPEKUUIMU (TOKCOTIa3M03, KpacHyxa, IIMTOMErajJoBUpPYC,
LIMCTULIEPKO3), TeHETUYECKUMHU 3a00JIeBaHUSIMU (TYOepO3HBI CKJIepo3, cuHapoM JlayHa,
MUTOXOHApUAJIbHbIE O0JE3HU U 1Ip.).

Kanbundukanus 6a3aabHbIX TaHTJIMEB KaK HeMPOBU3yaIu3allMOHHbIN (h)eHOMEH MHO-
IJla BCTpeyaeTcs Py HelipoaereHepaTuBHbBIX 3a0oneBaHusx: bI1 u 6one3nu Anbireiimepa,
MCA, ITHII (3aropoBckas u np., 2014; Vermersch et al., 1992).

OTaebHOI HO30JI0TUYECKOM (hOPMOIi SIBISICTCS UdUONamu4eckas CmpuamonaniudooeH-
mamuas kasvyugurxayus (6oaesns Papa) (Lemos et al., 2013; Saleem et al., 2013). 3aboe-
BaHUE MIPOSIBIISIETCS B BUE ITPOTPECCUPYIOLIETO IKCTPpaNMpaMUIHOTO CMHAPOMa, BKIIIoUast
MapKUHCOHU3M, XOpEI, TPEeMOp, AUCTOHMIO, aTeTo3 M opodapuHrealbHyI IUCKUHE-
3110, TIO3HEE MOSIBJISIIOTCS MO3XKEUKOBas aTaKCUsl, TU3apTPUsl, IeMEHIIMS, JUYHOCTHbIE
U TOBENEHYECKME PACCTPOMCTBA, YaCTO BO3HMKAIOT CYIOpOXHBbIe Mpunanku. Cremyer
MOTYEPKHYTh, YTO «MCTUHHbBIC» CJIydald 3TOTO 3a00J1eBaHMsI YPEe3BbIYAliHO penku — MeHee |
Ha 1000000. Ha mpakTuke nMeeTcs ouyeBUIHAS TCHACHIIMS K TUTIEPANArHOCTUKE 00JIE3HU
®apa, MOCKOJBKY 3TOT IUAarHO3 MOTYT HEKOPPEKTHO BBICTABJISITH TOJBHKO Ha OCHOBAHUU
O0OHapyXeHUs liepeOpaIbHBIX TTOAKOPKOBBIX KalblnduKaToB. Bo uzdexaHue nomoOHOI
TUIIePAUArHOCTUKU B JUTepaType chOpMYyJIMPOBAHbI CIEAYIOIINE CTPOTUE KPUTepuu 00-
nesuu Dapa (3aroposckas v ap., 2014): a) Hanuuue BoisgBiasiemoit ipu KT aBycTOpOoHHEH
KaJgbLMbUKALINKU 0a3aJIbHbIX SIIEP, KOTOPas MOXKET COUeTaThCs ¢ KalbLIM(pUKaIIue Ipyrux
PEruoHOB; 0) MPOrPecCUPYIOLINI HEBPOJIOIMYECKUI CUHIPOM, TJIaBHBIM 00pa3oM B BUIIE
PacCTPOMCTB IBUKEHUM, COUETAIOIIMICSI C HEUPONICUXUATPUIECKUMU HAPYILEHUSIMU WU
NeOIOTUPYIOIINI UMM, TUITMYHOE HavYaJlo — Ha 4-M JECATUJICTUM XU3HU; B) OTCYTCTBUE
OMOXMMUYECKUX HApYIIEHUI M COMAaTUYECKUX CUMIITOMOB, XapaKTEPHBIX JJIsI SHIOKPUH-
HBIX, MUTOXOHJIPUAIbHBIX, META0OIUYECKUX U JIPYTUX CUCTEMHBIX 3a00JIeBaHUI; T) OT-
CYTCTBUE MHMEKIIMOHHBIX, TOKCUUECKUX U TPaBMAaTUUYECKMX BO3AECHCTBUIA; A) CEMEHHBII
aHaMHe3 C ayTOCOMHO-JIOMUHAHTHBIM (Yallle BCEro) TUIIOM HacjleT0BaHUsI.

B 3apy6exxHoit ntuTepaType onucaHo Bcero 3 caydyas npumeHeHus TKC nmpu nanomna-
TUYECKOU cTpuaTonaiuaoaeHTaTHo# Kanbuudukamuu (Krogias et al., 2009; Briiggemann
et al., 20106; Toscano et al., 2011). Bo Bcex cayyasix BhIIBIsIIaCh TUTIEPIXOTeHHOCTD JIA,
B HEKOTOPBIX TaKKe TMIepaIX0oreHHOCTh XA 1 obnactu Tanamyca. B AByx ciydasix U3 Tpex
orMmeuanach ['YC. IloaydeHHBIE pe3yabTaThl MO3BOJIMIN CHOPMYIUPOBATH HEKOTOPHIE
VJIBETpa3BYKOBbIe 0cOOeHHOCTH OoJie3Hn Mapa, KOTopbie MOTYT OBITh TOJIE3HBI B T (e-
pPEHIIMATbHON AUATHOCTUKE C APYTMMU U3BECTHBIMU HEMPOJeTreHepaTuBHbIMU 3a0071eBa-
HUSIMHU C HakoIuleHueM MeTayiioB. Tak, mis 6one3nn Papa npu TKC xapakTepHBbI cie-
Jylolme npu3Haku (puc. 51): cMiMMeTpUUYHOE U3MEHEHUe CUTHAaJIa; OOIbIIas MIoaab U
MHTEHCUBHOCTb CUTHAJIa B cpaBHeHUM ¢ TpaauluumoHHbIMU TKC-denomenamu npu BIT
U APYTUX SKCTpANUpPaMUIHBIX 3a00JIeBAHUSX; COMOCTABUMOCTh C CUTHAJIOM OT KOCTei
yepera WIM OT KalbLUM(MULIMPOBAHHON ITUIIKOBUIHON >XeJe3bl; JOKAJIU3alUsl TUIIeP-
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Puc. 51. HeiipoBusyanu-
3allMIOHHbIE MPU3HAKU
CTPUATONAIIUAO0AEHTAaTHOI
KasibLiMUKauuu  (00JIe3HU
®apa). Ipu KT BeIsgBISA-
I0TCSI OOLIMpPHBIE TMEPUBEH-
TPUKYJISIPHbIE KalblIEBbIE
JeTo3UThl (a, MyHKTUpPHast
nHus; LV — 00KOBOI Xely-
JIOYEK), a TaKXKe MHTEHCUB-
Hasi KaJublbuKaius ooonx
cTtpuatyMoB (0, CTpesKu)
U TazamycoB (0, 3Be3104Y-
kn). TKC Ha ypoBHe LIEHT-
pasibHOIl YacT OGOKOBOTO
XKeJyaouka (B) MU Ha ypOBHE
11 xenymouka (3V) u tana-
MycoB (I) TIO3BOJISIET BBI-
SIBUTb BBIPaKEHHBIE THUIIEP-
9XOTeHHBIE YYaCTKHU, COOT-
BerctBytone KT-runepun-
TEHCHUBHBIM 00J1acTsIM (a, 0)
(Briiggemann et al., 201006).

9XxoreHHocTH (rmomumo JIS) B mpuMBIKaoLIei K 3KeJyaI0uYKOBO cucTeMe 001acTH MO3Ta
(Briiggemann et al., 20106).

Takum 00pa3oM, KaK ¢ KITMHUYECKUX, TaK U ¢ HeMPOBU3YaATU3allMOHHBIX TTO3UIIMI Tep-
MUH 6one3nt Dapa He CUHOHUMUYCH Karbyugukayuu 0a3asbHbiX eaeiueé — TOCISIHEe
MOHSTHE TOPa3ao0 LIKUPe U BKIIOUAET IIUPOKUI CITEKTP COCTOSHUI, OT (PU3MOTOTUIECKO
HOPMBI 10 TSIKEJI0M MaTOJIOTUH.

[MpuBoaumM KIMHUYeCcKUii ciiydait couyetanust bIT u kanbiuukaumy 6a3aabHbIX TaHT-
JINEB.

ITamuent E., 51 roa, mocTtynui B KJIMHUKY C XKaJlo0aMU Ha OLLYIIEHUE BHYTPEHHEN IpOXU,
3aMeIJICHHOCTh IBVMKEHUI, CKOBAHHOCTD, OO0JIbIIIEe B JICBBIX KOHEYHOCTSIX, IPOKAHHUE JEBOI
PYKHY B TTIOKO€ TTPY BOJTHEHMU, U3MEHEHUE TTOXOJAKM (OTCTAEeT JeBasi Hora MpU X0ab0e), CHU-
XeHHbIN oH HacTpoenus. I3 anammnesa N3BeCTHO, UTO OKOJIO 4 JIeT Ha3a. MOSIBUJIUCH CKO-
BaHHOCTb JABMKEHMI, HEJIOBKOCTD U IPOXKaHUE B JIEBOU pyKe, 0OJIM B JIEBOM TJIEYEBOM CyCTa-
Be. [TocTeneHHO MPUCOEAMHWINCH TPYAHOCTH MPU XOAb0e (OTCTaBaHWE JIEBOIl HOTH), CTajl
MeJUIEHHEE BBITTOJHSTh MPUBBIYHBIE IEMCTBMS, OKOJIO 1 Tona Ha3a MosiBUIach CKOBAHHOCTh
B TIpaBoii pyke. Ha mpoTsskeHnu 5 1eT 6eCoKOAT CHUKEHHBIN (POH HACTPOCHMS, SMOLIMO-
HaJIbHasl JJaOMJIbHOCTh. HeBposioroM BrepBble OCMOTPEH MOJIToa Ha3ad, IOCTaBJIEeH AUAarHo3
«ITapKUHCOHU3M-ILTIOC». [Toydan amaHTagnHa cyabdaT BHYTPUBEHHO KalleIbHO C TTOJIOXM~
TeJIbHbIM 3((HEKTOM, HEMpOMETabOJINUECKYIO Tepaluio, BajabaokcaH. CeMeiHbIi aHaMHE3:
TPEMOD PYK, COTOEHHAs 1103a U MUKPOOa3ust OTMEUAIOTCsS Y MaTepH, a y Opata (co CJIOB 00J1b-
HOT0) UMEET MECTO «HEJOBKOCTb B pyKax».

Hesponoeuueckuii cmamyc. I'mmmomumust. Peub Tuxast, MOHOTOHHas. OTMevaeTcss BhIpaXkKeHHOE
MOBBIIIEHUE MBIIIIEYHOTO TOHYCA IO TIACTUYECKOMY TUITY C (DEHOMEHOM «3y0UaToro Koyieca»
B JIEBBIX KOHEUHOCTSIX, MEHEe 3HaUMTEIbHOE TTOBBIIIEHNE TOHYCa crpaBa. B mokoe Tpemopa
HET, MEJIKUIA OCTYPaJIbHBII TPEMOP 00EUX PYK, TP ABUXKEHUSIX — JIETKUIA TPEMOP JIEBOI PYKU
y nenu. JuHaMudecKue MmpoObl BHITIONHSIET JICBBIMM KOHEYHOCTSIMU C TUITOKWHE3UEH U T10-
CTETNIEHHBIM YMEHbIIIEHUEM aMIUTATYAbI ABMKeHUi. [Tpu xonp0e — axeiipokuHes cieBa, crpa-
Ba COIPYXECTBCHHBIE OBIKCHUS 00CTHEHBI, aKMHE3Us IJICYEBOTO TI0sIica, OTCTaBaHUE JICBOI
HOTH, TEMIT XOAbObI HECKOJIbKO 3aMelieH. [1poba TeseHapa orpuliatesibHast. YyBCTBUTEIbHbBIX
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Puc. 52. TKC y npeacraBieHHOro namueHTa. JIByctopoHHUi BeipaxkeHHbIi ¢eHomeH [HC. a —
001Ut TUTaH. O — yBeJIMYEHHOEe N300pakeHue ¢ 00BeIeHHBIMU 110 KOHTYpY 30Hamu [YC.

HapyieHuii HeT. Ta3oBble (hyHKIIMM HApYIIEHBI YMEPEHHO (OTMEYaeTCs HUKTYPUS, UMIIepa-
TUBHbBIE MO3bIBbI). KOTHUTUBHBIX HAPYIIEHWIA HET, yTHETeHHbII (hoH HacTpoeHus. [1o 3akiro-
YEHUIO TICUXUATPA, UMEET MECTO YMEPEHHO BhIPaXKEHHOE IETIPECCUBHOE PACCTPOICTBO.
Jlabopamopro-uncmpymenmanvhvle 06caedoganus. OOLIMIA aHATU3 KPOBU U MOYM, CTaHIAPT-
HbIl OMOXMMUYECKUI aHATU3 KPOBU: OTKJIOHEHUI TTOKa3aTelell OT HOPMaJIbHbIX 3HAUEHU I
He BbIsiBJIieHO. LlepysomiasMuH cbIBOPOTKY KpoBu 23,7 mr/min (Hopma 20—60 Mr/min), Menb
CBIBOPOTKM KpOBHU 15 MKMOJIB/J11 (HOpMa 12—24 MKMOJIb/IT).

TKC: BoisiBisiercst uetkuit peHomeH 'Y C, B 1eBoit HOXKE MO3ra IUIOLIalb TMITePIXOTeHHOTO
curHaina cocrasuia 0,27 cm?, B mpaBoii — 0,25 cm? (Hopma 10 0,20 cM?); 9XOT€HHOCTD APYTHUX
UcCeAOBAaHHBIX CTPYKTYP FOJIOBHOTO MO3ra He u3MeHeHa (puc. 52).

KT 201061020 mo32a. B 060MX mOTyIIapusx O0IBIIIOTO MO3ra B ITOAKOPKOBBIX CTPYKTYpax (X4,
HapyXHble U BHYTPEHHUE Karcybl, JIf), B 3puTeibHbIX Oyrpax, B I1yOOKUX OTae1ax 6e10ro
BEIIeCTBa TJOOHBIX 0JIel, B HOXKAX MO3Ta, B TpoeKiuu 35 Mo3keuka, a TakKe B ITUIITKOBU/I-
HOI 3KeJie3€e BBISIBJISIIOTCSI 30HbI BBICOKUX 3HauYeHu# miaoTHocTH (1o 500 en. HU — ruiotHOCTB
KasblLiysl). 3aKJIOYeHUe: PaclpoCTPpaHEHHbIE KAIbLIMHATBI B Cy0- M CYMPATeHTOPUATHHBIX
CTPYKTypax ToJIOBHOTO Mo3ra (puc. 53).

MPT 201061020 mo3zea (3 Ta). B o6oux moaymapusix 60JbIIOrO MO3ra, B TOIKOPKOBBIX CTPYK-
Typax (XA, JIS, 3putenbHble Oyrphl), HOXKax Mo3ra, 35 Mo3xeuka, IIMIIKOBUIHOM Kejese
OTIPENESIOTCS CUMMETPUYHbIE 30HBI MOHMKEHHON MHTeHCUBHOCTU M P-curHana B pexxumax
T2, T2-FLAIR, cuiibHO mOHMXeHHON — B pexxuMe SWI (B peKOHCTPYKILUSIX IO MAarHUTY/1e
U MUHUMATbHOW WHTEH-
CUBHOCTHU), ¢J1abO TTOBBI-
1meHHolt — B pexume T1
(c HEOOJBbIIMMU Yy4YacT-
KaMy TUTMOMHTEHCUBHO-
CTM B ILEHTpe). 3aKio-
yeHue: npaHHele MPT
COOTBETCTBYIOT W3MeHe-
HUSIM B 00OHUX ITOJIyIla-
pusix OOJIBIIOTO MO3Ta
U MO3Xe4yKa, BeposiTHee

Puc. 53. KT ronoBHOro Mo3ra y mpeACTaBJI€HHOTO IMallMeHTa. BCEro MeTaboJIM4YeCcKOro
MuHepaiu3alus B MOAKOPKOBBIX CTPYKTYpPaX, 3pUTEIbHbBIX OyT- reHesa (puc. 54—56).

pax, 34 Mo3xeuka, muKoBuaHoi xenese u B YC. Ctpenkamu B cBs3u ¢ BBISIBJIEHHBIMU
MOKa3aHbl 30HBI MOBBIIIEHHBIX 3HAYEHU! MJIOTHOCTH, COOTBET- KaJblIMHATaMU B Bellle-
CTBYIOIIIME KaJIbIIMHATAM. CTBE TOJIOBHOTO MO3Ta
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Puc. 54. MPT rosnoBHoro mo3sra
(3 Tn) B craHAapTHBIX pexXxuMax
HCCIeNOBAHUSI HAa YPOBHE MO3-
JKeuyKa (BepXHMU psii) U TOIKOP-
KOBBIX CTPYKTYP (HUXXHWI psin).
MuHepanu3zanus B MOAKOPKOBBIX
CTPYKTYpax, 3pUTEJbHbIX Oyrpax
u 351 mo3xkeuka. CTpesKaMH 1Mo~
KazaHbl CUMMETPUYHBIE 30HBI C
W3MEHEHHOW MHTEHCUBHOCTbHIO
MP-curnana.

Puc. 55. MPT ronoBHoro mosra
w LS (3 Tin) B pexxume SWI B pasHbIX
PEKOHCTPYKIUAX (MO MarHWUTY-
ne, 1o ¢ase U Mo MUHUMAJIbHOM
SWI (Mag) SWI (MIP) WHTEHCUBHOCTH) Ha YPOBHE MO3-
JKeuKa (BepXHMI psim) U TTOIKOP-
KOBBIX CTPYKTYp (HWXKHUIA psin).
MuHepanu3aus B TOAKOPKOBBIX
CTPYKTYypax, 3pUTEIbHBIX Oyrpax,
34 Mo3Xeuyka M IIMIIKOBUIHOM
’ A S xenese. CTpeakaMy TOKa3aHbBI

CUMMETPUYHBIC 30HBI C UBMEHEH-
HOW MHTEHCUBHOCTbIO MP-cur-
HaJja.

MPOBEIEHbI 00NOAHUMENbHbIE UCCAC008AHUS KANbUUECBOU CUCMEMbL U C8A3AHHOIL C Hell SHOOKPUHHOLL
cucmembt. Kanpliii B CBIBOPOTKE KPOBU: 2,5 MMOJIb/1T (HOopMa 2,0—2,7 MMOJIB/JT), HOHU3UPO-
BaHHBIA Kajbiuit: 1,15 mmonb/a (HopMma 1,16—1,32 mMonb/n). Yasmpaseykosoe uccaedoganue
WUMOBUOHOI U NAPAUUMOBUOHOIL Jceae3: OOIINIA 00beM IIUTOBUAHOM XeJie3bl 12,5 cM?, maroo-
rMyeckux o0pa3oBaHUii He BBISIBJICHO, ApAIlIUTOBUIHBIE XKeJle3bl He JIOLIMPOBAHbI; pETMOHAP-
HbIe TUMbOY3ITBI M OKpYKalolie TKaH! He M3MeHeHbI. MiccenoBaHme eopmonansioeo npoguas:
THUPEOTPOITHBIA ropMoH — 2,7 MKME /Mt (HopMa), T4 cBoGoHbII — 16 MMOJIb/J1 (HOpMa), aHTH -
TeJa K TupeonaHoi nepokcunase — <10 EJI/mi (Hopma), mapaTUpeorIHbIN TOPMOH — 59 Tir/MiT
(HopMa 16—46 nir/muit), TectocTepoH — 14 HMOJTb/J1 (HOpMa), KOPTH30JI — 561 HMOJIb/J1 (HOpMa).
Hccnedosanue @ynxyuu 060HsHus ¢ ucnoavzosanuem Sniffin’-Sticks mecma: mopor 2,5 6anna,
uneHTudukanus 10 6aoB, IMCKpUMUHALIMSA 8 OAIIOB, 001U MHIEKC 000HsIHUs 20,5 6a-
J1a. 3aKI0YeHNe: TUTIOCMUS.
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SWI (Mag) SWI (Pha) SWI (MIP)

Puc. 56. MPT ronoBHOro Mo3sra
(3 Tim) B pexkume SWI B pazHbIX
PEKOHCTPYKIUSX (BEpXHUI psin)
U B CTaHIAPTHBIX PEXMUMaxX HC-
caenoBaHus (HYDKHUM psn). Mu-
Hepanmzauusi B YC. Crpenkamu
IMOKa3aHbl 30HBI ¢ M3MECHECHHOI
MHTEHCUBHOCTbIO MP-curnana
ot YC, He Bu3yanusupyembie B
T2-FLAIR pexumax T2-BU, T2-FLAIR u
T1-BU.

Hccaedosanue yeemoswix 3pumensHbixX 8bI36aAHHbIX NOMEHYUAN08: TIPU CTUMYJISILNY TJla3a — Ha
KaXIbIi BUJ TIaTTepPHA BBIAEICHBI OCHOBHBIE TTMKW; JIaTeHTHOCTH TUKOB P100 — B mpemenax
BapUalMyd HOPMbI, aMIUTUTYIbI MUKOB P100 cCHUKEHbI, 0COOEHHO Ha CUHE-YEePHBIil MATTEPH.
KimHnyecku y manneHTa MOKHO OTMETUTh KOMOWHAITUIO «ITAPKUHCOHUIECKUX» TBUTATEIb-
HbIX HapyleHUIl ¢ XapaKTepHbIMU HEIBUTATEJbHBIMU TMPOSIBICHUSIMU — BETeTaTUBHBIMU
(TUTIepaKTUBHBIN MOYEBOI MTy3bIPh), CEHCOPHBIMU (HapyIlIeHNsT OOOHSTHUS U IIBETOBOTO 3pe-
HUs), ahbeKTUBHBIMU (Aernpeccusi). B cOOTBETCTBUU ¢ OOLIENPUHSATHIMU AUArHOCTUYECKHU -
MU KPUTEPUSIMU TTAIIMEHTY BbICTaBjIeH nuarno3: bI1, aknnetuko-purunnas dopma, I1 cramus
no GyHKUMOHaJIbHOM 1iKase XeH—Spa. [TonoxuTtenbHas peakiivsi Ha MPOBOIAUMYIO MPOTH-
BOTMAPKUHCOHWYECKYIO Teparuio (MpaMUTIEKCOJ, aMaHTaauHa Cyab(daT) CBUIETETBLCTBYET O
MPaBUJIBLHOCTU OCHOBHOTO JMarHo3a. BaxkHbIM MOATBEpKIEHUEM IMarHos3a siBjaseTcsl oOHa-
pyxenue y marmmenTa ['YC mipu oTcyrcTBuM rurepaxoreHHocTr JIS u npyrux simepHbIX o6pa-
30BaHU1 TOJIOBHOTO MO3ra.

Hanuune oyaroB MuHepanu3auy B TOAKOPKOBBIX CTPYKTypax U 35 Mo3XeuKa 1o JaHHBIM
MPT u KT rosoBHOro Mo3ra 3actaBujio mpoBecTy AuddepeHnaabHyI0 IMarHOCTUKY ¢ 00-
ne3ubio Papa. [NomydeHHbIe JTaHHBIE YIBTPA3BYKOBOTO MUCCIIEIOBAHNS IIIUTOBUIHON U TTapa-
IIIMTOBUIHBIX XK€J1e3, TOPMOHAIbHBIN MPOGhWIIb (JaXe MPU HATMYMK HECKOJBKO MOBBIILIEHHO-
TO MTOKAa3aTeJsl MapaTupeouTHOTO TOPMOHA) M HOpMaJTbHBIE TTOKA3aTe TN KaTbl[MeBOTO OOMeHa
MO3BOJIVJIM UCKJTIOUUTh SHIOKPUHHBIE MPUYMHBI MHTPAKPaHUAJbHOW KasibliMdukKaiuu. Beé
9TO MOATBEPXkKIaeT OTCYTcTBUE cuHApoMa Dapa B MpencTaBIeHHOM ciyyae W TO3BOJISIET KBa-
JUGUIIMPOBATh BbISIBJIEHHBIE KaJTbIIMHATBI KaK COIMYTCTBYIOLIYIO CIyYalHYIO MaTOJIOTHIO.
Ecnu nanmuue niepedpanbHbix KanbunHaToB py KT B 3TOM citydyae ObUTO BITOJTHE OUEBUAHBIM,
T0 naHHbie MPT okazanuce 60siee CTOXHBIMU /11 UHTEPNPETALIMU, XOTSI B KOHEYHOM cUeTe
u 6osee nHOOPMATUBHBIMU. [IJIsT OLIEHKM XapaKTepa MUHEPAIU3aTOB B 0a3abHBIX TAHTIIU-
sx, Mo3xeuke U YC nauneHty 6s1a npoBeneHa MPT Ha BeicokonosibHOM 3 Ti-anmnapate B
pexxume SWI ¢ mprMeHeHreM pa3InyHbIX PEKOHCTPYKIINIA TT0 MarHUTye, haze, MUHUMAJTb-
HOI MHTEHCUBHOCTU (3TOT PeXMM HEAOCTYIEH MPU MCCIeI0BaHUU Ha ToMorpadax ¢ dojee
HU3KOW BETMUYMHONW MarHUTHOW MHAYKLMM). Kak M3BeCTHO, KalbLMii SIBISIETCS AMaMarHe-
TUKOM, a Kejie30 — MapaMarHeTUKOM, MO3TOMY MX MUHEpaIU3aThl 00JIafatoT pa3HOil Mar-
HUTHOU BOCTIPUUMYMBOCTBIO, KOTOPAst MPOSIBIISIETCS TPOTUBOMOJIOXKHBIMU CUTHAJTBHBIMU Xa-
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pakrepucTukamu B pexume SWI ¢ pekoHCTpyKiIMeit o ¢ase: KaablUMii UMeeT MOBbILIEHHbII

CHUTHaJI, a XKEJIE30 — TTOHWKEHHBIN. Y npeacTaBJCHHOTO MallMEHTa OTMEYaJICA reTepOI‘eHHbeI

CUI'HaJl B HOXKKax MO3ra B IIPOCKIMHU JIOKAJIM3aLun ‘{C, YTO NOATBEPKAAJIO OTJIOXKEHHUE KaK

2KeJie3a, TaKk M KaJlbl U (CM. puc. 56) 1 TEM CaMbIM KOCBECHHO CBUACTEJIBCTBOBAJIO O HAJIMUYNN

nByX coctosiHuit — BIT u uanornaruyeckoi KanbuupUuKaluu.

[IpeacraBneHHOE HAOMIOAEHKUE ITOKA3BIBAET, YTO, HECMOTPS Ha pa3BUTUE BHICOKUX TEX-
HOJIOTUI, KIIMHUYECKUIA OCMOTP MAallMEHTOB B HEBPOJOTHUH OCTaeTCs KII04eBbIM. MIMEHHO
KJIMHUYECKUN TOIXOMA, MOATBEPXKICHHBIN pe3yabTaTaMM 1IeJeHapaBIeHHO BbITTOJIHEH-
HBIX TOIMOJHUTEbHBIX TMAarHOCTUYECKUX TeCTOB, B ToM uncie TKC, nmo3ponua B JTaHHOM
ciyyae nuarHoctupoBaTh BIT. Xorenoch Obl puBeYb BHUMaHKE HEBPOJIOTOB K TIIATEb-
HOM KJIMHUYECKON OIIEHKE COCTOSIHUS TMallMeHTa, a TakXke MpeaocTepeyb OT IMTOCTaHOBKU
nrarHosa 6osiesnu Mapa Uk Mo HaTM4YMIo 6a3ajbHOM Kajdbuudukaunn Ha KT-cHuMKax.

3.8. boae3up 'eHTUHITOHA

Bonesnunr [eHTHHrTOHa — (haTanbHOE HEMpoaereHepaTUBHOE SKCTpanuMpaMUIHOE 3a-
OoJieBaHME C ayTOCOMHO-IOMMHAHTHBIM THUIIOM HacjelOoBaHUs, PacIpOCTPaHEHHOCThb
KOTOPOTO B OOJIBIIMHCTBE MOMYyJsLuii Mupa coctapiseT 4—10 ciydaeB Ha 100000 Hace-
JieHusi. OHO OOYCJIOBJIEHO 3KCIAaHCUEH MOJUTIYTaMUHKOIMPYIOIIUX TPUHYKICOTUIHBIX
(CAG) -nmosropos B rene HTT Ha xpomocoMme 4p. B maroreHese 6o/ie3HM Beaylee 3Have-
HUE npuaaeTcs GOPMUPOBAHUIO MATOJOIMUYECKUX MEXMOJICKYISIPHBIX CBSI3EH MyTaHTHOTO
0ejiKa TeHTMHITHHA, a TAKXKe aKTUBAIIMK OMPeIeICHHBIX MTATOXUMUYIECKUX «KacKaaoB» MO
BO3/IEICTBUEM HEMUPOTOKCUYHBIX, YACTUYHO IPOTECOJU3UPOBAHHBIX MOJUTTYyTaAMUHOBBIX
dparmenToB renruHrruHa (Mmnapuoinkux, 2003; Covan, Raymond, 2006).

[TpuHSATO BHIACIITH 1B OCHOBHBIC KIIMHUYECKKME (DOPMbI 3a00JIeBaHUST — TMIIEPKUHE-
TUYECKYIO U aKUHETUKO-pUruaHyio (Shannon, 2011). Kinaccuyeckasi runepkuHeTHIecKas
(opMa xapakTepu3syercs MOsIBIICHUEM Ha 4—6-M IeCATUICTUSX XKU3HU IIOCTEIIEHHO Hapac-
TaIOIIMX TeHePATN30BaHHBIX XOPEUYECKUX TUIIEPKUHE30B, KOTOPhIE COYETAIOTCS CO CHU-
JKeHHEM KOTHUTUBHBIX (DYHKIIMI MOIKOPKOBOTO THUIIA, ad(EeKTUBHBIMU U MOBEICHYECKM -
MM PacCTpOMCTBaMM (Iempeccus, anaTus, aClIOHTAHHOCTb, THEBJIUBOCTh, arPeCCUBHOCTD,
PacTOPMOXEHHOCTh, MOTOPHBIC M BepOaibHbIE TTepceBepallii), MHOTIa — C IICUX03aMHU.
B nosnHeit ctaguu 6oJie3Hu (B cpeaHeM ciycTs 15 neT) HaOmromgaeTcs TMosIBIICHUE SKCTpa-
MUPaAMUIHON PUTMIHOCTH, KaXeKCUU M BEreTaTUBHO-TPODUUYECKUX HAPYIICHUN — 3TO
3HaMeHYeT co00I Mepexo 3a00JieBaHUS B TaK HAa3bIBAEMYIO MO3IHIOI0 aKUHETUKO-PUTHI-
Hyto (popmy. CaMoCTOSITeIbHOE 3HAUCHUE MMEET MEPBUYHBIN, 00Jiee 3JT0KAYeCTBEHHBIM,
IOBEHUJIbHBIM, aKUHETUKO-PUTUAHBIN BapuaHT Oosie3Hu [eHTuHIrTOHA (BapuaHT Bectda-
Jis1), HabmogaeMblii B 5—10% cityyaeB: xapakTepHa MaHudecTanust Ha 1—2-M AeCITUICTH-
SIX )KMU3HU U ObICTPOE PA3BUTUE MBILIEYHON PUTUIHOCTH (IIPU MUHUMAJIBHO BBIPAXKEHHBIX
WX OTCYTCTBYIOIIMX TMIIEPKMHE3aX), KOHTPAKTyp, U3MEHEHUI TOBEACHUS U TICUXUKMU,
SIUJIETITUYECKUX TIPUNAAKOB, MUOKJIOHUI, MMMPAMUIHBIX CUMITOMOB, aTaKCUM, CMEPTh
HacTymnaeT yxe depe3 5—8 yer. OBeHUNbHBIN BapuaHT Bectdans HabmogaeTcs 0ObIYHO
MpU TIepeiaye MyTaHTHOTO TeHa OT 00JIbHOT'O OTLIa, 0COOEHHO €CJIM HacjieI0BaH1e 00JIe3HU
M0 MYKCKOM JIMHUU TPOUCXOANUIIO B HECKOJIBKUX MOKOJEHUSIX MoApsa («3(P@eKT OTIOB-
CKOI1 mepeaaum»).

Mopdosiornueckoit 0CHOBOI 00JIe3HM SIBJISIETCS aTpo(GUsT TTOJAKOPKOBBIX Y3/10B (TJ1aB-
HBIM 00pa30oM MOJIOCATOTO Tejia U OJIEAHOTO 11apa), a TakKe ride/ib HEMPOHOB U aTpodus
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KOPBI OOJIBIIMX MOJYIIAPUI ¢ Pa3BUTUEM HAPYXXHOI U BHYTPEHHEH ruapoledaIny 1 mpo-
IPECCUPYIOIIMM CHIKEHHEM 00I1Ieii Macchl MO3ra. B nereHepupyoIux HelipoHax orpee-
JISIIOTCS TOJIUTIyTaMUHCOAepKallie BHyTpusiaepHbie BkatodeHus (Li et al., 1995).

I[IpyuHuMass BO BHMMaHME BbIpaXXCHHBIH (PEHOTUMUYECKUN MoauMopdusM 00me3-
HUM [EHTUHITOHA, a TakKe HecrelunpUIeCKUil XapaKTep M3MEHEHUI, BBISIBISIEMbIX IPU
HCIOJIb30BAHUM PYTUHHBIX J1aOOPATOPHO-MHCTPYMEHTAIBHBIX METOIOB MCCJIEIOBAHUS
(paciirpeHre OOKOBBIX XKEIYIOYKOB M Cy0apaxHOMIAJIBHOTO IIPOCTPAHCTBA OOJIBIINX
nonymapuii ipu KT u MPT, nenpeccust a-putMa Ha 3JIeKTpo3HIIedaaorpaMmme), JMarHo-
ctuka 6asupyercsa Ha JHK-uccienoBanuu u omnpeneneHun mytaiuu B rene HTT. [lpu
5TOM MOUCK MH(POPMATUBHBIX OMOMAapKepOB IPU3HACTCS BaXKHOM 3amaueil ¢ TOYKHU 3pe-
HUS BBISICHEHUST (DAKTOPOB pMCKa U MPOrHO3a TeYeHUs: 0OJIC3HU, a TaKKe 00bEKTUBHOIO
MaTo(U310I0TNYeCKOr0 MOHUTOPUHTA.

Ilepsbie pesynabratel TKC-ucciaenoBaHusi mamueHTOB ¢ 0o0je3HbIO [eHTHMHTTOHA
OobuTH onyouKoBaHbl B 1999 1. B rpymirie u3 49 60abHBIX MPUMEPHO B IMOJOBUHE Cllyya-
€B HaXOIWIW T€ WJIM MHBIE liepeOpaibHble COHOTpadriyecKue usMeHeHus: B 27% ciy-
yaeB — ['YC, B 13% — runepasxoreHHocts X, B 7% — runepaxorenHocts JIS (Postert
et al., 1999). IunepaxorenHocTs YC Koppenuponana ¢ yuciom Konuit CAG-1oBTOpPOB
B MYTAaHTHOM I'€HE U CTENECHbIO 3aBUCMMOCTU OOJBHBIX OT ITOCTOPOHHEH rmoMoru. [1o-
JIy4eHHbIE KOPPEJSIMOHHBIE CBSI3U XOPOIIIO COTJIACYIOTCs ¢ JaHHBIMU APYIUX paboT, u3
KOTOpbIX M3BecTHO, 4To Npu ['YC yalie pa3BUBAIOTCA aKMHETUKO-PUTUIHBIE (DOPMBbI
BKCTpAIMpaMUIHbIX HAPYIICHUI, YbsI TSOKECTh B OCHOBHOM U OIIPEAEIISICT MOBCEIHEB-
Hble (PyHKIIMOHaJAbHBIE criocoObHocTH 00bHBIX (Krogias et al., 2010). I1Tpu obcnenoBa-
HUM 15 MalMeHTOB ¢ aKMHETUKO-PUTUMAHBIM BapMaHTOM Ooyie3HU [eHTMHITOHA ObLIa
IoKa3zaHa OoJIblllasi YaCTOTa BCTPEUYAEMOCTH TUIIEPIXOI€HHOIO CUTHala B Pa3InYHbIX
obnactsax: ['YC — B 93% ciyuaeB, runepaxoreHHocTh X — B 80%, runepsxoreHHOCTh
JISI — B 53% (Lambeck et al., 2008).

Y nmanueHToB ¢ 00J1e3HbI0 [eHTMHITOHA TTOBBIIEHHBIN 9xocurHai oT X mpu TKC co-
OTBETCTBOBAJI ITOBBIIIEHHOM MHTeHCUBHOCT M P-curHana B pexkxume T2 OT 3Toi XKe CTpyK-
TYpbI TOJIOBHOTO MO3ra. B B3 ¢ 3TUM aBTOpaMU MEPBOI OIMyOJIMKOBAHHOI pabOThI ObLIO
c/IeJIaHO MPEATOI0XEHHE, YTO JaHHbIC M3MEHEHUsI 00YCIOBJICHBI IJIMO30M WJIM TTOBBIIIICH-
HBIM cofepxkaHueMm MeTayioB B XS (Postert et al., 1999). [IpoBeneHHbIe paHee ITaTOTMCTO-
JIOTUYECKUE MCCIICI0BAaHMS TTOATBEPXKIAIOT MTOBBIIICHHBIN YPOBEHbD KeJie3a B obnact XS
Y CKOPJIYIIBI U TOBBILLIEHHOE coepxXaHue Meau B oosactu YC, 94To, OUEBUIHO, U JICKUT B
OCHOBe (DeHOMEHA TMIIePIXOTeHHOCTH 3TUX 00JaCTell Y MalMeHTOB ¢ 001e3HbI0 [@HTUHT-
toHa (Dexter et al., 1991). Kpome maTomMopdhonornyeckux uccaeaoBaHUi, TOBBIIEHHbI
YPOBEHB KeJie3a B Mo3re Mpu 0oJie3Hr [eHTMHITOHA ObIJT ITOKa3aH U B psiie padoT in vivo, B
KOTOPBIX UCIOJIb30BAINCH pa3nuyHbie pexkuMbl MPT mis nerekunu noHos keje3a (Rosas
et al., 2012; van den Bogaard et al., 2013).

B pa6orte 2011 1. ¢ momorisio TKC 6bu10 06cienoBaHo 39 maiueHToB ¢ 0oyie3HbIo [eH-
tuHrtoHa (Krogias et al., 20116). OTa rpyrnna mauMeHTOB CTAaTUCTUYECKHU 3HAYMMO OT-
JIMYanach OT KOHTPOJIs OoJbiieit mmpunHoii 111 xenymouka (8,1 + 2,7 vs 2,6 = 0,7 MM B
KOHTpPOJILHOM rpyiiie), 6ombieit BectpedaeMocThbio [YC (41 vs 18%) M MOHMKEHHOMI 9X0-
Te€HHOCTBIO IIIBa CPeaHEro Mosra (31ot heHoMeH HaOmonaicd y 49% 0o0abHbBIX VS 15% B
rpyIire KOHTpoJst). MHTepecHO, YTO TUIIO3XOI€HHOCTh 1IBa Oblia JOCTOBEPHO aCCOLIMM-
pOBaHa C BBICOKOM YaCTOTOM AEMPECCUBHBIX STMU30I0B Y JAHHOW KAaTErOpuu IMallMEeHTOB,
YTO YKa3bIBaeT Ha BOBJICUCHME CEPOTOHMHEPTUYECKOM CUCTEMbI CPEIHEr0 MO3ra B FeHe3
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JIAHHOTO TICHXMATPUUYECKOro paccTpoiicTBa npu OosiesHu [eHTtuHrrona. Hamporus, Bce
9 marueHToB 0e3 NeNpeccuu B aHaMHe3e UMEIM HOPMAaJIbHYIO 9XOT€HHOCTb CTPYKTYD 11Ba
(ayBcTBUTENBHOCTE 63,3%, cneumndnyHocts 100%). ITatonornmyeckasi rurmo3XOreHHOCTh
mBa Habmoganach y 70,6% mnauyeHTOB ¢ 00JIe3HbIO [EHTUHITOHA, UMEBIIMX IICUXUATPU-
YeCcKMe pacCTpOMCTBa ellle 10 MaHUbeCTalluK ABUraTeIbHbIX HAPYLIIEHWI (4yBCTBUTEIb-
Hoctb 70,6%, cietuduaHocTh 68,2%). [1o TaHHBIM 3THX € aBTOPOB, TMIIEPIXOTeHHOCTD
X41 B rpyIine maueHTOB BCTpevaiach Yallle, XOTs M CTaTUCTUYECKY HE3HAUYMMO B CpaBHE-
HuU ¢ KoHTpojieM (21 vs 5%). 1o runepaxorenHoctu JIS rpynmnbl He paznuyanuch (17 vs
8%). bonbias mmpuHa 11 xenymouka, oTpaxkaloiiast 00IIyI0 aTpoduio OOJIbIINX ITOTyIIa-
pUii, COOTBETCTBOBAJIA OOJBIINM KOTHUTHBHBIM HapyILIEHUSIM Y 00C/IeI0BaHHBIX OOJIBHBIX
(Krogias et al., 2011a).

CornacHO HalIMM HaOMIOACHMSIM, Y MalMEHTOB ¢ 0ose3Hblo [eHTuHrroHa npu TKC
0COOEHHO YacTo HabJIIomaeTCsl pacliipeHne KeayaouKoBoi cucteMbl. B o0cienoBaHHOI
HaMu TpyIIe U3 7 NalMeHTOB ¢ 00JIe3HbI0 [EHTMHITOHA IKMPHUHA OOKOBBIX XKEJIYI0YKOB
cocraBwia 19,4 + 1,7 mm, mupuna I1I xxenynouka — 7,9 £ 1,7 MM (3T0 OoJIbllIe HOPMab-
HbIX 3HaYeHuii — cM. [lpunoxenue 1). [Taronornueckuii peHomen 'IC He HabmOmANCS
HU B OTHOM ciiydae (Y IBYX MallMeHTOB IUIOLIAIb TUIIEPIXOTeHHOro curHajia B oonactu YC
cocrasisuia 12—14 mm?). TunepasxoreHHocTs JIS orMeyaiach JIMIIbL B OMHOM CJIydae, I'M-
MepaXOreHHOCTH X4 HU y OMHOIO NallMeHTa BBISIBJIEHO He ObLIO.

Takum obpazom, Kakoii-nuoo crierudpuyeckuit TKC-narrepH ajas 601ae3HU [eHTUHT-
TOHA HeXapaKTePeH, OHAKO IPUMEHEHKE TaHHOM TeXHOJIOIMH ITO3BOJISIET YTOYHUTD FeHE3
HEKOTOPBIX CUMIITOMOB 3a00JIeBaHMS, YTO, BO3MOXHO, MMEET OIPEIeICHHOE ITPOTHOCTH -
yeckoe 3HaueHMe. Hanbonee onpenesieHHON y MAaMEHTOB ¢ 00JIe3HbIO [€HTUHITOHA SIB-
JIieTcsl CBsI3b (hDeHOMEHA TMITO9XOTeHHOCTH siiep 1Ba CPEIHEr0 MO3Ta C BHICOKHM PHCKOM
pasButus aenpeccur. C y4eToM TOro, UTO CYUIUABLI Ha hoHe adeKTUBHBIX HapyIIeHUI
SIBJISIIOTCS. OTHOM M3 OCHOBHBIX IIPUYMH CMEPTU IALMEHTOB ¢ 0oJyie3Hbl0 [€HTUMHITOHA,
TKC-uccnenoBaHrue MOXET 3aHSITh OMpenesIeHHOe MECTO B YCTAHOBJIEHUM MPEIpacIiofio-
KEHHOCTU HocuTenei Mytauuu B reHe HTT K TakuM KatacTpopUIeCKUM ACHCTBUSIM U UX
aZicKBaTHOM MpoduIaKTUKeE.

3.9. CuHapoM 6eCIIOKOMHBIX HOT

CuHApoM OeCIIOKOMHBIX HOI — pacIpocTpaHEeHHOe 3a00JieBaHME M3 TPYIIIbI JABUIa-
TeJIbHBIX PACCTPOMCTB, XapaKTepU3YIOIIeecs: CBOCOOPa3HBIMU JABYCTOPOHHUMM HEIIPUSIT-
HBIMM OILYIIEHUSIMU B HOTax (OIMMChIBAEMbIMU KaK ITapecTe3rn, 00JIb, ITOKaIbIBAHUE, 3V,
YYBCTBO «I10JI3aHUSI MypallleK» 1 T.I1.), KOTOPbIE BOZHMKAIOT Yallle BCETO B ITOCTEJIU Mepe
OTXOIIOM KO CHY WJIM IIPOCTO BO BpeMsl oTabixa (ABepbssHOB, [loguydaposa, 1997; Garcia-
Borreguero, Williams, 2014). YkazaHHbIe OIIYILIEHUS TTPOXOASAT Ha (DOHE XOAbObI (IBMKE-
HMII HOT) M BO30OHOBJISIIOTCS B MOKOe. CUHAPOM OECITIOKOMHBIX HOI' MOXKET IIPUBOIUTD K
CEPbE3HBIM HApYIIEHUSIM HOYHOTO CHA U OBITh MPUYMHONM 3HAYUTEIHHOTO CHUKEHUS Ka-
yecTBa XX13HU nauueHToB (Silva et al., 2014). XapakTepHa Xopollasi peakiysi ¢ yMeHbllIe-
Huem cumnTomoB CBH npu HazHaueHun gogaMuUHEPruyecKoil Tepanuu (JieBoAoIa, aro-
HUCTBI AOPAMUHOBBIX PELIETITOPOB).

Pasznuuator mepBuuHbIil (npuornarudeckuit) u BropuuHblii CBH. Ilpu mepBuuHOIi
(opMe 3a00JieBaHUST HE BBISIBJISIETCSI OUEBUIHOM CBS3M BO3HUKAIOIIMX CUMIITOMOB C Ka-
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(a)

Puc. 57. AusxorenHoctb UC. a — nauuneHTt ¢ CBbH: o6sacth aHaroMuueckoro pacriojoxernust YC
B HOXXKaX MO3Ta aH3XoreHHa. /151 cpaBHeHUs: 6 — ciaabosxoreHHass YC B HopMe (CTpeIKH); B —
runepaxoreHHas YC y manuenTa ¢ BIT (cTpenku).

KUMU-JIM00 OUeBUAHBIMU MMPUUYMHAMU U PacCTPONCTBAMU — B PA3BUTUM O0JIE3HU MPEATIO-
JlaraeTcsl peliaroliasl pojib reHeTuYeckux akTopoB. K HacrosieMy BpeMeHU U3BECTHBI
VK€ OKOJIO JeCsSITKa XPOMOCOMHBIX JIOKYCOB, aCCOLMMPOBAHHBIX C MIEPBUYHBIMU CIydassMu
CBH (Freeman, Rye, 2013). Bropuunsbiiit CbH pa3BuBaeTcs Ha (hoHE pa3IMIHBIX COMATH-
YeCKMX 1 HEBPOJIOTUYECKHUX 3aboneBaHuit, B ToMm uncie bI1. Paznuuns B yactore BcTpeua-
emoct CBH cpenu nauuenToB ¢ BIT (okoiio 20%) u B o61eii nomysiiyu (3—8%) oueBuI-
Hel (Peralta et al., 2009; Godau, Sojer, 2010; Rijsman et al., 2014).

Joxazano, yto npu CBbH nMmeeT MecTo MOHMKEHHOE CoAepKaHue XKeje3a B pa3InuHbIX
obnactsx rojoBHoro mosra: B UC, JIA, ranamyce (Godau et al., 2007; Godau et al., 2008a;
Rizzo et al., 2013). He cnyuaiiHo B onpeaeneHHbIX ciaydasx ans aedeHnus CbH moryT npu-
MeHTbes npenapaThl xkefesa (Trenkwalder, Paulus, 2010). MMeHHO 3agayeii OLIeHKU YPOB-
Hs kejie3a B YC u moucka HelipoBU3yaarM3allMOHHBIX OMoMapKepoB y nauueHToB ¢ CbH
ObLI TpOIMKTOBaH LUK uccienoBaHuii TKC npu gaHHOM ABUTaTeIbHOM PacCTPOMCTBE.
B pabote Schmidauer et al. (2005) 6b1111 06caenoBanbl 20 manueHToB ¢ nepeuunbim CBH: y
MOJIOBUHBI MAIlMEHTOB BOOOIIE HE OTMEYAIOCh KAaKOro-arubo (1axke HOPMaJbHOT0) BUIM-
MOTO XOT€HHOT0 CHMTHaJa ¢ ABYX cTOpoH B objactu YC (Takas KapTuHa ObLIa JTUIIb Y Of1-
HOTO IMallMeHTa U3 TPYITIbLI KOHTPOJIS M HUKOrAa He Haomoganack pu bIT), ay 16 6obHBIX
CBH (80%) orcyrctBre axoreHHoro curdaia ot YC Haboga10Ch XOTS ObI ¢ OAHOM CTO-
poHBI (B KOHTpoJie — 15%). Takum 0O6pa3om, BIiepBbIie ObLIO ITOKA3aHO, YTO OMOMapKepOM
CBH saBnsiercs BoipaxkeHHas rumodxorenHocTs YC (Schmidauer et al., 2005). Dtu pesynbra-
ThI ObUTM BECbMa BHEUAT/ISIOIIMMU, YIUTHIBAsI, YTO YETKUX MOPGDOTOTUYECKUX U3MEHEHU I
B cTpyKTypax mo3ra npu CbH Ha TOT MOMEHT He HaXOUJIN.

Chycts 2 rofga He3aBUCUMOI TPYMIIOi ObLIM MOJYYEHBI CXOAHbBIE Pe3yabTaThl y 49 ma-
nueHToB ¢ ChbH: runosxorenHocts YC (cyMMapHasi miolaab 9XOre HHOrO CUTHAJa ¢ IBYX
cropoH B obsactu YC <0,2 cm?) Berpevanach B 82% ciydaeB nepsuuroco CBbH u To1bKO0 B
10% y nui koHTpoJbHOI TpyIIbl (Godau et al., 2007). JIlnarHoctuyeckast 3HaYMMOCTh '~
noaxoreHHocTy YC ObLIa MOATBEepKIeHA Mocaeayomumu padoramu (Godau et al., 2008a,
Godau et al., 20086, Godau et al., 2009), a Takxe HamtuMu HabaoaeHUsIMU (puc. 57). Kpo-
Me rumnosxoreHHoct YC, cpenu mauueHToB ¢ uanonatnyeckuM CBH takke moxaszaHa
MOBBIIIEHHAsT BCTpeyaeMocTh rurepaxoreHHocTH K5 (60%), accolMMpoBaHHOM C MEPUO-
TUYECKUMU IBUXKEHUSIMU KOHEYHOCTE B HOUHOE BPeMsI, M TMIIO9XOTeHHOCTH 1IBa CTBO-
na mo3ra (75%), accounupoBaHHoro ¢ aenpeccueit (Godau et al., 20086). O600611eHHbBIE
JIaHHbIE CBUICTEIBCTBYIOT O BBICOKOM NTMArHOCTMYECKOM 3HAYMMOCTH (heHOMEHa TMIIO-
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Tadmumna 12. Yacrota rumosxoreHHoctrt YC npu narornatuaeckom u cumnroMatuaeckom CbH

Yucmo Bcrpeuaemocth
3a0oneBanue 00CJ/1eI0BAHHBIX | THTIO3XOT€HHOCTH, HWcTouynuk
nauuentos ¢ CBH %
Nnunonaruyeckuit CbH 39 80 Godau et al., 2007
99 89 Godau et al., 20086
75 91 Godau et al., 2009
40 55 Kwon et al., 2010
41 74 Ryuetal., 2011
Cumnromaruueckuit CBH 10 40 Godau et al., 2007
(0e3 yka3aHust OCHOBHOTO 3a00JIeBaHMSI) 13 61 Godau et al., 20086
Bbonesns [Mapkuncona ¢ CBH 19 27 Ryuetal., 2011
12 0 Godau et al., 2010
26 8 Kwon et al., 2010
[ToueuyHas HepoctaTouHocts ¢ CBH 3 100 Godauet al., 2010
IMonunesponatust c CbH 28 61 Godau et al., 2009
Araxcust @punpeiixa c CbH 30 79 Godau et al., 2010
9 89 Synofzik et al., 2011a, 6
[TopaxxeHus MMpaMUIHOTO TpaKTa 6 83 Godau et al., 2010
B couetanuu ¢ CbH

sxoreHHoct YC nipu CBH: uyBcTBUTENBHOCTE cocTaBisaeT 86%, criennududHoCTb — 84%
(Godau, Sojer, 2010). Komounanus tpex TKC-deHomeHOB — rumnoaxoreHHoct YC, ru-
nepaxoreHHocTH K M rMmosXxoreHHOCTH IIBa CPEIHEro MO3ra — IO3BOJISIET IMOCTABUTh
npaBwibHbli tuarHo3 CBH B 98% ciyyaes (Godau et al., 20086).

Pesynbsratel TKC-uccnenoBanus emopuunsix dopm CbH u BcTpeuaemocTs heHOME-
Ha runosxoreHHocTy YC npu HUX B conoctaBiieHuu ¢ nepBuyHbiM CBH npeacrasaeHsb
B Taba. 12. [IpuBeneHHbIe JaHHBIE TOBOPAT 0 ToM, 4To Mo TKC He Bcerma nocTaTOuHO
YeTKO MOXHO auddepeHuponath uanonaruyeckue caydan CbH ot BropuyHbIX, Mo-
CKOJIbKY TIpU TIOCJIEAHUX TaKKe MOXKET BCTpedaTbcsl TurosxoreHHocTh UC. B uenom
OTMeYaeTcs clienylolasi 3aKOHOMepPHOCTh: eciu BTopuuHblii CBH umeer mecto npu
3a00JIeBAHUM C BOBJICYEHUEM B IMATOJOTMYSCKUM MPOLIECC HUTPOCTPUATHOM CHUCTEMbI
(BIT, ciunouepedemnsipubie atakcuu (CLIA) 2-ro u 3-ro Tumna), To TMIIOXOTE€HHOCTh
YC 00bIYHO OTCYTCTBYET; HANIPOTUB, eciu BTopruuHblii CBH comyTcTByeT 3a00/eBaHUIO
0e3 BOBJIeUeHUSI HUTPOCTpUaTHOM cucTeMbl, To mpu TKC oTMeyaeTcs 4eTKUiA TUIT09X0-
reHHbiii peHomeH (Godau, Sojer, 2010). Kak nmoka3aHo B uccienoBanuu Pedroso et al.
(2012), nmpu cpaBHeHumn BIT B couetanuu ¢ CbH u BIT 6e3 couetanusa ¢ CbH, a takke
npu cpaBHeHUU CLIA 2-ro Tumna ¢ CbH u takoii ke popmbl arakcuu 6e3 CbH oTMeuaer-
cs MmeHbias romanb 'Y C B rpynnax ¢ CbH. YcrtanoBneHa o6paTHast KoppeasyuoHHas
cBs3b Mexay rromaabio 'YC u tskecTbio kimHudeckux npossiaeHuit CbH (Pedroso
et al., 2012).

MoXHO 3aKJIIOUUTh, UTO TUMo3xoreHHoCcTh YC npencraBisieT co00i BaxKHBINA U BbICO-
KouHpopMaTuBHbI 6uoMapkep CBbH, nmeronuii onpeaeneHHOe TMarHOCTUYECKOE 3HA-
YeHue.
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3.10. [Ipyrue 3aboneBaHud

TpaHckpaHuanbHas coHorpadust HaXoAuT BCE 0oJiee IMPOKOe TpUMeHEHWEe U IIPU psiie
JIPYTUX TMICUXOHEBPOJIOTHUYECKUX 3a00JieBaHU. MHOTHE U3 HUX aCCOLIMMPOBaHbI TU00 He-
MOCPEICTBEHHO C IBUTaTEIbHBIMU PACCTPOMCTBAMU, JIMOO C TTaTOJIOTUEH HEMPOTPaHCMMUT-
TepoB (DodaMuH, HOpaApeHaJIrH U JIp.) U UX PELIETITOPOB, UMEIOLIMX OTHOLIEHHE K (PYHK-
LIMOHMPOBAHUIO IKCTPATTMUPAMUIHON CUCTEMBI.

3.10.1. Cnunouepe0Oe/UisIpHbIE ATAKCHH

CrnimHoliepeOesUIsipHbIe aTaKCUM TIPEICTaBISIOT CO00M KIMHUYECKU U TeHETUYECKU Te-
TEPOTreHHYIO TPYIIy HelipoaereHepaTUBHBIX 3a00JIeBaHii, BeAyllel KIMHUYECKON XapaK-
TEPUCTUKOIN KOTOPBIX ABJISETCH MIPOrPECCUPYIOLLEE HAPYLIEHUE KOOPIUHALIUU JIBVKEHUM,
BO3HUKAIOIIIEE B pe3yJibTaTe MOPakeHUsT MO3XeuKa, €ro CBsI3ei M/WJIU COOTBETCTBYIOIIUX
ceHcopHbIX cucteM (Mimnapuomkus u ap., 2006). M3BecTHBI Kak CriopagrdecKkue, Tak v re-
HeTudecku oOycyoBieHHble opmbl CLIA, mociegHrue MOTYT HacaeAoBaTLCS 1O ayTOCOM-
HO-IIOMUHAHTHOMY (Yallle BCEro), ayTOCOMHO-PEILECCUBHOMY WM X-CLEIUICHHOMY THITY.
Pa3zMax reHeTnyecKoli reTeporeHHOCTH BeCbMa SIPKO MOKET ObITh MIPOWLIIOCTPUPOBAH IS
ayTOCOMHO-TOMUHAHTHBIX aTaKCUI1: HA CETOTHSIIITHUMN IeHb UACHTUMULIMPOBAHO YK€ CBBIIIE
35 caMOCTOSATENIbHBIX TeHETUYECKUX (DOPM AAHHBIX 3a00JI€BaHI1, U 3TOT MepeYeHb OTHIOAb
He 3akphIT (Shakkottai, Fogel, 2013). CnemyeT oTMeTUTD, 4TO A1t OoabinHCTBa hopm CLIA
YeTKME KJIMHUKO-TeHETUUECKNEe KOPPESILIMM OTCYTCTBYIOT, a IMOJHBINA MOJICKYJISIPHO-TeHEe-
TUYECKUIi aHaI13 B CTOJIb OOLIMPHO TpyrIie MaoaocTyneH (Ha npaktuke JJHK-uccneno-
BaHUE OOBIYHO OrPaHMYMBACTCS TECTUPOBAHUEM HECKOJIBKUX HauboJIee YacTO MyTUPYEMbIX
reHoB). [Tostomy B nnarHoctuke CLIA cTob BaxkHbI METOAbI HEMPOBU3YaTU3aLIMU, MTOKA-
3bIBAIOIIME TOHKME OCOOCHHOCTH JIOKAJIM3alMK IeTeHepaTHBHOTO Mpoliecca B MOTyIIapusIX
U YepBe MO3KeuKa, CTBOJIE MO3Tra, ITOIKOPKOBBIX SIIpax U CTPYKTypax 1iepedpaabHON KOPHI.

HMHTepecHO, YTO MpU HEKOTOPBHIX BapHaHTaX ayTOCOMHO-IOMMWHAHTHBIX aTaKCUil Ha-
pYILIEHUS] KOOPAWHALIMM MOTYT COYETaThCS C TPEMOPOM, MapKUHCOHU3MOM, IMCTOHUENH
U APYTMMU 3KCTpanvMpaMUIHBIMU paccTpoiicTBaMu. bojiee Toro, onvcaHbl MOJEKYJISIPHO
noatBepxaeHHbie caydyan CLIA 2-ro, 3-ro, 17-ro Tunos (CLIA2, CLIA3, CLIA17), KoTopblie
¢deHoTUNMYECKHU cOOTBeTCcTBOBaIM Kiaaccuyeckoit BIT (Giunti et al., 1995; Furtado et al.,
2002), 6one3nu [enTuHrroHa (Stevanin et al., 2003) uau M30JUPOBAHHO TeHEpaTU30BaH-
Hoit nuctoHuu (Minchau et al., 1999). Otciona moHsiTeH uHTepec K npuMmeHeHuo TKC y
nanueHToB ¢ CLIA.

ITpu o6¢cnenosanuu 6 manueHToB ¢ CLIA2 6e3 KIMHUYECKUX ITPU3HAKOB [MapKMHCOHU3-
Ma y 4 601bHBIX (67%) ObL1 HalineH deHomen ['YC (Mijajlovic et al., 2008). [unepaxoreH-
Hoctu JIA, X4 unu TanamycoB He otMeuanoch. 111 xkenynodek u repeaHuii por 60KOBOTo
JKeJynouKa ObLTH JOCTOBEPHO LIUPE B IPYyIIIe OOIBHBIX IO CPABHEHMIO C KOHTpoJieM. Haii-
JIEHHbIE YJIbTPa3ByKOBbIE U3MEHEHUSI XOPOIIIO COIIACYIOTCS C PSIIOM HOBEHIIMX (DaKTOB
00 CILIA2 — moJurayTaMMuHOBOM 3a00JeBaHUM, OOYCIOBICHHOM <«ITOJIHOM» BKCIMaHCHUel
CAG-noBTopoB B reHe ATXNZ2. [lo maHHBIM BOKCEJIOPUEHTUPOBAHHOUW MOpP(hOMETpUH,
arpodus npu CLIA2 3arparuBaeT He TOJIBKO MO3KEUYKOBbIE, HO M CyIpaTeHTOpHAJIbHbIE
CTPYKTYPBI, & HUIPOCTpHUATHAsE AUCOYHKIMS IOATBEPXKIeHAa MAaTOMOPMOOIOTNYECKUMMU,
HelipoBu3yanu3alMoHHbIMU ucciienoBaHusMu (I19T, O®DKT) u BO3MOXHOCTBIO pa3BU-
TSI TapkMHCcoHM3Ma y TamneHToB ¢ CLIA2 (Mijajlovic et al., 2008; Krogias et al., 2010).
He Tak jaBHO OBLJIO 10Ka3aHO, UTO HOCUTENIHCTBO «ITPOMEXKYTOUHOI» 9KcrmaHcun CAG-1o-
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BTOpOB B TeHe ATXNZ2 MoKeT MPUBOIUTH K
passutuio BIT (Kim et al., 2007).

K HacrosineMy MOMEHTY OITyOJIUKO-
BaHO HECKOJbKO pPaboOT IO YJIBTPa3ByKO-
BOMY ucclienoBaHuio namueHToB ¢ CLIA3.
IIpu TKC-ckanupoBaHuu 15 mauueHTOB
¢ CHA3 ¢enomen I'YC Obi1 oOHapyxeH
B 40% cny4aeB, TUIIEPIXOI€HHOCTh CKOP-
nynbl — B40%, 6ieaHoro mapa — B40%, 6e-
JIOTO BellleCcTBa MO3keuka — B 57% u 34 — B
54%, Takxe oTMedanoch paciuperue 111 u
IV xenymoukoB Mmo3sra (Postert et al., 2004).

HOﬂy‘ieHHbIe pE3YJIbTAaThl HECIYYaHbI: U3- Puc. 58. CTpyKTypHble U3MEHEHUS B 3aqHEil
BecTHO, uTO npu CLIA3 uMeIoT MecTo BbIpa- yepernHoii aMmke y 6onbHoro ¢ CLUA. Veenn-
JKEHHas AereHepanus 35{’ BOBJICUCHHOCTH B YEHHOC M3o6pa>xeﬂne B IINIOCKOCTHU CKaHU-

[MaTOJIOTMYECKUIA TIPOLIECC TOAKOPKOBBIX poBaHus Mo3xkeuka. [IyHKTHpHOW sMHM-

s7ep 1 mobaMHHeprIdecKast MicdyHKIHs eil obBeneH pacuiMpeHHbI IV xenynouek,
Aep U A b A YHKLIA, BIIepeu KOTOPOTO Ompeaessiorcs «0adboy-

BoIsiBiIsiemMas nipu [19T, a kmmHudeckn (Kak KOBHIHO#> (DOPMBI HOXKM CPEIHETO MO3ra
YK€ YKa3bIBaJIOCh BblLL[C) BO3MOXHO pa3BU- (oOBeneHBI CIUTOLIHOM JTUHUEH), a 1Mo3aau B
THE CUHAPOMA MTapKUHCOHU3MA. HEeMOCPEICTBEHHOU GJIM30CTH OT HEro BU3ya-

le/l CpaBHeHI/ll/I JIBYX yKa3aHHle TH- JIMBUPYIOTCA TMIIEPIXOTCHHBIC 34 C IBYX CTO-

. poH (YKa3aHbI CTpeTKaMu). 3Be310UKa MEXITY
OB JOMUHAHTHBIX aTAKCUI1 0Ka3aJ10Ch, YTO
JIBYMSI TapayjiebHbIMU TUIEPIXOTEeHHBIMU

[T xenynouek npu CLIA2 6buT miMpe, YeM  jyypamn oGosHauact 11 xemynouek.

npu CLA3, — 12,7 vs 4,8 MM, UTO MOXET

HCTMOJIb30BaThCsl KaK JOTOJHUTENbHBIN MU depeHIIMalIbHO-IMaTHOCTUYECKUI KpUTEepUid
astux popm (Krogias et al., 2010).

B nocneayomux uccaeaoBaHusIx 0bu10 nmoarsepxaeHo, uro 'YC aBasgeTcs xapakrep-
HBIM yabTpa3ByKoBbIM eHoMeHOM CLIA3 (10 75% GonbHbIX), yacto ipu CLIA3 BecTpeva-
eTcs Takke runepaxoreHHocTh JISA (Ho He XA unu tanamycoB), paciuupenue 111 xxenynouka
1 60KoBbIX XKenynoukoB (Pedroso et al., 2011). ITokazaHa Koppeasiiyst MexKAY IUIOLIAAbIO
I'IC y nanmenTon ¢ CLIA3 1 mpecuHaNTUYeCKUM 10(PaMUHEPTMIECKUM HUTPOCTPUATHBIM
nedururom ipu ODDKT (Pedroso et al., 2013).

VY manuenToB ¢ CLIA17 mpu ynsTpa3ByKOBOM MCCJIEIOBAaHUU OTMEYaIMCh PE3KO pac-
mupeHHbINH IV Xemymouek, oTpaxkaroluii BIpaxkeHHYIO CTeTeHb aTpoduy Mo3Xkeuka, 1
TUITI02XOTEHHOCTH I11Ba, KOPPEJIUPYIOLIas C TSKECThIO 3a00JIeBaHMSI M KOCBEHHO OTpakaro-
11asi IeMPEeCCUBHBIC MPOSIBJICHUS, KOTOPBIE YACTO HAOIIOMAAIOTCS MIPU 3TOM THUIIE ayTOCOM-
Ho-nomuHaHTHOM CLIA (Wolters et al., 2005; Krogias et al., 2010). DTumMu xe aBTOpamu
ObLIa HaliieHa KOPPEJsIus MEXIY TMIIeP3IXOTreHHOCThI0 XS U CTeNeHbI0 KOTHUTHMBHBIX
HapyILIEHUM.

Hamm coOGcTBeHHbIE TaHHBIE TTOATBEPXKIAIOT PEe3yJIbTaThl 3apYOEKHBIX KOJUIET O TOM,
yT0 XapakTepHbiMu TKC-npu3HakaMu ayToCOMHO-I0MUHAHTHBIX CLIA SBISIIOTCS paciin-
penue IV Xxenynouka u runepaxoreHHocTh 34 (puc. 58).

Psn pa6or o npumeHennio TKC nocssien nzydenuio atakcuu @puapeiixa — Hanbo-
nee yactoit opmbl CLIA, HacaemyeMoii 1o ayTOCOMHO-PELIECCUBHOMY TUITY M UMEIOILEH
MPEeUMYILIECTBEHHO CIMHAJbHBIN XxapakTep. B mcciegoBaHuu, mpoBeneHHOM y 34 mauu-
EHTOB C 3TUM 3a00JieBaHUEM, ObUIM BBISIBIICHBI BHICOKASI YaCcTOTa BCTPEUaEMOCTH TUIIEP-
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axoreHHocTH 351, KoTopasi oOHapyXuBajach yKe Ha HadalbHbIX CTaAMSIX 3a00JIeBaHUS, a
Takxe runosxoreHHoct YC, KoTopasi, BO3MOXKHO, OTpaXkaeT KJIETOYHbIC HApYILIEHUST Me-
TabosM3Ma Xejie3a B JaHHo# obnactu (Synofzik et al., 20116). Kpome rumosxoreHHOCTH
YC (cymmapsas wiomanb curdana <0,24 ¢cm?), Berpevarolieiicsa y 61% nalneHTOB ¢ aTak-
cueit @puapeiixa, ormedeHo yactoe Hanmure CBH (32%), miis KoToporo, Kak yKasaHO B
pasnene 3.9, Takke xapakTepHa runosxoreHHocTh YC. CreneHb runosxoreHHocTH YC mipu
atakcuu @puapeiixa 06paTHO KOPpeJIUpOBaia ¢ BIPaK€HHOCThIO KOOPAMHATOPHBIX HAPY-
meHnii. OTHUM U3 00BSICHEHWI YKa3aHHBIX M3MEHEHUI Tpy atakcuu Ppuapeiixa sBis-
I0TCSI PabOThI, B KOTOPBIX IIOKAa3aH LIUTO30JIbHbII IeUIINT 3Kejie3a IPY ero Ieper30bITKE B
MUTOXOHAPUSIX — CJieACcTBHE AedekTa Fe-TpaHCIOPTUPYIOIIET0 MUTOXOHAPHUAIBHOIO OeI-
Ka (ppaTakCuHa, MyTUPYIOIIEro TIpu JaHHOM 3aboneBaHuu (Synofzik et al., 20114). Cxon-
HbIe pe3yJbTaThl Y 18 601bHBIX ¢ aTakcuein Dpuipeiixa morydeHbl B padote Stockner et al.
(20126) — BcTpeyaemocts runosxoreHHoct YC (cymmapnas morans <0,10 cm?) cocra-
Bwia 44%, Torma Kak B KOHTPOJIBHOM Tpyrie Tonbko 12%. Elle B 0HOM MCCIIeIOBaHNN,
OHAKoO, B Tpymnrie u3 14 yenoBek sxoreHHOCTh YC He oTmyanach OT TAKOBOI B KOHTPOJIb-
HOI1 TpyTIIie, TaK e Kak 1 yactora Bctpeuaemoct CBbH (Sierra et al., 2013). JlanbHeliime
HCCJIEIOBAHMS IOMOTYT YTOUHUTh, CBSI3aHa JIM BBISIBJIsIEMasi TUIIO3XOT€HHOCTh COOCTBEHHO
c atakcuei miin ¢ CBH, conpoBoxparoiimM atakcuio @puapeiixa.

Metonom TKC 6bun 0o0cienoBaHbl 13 malMeHTOB ¢ aTaKCuel, aCCOIMUPOBAHHOM ¢
reHoM mutoxoHapuanbHoii JIHK-monumepassl ramma (POLG). Y allueHTOB 3TOM IpyIi-
Ibl, KPOME CEHCUTUBHOM 1 MO3XXEYKOBOM aTaKCHU, OIMMCAHbI TAKXKE Pa3IMYHbIC TUIIEPKM-
HETUYECKHUE PACCTPOICTBA, odTajabMoIUIerusi, apediekcusi, HapyleHue BUOPAlMOHHOM
YyBCTBUTENbHOCTH, anuiencusi. TKC-kapTuHa xapakrepu3oBajach paciiipeHueM Xely-
JouKoBoi cucteMbl (6okoBbIx, II1 1 IV xenynoukoB), runepaxoreHHocToio 35 (42%) u
I by3HOM THIIEPIXOreHHOCThIO B 0ejioM BemrecTBe Mo3sxkeuka (75%). ITo sxoreHHOCTH
YC, JIA m mBa Mo3ra rpyrma He oTJnJYajiachk OT KOHTPOJIbHOM. M3BeCcTHO, YTO Mpu aTak-
cuu, accounnpoBaHHol ¢ POLG, Ha CeKIIUU BBISIBISIIOTCS] BBIPAXKEHHBIN CITIOHTHUO3 U TJIN03
0eJioro BelecTBa MO3Xeuka, a Takke aTpodudeckue usMeHeHus B 351, 4To 1 ObLIO MoKa-
3aHO cooTBeTcTBYIOIMMU n3MeHeHusiMu ripu TKC (Synofzik et al., 2012).

3.10.2. BokoBoii aMHOTpO(HUECKHIi CKIIEPO3

BbokoBoit amuorpoduueckuii ckiepo3d (BAC) — daranbHoe HelipojereHepaTUBHOE
3a00JIeBaHNE TPEMMYIIECTBEHHO IO3IHET0 BO3pacTa, PaclIpOCTPAHEHHOCTb KOTOPOTO
cocraBlisieT okoJio 2—6 ciydaeB Ha 100000 Hacenenus (3axaposa u nap., 2014). Xapakre-
pU3yeTcss COYEeTaHUEM CUMIITOMOB MOpaXeHUs1 MepudepudeckKoro 1 LEeHTPaIbHOIO MO-
TOHEWPOHOB M HEYKJIOHHO IPOIPECCUPYIOIIUM TeYCHUEM, JIeTalbHbIA MCXOJ (IJIaBHBIM
00pa3oM, BCIICACTBUE IbIXaTeJIbHBIX HApYIICHUI) OOBIMHO HACTYIIAET CIIYCTsI HECKOJIBKO
JIET OT MOMEHTa MaHubecTaluy 00yie3HU. B COOTBETCTBUY ¢ KJIMHMKO-aHATOMUYECKUMU
0COOEHHOCTSIMU ITPUHATO BBIAEJATD IIEHHO-TPYAHYIO, TOSICHUYHO-KPECTLOBYIO, OyJIb0ap-
HYIO M TaK Ha3bIiBaeMylo «BbICOKYIO» (hopMbl BAC. M3BecTHBI 0coObIe (heHOTUITUUECKIE
BapuaHThI 3a00JieBaHUs — 10BeHWIbHBIN BAC (HaunHaeTcst Ha 2-M IEeCATUIETUM U XapaK-
TEePU3YeTCsl OUeHb MEUIEHHBIM IPOrpecCUpOBaHMEM), a TaKKe KoMIUIeKe « BAC—mnapKuH-
COHU3M—IEMEHIIUSI», BCTPEYAIOIIMICS Yallle Bcero B 3aragHo- TMXOOKeaHCKOM PEroHe
U XapaKTepU3YIOLINICS coueTaHUeM MopakeHUsI MOTOHEMPOHA ¢ JIEBOOIIape3UCTEHTHBIM
aKMHETUKO-PUTUIHBIM CUHAPOMOM U IeMeHLMel «100Horo» Tuma (Rowland, 1991). Knu-
HUYECKUEe U HeMpOBU3YyaIM3allMOHHbIE TaHHbBIC MPEAIoJaraloT BOBJEYCHHOCTh B MaTOJI0-
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TMYECKUI TTPOLIECC HUTPOCTPUATHOM cUCTEMBI, To3ToMy mpuMeHeHre TKC y maiimeHToB ¢
BAC nipencraBisieT HECOMHEHHBIN MHTEpEC.

B 6o:b1110ii 06cen0BaHHOI TpyIiiie U3 86 601bHbIX BAC HeMeLKMMU UcCiea10BaTe s
MM OblIa TTOKa3aHa HEOXMIaHHO BhICOKas yactoTa Bcrpeyaemoct ['YC — 67%, cpaBHK-
Mas ¢ TakoBoii y rmanueHToB ¢ BIT — 84%. I1pu atoMm miomians 'IC He KoppeupoBaa ¢
KJIMHUYECKUMU XapakTepucTukamu 3adoneBanus (Fathinia et al., 2013). Kak ormeuanoch
B pasnenie 3.1, ctabuiabHOCTh (HeudMeHseMocTh Bo BpemeHun) 'Y C kak HelipoBu3yanu3a-
LIMOHHOrO OMoMapkepa xapakrtepHa Takxke u 1 bI1. Takum ob6pa3om, B JaHHOM ciy4yae
TKC BbIcTyIaeT B KaueCcTBE METO/A, YKa3bIBAIOILIETO Ha CXOJACTBO HEKOTOPKIX MAaTO(GU3NO-
JIOTUYECKUX MEXaHM3MOB paccMaTpUBaeMbIX HepoaereHepaTUBHBIX 3a00JeBaHUM, UTO
3aCyXKMUBAET JAIBHENIINX UCCIEA0OBAHUM.

3.10.3. Boae3np Kpeiitudeapara—SIkooda

bonesunr Kpeiitudenbara—Akoda — ocHOBHasl Ho3oJiornueckasi (popMa M3 TPYMIIbI
MMPUOHHBIX 00JIe3HEeN (TPaHCMUCCUBHBIX TYOKOOOpa3HbIX 3HIIE(hAaToNaTrii), MpeacTaBis-
01X CO0OI OMTHOBPEMEHHO HEMPOAEeTeHepaTUBHYIO U HEMPOMH(MEKIIMOHHYIO TaTOJIOTUIO
(MnnapuomikuH, 2003; Wadsworth et al., 1999). 3a6oneBaHue pa3BuBaeTcsl B pe3ysibTaTe
IMOCTTPAHCIALMOHHON KOHBEPCUM HOPMaJIbHOIO KJIETOYHOTro IpruoHHoro 6enka (PrPC) B
€ro MmaToJornyeckyio nzobopmy PrP (ot aHri. Scrapie — HazBaHUsI TIPUOHHOM GONE3HU
KUBOTHBIX). BbIAensoT cnopanuyeckue, ceMeitnble (Mytauuu reHa PRPN Ha Xpomoco-
Me 20p) 1 MHPEKIMOHHBIE (TpaHCMUCCUBHBIC) cinydyau 0oje3Hu KpeiTidenbara—Axkooa.
KinuHnyeckasi KapTUHa XapakKTepu3yeTcsl OBICTPO IPOrpecCUpyIoleli TeMeHIMel B Co-
YETAaHUU C MUOKJIOHUAMU, TPEMOPOM U IPYTUMU IKCTPANMPAMUIHBIMU MPOSBICHUSAMMU,
aTakcueil, MUpaMuJAHbBIMU CUMITOMAaMU, HAbsACPHBIM MapajuioM, SMWICITUYECKUMU
NpunagKamMu, KopkoBoii cienotoii (3yeB u ap., 1999). IMuk 3a06o1eBaeMOCTH MPUXOIUTCS
Ha 7-¢ JAecaTUIeThE XU3HU; 0K0Jio 70% OGOJIbHBIX MOrMbaeT B TeueHUe 6 MeCc OT MOMEHTA
TOSIBJICHUST CUMIITOMOB, peXe 3a00JIeBaHre MOXKET JUIMThCS Ha MIPOTSDKEHUHM 2 JIeT U OoJiee.
[MpuxuzHeHHas auarHoctuka OosiesHn Kpefitudenbara—Axkobda ype3BblYaliHO CIOXKHA,
IO3TOMY IMOMCK HOBBIX MH(DOPMATUBHBIX OMOMApPKEPOB IPEACTABISAET UCKIIOYUTEIbHbBIINA
HMHTEepeC.

B mepBoit pabore ¢ mpumeHeHueM TKC mpu 6one3nu Kpeiditudenbara—Axko-
0a ObLIM OOCJIEIOBaHbI TPY MAllMEHTA: BO BCEX CliydasXx OoOHapyxKeHa pacIlibiBYaTasl
HEeroMoreHHasl rurnepaxoreHHocTh B objactu JIS (Miller et al., 2008). CoBceM HenaB-
Ho Veselinovic et al. (2014) moaTBepaAnIM HaJIMYUE YMEPEHHOM TurepaxoreHHocT JIA y
MalyeHTKU ¢ TUMTMYHOM KapTUHOI cropagudeckoii 6one3sHu KpeiiTudenpara—Akooa.
HuTtepecHo, uto npu MPT otMmeuanoch aubddysHoe usmeHeHne MP-curHana TojibKo
B KOpe OOJBbILIMX MOJyIIapuii, HO He B 0a3aidbHbIX raHriusax. Kak 3akiaiodaloT aBTOPHI,
Bo3MoxxHO, TKC sgBnsieTcst 601ee 4yBCTBUTEIbHBIM METOJOM JIJISI AETEKLIMU U3MEHEHU
0aszajbHBIX CTPYKTYpP Ha paHHUX cTanusx oonesHu Kpelitidenpara—Akooda (Veselinovic
et al., 2014).

3.10.4. ITaToisoruyeckoe noseaeHue B a3y ObICTPOro cHa

[Maronorunyeckoe noseneHue B dazy ObicTporo cHa (ITIIPBC) — xopolio u3BecTHast
Pa3HOBUIHOCTD ITAPACOMHUU, TIPEICTABIAIONIAs COO0M pa3MallIMCThble IBUKEHUS, KPUKU
U T.I., TIPOUCXOAAIIEe B MOMEHT TaK Ha3biBaecMoil REM-da3sbl cHa, niu dasbl OBICTPBIX
nBrkeHuit rinas (Beitn, Xext, 1989; Eisensehr et al., 2003). C matou3noaornyeckoi Tou-
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KM 3peHus JaHHbIM (hpeHOMEH CBsSI3aH C OTCYTCTBMEM HOPMAaJbHOIN MBIIIEYHONW aTOHUM,
conpoBoxknaatonieii REM-da3y 1 BocipusiTie COMyTCTBYIOIIMX €il CHOBUACHU. B reHese
M[IIPBC Gombliioe 3HaYCHUE MPUIACTCS TUCOYHKINKM CEPOTOHMHEPIMUECKUX CTPYKTYD
PETUKYIIPHOI (hopMalLiMi cTBoJIa rosioBHoro mo3sra (Grinberg et al., 2010).

®enomen I[MITPBC nmMeeT npssMoe OTHOIIECHUE K Pa3BUTHUIO 9KCTpAITMPaMUIHON ma-
tojoruu. Kak yxe ObUI0 paccMOTpeHO B IiaBe 1, HapyluieHus noBeaeHuss B REM-dazy
CHa SIBJISIIOTCS BeCcbMa 3HAYMMBIM (pakTopoM pucka pa3Butus bIl m apyrux cuHykiaeu-
Homatuii (Iranzo et al., 2010; Boeve, 2013), nmpuyemM 3TU HapylIeHUs MOTYT Ha MHOTO
JIET MpealiecTBOBaTh MaHUdecTaluu npurateabHol cumnromatuku BIT (Claassen et al.,
2010). Ucxons us atoro Stockner et al. (2009) uzyuywiu yactory Bcrpedaemoctu 'YC —
OCHOBHOTO yJbTpa3BykoBoro omoMmapkepa bI1 — cpenu 55 maiimeHToB ¢ UAMOTATUYECKUM
denomenom ITITDBC. B gannoii rpynire 6oabHbIX yacTota ['YC cocraBuia 37% u 1ocTo-
BEPHO IpeBhIlIaia TAKOBYIO B KOHTpoIbHOI rpyrme — 11% (Stockner et al., 2009). B pa-
6ote Iranzo et al. (2010) y smi ¢ nononatudeckuM dpeHomeHoM TTTTDBC Oblna mokasa-
Ha Koppensuus Mexny HannuueM ['YC u cHUXeHueM oOMeHa godaMuHa B CTpUaTyme
o gaHHbIM ODOKT. [Mpn nuHaMUYeCcKOM HAOIIOAEHUH 32 JTaHHOM I'PYIIION MaleHTOB
ycraHoBjieHO, 4yTo KomMOouHauus TKC n ODDKT mnos3BoisgeT npeackasbiBaTh KOHBEPCUIO
[IM®BC B cuHyKIEUHOIATHIO (Ha TIPOTSIKEHUM 2,5 J1eT) ¢ 4yBCcTBUTEIbHOCTBIO 100% 1
crietupuyHocTbio 55% (Iranzo et al., 2010). DTu HaGIIOACHUS TOATBEPXIAIOT B3aMMO-
cBs13b [IITPBC u cunyknennonaruit (bIT, ATJI, MCA), nomuepKuBast 3Ha4MMOCTb OOHA-
pyxeHus 'YC B nuarHoCTUKe TOKJIMHUYECKUX CTAIUM «[TapKUHCOHUYECKOTrO» Helpoe-
TreHepaTUBHOIO Mpoliecca.

3.10.5. denpeccus

[lepBbIM HccemoBaHreM TalMeHToB ¢ Aenpeccueit Metogom TKC 6bL1a padora Becker
et al. (1995): O6b11u oOcaenoBaHbl 40 MALIMEHTOB ¢ YHUIIOJSIPHOM nemnpeccueii, 40 — ¢ 6u-
noJisipHoOit aenpeccueit, 40 — ¢ mm3odpeHueit u 40 JIUI KOHTPOJIBHOM TpyIbl. B rpymnme
C YHUITOJISIPHOIA IETIPECCHeii 11I0B CPeIHEr0 MO3ra He BU3yaau3upoBajcsa y 67% OOJbHbBIX
(B xoHTposte — 0%), TOrma Kak B rpyniiax OUIOJISIPHOM AEITPECCUU U ITN30(MPEHNH OTCYT-
crBue mBa rpu TKC Habm01a10Ch TUIIb B ¢IMHUYHBIX clTydasX (3 1 5% cOOTBETCTBEHHO).

VY namuenToB ¢ BIl rumosxoreHHOCTH 1IBa BCTpeyaaach Yalle Mpu Aenpeccuu, 4emM
6e3 Hee, — 92 vs 40% (Becker T. et al., 1997), 38 vs 16% (Walter et al., 20076) u 41 vs 17%
(Cho et al., 2011). BeiaBieHa Koppeasiiiist TMITO9XOTeHHOCTH ¢ u3MeHeHrueM M P-curna-
na B T2-pexume (Berg et al., 19996). I1o3xe ObUIO MOKa3aHO, YTO CHUKEHME 9XOTCHHO-
CTH 1IIBa MO3Ta CBSI3aHO C XOPOIIMM OTBETOM Ha JIeUeHUE CeJICKTUBHBIMU MHTMOUTOPaMU
obparHoro 3axBara ceporoHuHa (Walter et al., 2007¢). [IpyynMHBI U3BMEHEHUS DXOT€HHO-
¢ty 1Ba (puc. 59) 10 cux mop He BbISICHEHBI. Ha cerogHsAIIHUR AeHb CYLIECTBYIOT JUIIb
eMHUYHbIC pabOThI, YKa3bIBAIOLIKE Ha HEMPOBU3YaIU3allMOHHbBIE Y TATOMOP(OIOrnye-
CKMe U3MEHEHHUS B 3TOM 00JIaCTU MPU JACTPECCHUM, B TOM YUCJIe Ha CYIIECTBEHHOE CHM-
KeHue KoauuecTBa HelipoHoB (1o 31%) B nopcanbHOM sinpe 1mBa (Becker et al., 20016;
Mijajlovic, 2010).

B xiimHMYeckoit mpakTuke BaxxHa AuddepeHraibHas TMarHoCTUKA CAEIYIOIINX TPeX
COCTOSIHMIA: n3onupoBaHHOI Aenpeccuu, bIT u ux coueranus. Cuutaercd, yto 'YC 6e3
TMIO3XOTEHHOCTH 1IBa Mpucyia naureHtam ¢ bI1, u, Hao60poT, Mpy HATUUUU TUITOBX0-
reHHocTH 1mBa 6e3 'Y C Hanbosee BeposiTeH AMarHo3 U30JUPOBaHHOI Aenpeccun. Hamu-
yre oooux oumoMapkepoB — 1 'YC, ¥ rTMMO3XOreHHOCTH 1LIBa — Mpucylle naueHTam ¢ bIT,
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Puc. 59. [1MnosXoreHHOCTS 111Ba CTBOJIA MO3Ta MPU AENPECCUU. & — B HOPME JIMHMUS 111Ba TUTIEPIX0-
TeHHA U HeTMpephIBHA. O — MpepbIBUCTAs (TUTIO3XOTeHHAsT) TMHMS 11Ba Y OOJBHOTO C JeTIPEeCCuei.
CTpesiKoii ykazaHa JIMHUS 111Ba CTBOJIa MO3Ta.

y KOTOPBIX HaOIromaroTcss cuMIToMbl aerpeccuu (Berg et al., 19996; Walter et al., 2007¢;
Walter et al., 2010). Kak n3BecTHO, Aernpeccus cama 1o cede MOXKET MpeallecTBOBaTh pa3-
Butuio BI1. B ogHOM M3 HegaBHMX MCCAeNOBaHUI ObUIO TTOKa3aHo, YTo, Ucroib3ys TKC,
MOXKHO CPeIU JIUII C Aerpeccueii BBISIBISITE o Haauuuio ['YC maimeHToB ¢ MUHUMAaJIbHOM
«ITapKUHCOHMYecKoi» cumriroMatukoit (Hoeppner et al., 2009; Walter et al., 2010).

o omnpeaeneHHOro BpeMeHU He yAaBajloCh BBISIBUTh CBSI3b MEXKIY 3XOT€HHOCTbIO I11Ba
U TSOKECThIO CUMITOMATUKU JACMPECCUM, HO 3TO CTaJIO BO3MOXKHO C TOSIBJIEHUEM COBpE-
MEHHBIX YJIBTPa3BYKOBBIX alllapaToB, UMEIOIIMX OOJBIIYIO pa3pellaollyio ClIOCOOHOCTb
(Mijajlovic, 2010). Tak, B 2010 r. ynanoch Iokas3aTh, YTO B TPYIINE C OOJBIIUM AeIpec-
CHBHBIM PacCTPOMCTBOM CHIDKEHHAsi 3XOI€HHOCTb IlIBa OoIpelesiiach B 47% ciydaes, a
B TPYIIIIE TSOKEJON IeMpecCur ¢ CYMUMIAIbHBIMU MBICISIMU TIPaKTUYECKU BABOE Yallle, B
86% ciyuaes (B KoHTposie — 15%) (Budisic et al., 2010). Eiie B omHOM UCClIe0BaHUHA Y T1a-
LIMEHTOB C OUITOJIIPHON JAerpeccueii Mpu HATMYMY TUIIO9XOTeHHOCTH 111Ba CPEeIHEro Mo3ra
(36 vs 20% B KOHTpOJIE) HAOIIOIATIOCh O0JIee TSKEI0e TeUSHUE IEIPECCUBHBIX SITU30/I0B
(Krogias et al., 20116).

Kpowme BII, moB cTBoJIa MO3ra UCCAEA0BAICS TIPU APYTMX HEMPOAETeHEPATUBHBIX 3a-
OoJieBaHUSIX, TaKuX Kak quctoHus v [J1J1, oqHaKo 4eTKOM B3aMMOCBSI3U 9XOT€HHOCTHU 111Ba
¢ KaKUMU-TM00 KIMHUYSCKUMU ITPU3HAKaMy BhISIBUTD He yaanoch (Naumann et al., 1996;
Walter et al., 2005). UHTEepecHO OTMETUTD, YTO Y MALIMEHTOB C PACCESTHHBIM CKJIEPO30M U
Jierpeccueil 9XoreHHOCTD 1IBa oKa3ajlack HopManbHoit (Berg et al., 20006); mo-BunnuMomy,
JleTpeccusi TIpY pacCesTHHOM CKJIepo3e CKopee 0TpakaeT KOPKOBO-TIOIKOPKOBOE pa3o0Iie-
HUE, HeXXEJIU TTopaXXeHe caMoii TMMOMUYECKOM CUCTeMbl Ha YPOBHE CTBOJIa MO3ra, KakK 3TO
HMMEET MECTO y MallMeHTOB ¢ YHUMNOJIsIpHOI nenpeccueii (Becker et al., 2001a). B uccieno-
BaHuu Walter et al. Tak:ke He ObLIO BBISIBJIEHO CBSI3U AETIPECCUU U YTOMIISIEMOCTH C YIbTpa-
3BYKOBBIMM XapaKTEPUCTUKAMU CPEIHEro MO3ra, BKJII0Uasi 9XOTeHHOCTh 111Ba, Y MallMeHTOB
¢ paccesiHHBIM ckieposom (Walter et al., 20070).

3.10.6. Cunapom nedunura BHUMAHUSA C THNIEPAKTHBHOCTDHIO

Cunapom nedunimta BHUMaHus ¢ runepaktuBHocThio (CIABI) npencrasasier cepbes-
HYIO TIPO0JIEMY B JIETCKOI IICMXOHEBPOJIOTUH, €r0 PaclpoCTPaHEHHOCTh CPEIN IIKOJIbHM -
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KOB coctaBisgeT oT 4 10 18%. CUHIPOM TIPOSIBIISICTCST TPYAHOCTSIMU OOY4YEeHUs, MaMSTH,
KOHLIEHTpAlMX U TOAACpKaHUS BHUMAaHUsI, 00pabOTKM MH(MOPMALUM, a TakKe HBUra-
TEJIbHOM TUIEPAKTUBHOCTBIO, OTBIEKAEMOCThIO, UMITYJIbCUBHOCTBIO, HAPYIICHUEM B3au-
MOOTHOILIEHUI ¢ OKPYKaIOUIMMHM JIIoAbMU. Takasi «HECIIOCOOHOCTh MO3ra K ajJeKBaTHOM
CaMOPEeTYJISILIUM» UMEET IT0JT COO0I TeHETUUECKYIO OCHOBY M CBsI3aHa C pa3IMYHBIMU HEli-
POTPAaHCMUTTEPHBIMU HAapyIICHUSIMKM, B TOM YMCIIe AUCOYHKIMENH TohaMUHEPTUIeCKOM
CHUCTEMBI M CEPOTOHUHEPTUYECKOM CUCTEMbI PETUKYJISIPHOM (hOpMalliK CTBOJIA TOJIOBHOTO
Mo3ra (3aBaneHko u ap., 1997; Faraone, Biederman, 1998).

VY 22 pereit ¢ CABI' 6buto mpoBeneHo TKC-ucciaenoBaHue, BbIsIBUBLICE (PeHOMEH
I'IC — 66apmyIo 1iomane rumnepaxoreHHoro curdaga (0,20 cM?) B cpaBHEHMU C KOHT-
pouibHOI rpyrmoii (0,14—0,16 cm?) (Romanos et al., 2010). B aHajornyHoM ucciienoBaHUN
B rpymie u3 29 nereit ¢ CABIT penomen 'Y C BrisiBisiics B 48% ciydaeB, TOrIa Kak B KOHT-
pousibHoI Tpyrne — B 10% (Krauel et al., 2010). Dty pe3yabTaThl TOBOPSIT O BOBJICYEHHO-
CTU HUTPOCTPUATHOM CUCTEMbI B IaTOreHe3 3a00JieBaHMs, OMHAKO JIJIsSI YTOUHEHUST POJIU
TKC-npusHakos B KayecTBe bromapkepoB CIBI TpeOytoTcs nanbHeie ncciegoBaHus
CBSI3M BBISIBJISICMBIX U3MEHEHUI B BEILIECTBE MO3ra ¢ KJIMHUYECKUMM XapaKTepUCTUKAMU
3a00J1eBaHUSI.

3.10.7. OO6ceccHBHO-KOMMYJIbCUBHOE PACCTPOICTBO

O06ceccrBHO-KOMITYJIbcMBHOE pacctpoiictBo (OKP) — omHa n3 GopM ICHMXMYECKUX
PACCTPOMCTB, XapaKTePU3YIOIIasiCsl MOSIBJICHUEM HaBSI3UMBBIX MBIC/ICH, BOCIIOMUHAHUIA,
JIBUXXCHUI U NEUCTBUIA, a TakKe pa3HooOpa3HbIMU (odusimu. [TomynsiimoHHast pacrpo-
crpaHeHHocTh OKP cocraBisier okono 1-3%. M3BectHo, uto nmpu OKP mmeer mecTo
JUCGHYHKIIMS CEPOTOHMHEPIMYECKUX CHUCTEM, a TaKKe BOBJICYCHHOCTb B IATOICHE3 3a-
OoneBaHMsI cTpMaTyMa U JopcoJiaTepanbHoil TpedpoHTanbHoil Kophl (Ozaki et al., 2003;
Abramowitz et al., 2009); He cllyyaiiHO XOPOIIN KIMHUYECKU oTBeT y mauueHToB ¢ OKP
OTMEUAETCs Ha TepaIuio CeJICKTUBHBIMUA MHTMOUTOpaMK OOPAaTHOIO 3aXBaTa CEPOTOHMHA.
YuutsiBas naHHbIe Npeanocbulky, y 31 manuenta ¢ OKP ob1a mposeneHa TKC nis yabT-
Pa3BYKOBOIi OLIEHKH ITOAKOPKOBBIX CTPYKTYP U XKeJIyI0YKOBOM cucTeMbl. OKa3anioch, 4To
B IpyIine OOJbHBIX 3HAYUTEJILHO Yallle Hab10JaeTcsl TUIIO9X0IreHHOCTD 11Ba Mo3ra (32 vs
16% B KOHTpOJIbHOI Tpymiie) U rurepaxoreHHOcTb XS (31 vs 6% B KOHTPOJIBHOM TpyII-
ne) (Mavrogiorgou et al., 2013). [TonydyeHHbBIe JaHHBIC TTOATBEPKAAIOT, YTO BOZMOXHOCTHU
YJABTPa3BYKOBOI BU3yalu3allid CEPOTOHMHEPIUYECKOM CUCTEMbI, U3MEHEHUI 0a3aIbHBIX
TaHIJIMEB U APYTUX OTAEIOB MO3ra He OrpaHUYMBAIOTCS JIMIIb HEBPOJOTUIECKUMU 3a00J1e-
BaHUSIMU, HO MOT'YT YCIICIIIHO MCITOJIb30BaThCS U B IICUXUATPUN.
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GOHOrPA®HA B ANTOPHTME
NONYNALMOHHOIO CKPHHUHTA
ML} G BbIGOKUM PHCKOM
bOAE3HU NAPKHHCOHA

4.1. IlpyHUKUIIBI OPTAaHU3ALMU U MIEPBbIE
pe3yabTaThl CKPUHUHTOBBIX
IIPOrpaMM I10 BbISIBJAEHUIO JIUL]

C BBICOKUM PUCKOM pa3BUTUH

06oae3Hu IlapkuHcona

Kaxk y:ke OBIJI0 MOKa3aHO B MPEAbIIYIINX IIaBax, IIPY U3Yy4eHUH BCEX DKCTparupaMu-
HbIX 3a001eBanuiit Mmetoarka TKC mMeer HanbOoabllee 3HadeHUe 01 guarHoctuku BIT.
DTO oInpeessieTcsl B MEPBYIO odyepeab MACHTU(MUKALIMEH HaaesKHOTO U BBICOKOMHMOP-
MaTUBHOI'O OMOMapKepa IEePpBUYHOIO MapKWHCOHM3Ma — ITOBBIIIEHHOTO 9XOCHUTHaja OT
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Hoxek cpenHero Mosra (I'IC). denomen 'Y C onpenensiercs 6onee yeM y 90% nauneHToB
¢ BbIl, oH nosiBiisieTcst yxke B JaTEHTHON CTaAWM HEpoaereHepaluu U He MEHSIETCS C Te-
YeHUEM BPEeMEHH, OCTaBasiCh CTa0MIbHBIM ITOKA3aTeJIeM HUTPAJIbHOIO «HEe0IaromoIydus».
HNmenno nosromy 'Y C paccmaTpuBaeTcst Kak BaxKHBIN KITIOY K paHHel auarHoctuke bIT u
ee nuddepeHInaTIbHON TMarHOCTUKE C aTUITMYHBIM U BTOPUYHBIM ITApKUHCOHU3MOM, DT,
TUCTOHUEH U ApYTUMU (DOpMaMU SKCTparupaMUIHON MTaTOJIOTHH.

OnHO U3 aKTUBHO pa3BMBAIONIMXCS HampaBlieHui B udydyeHuu BI1 cerogHs — BbIsiBiie-
HME JIMII, IPEAPACIIOI0XEHHBIX K Pa3BUTHIO 3a00JIeBAHUST M HAXOISIIUXCS B TPYIIIIE BHICO-
koro pucka (Stern, Siderowf, 2010). CortacHO COBpeMEHHBIM MPEACTaBICHUSIM, B TUTTNY-
HbIX cinydasx BI1 HeliponereHepaTUBHBINM MPOLIECC HA MTPOTSDKEHUU MHOTHX JIET IIPOXOIUT
psa nocienoBaTenbHbIX cTaguit (Mnnapuomkun, 2011; Mnnapuowku u ap., 2013a; Braak
et al., 2006; Hawkes et al., 2010; Jellinger, 2012; Uc et al., 2012). C KIMHUYECKON TOUKHU
3PEHUST 3TU CTAJINU MOKHO YCJIOBHO 0003HAYUTh CICAYIOLIUM 00pa3oM.

1. Ilpecumnmomamuueckas (npecumnmomuas) cmadus — OTCYTCTBUE KaKUX-JIMOO oIpe-
JIEJISIEMBIX KIIMHUYECKUX M MTapaKJIMHUYECKMX ITPOSIBJICHUI CO CTOPOHBI JIIOOBIX OPraHOB 1
CHUCTeM Ha (hOHE yKe pa3BUBAIOIIEIICS «CKPBHITOM» O-CUHYKJIEMHOBOM MaTOJI0OTUM Iepude-
pUYeCcKUX (BEreTaTUBHBIX) U, BO3MOXHO, [ICHTPaJIbHBIX HEUPOHOB (CTBOJI, OCHOBAHUE MO3-
ra). JJINTeIbHOCTh 3TOM CTAJANMU ONPEACIIMTh JOCTATOYHO CI0KHO, ITOCKOJIBKY ITPEICTaBIIC-
HUSI O Held 6a3UpyIOTCsS B OCHOBHOM Ha CIIydalHBIX TATOTMCTOXMMMYECKUX HaXOAKax IpU
CEKILMOHHOM MCCJICAOBAHUM JIMLI, YMEPIIMX OT Pa3HOOOPA3HbIX IPUYMH, HE CBSI3aHHBIX C
I1aTOJIOTMEi HepBHOI crcTeMbl. OUEBUIHO JIMIIb, YTO CYET MOXKET UITHU HA MHOTHE TOJIbI.

2. Cumnmomuas npemMomopHas cmadusi CBSI3aHa ¢ HapacTaHUEeM HeilpoJereHepaTUBHOIO
npoiiecca Ha nepudepur (mopaxKeHue BereTaTUBHBIX CILICTCHUI XKeJyI0YHO-KUAIIEYHO-
ro TpakTa, MaJIoro Tasza, HaJAIOYeYHUKOB, CIIOHHBIX XeJIe3, KOXHU, BOCXOASAIINX BOJOKOH
OJy>KIarollero HepBa, CUMIIaTUYECKUX TaHTJIMEB U TepMUHAJIEi), ero paclpocTpaHEHUEM
Ha CTPYKTYPbI KaydaJIbHbIX OTAEJ0B CTBOJIa TOJIOBHOTO MO3ra (IBUTaTebHOE SIAPO OyKaa-
IOILIErO HepBa, siApa IIBa U TMTAHTOKJIETOYHOE SIAPO PETUKY/ISIPHOM (hopMalliu, ToJyooe
MSITHO) M O1b(PAaKTOPHOI cucTeMbl (0O0OOHSTEbHBIE TYKOBUIIBI M TPAKThI). DTa CTaaus MPo-
sBisieTcsl TUNMUYHBIM 111 BIT HabopoM HEMOTOPHBIX CUMIITOMOB — BEreTaTUBHBIX (KOH-
CTUITIALIUSI, UMIIEPATUBHBIC MO3bIBBI Ha MOYEUCITYCKaHWE, HapylleHHe BapuaOebHOCTU
CepIEYHOTO PUTMa, TUIIEP- WIM aHTUAPO3, UMIIOTEHIIMS), CEHCOPHBIX (TUIIOCMMSI, HAapy-
LLIEHKE 1IBETOBOTO 3peHMsI, 00JIEBOI CUHIPOM), IUCCOMHUYECKUX (IMaTOJOTUUECKOE MOBE-
nenue B REM-@da3y cHa, n30bITOuHast THEBHAsSI COHJIMBOCTh, (hparMeHTanus cHa, CbH),
ahGeKTUBHBIX (Iernpeccusi, TpeBora, anatus). P ykazaHHBIX MPOSIBIEHUI MOTYT OBITh
00BEKTUBU3UPOBAHBI C ITOMOIIBIO CIIEIUATbHBIX MHCTPYMEHTAIbHBIX IUarHOCTHYECKUX
METOJIOB OLICHKU 3PMUTEJIbHOM CHCTEMBbI, OOOHSHMS, cHa, (pyHKuMM cepaua. CoriacHo
UMEIOIIMMCS TaHHBIM ITPOCIIEKTUBHBIX M PETPOCIEKTUBHBIX MCCICIOBAHUM, TIUTEIb-
HOCTb 3TOM CTaAUM COCTaBJIsIeT B cpeaHeM 10—15 jet.

3. Jlamenmnas momopHas (npoopomanrvHas) cmadus — pacpocTpaHeHUe HelpoaereHe-
patuBHOTO Mpolecca Ha cpeauuii mo3r (UC), muHganuny, ssapo MeiliHepTa, MeIyHKYJI0-
MOHTUHHOE SAPO. B 3TOi cTamum K yKa3aHHBIM BBIIIE CUMITOMAM TIPHUCOEAUHSIOTCS CYO-
KJIMHUYECKHE MPU3HAKY JBUTATEILHOTO Ae(UIINTa (JIETKUE HAPYILIEHUS CONPYXKECTBEHHbBIX
U CIOXKHOKOOPAMHUPOBAHHBIX IBVXKEHUI, TIOUEpKa, TeMIIa XOIbObI, CAKKa 1 T.I1.), BCE elle
HeloCcTaToOYHbIe JJIs1 MocTaHOBKY AuarHo3a BIT cormacHo cranmapTHbIM Kputepusim. Mme-
OIIMECST UBMEHEHUSI MOTOPUKU MOTYT OBITh BBISIBJIEHBI HE TOJIBKO C ITOMOIIIBIO CIIEIMaIbHO-
ro HelipodU3noI0rnyecKkoro 00OpyIoBaHus, HO U TP BHUMATEIbHOM HEBPOJIOTMYECKOM
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ocmotpe. B mpoapomainbHoit cTa-
IUM OTYETIMBO OOpalliaeT Ha cebst
BHUMaHUE (OPMUPYIOLIUICI He-
crneunduuecKnii KOMILIEKC 3Kajoo,
BKJIIOYAIOIIUI OOJM B KPYIHBIX
cycTaBax M MBbIIIIAX, YMCTBEHHYIO
U (U3NYECKYIO YTOMISIEMOCTD, yT-
HETeHUEe HACTPOCHUS, CHUXKCHUE
MaMsITU M BHUMAaHMSI, PacCTpOii-
CTBa CHA, Pa3IMYHbIC KapaIuaJIbHbIC
KaynoObl, 00lee HebmaromnoayJdue.
JIuTebHOCT,  TPOAPOMANIbHOM
cramuu BIT cocraBiasier 4—6 Jer.
ITo nanHbIM Gonera et al. (1997), B
9TU HECKOJIBKO JIET MalleHThI B He-
CKOJIBKO Pas3 yalllie 1o CPaBHEHUIO C
KOHTPOJIbHOM TPYIIION MOCEIIAIOT
Bpayeil pasIMUHBIX CIELUATbHO-
cTeil (TepameBTOB, PEBMATOJIOTOB,

Kimnanueckas
cragus
IMpennarnoctuyeckas
cragust

HpeKJII/IHI/I‘ICCKaSI craaus

IIpedusnonornyeckas craaus

Puc. 60. «[Tupamuna pucka» BII. INpedusnonornye-
cKasl CTaausl — NeproJ BpeMeHU, Ha TIPOTSDKEHUN KO-
TOPOTO NEHCTBYIOT OMpeIe/IcHHbIC TeHETUIeCKe (ak-
TOpbI pucka pa3Butus BIl, HO Mmoka HeT Kakux-11bdo
naTo(pU3NOJOTUIECKUX HAPYILIEHWI Ha JTIOOOM YPOBHE;
MpeKJIMHUYeCKasl CTaaus — Hayvajao JereHepaTUBHO-
ro mpoiiecca B nepucepuuecKux /Ui UeHTPaTbHbIX

HelpoHax, KOTOPBIi MOXET OBbITh OTpeiesieH, HaIlpu-
Mep, Tpu MOPGhOJIOTUYECKOM MCCIIENOBAHUY, HO TTOKa
HE MMEeT KJIMHMYECKMX KOPPEJISITOB; MPEMOTOpHAs
craausl — cranus MaHUMECTallM BEeTeTaTUBHBIX, CEH-
COPHBIX CUMIITOMOB, HAPYLICHUI CHA U TICUXAYECKOUN
(acdpdpexTBHOI) cdepbl; NpeararHocTUYecKasr CcTa-
IIUST — COUYETAHNE OTYSTIIMBBIX TPEMOTOPHBIX M HAUaTb-
HBIX MOTOPHBIX HapyieHui (o Stern, Siderowf, 2010).

IICUXOHEBPOJIOTOB), HE MoJyJast
AQIEKBATHOM OILIEHKM CBOUX IIPO-
onem. MMeHHO B 3TOI TpoApo-
MajbHOU ctamuu BIT craHoBUTCS
BO3MOXHOM BU3yalu3alivs pa3BU-
BAOIIETOCsS] HUTPOCTPUATHOIO [O-
¢damMuHepruyeckoro aepulmuTa C
romolibio [19T u ODIKT.

4. Tlepexon ot npodpomanvroii ctanuu BIl K xkaunuueckoii ctanyuu 3HaAMEHYeT cO0O0it
yrpaty yxe 6onee 50% HUrpaabHBIX NO(aMUHEPrUYeCKUX HEUPOHOB, CHUKEHHE OoJee
yeMm Ha 60—70% ypoBHs 1oaMrHa B ITOJIOCATOM TeJIe Y MCTOILIEHHUE BCEX MMEBIIMXCSI KOM-
neHcaTopHbix MexaHu3MoB LIHC. INamuenTy ctaBuTCs AMarHo3, U HAYMHAeTCs TIPOBeIe-
HHUe CUMITTOMaTU4YeCcKoil Tepanuu. JlanbpHeiilee pacrpocTpaHeHue maTtojaoruu, mo Braak,
MPOUCXOIUT B HAMIPaBJICHUM Oa3abHBIX OTIAEIOB IIEPEIHEr0 MO3ra, Me30KOopTeKca U, B (hU-
Haje, mpePOHTAILHOI U TEMeHHO-BUCOUYHOM Kophl (Braak et al., 2003), uTo yka3biBaeT Ha
nporpeccupoBanue bI1 B COOTBETCTBUM ¢ ONMMCAHHBIMU KIMHUYECKUMU CTaTUSIMU.

PazmuyHbIie aBTOPHI ITpeiaraloT CBOM BapuaHThl pyOprGrKallMy paHHUX CTaAUil Helpo-
nereHepatuBHOTO Tipouecca npu bI1. Tak, aBostonus 3a00JeBaHUST MOXKET OBITh TTPeACTaB-
JIEHa B BUJE «ITMpaMUIbl prucka» (puc. 60), B KOTOPOi1 BBIIEISIOTCS TTpeU3NOoI0oTnIecKast,
MpeKJIMHUYECKas, TpeMOTOpHasl, MpeauarHocTuyeckas u kinuaudeckas craauu BIT (Stern,
Siderowf, 2010). OueBUAHO, UTO pa3IMYMs B TEpMUHAX HUCKOJIBKO HE 3aTYIIEBbIBAIOT €I H-
CTBO B3IJISIIOB MCCIenoBaTeseii Ha o0yt KapTUHY IporpeccupoBaHus bIT — ot MHoroseT-
Hell JaTeHTHOM ha3bl (MPOSIBISIONIEICS TJIaBHBIM 00pa3oM pa3HOOOpa3HOil HEMOTOPHOI
CUMIITOMATUKOI) 10 pa3BEPHYTON KIMHUKU. MOXHO TOBOPUTH O TIPUHIIUITUATIBHOM U3Me-
HEeHUM coBpeMeHHoM KoHIlenuuu BI1: 3aboneBaHue 00bliie HE paccMaTPUBACTCS KaK «UKC-
TO JIBUTATEJIbHOE» PACCTPOMCTBO, U, 00JIee TOr0, HEMOTOPHBIE CUMIITOMBI MOTYT CYMTATHCSI
BEIYIIMMU B paHHE HO30JIOTMUECKOI MarHOCTUKE U OIpeeIeHUM Hayaa Tepanuiu (Stern
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Knunuueckas CyOKInHuYecKast
1-2% nnu AN ER] SKCTPAHUTPaIbHAL
cTapuie 65 JIET CHUHYKJICMHOIIATUA CUHYKJIEMHOIATU
¢ TesbliamMu JleBu ¢ Tesblamu JIesu

OxoJjo
10—15% nuix
crapiie 65 aeT

Puc. 61. DnyaeMuoorus mocjaeaoBaTeAbHbIX CTaIUI CUHYKJIEMHACCOLMMPOBAHHOM MAaTOJIOTUN.
CyOKJIMHMYecKasi 9KCTpaHUTpajbHasi CUHYKJIeMHonaTtusi ¢ Teabuamu JleBu — cobupartesibHOe
oIpeieJIeHHE JIATEHTHOTO TlaTojiorndeckoro npoiecca (BbIT wim JATJI), yactota KOTOPOTO B MOy~
JISILIMY OMIpeie/ieHa KaK yacToTa CIy4aifHOTO BbISIBIEHUSI HEPOHAJIbHOM MAaTOJIOTMU O-CUHYKJIEU -
Ha Ha CEeKLIUU Y JINLI, CKOHYABIIIUXCS OT pa3HbIX MpUYKH. Beerna v aTa rucrosornyeckast KapTuHa
03HAYaeT pedaabHoe Hauano 001e31uU, OCTACTCS He BITOJIHE SICHBIM. KiTMHMYecKast 9KCTpaHUTpaibHAasT
CUHYKJIEMHOTATHS ¢ TebliaMu JIeBU COOTBETCTBYET MTPEMOTOPHOM cTaauu 3abosieBaHust. KinnHu-
yeckasi HUTrpajbHasi CHHYKJIeuHoIaTus ¢ Teabuamu Jlesu — quarHoctupoBanHast BIT v A TJI.

et al., 2012). C nonyasauMOHHON TOYKM 3pEHUS 3Ta KOHLEMLMS 0O3HAYaeT, YTO YMCJIO JIUII,
HaxOMSIIMXCS B JIJATCHTHBIX CTAAMIX HEHPOAereHepaTUBHOIO Mpoliecca, BO MHOTO pa3 Ipe-
BBILLIAET YMCJIO MTALIMEHTOB ¢ KIIMHWYeCKHU quarHoctupoanHoii BIT (puc. 61). Otr nma ot-
HOCSITCSI K TPYIIIE C ITOBBIIIEHHOM BEPOSITHOCTBIO Pa3BUTHUS 3a00JI€BaHUSI — Y HUX MOXHO
JIMarHOCTUPOBATh «curdpom pucka bIl», mo TepmuHoioruu Matthew Stern. MaeHTuduka-
LM JIMIL ¢ BBICOKMM prckoM BIT mmeer 1ieiiblo pelieHre Kak (hyHIaMeHTaIbHBIX BOIIPOCOB
(M3y4yeHUe TUIACTUMHOCTU HEPBHOM CUCTEMBI 1 MEXaHU3MOB KOMIIEHCAllMU Ha (hoHe pa3s-
BMBAIOIIICICS MMATOJIOTMK), TaK Y MPUKJIaIHbIX 3a1a4 (pa3paboTKa HOBBIX AU3aiHOB KJIMHU-
YeCKMX MCCJIeIOBAaHMIA, arpobaliys MOTEHIIMAIbHBIX HeMpPOIPOTEKTOPOB, PEKOMEHIAIINN
o 00pa3sy KU3HU, (PU3NUYECKOl aKTUBHOCTH U T.J.). Pazymeercsl, OTKpBITUE U BHEIpEeHUE
B MPAKTUKY HOBBIX JIEKAPCTBEHHBIX MpernapaToB, Moauduuupytomux teueHue bIT (a Takoii
MOMCK MHTEHCUBHO BEJIETCS CETOAHS B OOJIBILIOM YKCie TadopaTopuii Mupa), caenaeT 3aaa-
4y BBISIBJICHMS JIUII C BBICOKMM prickoM BIT Ki1toueBoii 4acThio Beeli CUCTEMbI IIPEBEHTUBHOM
Tepanuu. HeynuBuTe1bHO, UTO y3Ke CeroHsI 9Ta 3aaya CTaBUTCS B IOBECTKY JHSI.

[lepBbIM KPYIHBIM 3MUIEMUOJIOIMUECKIM MCCISIOBAaHUEM B paMKaxX JaHHOi Ipooiie-
MBI cTajia npoepamma uzyuenus cmaperust lonoayny—Asus (The Honolulu—Asia Aging Study) —
MOMYJISIIUOHHOE MPOCIIEKTUBHOE MCCeN0BaHNE HEMPOIEereHEPaTUBHBIX U 11epeOpPOBACKY-
JIIpHBIX 3a0oeBaHnii y 8006 aMepUKaHILIEB SITOHCKOTO MPOMCXOXKICHMS, POAUBIINXCS B
1900—1919 romax u npoxuBapiuux Ha [aBalickux octpoBax u B KamudopHuu. IlepoHa-
yajibHO B 1960-X rofax y 3TuX Jirojieii ObLJI0 MHUITMMPOBAHO IIPOCIIEKTUBHOE U3ydeHUE (haK-
TOPOB puUCKa cepaeyHo-cocyarcroit maroioruu (Kagan et al., 1974; Heilbrun et al., 1985),
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HECKOJIbKO TTO3IHEE CTajo MPOBOIUTHCS TMHAMUYECKOe HAOJIOACHUE 3a JIULIaMU U3 3TOM
rpynnbl, 3a0oneBmmMu BIT B 1971—1974 rogax, a ¢ 1991—1993 rogoB (oKyc nmporpaMmmbl
OKOHYATEJIbHO CMECTWICS B CTOPOHY M3yYeHMs] HeHpoIereHepaTUBHBIX 3a00JeBaHUN U
KOTHUTUBHBIX (pyHKUMI (Abbott et al., 2001). DTOT yHMKaIbHbBII MIPOEKT, peaanu3yeMblii Ha
MPOTsKeHUU TTo4TH 50 JIeT, yoenuTeIbHO MPOJEMOHCTPUPOBAIT, YTO HAPYIIEHUE OOOHSIHUSI,
3aI10pPbl, U30BITOYHASI JHEBHASI COHJIMBOCTD, a TAKXKE 3aMellJICHUE CKOPOCTU peaKIMK U Ha-
pYLIEHUE UCTIOTHUTEIbHBIX (DYHKIIUIT aCCOLIMUPOBAHbI C pucKoM pa3Butus bIT u/wmm mo-
BBILLIEHHOI BepOSITHOCThIO OOHapyxkeHus Tenell JleBu/yrparsl HelipoHoB B YC u rosryoom
natHe (Ross et al., 2012). Hanuune aByx u 6oiee HEMOTOPHBIX CUMITTOMOB MOBBIILIAET PUCK
pasButus BIT B 10 pa3 B cpaBHeHUM C JTI0AbMU 0€3 BhIllIEyKa3aHHON cUMIITTOMaTUuKuU. [1pu
BCell LIECHHOCTU MPOBEACHHBIX UCCIEIOBAaHUI OYEBUIHOM CIabOCThIO MporpaMMbl [oHOITY-
JIy—A3MsL SIBJISICTCS HU3Kash CIeLM(UIHOCTh KaxkIOro M3 OlLCHMBAEMbIX IPU3HAKOB, YTO
CYILIECTBEHHO OTrpaHMYMBAET UX MOTEHIIMA B UISHTUDUKALIUM ITpeMoTopHO# ctanuu BII.

JIJ1st coBeplIEHCTBOBAHUS CTpATerny MOKUCKa JIMIL ¢ BBICOKMM pUCKOM pa3Butusi bIT
Heo0X0oAMMO MIpUMEHEeHMe 0oJiee MHMOPMATUBHBIX U IMTPU 3TOM JOCTYITHBIX OMOMapKepOB.
Takum OMoMapKepoM M caMOCTOSTeNbHBIM (hakTopoMm pucka BIT aBaseTcs reHetuka —
HOCHUTENILCTBO MyTalMii B reHax nmapkuHcoHusma (SNCA, PRKN, PINKI, DJ-1, LRRK2,
GBA v ap.) 1 OTATOLIEHHBIN CeMeIHBIM aHaMHe3 110 JaHHoMmy 3aboseBaHuto (Klein et al.,
2009; Anheim et al., 2012). OuyeBuIHA U POJIb MHCTPYMEHTAJIBHBIX METONOB BBISIBICHUS
npeMoTopHbIX cuMIiToMoB BIT (monucomHorpadusi, onTuyeckass KorepeHTHasi TOMOrpa-
¢us, cuuHTUrpadus Muokapaa u ap.). Haubonee npupiekaTebHbIM ObLIO OBl MPUMEHE-
HUEe MH(OPMATUBHBIX TEXHOJIOTUIN HEMpOBU3YyaTU3allUM JIATEHTHOM CTaauM <«ITapKUHCO-
HUYECKOTO» HelponereHepaTUBHOTO Mpoliecca, HO BO3BMOXHOCTHU HOBBIX pexkuMoB MPT B
peLIeHUN 3TOH 3a1aul HYKIAI0TCs B TIATEIbHOM olieHKe 1 Banuaauuu, a [19T u OODKT
UMEIOT CJIUIITKOM MHOTO HEIMPEOI0IMMBIX orpaHndYeHuit (cM. pasaen 1.4). [TosaTomy uccie-
noBaHue sxoreHHocTr YC, ¢ yuetom goctyrmHocty Metofa TKC u yoeauTebHOCTH TTOJTy-
yeHHbIX TpU BIT pe3ynsraToB, CTaHOBUTCS OHUM U3 BEAYIIMX 3BEHbEB pa3padaThiBaeMou
CcTpaTeruu o0CcaeIOBaHUS LIEJEBBIX TPYIT HACETICHMSI.

B nocnennue 3 rona mosiBUIMCH IMyOJIMKAIIMY O CEPhE3HBIX CKPUHUHTOBBIX ITPOrpaMMax,
peau3yeMbIX B HECKOJIbKMX CTpaHaX M HAIlPaBJICHHbIX Ha BBISIBIICHUE JIMII C BHICOKUM PHC-
koM pa3Butus BIT (c pa3HbIM AU3aiiHOM UCCIeI0BAHWI U C pa3HBIM HAOOPOM TECTUPYEMBIX
ouomapkepoB). Takoil MOMCK BeleTcs KakK B OOIIEH MOIMYJ/ISLUY, TaK U B CIICLUATIbHBIX KO-
ropTax — Halpumep, y JIUII ¢ TIpeariogaracMbIMI CPeIOBBIMU U MOBEACHYSCKUMU (paKkTopa-
mu pucka BIT (KoHTakT ¢ mecTuLMaamMu, HeKypeHue, yroTpeOaeHUe BOAbl ¢ U30BITKOM XKe-
Jie3a), y poACTBeHHMKOB 001bHbIX BIT miu y HocuTeneit Mytaliuii B reHax MapKMHCOHU3Ma.

B 2012—2013 rogax 66U ITpeACTaBICHBI ITepBbIe PE3YAbTAThI ITOIYJISILIMOHHOTO UCCIEN0-
BaHus PRIPS (Prospective validation of Risk factors for the development of Parkinson Syndrome)
C YMCJIOM y4yacTHUKOB cBbile 1800, rae ObLI0 MoKa3aHo, 4To Y JIUIL ¢ HATMYKeM heHoMeHa
I'YC otHocuTenbHbI puck pa3sutust bII 3a 3 roga Beicok u coctasiser 17,4 (Berg, 2012;
Berg et al., 2013). IIpu xomouHau ['YC ¢ runocMueii v JISrKMMU ABUTaTEIbHBIMUA U3Me-
HeHusiMU 110 MoTopHo#t noamKane UPDRS oTHocuTeIbHBIN pUCK MOXET JOCTUTATh 48,4.
ITonydyeHHbIe pe3yabTaThl YKa3bIBAIOT HA XOPOLINi AruarHocTudeckuii moteHuman 'YC mis
UACHTU(UKALIMY JIULL ¢ IPEMOTOPHOM cTaaueld, a Takke Ha yBeJIMYeHUe TMarHOCTUYECKOM
3HaunmocTy 'Y C B ciryuae KoMOMHALIMY JaHHOTO (heHOMEHA C IPyTMMU OMOMapKepaMM.

B uccnenoBanuu PMPP (Progression Markers in the Pre-motor Phase) B JINTeIbHOE Ha-
O1I0[IeHME BKJTIOUAIOTCSI HEBPOJOIMYECKU 3I0POBBIE IMIIa, KOTOopble MMeloT heHoMmeH HC
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B COYETAHUU XOTSI ObI C OMHUM MOTOPHBIM ITposiBiieHreM BI1, 1160 ¢ AByMs HEMOTOPHBIMU
nposiBaeHusiMu BI1, 1160 ¢c KoMOMHaIMeit MOTOPHOTI0/HEMOTOPHOI'O CUMIITOMOB C CEMEii-
HbeIM aHamMHe30M 1o BII. [Tocnie BKiItoUeHUST MALMEHTOB €XErOAHO MPOBOIUTCS OOJIbIIOE
YUCJIO CIIELMAJIbHBIX 00CIeIOBaHMI, HAalIPAaBJICHHBIX Ha BBISIBICHUE TE€X MM MHBIX TOH-
KHX OTKJIOHEHMH B nesaTeibHOCTH Mo3ra (ODOKT, MPT, tpexMepHbBIil aHAIN3 IBUXKEHUIA,
akcenepometpust, DDI). DTo naeT HamexXay Ha BBIIBIEHNE MapKepOB MPOrpecCupOBaHUS
MaTOJIOTUYECKOTO TIpoliecca B mpemoTopHoii ctaguu BIT (Berg et al., 2012).

Meton TKC ucnonnsyercs: takke B ucciaenoBaHuu TREND (Tubinger evaluation of
Risk factors for Early detection of NeuroDegeneration), ipoBoguMoM B [epmMaHuu u umero-
LIEM LeIbI0 ChOPMUPOBATH «000TAIIEHHYIO» KOIOPTY — JIMIL C 0COOEHHO BBICOKOI BEpO-
saTHocTbio MaHudecTaruu BIT Ha npoTskeHuu Gnmkaitinux neT HabmoaeHus (Berg et al.,
2012; Gaenslen et al., 2014). BTo gocTUTAETCA C TIOMOIIBIO BKIIIOYEHHUSI B CKPUHUPYEMYIO
IPYIIY TOJBKO JiKIL cTapiie 50 JeT U opraHu3alyy ABYX IOC/IeI0BATEIbHBIX 3TAllOB OT-
oopa: 1) BBIIBIECHUE TUIIOCMUM, JETPECCUM, HapylieHui nmoBeaeHus B REM-ga3y cHa
(TMepBUYHBINA CKPUHUHT); 2) BbISIBICHUE JIETKOTO ABUTATeIbHOTO U KOTHUTUBHOTO Aedu-
LIUTa, BETeTaTUBHOM, 3pUTENbHON AuchyHKIMU, a Takke (peHomeHa [YC (BTopUUHbIN
CKpUHUHT). B ciyyae MaHugecTauuu 3adoneBaHus MOATBEpKAeHUEM AuarHo3a bIT oyoyt
nmanHbeie OPDKT nubo ayroricuu.

B aByx TekylImMx uccaeaoBaHUSIX MPUHUMAETCS BO BHUMAaHUE POJIb TEHETUKU B Pa3BU-
tum BI1. UccnenoBanue PARS (Parkinson Associated Risk Study) HanpaBieHO Ha IBYX3Tall-
Hy!o olleHKY pucka BIl y poancTBeHHUMKOB 00JbHBIX (TIepBUYHasI rpyria — 4500 yenoBek):
Ha TIepBOM 3Tarie 0TOOpaHbI Julla ¢ HapyleHrueM oboHsaHuUs 1o gaHHbiIM UPDRS-Tecta
(203 manmenTa), nocie yero uM rnposoautcss ODDKT ¢ aurangom TpaHcropTepa goda-
MuHa (3-CIT, napajjieIbHO OCYIECTBIISIETCSI OLIEHKA Psifia BEreTaTUBHBIX, KOTHUTUBHBIX,
MpOTeOMHBIX TToKazaresieii (Berg et al., 2012). [1epBble pe3yabTaThl HOKa3bIBaloOT, 4To ¥ 30%
CKPUHUPYEMBIX JIMII, UMEBIIUX TUITIOCMHUIO, K KOHILY BTOPOTO roja HaOII0AeHUs Pa3BUBa-
J0TCS NMpU3HaKW gopamMuHepruueckoro aedunmta mo ganHeiM ODDKT. B ucciaenopannu
ASAP (clinical evaluation of ASymptomatic G2019S LRRK2 mutation carriers and Assessment
of factors influencing LRRK2-related Parkinson’s disease expression) IpOBOIUTCSI OLIEHKa
KJTIOUEBBIX HEMOTOPHBIX TMposBIeHU (runmocMus, narojorus REM-@a3ssl cHa, memnpec-
CHsl, 3a1ophl) U BoBjeueHHOCTH HUrpocrpuatHoro nytu (B-CIT ODPDKT) y poacTBeHHU-
KoB Hocutee myrauun LRRK2-G2019S. Dta paboTa MHTEpecHa B CBSI3U C TeHETUUYECKO
OIHOPOIHOCTBIO CKPMHUPYEMOM TPYIIIbI PUCKA, YTO IMO3BOJISIET PACCUMTHIBATh HA CTPO-
I'yIO, MEHEE 3aBUCSIIYIO OT «BHYTPEHHUX» (haKTOPOB OLIEHKY MCCICIYeMbIX HEMOTOPHBIX
CUMITOMOB B KauecTBe 6omapkepon BII.

4.2. PoCCUACKWH OIIBIT:
nucciaenosanue IIAPKHUHJIAP

Hameit rpynmoii B 2011 1. Ob1J10 HAYaTO MEPBOE POCCUIICKOE UCCAEAOBAaHME 10 BbISIB-
JICHUIO JIUII ¢ BBICOKUM puckoM pa3BuTus bI1. KitoueByio ponb B Hem urpaet meton TKC.
OCHOBHOM 1I€JIbI0 YKa3aHHOI'O ITPOCIIEKTUBHOIO 0OCEpPBALlMOHHOIO MCCAEIOBAHMS
SIBJIIETCSL pa3paboTKa ONTUMAJbHOTO aJrOpUTMa MACHTU(MUKALIMYU MallMeHTOB C JIaTeHT-
HOM cTagueil HEeMpOMEreHepaTUBHOIO Mpollecca <«IMapKMHCOHMUYECKOrO» TUIA B POC-
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cuiickoit monyasiuuu. s 0603HauyeHUsT JAaHHOTO MCCJIeIOBaHUS TPEIIoXeH aKpOHUM
IMAPKWHIAP (ITAPKMHconusm, JIATeHTHast ctanus, Poccus).

4.2.1. OOwwmii IM32ifH ¥ METOIbI HCCJIEIOBAHMUS

HccnenoBanue mpoBoanIoCh B 1Ba 3Tana. Ha mepBom aTame 1151 (popMupoBaHus rpyI-
ITBI «ITepBUYHOTO pricka» BIT (puc. 62) 6bUIM KCITOIB30BaHbI IBa ITOAXO0IA:

1) nouck ¢penomena 'YC B pamKax CKpUHMHTA OOIICH MOMYJISILINN;

2) MOMCK aCMMIITOMHBIX HOCUTEJIEH «[TApKUHCOHMYECKUX» MyTalllii Cpear POACTBEH-
HUKOB narueHToB ¢ bII.

0O06a ykazaHHbix Onomapkepa — '4YC 1 HOCUTEILCTBO MyTallUil — JOCTOBEPHO aCCOLIM -
pOBaHbI ¢ MOBBIIIEHHBIM puckoM BIl u paccmaTpuBaroTcsi HAMU B KavyeCTBE BEIYIIHUX,
«IIEPBUYHBIX» OomMapkepoB bIT.

Jnaseigsnenus i c 'Y C Hamu 6bu1a 00cienoBaHa BbIOOPKa M3 00IIE i MOMYJISIIINT, BKO-
TOpYIO BOLLIO 193 HEBPOIOTMUYECKM 310POBLIX UeloBeKa (cpeaHuii Bo3pact 52,4 + 13,7 rona,
COOTHOIIICHUE MYXYMH U XeHIMH 104/89), UMEIoOUX YIOBIETBOPUTEIbHbBIC BUCOUHbBIC
OKHa JIJIs1 TIPOBEACHUS YJIBTPa3ByKOBOIo ucciaenoBaHus. C 1e/1bI0 BBISIBACHUS KIMHUYECKU
3MOPOBBIX JIULL C MyTarusiMu B reHax LRRK2, PARK2 u GBA nepBoHavYaJIbHO ObLI 00CIEeI0-
BaH 421 GOJIbHOI ¢ ycTaHOBJIEHHBIM auarHo3oM BIT (cpexnmii Bospact 57,6 + 11,7 rona, co-
OTHOIIIEHME MYXXUMH U KeHIIIMH 173/248), mociie 4ero B CeMbsIX C HaliIeHHBIMU MyTallMsIMU
nposonwicsa JHK-ana-
JIU3 Yy POICTBEHHUKOB JIHK-1uarnocTika
MEepPBOM U BTOPOIi CTere- y mauueHToB ¢ BII (n =421)
HU poxcTsa. [Ipu oGHa- TKC B BriGOpKE
pyxenuu 'YC nubo npu Le 06“(‘;3117‘_“109“33;”’1”““

BbISIBJICHUM  «IIapKWH- JUHK-nurarHoctuka

COHUYECKON» MyTalu y POZICTBEHHUKOB (1 = 29)
COOTBETCTBYIOLINE KJIU-
HUYECKHU 3[0POBbIE JINLIA ryc Mymayuu 6 2enax
BKIIOYATHCh B TDYIIY LRRK2, PARK2u GBA
«IepBUYHOrO prcka» bI1 \ \
IUIST TIPOBEACHUST BTOPO- Ipynmna «nepsuyHoro pucka» bIl
0 5Tara UCCIIEIOBAHUS. (n=23)

KoHTpoabHyl0 Tpymn- ¢

My COCTaBWJIM JiMla 0e3
I'dC, y koTopbIX B MO-
CJIeyIOlIeM TakKe ObLIO

e Onbakromerpust
e [[BeTOBBIC BHI3BAHHBIE MOTEHIIHAITBI

HOITBE SHO oTC e AHanu3 KOOPAMHUPOBAHHBIX
& DI yT JIBUKEHUI rjia3, rOJIOBbI U PYK

CTBUC MYyTaIlU1 B UCCIIC- e [llxana HemoTopHbIX cuMnTOMOB bIT
MYEMBbIX TI'€Hax € ITOMO- o JIpuraresbHas yacTh mkaasl UPDRS
wpto JIHK-nuarnoctrku

U OTCYTCTBUE CEMENHOIO
aHamHe3a 110 BIT.

Ha BTopom 3Tame B Y
¢(OpMUPOBAHHOM TPYII- Ipynmna «Bbicokoro pucka» bI1
e MEPBUYHOIO PUCKaA U

Kombunayus 6uomaprepos

Puc. 62. ®opmupoBaHue U METOABI OOCTIEIOBAHUS TPYIIITHI PUCKA.
B KOHTPOJIbHOW TPYIIIE B ckobkax ykazaHo 4rciI0 00CIeIOBaHHBIX HA KAXKIOM 3Tarle JIUII.
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MPOBOAMJICS TTIOUCK «BTOPUYHBIX» («MaJibIx») OrnomapkepoB BI1. [ls aToit e mpoBoau-
JIOCh IOTIOJTHUTEIbHOE KOMIUIEKCHOE 00CIeIoBaH1Ee, BKIIIOUaBIIIee:

e TIIATEJbHbIA HEBPOJOTMYECKUI OCMOTpP C OLIEHKOM IO MOTOPHOM IIOAIIKAJIE YHU-
¢uumposanHoit peiituHronoii mkanasl BIT (Unified Parkinson’s Disease Rating Scale,
UPDRS);

OLIEHKY 1O IKaje HeMOoTopHbIX cuMnToMoB BIT (Non-Motor Symptom Assessment
Scale for Parkinson’s Disease, NMSS);
aHaJIM3 TPAeKTOPUU ABMKEHUH I71a3 B KOOPAWMHMPOBAHHOM TECTE «IJ1a3—r0JIoBa—pyKa»;

e KOJIMYECTBEHHYIO OJIb(haKTOMETPHIO ¢ moMollbio Sniffin’ Sticks-Tecra;

e KCCJICIOBaHNE LIBETOBBIX 3PUTEIbHBIX BEI3BAHHBIX ITOTCHIIMAJIOB.

ITo pe3ynpraTam Kaxmoro o0cie10BaHusI ONPEAE/sIOCh, UMEET WIM He UMeeT KOHKPET-
HBII UCTIBITYeMBbIl 3HAYUMbIC OTKJIOHEHUSI, KOTOPhIE MOXKHO OTHECTH K pa3psiay MaTojo-
TMYECKUX; MHBIMU CJIOBaMU, UCIIOJIb30Bajach OMHapHAasl XapaKTepUCTUKA PE3yIbTaTOB 00-
CJIeIOBaHUSI.

TpanckpanuaiabHas coHorpadus. Metonuky TKC BbIOTHSIIM Ha YIBTPa3ByKOBOM CKa-
Hepe Logiq 9 dupmel GE (CILIA) B B-pexume (PenotoBa u ap., 2011). MccnenoBanue
CTPYKTYpP TOJJOBHOTO MO3Ta MPOBOAWIN (pa3upOBaHHBIM CEKTOPHBIM JaTYMKOM 4YacTOTOM
2,5 MIi1 yepe3 BUCOYHOE YIBTPa3BYKOBOE OKHO C IBYX CTOPOH B aKCHUAJIbHOM MIOCKOCTHU
CKaHUPOBaHUsI Ha YpOBHE cpeaHero mosra. B ciayyae oOHapyXkeHUSI THMIIEPIXOTEHHOIO
curHajna B npoekiuu YC rumnepaxoreHHyo 001acTb 00BOAMIN KYpPCOPOM BPYUHYIO C IMO-
CJIeNYIOIIM aBTOMaTUYECKUM pacuyeToM Iutoiaau. [laromornyeckoii cuutansach riolaab
TUIIEPIXOTEHHOCTH =20 MM? XOTS OBl C OMHOM CTOPOHBI.

JIHK-mmarHoctuka. C MMOMOIIBIO MOJEKYIIPHO-TEHETUYECKUX METOIOB MCCIIeo0Ba-
JINCh TPpU TeHa, acconmupoBaHHbIX ¢ BI1, — PARK2, LRRK2 u GBA. O6pa31ibl TeHOMHOM
JHK Bbifesin U3 LeJbHOM KPOBHU C ITOMOILLIBLIO Habopa 11 Beigesenus Wizard® Genomic
DNA Purification Kit (Promega, Cat.#A1125). Haauune 3K30HHBIX ITepecTpoeK (Ieseiuii
u nynaukauuii) reHa PARK2 olileHMBaIM ¢ TIOMOIIBIO aHa/Iu3a A03bl TeHa METOJIOM ITOJIN-
MepasHoii HerHoi peakiyu (ITLIP) B pexkxume peanbHoro BpeMeHU. CKPUHUHT MaXKOPHBIX
Mytanuii B reHax LRRK2 (G2019S) u GBA (L444P, N370S) rnpoBoAWIN METOAOM MYJIBTHU-
riekcHoit TP B pexxume peanbHOro BpeMeHM, Y YacTU OOJIbHBIX TIPOBEIEHO TOTAJIbHOE
ceKkBeHUpoBaHue TeHa GBA.

KomuecTBennas onbgakromerpus. 151 OlleHKU OOOHSTEIbHBIX HAPYIIEHUN UCITOJb-
3oBaJics pacimpeHHbI Sniffin’ Sticks-tecT pupmbl Burghart Medizintechnik (Iepmanus).
B tecte uccnenoBanuck Tpu nmapaMeTpa — MOpOr OOOHSIHUS, TUCKPUMUHALIUS U UACHTH-
¢ukarus 3anaxoB. ITopor onpenensics: ¢ ToMOoIIbo 16 TpUITIIETOB (PIIOMacTeEPOB C BO3pac-
TaloIleil KOHIIEHTpallMel 3anaxa H-0yTaHojia, TPy 3TOM B KaXKIOM TPUIUIETE JIMIIb OAUH
daomMacTep 13 Tpex obaanan 3arnaxom. JIMCKpUMUHALIMS TaKKe UCCIEA0BAIACh C TOMOILBIO
16 TpUIIETOB (PIIOMACTEPOB, B TPUILIETE HEOOXOAMMO OBLIO OIPEAEIUTL OAUH 3arax, OT-
JIMYAIOLIUIACS OT OCTAJIbHBIX ABYX. MneHTuduKaus onpeneisiach 1Mo 16 3amaxaM, Kax-
JIBIIA U3 KOTOPBIX HEOOXOIMMO OBLIO MPAaBUILHO COMOCTABUThH C OMHUM U3 YEThIpEX Mpe/I-
JIOKEHHBIX BapHaHTOB HauMeHoBaHUM. [laTomornyeckuMmu cYMTaIMCh 3HaYECHUST Mopora
<4 6amnoB, 3HayeHUs AuckpuMuHauuu <10, 3HaueHusa uaeHTUGUKaun <12 (Anekceena
u ap., 2012). Hanuuue XoTs1 Obl OHOI MAaTOJIOTUUECKOM XapaKTEPUCTUKU U3 TPEX pacleHU-
Basioch Kak ouomapkep pucka bIT mo naHHbIM onbdakToMeTpun.

1leemosbie 3pumenvHble 6bI36aHHbIe NOMEHUUAAbL HA PEBEPCUBHBIN MATTEPH MCCIea0Ba-
nmch Ha mpubope HeitpoM BIT ¢pupmsl «HelipocodT» (MBaHOBO). B oTinune ot ctaHgapt-
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HOI METOAMKM B pabOTe MCITOIH30BAJICS BHICOKMIT KOHTPACT HE YEPHBIX M OEJIbIX KIICTOK,
a YepHBIX M 3eJISHBIX C pa3MepoM sTueiiku rarrepHa 50 MUH — Kak 0oJiee ToaBep>KeHHBI
n3MmeHeHusM nipu BI1. [maBHBIM MccienyeMbIM MTapaMeTpoM ObLTa BbIOpaHa JTaTeHTHOCTh
muka P100, maTogornyecKMMM CYUTAINCh 3HaUYeHUs JJaTeHTHOCTH =110 Mc (PeauH u ap.,
2013). IlpeBbIilieHWe JaHHOW BEIUYMHBI XOTSI ObI C OJHOI CTOPOHBI paclEHUBAIOCh KaK
6uomapkep pucka bIT o gaHHBIM UCClIeAOBaHUs LIBETOBBIX BbI3BAHHBIX TTOTCHIIMAJIOB.

AHaIM3 TpaeKTOPHM JBIDKEHHI IIa3 B KOOpAMHMPOBaHHOM TecTe. Helipodusuonornue-
CKO€ UCClIeNOBaHME IBMXKEHMI IJ1a3 IPOBOAMIOCH Ha IPOrpaMMHO-arIapaTHOM KOMII-
nekce «Bzop» (basusH, Imutpuen, 1996). IIpumeHsuics KOOPAMHMPOBAHHBIN TECT, B
KOTOPOM HEOOXOAMMO ObLJIO COBEPIIUTH KOOPAMHMPOBAHHOE IBMXKEHUE IJ1a3, I'OJIOBBI
U PYKHU — TEpeBOM Kypcopa OT LIEHTpaJbHOW MUIIEHUM K nepudepudeckoit Ha 40°, mo
20—25 ABMKEHUI B KaXIyi CTOpoHY. Ilpu 3TOM aHaJIM3MPOBAIMCH TPU OCHOBHBIE Xa-
PaKTEPUCTUKM: JIATCHTHBII MepUO ABMXKEHUN T1a3, UX IJIMTEJbHOCTh U MPOLIEHT MHOTO-
CTYIIEHYATBIX ABVIKCHUI T1a3 (MyJIbTUCAKKATHOCTh). [lorpaHuYHbIe 3HAYEHUS [UISI 3TUX
rapaMeTpoB ObLIM MOJYYEHBI KaK CPeHEe TUTIOC ABA CTAHIAPTHBIX OTKJIOHEHUSI OT HOP-
MaJIbHbIX 3HauYeHUi. Tak, JaTeHTHbIM ePHOJ CUMTAJICS MATOJIOTMYECKUM IIPU 3HAUYECHMH,
npesbilatonem 207 Mc, IIUTETbHOCTh MUY NpeBbilieHUN — 110 Mc. MynbTucakKagHOCTh
CcYMTAaIaCh IaTOJIOrMYeCcKoii 1pu npeBbiieHnu 4% (basusia u np., 2011). Hainuue xoTst Obl
OJHOI MaTOJIOTUUYECKON XapaKTepUCTUKU M3 TpeX pacleHUBaaoch Kak ouomapkep BII o
JIAaHHBIM KOOPIMHUPOBAHHOI'O TECTA.

Cmamucmuueckas obpabomika 0anHblx IPOBOANUIIACH B TTakeTe Statistica 9.0 ¢ momonipio
KpuTepreB MaHHa—YUTHU U X2, 32 YPOBEHb 3HAUMMOCTH MIPUHUMAaIOCh 3HaueHue p < 0,05.

4.2.2. Pe3yabraTbl CKpUHMHIA M NEePCHEKTUBbI
JaJbHENIINX UCCIIeI0BAHUM

Ha nepgeom smane ckpunuxra u3 193 denoBek, odciaenoBaHHbIX ¢ ToMolbio TKC, de-
HoMmeH 'Y C ObL1 BBISIBIEH Y 27, U3 HUX COTJIACUJIMCh Ha JajibHelIIee KOMITJIEKCHOE o0cie-
JIOBaHME M MOJIHOCTBIO ero npourin 16 yemosek. Takum 00pa3oM, 16 MCIIBITYEMbIX BOIIUIA
B TPYIIITY «IIEPBUYHOTO pUCKa» MO JIMHUU YIbTPa3ByKOBOI0 nepBuYHOro omomapkepa bIT.
[Tpu MmonekyasspHo-reHeTMYeckoM aHanu3e u3 421 nauuenTa ¢ BI1y 20 66111 0OHapyKeHbI
Te WM MHbIE MyTalluU. Y 3TUX MallMeHTOB ObLIM 00C/Ieq0BaHbl 29 3MOPOBLIX POICTBEH-
HUKOB, Uy 10 13 HUX BBISIBICHBI aHAJIOTUYHBIE MYTALlMM; B UTOTe 7 YeJIOBEK (IBOE C My-
tanueit B reHe LRRK2, onuH — B reHe PARK2 v ueTBepo — B reHe GBA) cornacuiuch Ha
JabHelIIee 00CaeI0BaHUE Y MIOJTHOCTBIO ero mpouud. Takum odpa3oM, 7 4eJI0BEK BOILILIN
B rpyniy «mnepBuyHoro pucka» BIT mo nunuum JHK-guarnoctuku. CymMMapHO B TpyIiny
«TepBUYHOrO prucka» BIT Bouum 23 KIMHUYECKU 3M0POBBIX YEJI0BEKA: CpeIHUIT BO3pacT
coctaBwi 44 + 10,2 roga, COOTHOIIIEHUE MY>XYMH U >KeHIuH — 13/10.

KonTponbHyto rpymmny coctaBuin 15 yenoBek 6e3 'YC, KoTopble COTIacUINCh U MOJI-
HOCTBIO MPOILLIN BCe 00CAeIOBaHMS BTOPOTO 3Talla; HU Y OMHOTO U3 HUX He ObLIO MyTalluit
npu JJHK-nuardHoctuke u ganHbix 3a Haauuue BIT y poacrBeHHnKoB. CpegHuii BO3pact
B KOHTPOJIbHOI rpymie coctaBuia 47,8 + 9 €T, COOTHOIIIEHUE MYXKIMH 1 >KEHIIMH — 7/8.
[Ipu conocTaBiieHMX KOHTPOJIBHOM IPYIIIIbI ¢ TPYIIION MEPBUYHOIO PUCKA CTATUCTUYECKU
3HAYMMBIX BO3PACTHBIX M T€HIEPHBIX Pa3In4uii OJyYeHO HE ObLIO.

Ha emopom amane B rpyIme «IepBUYHOTO pUCKa» U B KOHTPOJbHOI IPYyIINe ObLI ITPO-
BeJICH KOMILUIEKC MCCIICIOBAaHMI, ONPEICISIONINX HaJTUIne WJIK OTCYTCTBUE TEX MM MHBIX
«BTOPUYHBIX» («MaJiblix») OnomapkepoB BIT. O0001IeHHbBIE pe3yabTaThl 110 BCTPEYaeMOCTH
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Tabauna 13. Berpeyaemocts 6noMapkepos BIT B o6cieayeMbIx rpyn- — «BTOPUUYHBIX» OMOMap-

max KEpPOB B I'pyIlax npea-
Ipymna KoHTpobHas cTaBJieHbl B Tabia. 13.
buomapkepbt
«IIePBUYHOTO PUCKA» rpynna Kak BugHO u3 Tabau-
«[TepBuYHBIE» OMOMAPKEPHI: bl, IIpU CPpaBHCHUU
rac 19 (82,6%) 0 TpynIibl «II€EPBUYHOIO
HOCHTEJILCTBO MyTalluu 11 (47,8%) 0 pucka» BII ¢ koHTpO-
BreHax LRRK2, PARK2, JieM HauboJiblee pas-
GBA nubo cemeitHas JINYME BO BCTpEYAEMO-
OTArOLEeHHOCTD 110 bIT CTU  TATOJIOTMYECKUX
«BTOpUYHEIE» OGUOMapKePhl — oromMapKepoB HaOJI0-
HApYIIEHUs TPU BBIMOTHEHUH JAM0Ch TIPU  aHAIM-
CHICAYIOLX TECTOB: 3¢ JBUXEHUHA TJa3 B
0J1b(PaKTOMETPHUS 5(21,7%) 4(26,7%) KOOPANHUPOBAHHOM
MCCIIeIOBAHKE IIBETOBBIX 9(39,1%) 4(26,7%) tecre (43,5 vs 20,0%),
BBI3BAHHBIX TIOTEHIINAJIOB MeHee  MHGbOPMATHB-
aHaJIN3 KOOPIMHUPOBAHHBIX 10 (43,5%) 3(20,0%) HBIMM OKa3IUCh W3-
TBUKEHUH TJ1a3, TOJTOBBI MeHeHUs LIBETOBBIX
1 YK
124 BbI3BAHHBIX TMOTEHIIM-
LIKaJ1a HEMOTOPHBIX 4(17,4%) 3(20,0%) anos (39,1 vs 26,7%).
cumnromoB bI1
T43%) 0 Cpenn  olieHUBa-
JIBUTATEebHAS YaCTh ,3%
kans UPDRS €MBbIX HEMOTOPHBIX

MPOSIBICHUIA OBbLIN OT-
MEYeHbl TJaBHBIM 00-
pa3oM KOHCTHIIAIIKS,
TpeBora M OEIpPEeCcCUsl.
Kpome Toro, B rpyrmie «IepBUYHOTO pPUCKa» IIPU OIIPOCE OAMH OOJIbHOM MPEIbsIBIISL XKaj0-
ObI, XapaKTepHbIE ISl HApyIIeHU I MoBeaeHUs B (pa3y ObICTPOro cHa. BhISIBJICHHBIN B IpyII-
I1e «[IEPBUYHOIO PUCKa» CJIy4ail ¢ MOTOPHBIMU MPOSIBIICHUSIMU ObUI MPEACTABIICH JICTKUM
1 HETIOCTOSIHHBIM TTOBBIILIEHUEM TOHYCA U TUTIOKMHE3UEe! B JIEBOI pyKe, HeAOCTaTOUYHBIMU
IJ1s1 TIocTaHOBKU nuarHosa BII.

B rpynmax mpoBonuiics TakXKe aHaau3 M0 KOJIUMYECTBY «BTOPUUYHBIX» OMOMapKepoB y
Kaxaoro oocaemyemoro. I[IpolieHTHOE pacrpeneseHne o0caeayeMbIX JUIl B 3aBUCUMOCTH
OT KOJIMYECTBA BBISIBICHHBIX OMOMAapKepoB IIpelIcTaBiIeHO Ha puc. 63. B rpymnme pucka
OBbLIM BBISIBJIEHBI 2 YeJloBeKa C YeThIPbMS «BTOPUYHBIMU» OMOMapkepamu, 1 — ¢ TpeMs u
7 — ¢ AByMs. B KOHTPOIBLHOI1 TpyIIIe UL C YETHIPEMS U TPEMSI «BTOPUUYHBIMHU» OMOMapKe-
paMu BBISIBIEHO He ObL10. [1pu cpaBHEHUHU TPYII IO KOJIUYECTBY OOCAEIOBAaHHBIX C TPEMSI
U YEThIPbMSI TTATOJIOTUYECKUMU OMOoMapKepaMy pa3jinyue MeXIy IPYNIoi pucka U KOH-
TPOJIbHOM TPYMIIOil HEe JOCTUTAJIO YPOBHS CTaTUCTUUECKOM 3HaunMocTu (p = 0,15), mo-Bu-
IMMOMY, U3-3a HEOOJIbIIION YMCACHHOCTH TPYIIIL.

Ucxons n3 gaHHbIX 00 oxxugaeMmoil yactote BIT B monynsauum 50-1eTHUX UL, a TaAKKe
0 TIEHETPAHTHOCTU «ITapKuHcoHnvyeckux» myTtauuit (Klein et al., 2009; Anheim et al., 2012)
B Hameii rpynre u3 200 yenoBek (193 nepBuyHO o0cienoBaHHbIX ¢ MpuMeHeHueM TKC u
7 BBISIBJIEGHHBIX aCUMIITOMHBIX HOCUTeNIeit MyTauuii) B Oyayiem 3abonets BIT MoryT opu-
EHTUPOBOYHO OT 6 10 10 YyeoBeK. DTOMY KaK pa3 cOOTBETCTBYIOT 10 00ce10BaHHBIX MHIN-
BUAYYMOB ¢ TpeMs 1 0ojee ouomapkepamu BI1, BKiiouast oquH «IepBUYHbII» OMOMapKep

[MTpumeuanue. B ctonbiiax Tabauibl yKa3aHO YUCIIO JIMIL C UIEHTUOULINPO-
BaHHBIM OMOMapKepoM, B CKOOKaX — MPOLIEHT I10 IpyIirne.
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U =2 «BTOPUYHBIX». Eciau mpuHSTH momy- 100 -
LIEHUE O IPAaBWJIBHOCTU WACHTHU(UKAIIIN
otux 10 MauMeHTOB, TO MOXHO YCJIOBHO
paHXXUpoBaTh MHGOPMATUBHOCTh METOIOB

90 -

IUTS BBISIBJIEHUS JILI «BBICOKOIO PUCKa» Ha 80
BTOPOM 3Tale CKPMHMHIA C MIOMOIIBIO OT- X 7
HOIIEHUs IAHCOB U 95% NOBEPUTENbHO- %
ro uHTepBaga. s aHaiM3a TpaeKTOpUU E 60
IBVDKCHUI TJIa3 9TOT I10KA3aTesib COCTaB- 3
et 24,0 (2,8—206,9), s 1mIKaiabl HEMO- § >0
TopHbIX TposiBieHmit — 20,1 (0,9—430,2), & 4
1t Sniffin’s Sticks-tecta — 8,7 (0,8—95,1), %
T BETOBBIX BBI3BAHHBIX MMOTEHIIMATIOB — = 30

5,5 (0,9—33,2), 11t MOTOPHOM MOIIIKAJTBI
UPDRS — 4,6 (0,2—124,6). 20
ITonyyeHHBIE B HacTos1Ieil padoTte pe-

3yJIBTAThl 3aCIIYXXKMUBAIOT HECKOJIBKUX KOM- 10
MEHTapUEB. 0
Ha cerogHsamHuii geHb HET €IMHOM KontposbHast Ipymma

TOYKM 3pPEHMS IO BOIPOCY: KaKOBa CBSI3b rpymra «HEPBUTHOTO prCKa»
HelpoaereHepanuu € KIMHUYECKUMU U OBM = 1EM ®2EM ®m3EM ®4BM
CYPPOTraTHBIMU OMOMapKepamu, ¢ UX MO- Puc. 63. Pacnipenenenue oOciemyeMbIX JIUIL
SIBJICHMCM, PA3BUTUCM, XapaKTCPpUCTHUKaA- O Yucay (KOMOMHAIIMSIM) BBISIBIEHHBIX BTO-
mu? Ecim g ximHudeckou craguu BIT pUyHbIX OuMoMapkepoB. bM — Ouomapkep
€CTb YeTKasl TouKa OoTcueTa — IMOCTaHOBKa (BTOpHUHBIIA).

JIMarHo3a, U OTHOCUTEJIBHO Hee OIMCAHbI
pa3M4YHbIe KJIMHUYeCKUe GopMbl 3a00/IeBaHsI, OCOOCHHOCTU UX TeYCHUsI, COIIPOBOXK/IA-
IOIIE UX HEMOTOPHBIC CUMITOMBI, XapaKTep M3MEHEHMSI HEKOTOPBIX CYyppPOTaTHBIX OMO-
MapKepoB U T.I., TO JJIsI JJATEHTHOM CTaAuU NMPaKTUYECKNM HUYETO M3 3TOTO HEU3BECTHO.
[IpencraBieHHBIE 30eCh PE3YJIBTATHI SIBJISIOTCS MOIBITKOM pa3paboTaTh ONTUMAJIbHbIN aJl-
TOPUTM BBISIBJICHUS JIUI] C BEICOKUM pUCKOM pa3Butus BII, T.e. mallMEeHTOB ¢ Mpeanoio-
JKUTEJbHO JaTEHTHOM cTaaueit 3aboneBaHusl. Hai onbIT mokassiBaeT, uto ¢peHoMeH Y C
Y HaJIM4YKMe MyTalliKi B OJJHOM M3 FT€HOB ITAPKMHCOHU3MA SIBJITIOTCS HaleXKHBIMU (PUKCHUPO-
BaHHBIMM «IIEPBUYHBIMU» OMOMapKepamMu TipeapacrnonoxeHHoct K BII. lmarHoctuue-
ckas 3HaunmMocTh ['YC yBenuuuBaeTcs B cliyuae KOMOMHALIMY JaHHOTO TIpU3HAKa ¢ IPyTru-
MU OMOMapKepaMu.

[Mo-Bugumomy, 'YC 1 HOCUTEIBCTBO MyTallUM COIOCTABMMBI B ONPEACICHUH JIUIL C
BBICOKMM pucKoM pa3Butusi BIl, Tak Kak nuia ¢ BBISIBJEHHBIMU 3—4 MaTOJIOTUYECKUMU
OGuomapkepaMu IPUCYTCTBOBAIM U B rpymrne HocuTeleir [YC, u B rpymiie HOCUTENICH My-
tauuu. CTOUT OTMETUTD, YTO B BBISIBIIEHHOI IMOATPYIIE BBICOKOTO PUCKA Y JBOMX HOCUTE-
neit 'YC myTaumii oOHapy>KeHO He ObUIO, U Y OAHOTO aCUMIITOMHOIO HOCUTENSI MyTalluu
¢enomen I'YC Takke He Obu1 BhisIBIeH. BepositHo, TKC u JIHK-auarHocTuky cnemyer
paccMaTpuBaTh KaK B3aMMOJIOIIOJIHSIIONIME CKPUHUHIOBBIE METOIbI, KOTOPbIE, OJHAKO,
MOKa3bIBaIOT pasHylo 3(p@GeKTUBHOCTb. Tak, M BBISIBACHUS 27 JIUL «BHICOKOTO PUCKa»
¢ HanuuueM ¢eHoMmeHa [UC HeobxoaumMo ObLIO MpoBecTH 193 OMHOKPATHBIX YABTPa3BY-
KOBBIX ucciaenoBaHus y 193 yenosek. B To ke Bpems mjis BoisiBaeHMS 10 ULl C BBICOKUM
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puckoM pa3Butus BI1 U3 yncia aCUMIITOMHBIX HOCUTEIE MyTalliyi ObUIO IPOBEACHO 10
15 MoJeKyasipHO-TeHeTUYeCKMX aHaau30B y 421 6oibHoro BIT u y 29 ux poncTBeHHUMKOB
(cyMMapHO OKO0JI0 6,5 ThIC. MOJIEKY/ISIPHO-TEHETUUECKUX aHaJIN30B). TakuM oOpa3oM, Ha
npakTuke JHK-nnarHoctuky 1enecoodpa3Ho, Mo-BUAUMOMY, IPUMEHSTh HE IJisl CKpU-
HMHTIa OOl MOMYJISIKM, a JIIIb TP 000CHOBAHHOM 3aIIPOCE CO CTOPOHBI POJACTBEHHM -
koB 6oabHOro BIT. Kpome JJHK-nuarHoctTuku, B 3TUX ClIydasix ClIeAyeT TOMOJHUTENIbHO
npoBoauth 1 TKC.

B Hameii paboTe Ha BTOpOM 3Talle MPUMEHSJICS KOMILJIEKC METOA0B O0C/IeIoBaHus,
HaInpaBJIEHHBIX Ha BBISIBJICHUE Psijia IPEMOTOPHBIX OrMoMapkepoB BI1 — rumocmum, Hapy-
LIEHUI IIBETOBOCIIPUSITHS, CyObEKTUBHO OLIECHMBAEMbIX MAIIMEHTOM HEMOTOPHBIX CHMII-
TOMOB, a TaKKe TOHKUX JBUTaTeJbHbIX HapylleHuid. [MmocMus ObUIa B3siTa 32 OCHOBHOM
npeMoTopHbIii onomapkep BIT B ckpuHuHroBom ucciaenoBannu PARS u BeisiBienay 13%
13 5 ThIC. YenoBek 0e3 nuarHos3a bI, 3amomHuBIIMX TecT Ha 00oHsIHUE 110 mouTe (Siderowf
et al., 2012). bpu1o moka3zaHo, YTO TUIIOCMUIO YaCTO COIMPOBOXIAIOT APYTrUe HEMOTOPHBIE
nposiBneHust bI1 — nenpeccust, TpeBora, KOHCTUIIALIMS, JIETKUE IBUTaTeIbHbIE TTAPKIHCO-
HUYecKue 3Haku. OQHaKO BTOPOii aTall 3Toro muccienoBanust ¢ moMoinpio OD®OKT moxer
HE JaTh OXMIAEMBbIX Pe3yJIbTaTOB, TaK KaK TMIIOCMMS OMEepexKaeT MOTOPHYIO CUMIITOMA-
TUKY He Oosiee yeM Ha 4—7 et (Postuma et al., 2011). B ymoMmsiHyTOM paHee uccienoBa-
Huu PRIPS otHocurenbHblil puck pa3sutus bIT cpeau nuil ¢ runmocMueii 3a 3 roga ObLT B
4 pa3a MeHble, yeMm npu Haauuuu [YC (Berg et al., 2012). B Haiiem ucciaegoBaHuu npu
0JIb(haKTOMETPUU MbI TAKKE HE TTOJIYYUJIN Pa3IMInii MEXIY IPYIINOi pucKa U KOHTPOJIEM.
Bo3MoxkHO, JaHHbBINM (DAKT yKa3bIBae€T Ha TO, YTO OJIb(MAKTOMETPUIO CTOUT IPUMEHSTh He
KakK OroMapKep IepBoii JIMHUM, a KaK OMOMapKep AMHAMUYECKOro HaOII0IeHMSI, OTpaXKa-
01U HAYaBILINICS MpoIlece AereHepalu, — MHAMKATOP OTHOCUTEIBHO CKOPOTO pa3BU-
THSI MOTOPHOM CUMITOMATUKU.

Hapymenus uBetoBocnipusiTis y 601bHbIX BIT 0TUacTH CBA3BIBAIOT C MATOJOTUEH CeT-
YyaTKu, Tae Ho(aMuH SBIsSIETCS HEUMPOTPAHCMUTTEPOM aMaKPUHOBBIX KJIETOK U y4acTBYET
B OpraHU3allMy PELENTUBHBIX IT0JICi TaHIIMO3HBIX M OUIIOJISIPHBIX KJIETOK (Armstrong,
2011; Boldis-Wollner, 2013). I1pu BIT moka3aHbl HapylIeHUs BO BCEX TPEX 3pUTEIbHBIX ITy-
TSX: KOHMO-, MarHO- U mapBokjeTodyHoM (Silva et al., 2005). Bo MHOTUX uccleqoBaHUSIX
IUJIS1 UACHTUMDUKALIMY HapyIIeHUs IIBETOBOCIPUATUS UCTIONb3yeTcsl 100-0TTeHOUHBIN TECT
dapHcBopTa—Manceia, KOTOPbIi, Kak ObLJIO IIOKa3aHO HEJaBHO, B OOJIbIICH CTeNeHU
OoTpakaeT KOTHUTUBHBIC HapyLIeHUs, HEXEIU paccTpoiicTBa 1LiBeToBocTipusitTus (Bertrand
et al., 2012). B cBs13u1 ¢ 3TUM HaMM ObLJIa BEIOpaHa Takass 0ObeKTUBHAsI HEHPO(PU3NOIOTH-
yeckasl XapaKTepuCcTrKa, Kak JateHuus nmuka P100 Ha 3e1eHOo-4epHBI KOHTpACT MO0 JaH-
HBIM UCCJICIOBAaHMS 1IBETOBBIX BbI3BAHHBIX MOTEHIIMAIOB, yBeJInYeHUe KoTopoid mpu BI1
BIEpBbIe ObLTO BhISIBICHO Barbato et al. (1994). B HaleM uccienoBaHUN BCTPEYaeMOCTh
IMaTOJIOTMYECKUX OTKJIOHEHUIA MO LIBETOBBIM BBI3BAHHBIM ITOTCHLIMAJaM B IPYIIIE pUCKa
ObL1a B 1,5 pa3sa Bbllle, Y4eM B KOHTPOJIbHOM TPYIIIIE, TTIO3TOMY METOJ ITOTEHIINAIbHO MOXET
OBITH MOJIE3¢H B IMarHOCTUKE JaTeHTHOM ctaquu BIT.

Cuyuraercs, uto nipu bI1 HapyliaeTcsi ToHUYeCKOe MHIMOMpPOBaHUE BEPXHUX OYyTOPKOB
YEeTBEPOXOJMUS PETUKY/ISIpHOI YacThio YC, a Takke U3MEHSIOTCS KOPKOBBIC BJIMSIHUS Ha
[JIa30BUTaTeIbHYI0 CUCTEMY CTBOJIA, OIOCpeayeMble ITOAKOPKOBbIMU siapaMu (Yerram
et al., 2013). IMatonornuyeckue nameHeHus npu bI1 nposBasOTCA yBeIUUYeHUEM TaTEHT-
HBIX TIEPUOJOB CaKKaJl, UX TMIOMETPUEli, MTOBBIIICHHBIM KOJUYECTBOM OIIMOOK IPU CO-
BEPIIEHUM CaKKaJ, 0COOEHHO B yCIOXHEHHBbIX ycaoBusx (basusH u ap., 2011; Muilwijk
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et al., 2013). B nHameit paboTe nmpu 3agaHHBIX MOTPAHUYHBIX 3HAUCHUSIX YBEJIUUCHUE JIa-
TEHTHOCTH, JUTUTEJIbHOCTH CaKKaJ WU TOSBICHME MYJIbTHCAKKaIHOCTU B IpYyIIe prcKa
Habmonanoch B 43% ciydaeB, TOrJa Kak B KOHTPOJIbLHOM IpYIINE MOYTU B 2 pa3a MEHb-
e (19%). HecMoTpst Ha TO 4TO B IMTEepaType ITOKa HET OMMCAHUIA OIbITA MCIIOIb30BaHUSI
CcaKKaJIOMETPUM JIJisI TMarHOCTUKM jJaTeHTHOM craauu BIl, B mpoBeneHHot HamMu paboTe
MOoKa3aH, BO3MOXHO, JIYUIIUN TUATHOCTUYECKUI TMOTEHIIMAA 3TOT0 METOda CPEelM BCeX
MPUMEHSBIIMXCS.

Jlng onpeneneHus1 psiga HEMOTOPHBIX TPOSIBIEHUI HaMu Oblla BbIOpaHa OLIEHOUHAas
mKana HemMoTopHbIX cumMnToMoB BIT (Chaudhuri et al., 2007). Kak oka3anock, BcTpeuae-
MOCTb OTKJIOHEHMM 11O HEW B HAILIEH TPYIIIE PUCKA ¥ B KOHTPOJbHOM I'PYIIIIE MIPAKTUYECKU
He pa3anyajach, 4YTO CTaBUT O] COMHEHME MH(GOPMATUBHOCTb JAHHOTO METOa B IMarHO-
ctuke jgaTteHTHoU ctamuu BII. Ilpu Gojee metaJbHOM pacCMOTPEHUM OKa3ajaoch, YTO U3
9 pas3nesioB, COCTAB/SIONINX IIKATYy, HA IPEMOTOPHOM CTaIuuU «padOTarOT» JIMIIb eAUHUY-
HbIE, @ UMEHHO OTHOCSIINECS K ah(EeKTUBHBIM U TaCTPOMHTECTUHAIBHBIM HapYILICHUSIM.
[IpencrapisieTcsl, YTO B CKPUHUHIOBOM ITporpaMMe ClIeayeT UCIOb30BaTh He OOIIyI0 He-
MOTOPHYIO IKaJy 1jid Bcex ctaauit bIT, a 6osee crierinpuyHbIe IKaJIbl, HAIIPUMED OTAe]Ib-
HO JIJIs1 ACTIPECCUM U KOHCTUIIALIMY — Ba>KHEHIIIMX HEMOTOPHBIX MapKEPOB U MPEIUKTOPOB
BIT (Chaudhuri, Naidu, 2008; Gaig, Tolosa, 2009; Lang, 2011). B BeiOpaHHOI* HAMU HEMO-
TOPHOM IIIKaJie He HalIIM OTpakeHue yacTo BcTpevaroriuecs npu bIT HapyiieHus mose-
nenust B REM-dasy cHa, koTopble MOTYT mpefiiecTBoBarh auarto3dy Ha 10—20 ser (Lang,
2011; Postuma et al., 2012). B To ke BpeMsI HaMU ObLT BbISIBJIEH 00CIEAYyEMbIil U3 TPYIIIIbI
BBICOKOT'O pUCKa, TTPEAbSIBISIONINI TUITUIHBIE Ka100bl, xapakTepHble 1151 REM-Hapyiie-
Huit. Ina onpenenenusi REM-HapyiieHuii MOryT ObITh MCITOJBb30BaHbl TTOJUCOMHOIpa-
¢bus unm, HampuMep, CIelMaIbHbIii CKPUHUHTOBBIN onmpocHUK — REM Sleep Behavior
Disorder Screening Questionnaire (Stiasny-Kolster et al., 2007), uto TpeOyeT JOMOJIHUTEb-
HOTO U3yYeHMUSI.

I[IpumeHeHue B KayecTBe OMoMapkepa JateHTHo# ctaauu BIT jerkux aBUratebHBIX
HapylieHuit HeonHo3HauHO (Maetzler, Hausdorf, 2012). B HekoTopbIX paboTax BCE e Mo-
KazaHa uxX UH(GOPMaTUBHOCTb, KaK, Hanpumep, B ucciaenoBanuu PRIPS: naxe mns 1 6anna
u 6osee mo MmotopHoit noamkaiae UPDRS otHocutenbHbll prck pa3Butus bIT cocraBun
5,7 (Berg et al., 2012). B HamieM uccieqoBaHUM ObLI BBISIBICH €IMHCTBEHHbIN CITydyaii Jer-
KHX IBUTaTEJbHBIX HAPYIICHUI MapKUHCOHUYECKOTO XapaKTepa y MallMeHTKM 13 IPYTIIIbI
pucka. B saTom cayuae y skeHuHbI 43 et ¢ ['YC, oTgroiieHHONM ceMeifHbIM aHAMHE30M U
[J1a30IBUTaTeIbHBIMU U3MEHEHUSIMU, TIPU TTIEPBOM O00OC/ICIOBAHUM ObUIM BBISIBJICHBI JIETKast
TUIIOKUHE3USI U PUTHIHOCTD B JIeBO# pyKe. CyObeKTHBHO IMallMEHTKa OTMevaia KOpOTKuUe
U pelKue MepUOoIbl «CIa00CTH» B JIEBOM PYKE M «TPYIHOCTU B YIIPABJIECHUU €10», IJIABHBIM
00pa3oM Mocjae SMOLMOHAIBHON, YMCTBEHHOM MK (DU3UUECKOI HArpy3Ku, IEpUOIbl 9TH
OeCITOKOMIN Ha TIPOTSIKEHUU HECKOJbKUX MOCIeIHUX JeT. [Ipu 2ToM Ha MOMEHT TTOBTOP-
HOTO OCMOTpa CITyCTs TIPUMEPHO 2 Tofia TMIIOKMHE3UH B JIEBOI pyKe YK€ He OTMEUajaocCh,
YTO ellle pa3 JOKa3bIBaeT 3HAUMTEIbHbIE (DIYKTYallMy B ABUTATEIbHOM CTaTyCe U JUTUTE/Ib-
HbIe KOMITIEHCATOPHbIE BO3MOXKHOCTU JBUTATEIbHOM CUCTEMBI.

B CKpUHMHIOBBIX MCCIEIOBaHUSIX /IS TIOMCKA JUIL B JaTeHTHoU ctaguu BIT ucros-
3YIOTCSI HECKOJIbKO BapUaHTOB KOHEUHBIX TOUYEK, CPeI HUX: TOCTaHOBKa AuarHosa bI1 mo
KJIMHUYECKOM KapTUHE; BBISIBIEHWE HUTPOCTpUATHON AucyHKuUMU 1o gaHHbIM 19T u
O®OKT; pesynsratsl ayroncuit (Gaig, Tolosa, 2009; Lang, 2011). K coxaneHuio, Ha Ha-
cTosiuit MOMEHT B Poccuu HelipoBusyanu3allOHHbBIE UCCASAOBAHUS C PATIMOU30TOITHBI-
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MU 10(haMUHOBBIMU JIMTAHIAMU HEIOCTYITHBI, TIO3TOMY B HallleM MHOTOJIETHEM MPOCTIEeK-
TUBHOM HCCJICIOBAHUHU 32 KOHEUHYIO TOUKY IIPMHSITA ITIOCTAHOBKA AUarHos3a.

Takum oOpa3oM, B HACTOSIIEM MCCAEAOBAaHNM Oblla MoKa3aHa MpUHIUITKATbHAST BO3-
MOXHOCTb BBISIBJICHUSI JIUI[ C HECKOJIbKMMMU Ouomapkepamu bBII, mpenmosoxXuTeabHO
Haxonsuuxcst B JareHTHo# ctaguu BIl. Takke B paboTe Halllsla MOATBEPXKICHUE POJIb
denomena 'YC u myTtanuii B «MapKMHCOHMYECKUX» T€HaX B KayeCTBE KJIIOUEBBIX OMO-
MapKepoB MPeapacIioNoXeHHOCTH K JaHHOMY 3abojeBaHuio. CpaBHEHUE TPYMIIbI pUCKa
U KOHTPOJIbHOM TPYMIIbI MO BCTPEUaEMOCTH MATOJOTMYECKUX OMOMAapKEepOB IMO3BOJIMIO
OLICHUTb MH(POPMATUBHOCTDH PA3TMYHBIX METOIOB AMArHOCTUKU. HameueHbl myTH ONTH-
MM3alM I13aiiHa UCCIENOBAHUS, B TOM YUC/IE 3a CYET MTOMOTHUTEIbHBIX CKPUHUHTOBBIX
IPYTII Ha MTEPBOM 3Talle M yTOUHEHUs CIIeKTpa OMoMapKepoB Ha BTOpoM. Tak, Ha BTOPOM
aTare oToopa y HOCUTesIeil pucka HaMu COBCEM HEJaBHO HAYaTO MPUMEHEHHUE ONTUYECKON
KOTepeHTHOI ToMorpaduu 1 OMOTICUM CIIOHHOI XKee3bl ¢ Lieblo 0ojiee TOUHOM Bepudu-
Kalluy XapaKTepHbIX MI3BMEHEHUI CeTYaTKU U BBISIBJICHUS arperaToB O-CUHYKJIEMHA B Bere-
TaTUBHBIX HEMPOHAaX.

HecMotpsi Ha mpeaBapuTeIbHbBIC OOHAAEXkKUBAIOIIME PE3YyabTaThl, HEOOXOAUMO M-
TeJbHOE HAOJIIONEHNE C TTOBTOPHBIMU OOCIEIOBAHUSIMU U C PETUCTPalIMeli KOHEUHBIX TO-
YeK B BBISIBJICHHOI KOrOpTe pUcKa JJIsl COCTaBICHUS 000CHOBAHHOTO aJI'OPUTMa BbISIBIIC-
HUS B IOMYJISILIMY JIMIL C BBICOKMM pUCKOoM pa3Butus BII.

144



BIHCOK DHTEPATYPB

Asepovsanos F0.H., [Toouygaposa E.B. Cunnpom GecriokoitHbix Hor // HeBpod. xypH. 1997. Ne 3. C. 12—16.
Anexceesa H.C., Hanapuowrun C.H., [lonomapesa T.A. u op. HapymeHnust oboHsiHus ipu 6os1e3Hu [TapkuHcoHa //
Hespou. xypH. 2012. Ne 1. C. 10—14.

basuan b.X., [Amumpues H.D. TIporpaMMHO-anmapaTHblii KOMIUIEKC IS M3YYEHUS] KOOPAMHALMU JBUXKEHUI
TJ1a3, TOJIOBBI M pyKM 4estoBeka // 2KypH. BbIcil. HepBH. aesT. 1996. Ne 2. C. 396—399.

bazusn B.X., Yueaneiruux JI.A., Tecaenxo E.JI. u op. AHaIN3 TpaeKTOPUY JABUKCHU [UTSI paHHETO OOHAPYXKEHUS
HelipoiereHepaTUBHOTO Tpoliecca pu 6ose3nu [lapkuHcona // bonesns [apkuHcoHa U paccTpoiicTBa TBUKE-
Huit: PykoBoactBo mist Bpaueil. [To marepuanam Il HaumoHnanbHOro KoHrpecca no 6osesnu [lapkuHcoHa u
paccrpoiictBaMm nBukenuii / [lox pen. C.H. Unnapuomikuna, O.C. Jleuna. M., 2011. C. 145—149.

bapanosa T.C., Hnrapuowxun C.H., Konosanrose P.H. KorHUTUBHBIE HapylIeHUs Tipu 6one3Hu [lapkuHcoHa: BO3-
MOXHOCTU WX JTUATHOCTUKU C TIOMOIIBIO BOKCEN-OpUEHTUPOBaHHOU Mopdometpun // Hespon. BectH. 2011.
Ne 3. C. 62—68.

Beiin A.M., Xexm K. Con uenoBeka. ®usnonorus u maronorus. M., 1989.

3asadenxo H.H., [lempyxun A.C., Conrosves O.H. MuHuManbHble MO3roBble TUCHYHKIMK y neteit. M., 1997.
3aeoposckas T.b., Harapuowxun C.H., bproxoe B.B., Tumepbaesa C.JI. Bonesnb [lapkMHCOHA U MAKONAaTUYECKAs
CTpUAaTONAUIMAOAEHTaTHAsS Kaablvdukamvs // HepBubie 6o1e3nu. 2014. Ne 1. C. 32—-36.

3aeoposckas T.b., HUanapuowkun C.H., Cromunckuii I1.A. u dp. KIMHUKO-TEeHETUYECKMIT aHAIU3 FOBEHUIBHOTO
napkuHcoHu3Ma B Poccun // KypH. HeBpormaToi. u ncuxuatp. 2004, Ne 8. C. 66—72.

3axapoea M.H., Harapuowxun C.H., Abpamviuesa H.IO., Jlvicoeopckasn E.B. bokoBoit aMUOTpodruecKuii cKie-
po3 // Hesponorus: HaunonanbHoe pyKoBoICTBO (KpaTkoe uznanue). M., 2014. C. 420—438.

3yvee B.A., 3asanruwun U.A., Poiixeab B.M. TIpuoHHbIe 00JI€3HU Ye0BEKa U XKUBOTHBIX. M., 1999.

Heanosa E.O. KnMHUKO-HEWPODU3NOIOTMUECKU aHAINU3 TPOXKATETHHOTO TUTIEPKUHE3a TIPU 3CCEHIIUATBHOM
Tpemope 1 6one3Hu [TapkuHcoHa: ABToped. IuC. ... KaHa. Mea Hayk. M., 2014,

Hnnapuowrun C.H. Kondopmanmonusie 6one3nu mo3ra. M., 2003.

Hnnapuowrxun C.H. Teuenue 6one3nu [lapkuHcoHa 1 MOIXOIBI K paHHel nuarHoctuke // bonesns [TapkuHcona
¥ pacCcTpoiCTBa ABMXeHUI: PykoBoacTBo st Bpaueii. [1o matepuanam I1 HarimoHanibHOro KoHrpecca o 6oses-
Hu [lapkuHcoHa u paccrpoiictBaMm nBukeHuii / Ilox pen. C.H. Wmnapuomikuna, O.C. JleBuna. M., 2011.
C. 41-47.

Hnnapuowrun C.H., Bracenxo A.I., Pedomosa E.H). CoBpeMeHHbIE BO3MOXHOCTU MAEHTU(DUKALIUYU JTaTEHTHOR
CTaauy HeWpoAereHepaTUBHOTO Mpoiiecca // AHH. KIHH. akcnep. HeBpot. 2013a. Ne 2. C. 39—-50.

Hnnapuowrxun C.H., Heanosa-Cmonenckas HU.A. JpoxaTenabHble runepkunessl. M., 2011.

Hnnapuowrun C.H., Knrownuxos C.A., bpoires JI.B. u dp. IIpeBeHTUBHAsI HEMPONIPOTEKLIMS MPU HEMpoaereHepa-
TUBHBIX 3a00JIEBaHUSIX: MCIIOJIb30BAaHUE AHTATOHMCTOB IIyTAMATHBIX PELIENTOPOB (0030p JIUTEPATYphl U COO-
cTBeHHbIN onbIT) // HeBpos. xypH. 2006. Ne 5. C. 47—54.

Hanapuowrun C.H., Pyoenckas I.E., Heanosa-Cmonenckas H.A. u dp. HacnencTBeHHbIE aTaKCUM W TIApATlICTUH.
M., 2006.

Hanapuowrun C.H., Cnomunckuii I1.A., Hlaopuna M.U. u Op. TeTepOoreHHOCTb CrHiOpaguyeckoil 0oJe3HU
TlapkrHCOHA: MOJIEKYJISIDHBIN MOIXOA K PELIeHUWIO TMpobsieMbl // AHH. KJIWMH. 3Kcrep. HeBposi. 2007. Ne 1.
C.23-31.

Hanapuowxun C.H., @edomosa E.IO., Yepsskos A.B. u dp. [1pobaeMbl AMarHOCTUKY TUCTOHUYECKOTO Tpemopa //
Hepsabie 6oe3nu. 2011. Ne 2. C. 40—43.

145



Cnucox aumepamypol

Hnnapuowrun C.H., @edomosa E.10., Yeuemrun A.O. TpaHckpaHuaibHas coHorpabus B IMArHOCTUKE TApKUH-
conusma // Cosp. men. texnon. 20136. Ne 10. C. 49—54.

Knrownukos C.A. [luarHOCTMKA Xopeu [€HTMHITOHA Ha JOKJIMHUYECKON CTaauu W TMPU aTUIIMYHBIX BapuaHTaxX
3a00sieBaHMs (KIMHUYECKUE U MOJIEKYISIPHO-TeHETUUECKIE COTIOCTaBeH sT): ABTOped. IuC. ... KaH/. Me/l. HayK.
M., 1998.

Jlesun O.C. CocynucThblii napkuHcoHu3M // Hespoit. xypH. 1997. Ne 4. C. 42—51.

Jlesun O.C., Pedoposa H.B. bonesup [Napkutcona. M., 2014.

Jlesun O.C. IluarHocTUKa U JIeYeHUE JeMEHUMU B KIMHUYECKO# npakTuke. M., 2010.

Jlesun O.C., Jlokaduna JI. B. Dnuaemuonorusi napkuHconunsma u 6osae3nu [apkuncona // Hespod. xypH. 2005.
Ne 5. C. 41-49.

Manunosckas H.A. CoBpeMeHHBbIE TIPeICTaBICHUsI O MOJIEKYTax-MapKepax rpu 6one3nu [lapkuncona // Hespost.
BectH. 2013. Ne 3. C. 46—56.

Ocunog JI. B. Ynbrpa3ByKOBbIE IMATHOCTUUYECKUE CUCTEMBI: (hr3MUecKue MPUHLUIBI U MeToabl // TIpakTuyeckoe
PYKOBOJICTBO T10 YJIBTPa3ByKOBOI auarHoctuke. O61ias ynsrpa3ByKoBas nuarnoctuka / [Ton pen. B.B. MuTbkoBa.
M., 2003. C. 9-38.

Ilonewyx B.B., ®edomosa E.IO., Heanosa-Cmonenckas H.A. Ciyvaii rernaToJeHTUKYJISIPHON JereHepaluu ¢
N1e610TOM HeBpoJiornyeckoit hopmbl nocie 45 et // HepsHble 60one3Hu. 2012. Ne 2. C. 40—44.

Tonomapesa H.B., Kirownukoe C.A., Qoxun B.D. u dp. Heitpobusnonorniyeckue mokasaTeIn Kak BO3MOXHbBIE
OroMapKephbl HeMPOIEeTeHEePaTUBHOTO Tpoliecca Ha MPeKIMHUYECKOl ctanuu xopeu [eHtuHrToHa // BonesHb
IMapkuHCcOHa M paccTpoiicTBa ABUKeHMit: PykoBoacTBo st Bpaueii. ITo matepuanam I1 HanmoHaibHOTO KOH-
rpecca 1o 6osie3Hu [lapkuHcoHa u paccrpoiictBaMm aBuxenuit / Iox pen. C.H. Mnnapuoikuxa, O.C. JleBuHa.
M., 2011. C. 251-257.

ITueauna C.H. Anbba-cuHykIenH Kak 6momapkep 6ose3nu [lapkuHcoHa // AHH. KIMH. aKkcniep. Hespou. 2011.
Ne 4. C. 46-51.

ITueauna C.H., Emeavanos A.K., xumosckuii A.D. u dp. CHIKCHHBIN YPOBEHb allb(ha-CUHYKJICUHA B JIEUKOLIMTAX
nepudepuueckoit Kpou y namueHtoB ¢ LRRK2-accoummpoBannoii 6onesunsio [Mapkuncona // bron. skcnep.
ouoin. u mex. 2010. Ne 12. C. 619—621.

Pyoenckas I.E., 3axaposa E.FO. HacnenctBeHHBbIe HelipoiereHepallii ¢ HAKOTIJICHUEM 3XeJie3a B Mo3re // AHH.
KJIMH. 9Kcrep. HeBpout. 2013. Ne 4. C. 51-60.

Ceausépcmosa E.B., Ceausépcmos F0.A., Konosanos P.H., Hanapuowxun C.H. ®yuxkunonansHass MPT mokos:
BO3MOXHOCTH METO/Ia M TIEPBBIN OMBIT mMpuMeHeHust B Poccum // AHH. kiuH. sKcriep. HeBpon. 2013. Ne 4.
C. 39-44.

Cemenosa E.B., llladpuna M.H., Caomunckuii I1.A. u dp. AHaIM3 N3MEHEHHUs 103bl F'eHa O-CUHYKJIEMHA MTPU ayTo-
COMHO-IOMUHAHTHOI hopme 6ose3nu [lapkuHcona // Tenetuka. 2009. Ne 4. C. 1-3.

Tumepbaesa C.JI. PoxanbHble U cerMeHTapHbIe (hOPMBI IEPBUYHOM TUCTOHUY: KIMHUYECKUE, MATOMDU3NOTIOTH-
YeCKHe ¥ MOJICKYJISIPHO-TEHEeTHYECKHUE acTieKThl: ABTOped. AUC. ... TOKT. Meal. Hayk. M., 2012.

Tpyganos A.I., Jlumeunenxo H.B., Odunax M.M. u dp. KopTukanbHasi LiepedpasibHasi aTpodusi y TalMeHTOB ¢
60J1e3HbI0 [TapKMHCOHA: HOBbIE BO3MOXHOCTHU TNMPUKU3HEHHON AMArHOCTUKM // AHH. KJIMH. 9KCIEp. HEBPOJI.
2013. Ne 3. C. 37—41.

VasrTpa3ByKoBasi NOMIUIEPOBCKas auarHoctuka B kiuHuke / Ilom pen. FO.M. Hukutuna, A.U. TpyxaHosa.
HBanoso, 2004.

Dedun I1.A., Pedomosa E.IO., Iosrewyx B.B., Hasrapuowxun C.H. TlaTTepH HapylleHUs] IBETOBOCIIPUSITUS Ha
paHHuUX craausix 6osne3Hu I[MapkuHcoHna // BectH. Poc. BoeH.-men. akan. 2013. Ne 4. ITpunox. 2. C. 100—101.
®Dedomosa E. FO. TpanckpaHuaiibHas cCOHOrpadus B IMarHocTrke 6oe3nu [lapkuHcoHa: ABToped. Iuc. ... KaH/I.
Men. Hayk. M., 2010.

Dedomosa E.I0., Yeuemxun A.O., Heanosa-Cmonenckan U.A., Hanapuowrkun C.H. Ciydaii Iporpeccupyonero
HaIbsIAEPHOrO Mapajuya ¢ KOPTUKOOa3albHBIM CUHApPOMOM // ATMmocdepa. HepBHble 6osmesnu. 2009. Ne 2.
C. 38—43.

Dedomosa E.I0., Yeuemrun A.O., Hladpuna M.HU. u dp. TpancKkpaHuaibHas coHorpacbdus pu 6ose3nu [MapkuH-
cona // XKypH. HeBpoa. u icuxuatp. 2011. Ne. 11. C. 49-55.

Yeuémrxun A.O. TpaHCKpaHMaJbHOE YJIBTPA3ByKOBOE CKaHMpOBaHME Mo3ra mpu OojiesHu [lapkuHcoHa //
Busyanuzanus B kinHuke. 2000. Ne 17. C. 45—48.

146



Yeuémiun A.O., Jlacoda O.B., Pebposa O.F0. OTcyTCTBUE BUCOYHBIX YJIBTPa3BYKOBBIX OKOH — TJIABHOE TeXHUYE-
CKOE OTpaHWYCHME JUIsi TPAHCKPAHUAIBLHOTO TOMIUIeporpaduieckoro ucciaemnoBanus // YisrpasBykK. U (yHK-
umoH. auartoct. 2005. Ne 3. C. 54—62.

DKcTpanupaMuiHble pacctpoiictBa: PykoBomcTBo mo aumarHoctuke u jedeHuto / Ilox pen. B.H. Ilroka,
W.A. UBanosoii-Cmonenckoit, O.C. Jlesuna. M., 2002.

FOouna E.H. MopdobdyHKIMOHAIbHbIE U3MEHEHUSI OJOBHOIO Mo3ra Inpu 0osie3Hu [eHTMHrTOHa: ABTOped.
JIMC. ... KaHA. Mel1. HayK. M., 2014.

100una E.H., Kntownuxoe C.A., Hanapuowun C.H., Heanosa-Cmonenckas H.A. ONbIT MEXIYHAPOIHOTO COTPYI-
HMYECTBA [0 MHTETPALIMK UCCIIENOBATEILCKOM M COIIMATbHO OPUEHTUPOBAHHOI IESITeIbHOCTU Ha IPUMepe U3y-
yeHust bosiesnu [entunrrona // bron. Hai. obmectsa o uzydyenuio 6ose3nu [lapkuHCOHA U PacCTPOUCTB BU-
xermit. 2012. Ne 3. C. 8—13.

FOouna E.H., Konosanoe P.H., Hanapuowrkur C.H. OlieHKa pacripocTpaHeHHUsI U TEYCHUs HEpOIeTeHEPaTUBHOTO
npoiecca npu 00J7e3HU [EHTMHITOHA METOAOM BOKCEIb-OpHeHTUpoBaHHOUW MPT-Mopdomerpuu // KiuH.
HeBpoi. 2013. Ne 4. C. 20-23.

SIxno H.H., Ilagrosa A.U., Pocosuna E.I. FOBeHubHBII TapkuHcoHu3M // HeBpou. xxypH. 1996. Ne 2. C. 29-33.
Aaslid R., Eden A., Ringelstein E. Transcranial Doppler Sonography. Wien, 1986.

Aaslid R., Markwalder T., Nornes H. Noninvasive transcranial Doppler ultrasound recording of flow velocity in basal
cerebral arteries // J. Neurosurg. 1982. V. 57. P. 769—-774.

Abbott R.D., Petrovitch H., White L.R. et al. Frequency of bowel movements and the future risk of Parkinson’s dis-
ease // Neurology. 2001. V. 57. P. 456—462.

Abdi F., Quinn J.F., Jankovic J. et al. Detection of biomarkers with a multiplex quantitative proteomic platform in
cerebrospinal fluid of patients with neurodegenerative disorders // J. Alzheimer Dis. 2006. V. 9. P. 293—348.
Abdulkadir A., Ronneberger O., Wolf R.C. et al. Functional and structural MRI biomarkers to detect pre-clinical
neurodegeneration // Curr. Alzheimer Res. 2013. V. 10. P. 125—134.

Abramowitz J.S., Taylor S., McKay D. Obsessive-compulsive disorder // Lancet. 2009. V. 374. P. 491—499.

Adams A.E. Basal ganglia calcification. Characteristics of CT scans and clinical findings // Neurosurg. Rev. 1980.
V. 3. P.201-203.

Adler C.H., Dugger B.N., Hinni M.L. et al. Submandibular gland needle biopsy for the diagnosis of Parkinson dis-
ease // Neurology. 2014. V. 82. P. 858—864.

Alieva A.Kh., Shadrina M.1., Karabanov A.V. et al. Involvement of endocytosis and alternative splicing in the forma-
tion of the pathological process in the early stages of Parkinson’s disease // BioMed Res. Intern. 2014. V. 2014.
P. 1-6.

Anheim M., Elbaz A., Lesage S. et al. Penetrance of Parkinson disease in glucocerebrosidase gene mutation carri-
ers // Neurology. 2012. V. 78. P. 417—420.

Arabia G., Grossardt B.R., Geda Y.E. et al. Increased risk of depressive and anxiety disorders in relatives of patients
with Parkinson disease // Arch. Gen. Psychiatry. 2007. V. 64. P. 1385—1392.

Armstrong M.J., Litvan I., Lang A.E. et al. Criteria for the diagnosis of corticobasal degeneration // Neurology. 2013.
V. 80. P. 496—503.

Armstrong R.A. Visual symptoms in Parkinson’s disease // Parkinson’s Disease. 2011. http://www.hindawi.com/
journals/pd/2011/908306/

Asanuma K., Tang C., Ma Y. et al. Network modulation in the treatment of Parkinson’s disease // Brain. 2006.
V. 129. P. 2667—-2678.

Ascherio A., LeWitt P.A., Xu K. et al. Urate as a predictor of the rate of clinical decline in Parkinson disease // Arch.
Neurol. 2009. V. 66. P. 1460—1468.

Atkinson A.J., Colburn W.A., DeGruttola V.G. et al. Biomarkers and surrogate endpoints: preferred definitions and
conceptual framework // Clin. Pharmacol. Ther. 2001. V. 69. P. 89—-95.

Bain P.G. Dystonic tremor presenting as parkinsonism: long-term follow-up of SWEDDs // Neurology. 2009. V. 72.
P. 1443—1445.

Bandmann O., Asmus F., Sibbing D. et al. Copper genes are not implicated in the pathogenesis of focal dystonia //
Neurology. 2002. V. 59. P. 782—783.

Barbato L., Rinalduzzi S., Laurenti M. et al. Color VEPs in Parkinson’s disease // Electroencephalogr. Clin.
Neurophysiol. 1994. V. 92. P. 169—172.

147



Cnucox aumepamypol

Barrett M.J., Hagenah J., Dhawan V. et al. Transcranial sonography and functional imaging in glucocerebrosidase
mutation Parkinson disease // Parkinsonism Relat. Disord. 2013. V. 19. P. 186—191.

Bartels E. Color-Coded Duplex Sonography of the Cerebral Vessels: Atlas and Manual. Stuttgart; N.Y., 1999.

Baziyan B.Kh. Possible neurophysiological markers of early neurodegenerative process: Parkinson’s disease // Bull.
Exp. Biol. Med. 2012. V. 154. P. 186—188.

Beach T.G., Adler C.H., Sue L.I. et al. Multi-organ distribution of phosphorylated a-synuclein histopathology in
subjects with Lewy body disorders // Acta Neuropathol. 2010. V. 119. P. 68§9—702.

Becker G., Becker T., Struck M. et al. Reduced echogenicity of brainstem raphe specific to unipolar depression: a
transcranial color-coded real-time sonography study // Biol. Psychiatry. 1995. V. 38. P. 180—184.

Becker G., Berg D. Neuroimaging in basal ganglia disorders: perspectives for transcranial ultrasound // Mov. Disord.
2001. V. 16. P. 23-32.

Becker G., Berg D., Francis M., Naumann M. Evidence for disturbances of copper metabolism in dystonia: from the
image towards a new concept // Neurology. 2001. V. 57. P. 2290—2294.

Becker G., Berg D., Kruse N. et al. Evidence for shoulder girdle dystonia in selected patients with cervical disc pro-
lapsed // Mov. Disord. 2002. V. 17. P. 710-716.

Becker G., Berg D., Lesch K.P., Becker T. Basal limbic system alteration in major depression: a hypothesis support-
ed by transcranial sonography and MRI findings // Int. J. Neuropsychopharmacol. 20016. V. 4. P. 21-31.

Becker G., Berg D., Rausch W.D. et al. Increased tissue copper and manganese content in the lentiform nucleus in
primary adult-onset dystonia // Ann. Neurol. 1999. V. 46. P. 260—263.

Becker G., Bogdahn U. Transcranial color-coded real-time sonography // Transcranial Doppler Ultrasonography /
Ed. by V. Babikian, L. Wechsler. St. Louis, 1993. P. 51-60.

Becker G., Bogdahn U., Strassburg H. et al. Identification of ventricular enlargement and estimation of intracranial
pressure by transcranial color-coded real-time sonography // J. Neuroimaging. 1994a. V. 4. P. 17-22.

Becker G., Naumnamm M., Scheubeck M. et al. Comparison of transcranial sonography, magnetic resonance imag-
ing, and single photon emission computed tomography findings in idiopathic spasmodic torticollis // Mov. Disord.
1997. V. 12. P. 79—88.

Becker G., Perez J., Krone A. et al. Transcranial color-coded real-time sonography in the evaluation of intracranial
neoplasms and arteriovenous malformations // Neurosurgery. 1992. V. 31. P. 420—428.

Becker G., Seufert J., Bogdahn U. et al. Degeneration of substantia nigra in chronic Parkinson’s disease visualized by
transcranial color-coded real-time sonography // Neurology. 19956. V. 45. P. 182—184.

Becker G., Struck M., Bogdahn U., Becker T. Echogenicity of the brainstem raphe in patients with major depres-
sion // Psychiatr. Res. 19946. V. 55. P. 75—84.

Becker T., Becker G., Seufert J. et al. Parkinson’s disease and depression: evidence for an alteration of the basal
limbic system detected by transcranial sonography // J. Neurol. Neurosurg. Psychiatr. 1997. V. 63. P. 590—596.

Behnke S., Berg D. Transcranial ultrasonography in movement disorders // Neuroimaging of Movement Disorders /
Ed. by EB. Nahab, N. Hattori. N.Y., 2013. P. 71-92.

Behnke S., Berg D., Becker G. Does ultrasound disclose a vulnerability factor for Parkinson’s disease? // J. Neurol.
2003. V. 250. P. 24-27.

Behnke S., Berg D., Naumann M., Becker G. Differentiation of Parkinson’s disease and atypical parkinsonian syn-
dromes by transcranial ultrasound // J. Neurol. Neurosurg. Psychiatr. 2005. V. 76. P. 423—425.

Behnke S., Double K.L., Duma S. et al. Substantia nigra echomorphology in the healthy very old: correlation with
motor slowing // Neurolmage. 2007. V. 34. P. 1054—1059.

Behnke S., Hellwig D., Burmann J. et al. Evaluation of transcranial sonographic findings and MIBG cardiac scinti-
graphy in the diagnosis of idiopathic Parkinson’s disease // Parkinsonism Relat. Disord. 2013a. V. 19. P. 995-999.

Behnke S., Runkel A., Al-Sibai Kassar H. et al. Long-term course of substantia nigra hyperechogenicity in
Parkinson’s disease // Mov. Disord. 20136. V. 28. P. 455—459.

Behnke S., Schroder U., Berg D. Transcranial sonography in the premotor diagnosis of Parkinson’s disease // Int.
Rev. Neurobiol. 2010. V. 90. P. 93—106.

Behnke S., Schroeder U., Dillmann U. et al. Hyperechogenicity of the substantia nigra in healthy controls is related
to MRI changes and to neuronal loss as determined by F-Dopa PET // Neurolmage. 2009. V. 47. P. 1237—1243.

Benamer H.T., Grosset D.G. Vascular parkinsonism: a clinical review // Eur. Neurol. 2009. V. 61. P. 11—15.

148



Berardelli A., Wenning G.K., Antonini A. et al. EFNS/MDS-ES/ENS recommendations for the diagnosis of
Parkinson’s disease // Eur. J. Neurol. 2013. V. 20. P. 16—34.

Berendse H.W., Roos D.S., Raijmakers P., Doty R.L. Motor and non-motor correlates of olfactory dysfunction in
Parkinson’s disease // J. Neurol. Sci. 2011. V. 310. P. 21-24.

Berg D. Disturbance of iron metabolism as a contributing factor to SN hyperechogenicity in Parkinson’s disease:
implications for idiopathic and monogenetic forms // Neurochem. Res. 2007. V. 32. P. 1646—1654.

Berg D. Hyperechogenicity of the substantia nigra: pitfalls in assessment and specificity for Parkinson’s disease //
J. Neural Transm. 2010. V. 118. P. 453—461.

Berg D. Is pre-motor diagnosis possible? The European experience // Parkinsonism Relat. Disord. 2012. V. 18.
Suppl. 1. P. S195—198.

Berg D., Behnke S., Walter U. Application of transcranial Sonography in extrapyramidal disorder: Updated
Recommendation // Ultraschall. Med. 2006. V. 27. P. 12—19.

Berg D., Becker G., Zeiler B. et al. Vulnerability of the nigrostriatal system as detected by transcranial ultrasound //
Neurology. 1999a. V. 53. P. 1026—1031.

Berg D., Grote C., Rausch W.D. et al. Iron accumulation in the substantia nigra in rats visualized by ultrasound //
Ultrasound Med. Biol. 19996. V. 25. P. 901-904.

Berg D., Godau J., Seppi K. et al. The PRIPS study: screening battery for subjects at risk for Parkinson’s disease //
Eur. J. Neurol. 2013. V. 20. P. 102—108.

Berg D., Godau J., Walter U. Transcranial sonography in movement disorders // Lancet Neurol. 2008. V. 7.
P. 1044—1055.

Berg D., Hochstrasser H. Iron metabolism in Parkinsonian syndromes // Mov. Disord. 2006. V. 21. P. 1299—1310.
Berg D., Hoggenmuller U., Hofmann E. et al. The basal ganglia in haemochromatosis // Neuroradiology. 2000a.
V.42. P.9-13.

Berg D., Jabs B., Merschdorf U. et al. Echogenicity of substantia nigra determined by transcranial ultrasound cor-
relates with severity of parkinsonian symptoms induced by neuroleptic therapy // Biol. Psychiatry. 2001a. V. 50.
P. 463—467.

Berg D., Marek K., Ross G.W., Poewe W. Defining at-risk populations for Parkinson’s disease: lessons from ongoing
studies // Mov. Disord. 2012. V. 27. P. 656—665.

Berg D., Merz B., Reiners K. et al. Five-year follow-up study of hyperechogenicity of the substantia nigra in
Parkinson’s disease // Mov. Disord. 2005a. V. 20. P. 383—385.

Berg D., Roggendorf W., Schroeder U. et al. Echogenicity of the substantia nigra: association with increased iron
content and marker for susceptibility to nigrostriatal injury // Arch. Neurol. 2002. V. 59. P. 999—1005.

Berg D., Schweitzer K.J., Leitner P. et al. Type and frequency of mutations in the LRRK2 gene in familial and spo-
radic Parkinson’s disease // Brain. 20056. V. 128. P. 3000—3011.

Berg D., Seppi K., Liepelt I. et al. Enlarged hyperechogenic substantia nigra is related to motor performance and
olfaction in the elderly // Mov. Disord. 2010. V. 25. P. 1464—1469.

Berg D., Siefker C., Becker G. Echogenicity of the substantia nigra in Parkinson’s disease and its relation to clinical
findings // J. Neurol. 20016. V. 8. P. 684—689.

Berg D., Siefker C., Ruprech-Dorfler P. et al. Relationship of substantia nigra echogenicity and motor function in
elderly subjects // Neurology. 20016. V. 56. P. 13—17.

Berg D., Supprian T., Hofinann E. et al. Depression in Parkinson’s disease: brainstem midline alteration on transcra-
nial sonography and magnetic resonance imaging // J. Neurol. 19996. V. 246. P. 1186—1893.

Berg D., Supprian T., Thomas J. et al. Lesion pattern in patients with multiple sclerosis and depression // Mult. Scler.
20000. V. 6. P. 156—162.

Bertrand J.A., Bedetti C., Postuma R.B. et al. Color discrimination deficits in Parkinson’s disease are related to cog-
nitive impairment and white-matter alterations // Mov. Disord. 2012. V. 27. P. 1781—1788.

Bhidayasiri R., Reichmann H. Different diagnostic criteria for Parkinson disease: what are the pitfalls? // J. Neural
Transm. 2013. V. 120. P. 619—625.

Boelmans K., Holst B., Hackius M. et al. Brain iron deposition fingerprints in Parkinson’s disease and progressive
supranuclear palsy // Mov. Disord. 2012. V. 27. P. 421—-427.

Boeve B.F. The multiple phenotypes of corticobasal syndrome and corticobasal degeneration: implications for fur-
ther study // J. Mol. Neurosci. 2011. V. 45. P. 350—353.

149



Cnucox aumepamypol

Boeve B.F. Idiopathic REM sleep behavior disorder in the development of Parkinson’s disease // Lancet Neurol.
2013. V. 12. P. 469—482.

Bogdahn U., Becker G., Schlachetzki F. Echoenhancers and Transcranial Color Duplex Sonography. Berlin; Vienna,
1998.

Bohnen N.I., Muller M.L., Kotagal V. et al. Olfactory dysfunction, central cholinergic integrity and cognitive impair-
ment in Parkinson’s disease // Brain. 2010. V. 133. P. 1747—1754.

Boldis-Wollner 1. Foveal vision is impaired in Parkinson’s disease // Parkinsonism Relat. Disord. 2013. V. 19.
P 1-14.

Bottcher T., Rolf S., Meyer B. et al. Clinical, genetic, and brain sonographic festures related to Parkinson’s disease
in Gaucher disease // J. Neurol. 2013. V. 260. P. 2523—2531.

Bourgeat P., Chetelat G., Villemagne V.L. et al. Beta-amyloid burden in the temporal neocortex is related to hippo-
campal atrophy in elderly subjects without dementia // Neurology. 2010. V. 74. P. 121—127.

Bouwmans A.E.P., Vlaar A.M.M., Mess W.H. et al. Specificity and sensitivity of transcranial sonography of the sub-
stantia nigra in the diagnosis of Parkinson’s disease: prospective cohort study in 196 patients // BMJ Open. 2013.
V. 3. P.e002613.

Bouwmans A.E.P., Viaar A.M.M., Srulijes K. et al. Transcranial sonography for the discrimination of idiopathic
Parkinson’s disease from the atypical parkinsonian syndromes // Inv. Rev. Neurobiol. 2010. V. 90. P. 121—146.
Braak H., Del Tredici K., Rub U. et al. Staging of brain pathology related to sporadic Parkinson’s disease //
Neurobiol. Aging. 2003. V. 24. P. 197-211.

Braak H., de Vos R.A., Bohl J., Del Tredici K. Gastric alpha-synuclein immunoreactive inclusions in Meissner’s and
Aurbach’s plexuses in cases staged for Parkinson’s disease-related brain pathology // Neurosci. Lett. 2006. V. 396.
P. 67-72.

Breakefield X.O., Blood A.J., Li Y. et al. The pathophysiological basis of dystonias // Nature Rev. Neurosci. 2008.
V. 9. P.222-234.

Brewer G.J., Yuzbasiyan-Gurkan V. Wilson disease // Medicine. 1992. V. 71. P. 139—164.

Brockmann K., Groger A., Santo A.D. et al. Clinical and brain imaging characteristics in leucine-rich repeat kinase
2-associated PD and asymptomatic mutation carriers // Mov. Disord. 2011. V. 26. P. 2335-2342.

Brockmann K., Hagenah J. TCS in monogenic forms of Parkinson’s disease // Int. Rev. Neurobiol. 2010. V. 90.
P. 157—164.

Brooks D.J., Frey K.A., Marek K.L. et al. Assessment of neuroimaging techniques as biomarkers of the progression
of Parkinson’s disease // Exp. Neurol. 2003. V. 184. P. S68—S79.

Briiggemann N., Hagenah J., Reetz K. et al. Recessive inherited parkinsonism: effect of ATP13A2 mutations on the
clinical and neuroimaging phenotype // Arch. Neurol. 2010a. V. 67. P. 1357—1363.

Briiggemann N., Hagenah J., Stanley K. et al. Substantia nigra hyperechogenicity with LRRK2 G2019S mutations //
Mov. Disord. 2011. V. 26. P. 885—888.

Briggemann N., Odin P., Gruenewald A. et al. Alpha-synuclein gene duplication is present in sporadic Parkinson
disease // Neurology. 2008. V. 71. P. 1294.

Briiggemann N., Schneider S., Sander T. et al. Distinct basal ganglia hyperechogenicity in idiopathic basal ganglia
calcification // Mov. Disord. 20106. V. 25. P. 2661—-2664.

Budisic M., Karlovic D., Trkanjec Z. et al. Brainstem raphe lesion in patients with major depressive disorder and in
patients with suicidal ideation recorded on transcranial sonography // Eur. Arch. Psychiatry Clin. Neurosci. 2010.
V. 260. P. 203—208.

Budisic M., Trkanjec Z., Bosnjak J. et al. Distinguishing Parkinson’s disease and essential tremor with transcranial
sonography // Acta Neurol. Scand. 2009. V. 119. P. 17-21.

Buongiorno M., Compta Y., Marfi M.J. et al. Amyloid-B and T biomarkers in Parkinson’s disease-dementia //
J. Neurol. Sci. 2011. V. 310. P. 25-30.

Burn D., Weintraub D., Ravina B., Litvan 1. Cognition in movement disorders: where can we hope to be in ten
years? // Mov. Disord. 2014. V. 29. P. 704—711.

Chaudhuri K.R., Healy D.G., Schapira A.H.V. Non-motor symptoms of Parkinson’s disease: diagnosis and manage-
ment // Lancet Neurol. 2006. V. 5. P. 235-245.

Chaudhuri K.R., Martinez-Martin P., Brown R.G. et al. The metric properties of novel non-motor symptoms scale
for Parkinson’s disease: results from an international pilot study // Mov. Disord. 2007. V. 22. P. 1901—1911.

150



Chaudhuri K.R., Naidu Y. Early Parkinson’s disease and non-motor issues // J. Neurol. 2008. V. 255. P. 33—38.
Chen W., Chen S., Xiao Q. et al. Current clinical practice for Parkinson’s disease among Chinese physicians, gen-
eral neurologists and movement disorders specialists: a national survey // BMC Neurol. 2012. V. 12. P. 155.
Cherubini A., Morelli M., Nistico R. et al. Magnetic resonance support vector machine discriminates between
Parkinson disease and progressive supranuclear palsy // Mov. Disord. 2014. V. 29. P. 266—269.

Chitsaz A., Mehrbod N., Saadatnia M. et al. Transcranial sonography on Parkinson’s disease and essential tremor //
J. Res. Med. Sci. 2013. V. 18. Suppl. 1. P. S28—S31.

Cho J.W., Baik J.S., Lee M.S. Mesencephalic midline change on transcranial sonography in early Parkinson’s dis-
ease patients with depression // J. Neurol. Sci. 2011. V. 310. P. 50—52.

Claassen D.O., Josephs K.A., Ahlskog J.E. et al. REM sleep behavior disorder preceding other aspects of synuclei-
nopathies by up to half a century // Neurology. 2010. V. 75. P. 494—499.

Colosimo C., Riley D.E., Wenning G.K. Handbook of Atypical Parkinsonism. Cambridge, 2011.

Constantinescu R., Zetterberg H., Holmberg B., Rosengren L. Levels of brain related proteins in cerebrospinal fluid:
an aid in the differential diagnosis of parkinsonian disorders // Parkinsonism Relat. Disord. 2009. V. 15. P. 205—-212.
Cook C., Petrucelli L. A critical evaluation of the ubiquitin-proteasome system in Parkinson’s disease // Biochim.
Biophys. Acta. 2009. V. 1792. P. 664—675.

Corti O., Lesage S., Brice A. What genetics tells us about the causes and mechanisms of Parkinson’s disease //
Physiol. Res. 2011. V. 91. P. 1161-1218.

Cosottini M., Frosini D., Pesaresi I. et al. MR imaging of the substantia nigra at 7 T enables diagnosis of Parkinson
disease // Radiology. 2014. V. 271. P. 831-838.

Costello D.J., Walsh S.L., Harrington H.J., Walsh C.H. Concurrent hereditary haemochromatosis and idiopathic
Parkinson’s disease: a case report series // J. Neurol. Neurosurg. Psychiatry. 2004. V. 75. P. 631-633.

Covan S.M., Raymond L.A. Selective neuronal degeneration in Huntington’s disease // Curr. Top. Dev. Biol. 2006.
V. 75. P. 25-71.

Curtis A.R., Fey C., Morris C.M. et al. Mutation in the gene encoding ferritin light polypeptide causes dominant
adult-onset basal ganglia disease // Nat. Genet. 2001. V. 28. P. 350—354.

Dawson T.M., Dawson V.L. The role of Parkin in familial and sporadic Parkinson’s disease // Mov. Disord. 2010.
V. 25. P. 32-39.

De Bie P., Muller P., Wijmenga C., Klomp L.W.J. Molecular pathogenesis of Wilson and Menkes disease: correlation
of mutations with molecular defects and disease phenotypes // J. Med. Genet. 2007. V. 44. P. 673—688.

Del Tredici K., Duda J.E. Peripheral Lewy body pathology in Parkinson’s disease and incidental Lewy body disease:
four cases // J. Neurol. Sci. 2011. V. 310. P. 100—106.

Demarquay G., Setiey A., Morel Y. et al. Clinical report of three patients with hereditary hemochromatosis and
movement disorders // Mov. Disord. 2000. V. 15. P. 1204—1209.

Deuschl G., Elble R. Essential tremor — neurodegenerative or nondegenerative disease towards a working definition
of ET // Mov. Disord. 2009. V. 24. P. 2033—2041.

Devos D., Moreau C., Devedjian J.C. et al. Targeting chelatable iron as a therapeutic modality in Parkinson’s dis-
ease // Antioxid. Redox. Signal. 2014. V. 21. P. 195-210.

Dexter D.T., Carayon A., Javoy-Agid F. et al. Alteration in levels of iron, ferritin and other trace metals in Parkinson’s
disease and other neurodegenerative diseases affecting the basal ganglia // Brain. 1991. V. 115. P. 1953—1975.
Dickson D.W., Rademakers R., Hutton M.L. Progressive supranuclear palsy: pathology and genetics // Brain Pathol.
2007. V. 17. P. 74—82.

Doepp F., Plotkin M., Siegel L. et al. Brain parenchyma sonography and 1231-FP-CIT SPECT in Parkinson’s dis-
ease and essential tremor // Mov. Disord. 2008. V. 23. P. 405—410.

Double K.L., Todd G., Duma S.R. Pathophysiology of transcranial sonography signal changes in the human substan-
tia nigra // Int. Rev. Neurobiol. 2010. V. 90. P. 107—120.

Ebentheuer J., Canelo M., Trautmann E. et al. Substantia nigra echogenicity in progressive supranuclear palsy //
Mov. Disord. 2010. V. 25. P. 773-777.

FEisensehr 1., Linke R., Tatsch K. et al. Increased muscle activity during rapid eye movement sleep correlates with
decrease of striatal presynaptic dopamine transporters. IPT and IBZM SPECT imaging in subclinical and clinical-
ly manifest idiopathic REM sleep behavior disorder, Parkinson’s disease, and controls // Sleep. 2003. V. 26.
P. 507-512.

151



Cnucox aumepamypol

El-Agnaf O.M., Salem S.A., Paleologou K.E. et al. Detection of oligomeric forms of alpha-synuclein protein in
human plasma as a potential biomarker for Parkinson’s disease // FASEB J. 2006. V. 20. P. 419—425.

Ellis C.M., Lemmens G., Williams S.C. et al. Changes in putamen N-acetylaspartate and choline ratios in untreated
and levodopa-treated Parkinson’s disease: a proton magnetic resonance spectroscopy study // Neurology. 1997.
V. 49. P. 438—444.

Fagan A.M., Mintun M.A., Shah A.R. et al. Cerebrospinal fluid tau and ptau(181) increase with cortical amyloid
deposition in cognitively normal individuals: implications for future clinical trials of Alzheimer’s disease // EMBO
Mol. Med. 2009. V. 1. P. 371-380.

Faraone S.V., Biederman J. Neurobiology of attention-deficit hyperactivity disorder // Biol. Psychiatry. 1998. V. 44.
P. 951-958.

Fasano M., Bergamasco B., Lopiano L. Modifications of the iron—neuromelanin system in Parkinson’s disease //
J. Neurochem. 2006. V. 96. P. 909—916.

Fathinia P., Hermann A., Reuner U. et al. Parkinson’s disease-like midbrain hyperechogenicity is frequent in amyo-
trophic lateral sclerosis // J. Neurol. 2013. V. 260. P. 454—457.

Fearnley J.M., Lees A.J. Ageing and Parkinson’s disease: substantia nigra regional selectivity // Brain. 1991. V. 114.
P. 2283-2301.

Fekete R., Jankovic J. Revisiting the relationship between essential tremor and Parkinson’s disease // Mov. Disord.
2011. V. 26. P. 391-398.

Feldman A.L., Johansson A.L.V., Gatz M. et al. Accuracy and sensitivity of parkinsonian disorder diagnoses in two
Swedish National Health Registers // Neuroepidemiology. 2012. V. 38. P. 186—193.

Filoteo J.V., Reed J.D., Litvan 1., Harrington D.L. Volumetric correlates of cognitive functioning in nondemented
patients with Parkinson’s disease // Mov. Disord. 2014. V. 29. P. 360—367.

Fiszer A., Olejniczak M., Switonski P.W. et al. An evaluation of oligonucleotide-based therapeutic strategies for
polyQ diseases // BMC Mol. Biol. 2012. V. 13. P. 6—17.

Foglieni B., Ferrari F., Goldwurm S. et al. Analysis of ferritin genes in Parkinson disease // Clin. Chem. Lab. Med.
2007. V. 45. P. 1450—1456.

Foltynie T., Barker R., Baryne C. Vascular parkinsonism: a review of the precision and frequency of the diagnosis //
Neuroepidemiology. 2002. V. 21. P. 1-7.

Freeman A.A., Rye D.B. The molecular basis of restless legs syndrome // Curr. Opin. Neurobiol. 2013. V. 23.
P. 895-900.

Furtado S., Farrer M., Tsuboi Y. et al. SCA-2 presenting as parkinsonism in an Alberta family: clinical, genetic, and
PET findings // Neurology. 2002. V. 59. P. 1625—1627.

Gaenslen A. Transcranial sonography in dystonia // Int. Rev. Neurobiol. 2010. V. 90. P. 179—187.

Gaenslen A., Unmuth B., Godau J. et al. The specificity and sensitivity of transcranial ultrasound in the differential
diagnosis of Parkinson’s disease: a prospective blinded study // Lancet Neurol. 2008. V. 7. P. 417—424.

Gaenslen A., Wurster 1., Brockmann K. et al. Prodromal features for Parkinson’s disease — baseline data from the
TREND study // Eur. J. Neurol. 2014. V. 21. P. 766—772.

Gaeta A., Hider R.C. The crucial role of metal ions in neurodegeneration: the basis for a promising therapeutic
strategy // Br. J. Pharmacol. 2005. V. 146. P. 1041—1059.

Gaig C., Tolosa E. When does Parkinson’s disease begin? // Mov. Disord. 2009. V. 24. Suppl. 2. P. S656—S664.

Gan-Or Z., Giladi N., Rozovski U. et al. Genotype-phenotype correlations between GBA mutations and Parkinson
disease risk and onset // Neurology. 2008. V. 70. P. 2277—-2283.

Garcia-Borreguero D., Williams A.M. An update on restless legs syndrome (Willis—Ekbom disease): clinical features,
pathogenesis and treatment // Curr. Opin. Neurol. 2014. V. 27. P. 493—501.

Gelpi E., Navarro-Otano J., Tolosa E. et al. Multiple organ involvement by alpha-synuclein pathology in Lewy body
disorders // Mov. Disord. 2014. V. 29. P. 1010—1018.

Gibb W.R., Lees A.J. The relevance of the Lewy body to the pathogenesis of idiopathic Parkinson’s disease //
J. Neurol. Neurosurg. Psychiatry. 1988. V. 51. P. 745—752.

Gilman S., Wenning G.K., Low P.A. et al. Second consensus statement on the diagnosis of multiple system atrophy //
Neurology. 2008. V. 71. P. 670—676.

152



Giunti P., Sweeney M.G., Harding A.E. Detection of the Machado—Joseph disease/spinocerebellar ataxia three tri-
nucleotide repeat expansion in families with autosomal dominant motor disorders, including the Drew family of
Walworth // Brain. 1995. V. 118. P. 1077—1085.

Go C., Frenzel A., Rosales R. et al. Assessment of substantia nigra echogenicity in German and Filipino population
using a portable ultrasound system // J. Ultrasound Med. 2012. V. 31. P. 191—-196.

Godau J., Klose U., Santo A. et al. Multiregional brain iron deficiency in restless legs syndrome // Mov. Disord.
2008a. V. 23. P. 1184—1187.

Godau J., Manz A., Wevers A.K. et al. Sonographic substantia nigra hypoechogenicity in polyneuropathy and restless
legs syndrome // Mov. Disord. 2009. V. 24. P. 133—137.

Godau J., Schweitzer K.J., Liepelt I. et al. Substantia nigra hypoechogenicity: definition and findings in restless legs
syndrome // Mov. Disord. 2007. V. 22. P. 187—192.

Godau J., Sojer M. Transcranial sonography in restless legs syndrome // Int. Rev. Neurobiol. 2010. V. 90. P. 199-215.

Godau J., Wevers A.-K., Gaenslen A. et al. Sonographic abnormalities of brainstem structures in restless legs syn-
drome // Sleep Med. 20086. V. 9. P. 782—789.

Goker-Alpan O., Lopez G., Vithayathil J. et al. The spectrum of parkinsonian manifestations associated with gluco-
cerebrosidase mutations // Arch. Neurol. 2008. V. 65. P. 1353—1357.

Gonera E.G., van’t Hof M., Berger H.J. et al. Symptoms and duration of the prodromal phase in Parkinson’s dis-
ease // Mov. Disord. 1997. V. 12. P. 871-876.

Greenbaum L., Lorberboym M., Melamed E. et al. Perspective: identification of genetic variants associated with
dopaminergic compensatory mechanisms in early Parkinson’s disease // Front. Neurosci. 2013. V. 7. P. 52.

Grinberg L.T., Rueb U., di Lorenzo Alho A.T., Heinsen H. Brainstem pathology and non-motor symptoms in PD //
J. Neurol. Sci. 2010. V. 289. P. 81—88.

Groger A., Berg D. Does structural neuroimaging reveal a disturbance of iron metabolism in Parkinson’s disease?
Implications from MRI and TCS studies // J. Neural. Transm. 2012. V. 119. P. 1523—1528.

Grolimund P. Transmission of ultrasound through the temporal bone // Transcranial Doppler Sonography / Ed. by
R. Aaslid. N.Y., 1986. P. 10—21.

Guttman M., Burkholder J., Kish S.J. et al. ['"C]RTI-32 PET studies of the dopamine transporter in early dopa-na-
ive Parkinson’s disease: implications for the symptomatic threshold // Neurology. 1997. V. 48. P. 1578—1583.

Haehner A., Hummel T., Hummel C. et al. Olfactory loss may be a first sign of idiopathic Parkinson’s disease // Mov.
Disord. 2007. V. 22. P. 839—842.

Hagenah J.M., Becker B., Briggemann N. et al. Transcranial sonography findings in a large family with homozygous
and heterozygous PINKI mutations // J. Neurol. Neurosurg. Psychiatry. 2008. V. 79. P. 1071-1074.

Hagenah J.M., Hedrich K., Becker B. et al. Distinguishing early-onset PD from dopa-responsive dystonia with trans-
cranial sonography // Neurology. 2006. V. 66. P. 1951—1952.

Hagenah J.M., Konig I.R., Becker B. et al. Substantia nigra hyperechogenicity correlates with clinical status and
number of Parkin mutated alleles // J. Neurol. 2007. V. 254. P. 1407—1413.

Hagenah J.M., Konig I.R., Kotter C. et al. Basal ganglia hyperechogenicity does not distinguish between patients with
primary dystonia and healthy individuals // J. Neurol. 2011. V. 258. P. 590—595.

Hagenah J., Konig I.R., Sperner J. et al. Life-long increase of substantia nigra hyperechogenicity in transcranial
sonography // Neurolmage. 2010. V. 51. P. 28—32.

Hall D.A., Jennings D., Seibyl J. et al. FM R gene expansion and scans without evidence of dopaminergic deficits in
parkinsonism patients // Parkinsonism Relat. Disord. 2010. V. 16. P. 608—611.

Halsey J.H. Effect of emitted power on waveform intensity in transcranial Doppler // Stroke. 1990. V. 21.
P. 1573—1578.

Hampel H., Buerger K., Zinkowski R. et al. Measurement of phosphorylated tau epitopes in the differential diagnosis
of Alzheimer disease: a comparative cerebrospinal fluid study // Arch. Gen. Psychiatry. 2004. V. 61. P. 95—102.

Hashimoto H., Etani H., Naka M. et al. Assessment of the rate of successful transcranial Doppler recording through
the temporal windows in Japanese with special reference to aging and sex // Nippon Ronen Igakkai Zasshi. 1992.
V.29. P 119—-122.

Hawkes C.H., Doty R.L. The Neurology of Olfaction. Cambridge, 2009.

Hawkes C.H., Tredici K.D., Braak H. A timeline for Parkinson’s disease // Parkinsonism Relat. Disord. 2010. V. 16.
P. 79—-84.

153



Cnucox aumepamypol

Hedrich K., Winkler S., Hagenah J. et al. Recurrent LRRK?2 (Park8) mutations in early-onset Parkinson’s disease //
Mov. Disord. 2006. V. 21. P. 1506—1510.

Heilbrun L.K., Kagan A., Nomura A., Wasnich R.D. The origins of epidemiologic studies of heart disease, cancer and
osteoporosis among Hawaii Japanese // Hawaii Med. J. 1985. V. 44. P. 294—296.

Hellwig S., Reinhard M., Amtage F. et al. Transcranial sonography and ['*F|fluorodeoxyglucose positron emission
tomography for the differential diagnosis of parkinsonism: a head-to-head comparison // Eur. J. Neurol. 2014.
V. 21. P. 860—866.

Henley S.M., Bates G.P., Tabrizi S.J. Biomarkers for neurodegenerative diseases // Curr. Opin. Neurol. 2005. V. 18.
P. 698—705.

Hernéndez N., Escriva A., Jorda J. Study of the diameter of the third ventricle with transcranial sonography //
Neurologia. 2007. V. 22. P. 507—510.

Hilker R., Thomas A.V., Klein J.C. et al. Dementia in Parkinson disease: functional imaging of cholinergic and
dopaminergic pathways // Neurology. 2005. V. 65. P. 1716—1722.

Hirsch E.C. Iron transport in Parkinson’s disease // Parkinsonism Relat. Disord. 2009. V. 15. P. 209—-211.
Hoeppner J., Prudente-Morrissey L., Herpertz S.C. et al. Substantia nigra hyperechogenicity in depressive subjects
relates to motor asymmetry and impaired word fluency // Eur. Arch. Psychiatry Clin. Neurosci. 2009. V. 259.
P. 92—-97.

Hong Z., Shi M., Chung KA. et al. DJ-1 and alpha-synuclein in human cerebrospinal fluid as biomarkers of
Parkinson’s disease // Brain. 2010. V. 133. P. 713—726.

Horvath J., Burkhard P.R., Bouras C., Kovari E. Etiologies of Parkinsonism in a century-long autopsy-based
cohort // Brain Pathol. 2013. V. 23. P. 28—33.

Hu M.T.M., Taylor-Robinson S.D., Chaudhuri K.R. et al. Evidence for cortical dysfunction in clinically non-de-
mented patients with in Parkinson’s disease: a proton MR spectroscopy study // J. Neurol. Neurosurg. Psychiatry.
1999. V. 67. P. 20—-26.

Huang Y., Jeng J., Tsai C. et al. Transcranial imaging of substantia nigra hyperechogenicity in a Taiwanese cohort of
Parkinson’s disease // Mov. Disord. 2007. V. 22. P. 550—555.

Huber H. Transcranial sonography — anatomy // Int. Rev. Neurobiol. 2010. V. 90. P. 35—45.

Hughes A.J. Diagnosis of idiopathic Parkinson’s disease: a clinic-pathological study of 100 cases // J. Neurol.
Neurosurg. Psychiatry. 1992. V. 55. P. 181—-184.

Hughes A.J., Daniel S.E., Ben-Shlomo Y., Lees A.J. The accuracy of diagnosis of parkinsonian syndromes in a spe-
cialist movement disorder service // Brain. 2002. V. 125. P. 861—870.

Illarioshkin S.N., Periquet M., Rawal N. et al. Mutation analysis of the parkin gene in russian families with autosomal
recessive juvenile parkinsonism // Mov. Disord. 2003. V. 18. P. 914—-919.

Iranzo A., Lomefa F., Stockner H. et al. Decreased striatal dopamine transporter uptake and substantia nigra hyper-
echogenicity as risk markers of synucleinopathy in patients with idiopathic rapid-eye-movement sleep behaviour
disorder: a prospective study // Lancet Neurol. 2010. V. 9. P. 1070—1077.

Iranzo A., Molinuevo J.L., Santamaria J. et al. Rapid-eye-movement sleep behaviour disorder as an early marker for
a neurodegenerative disorder: a descriptive study // Lancet Neurol. 2006. V. 5. P. 572—-577.

Ishihara L., Brayne C. A systematic review of depression and mental illness preceding Parkinson’s disease // Acta
Neurol. Scand. 2006. V. 113. P. 211-220.

Iwanami M., Miyamoto T., Miyamoti M. et al. Relevance of substantia nigra hyperechogenicity and reduced odor
identification in idiopathic REM sleep behavior disorder // Sleep Med. 2010. V. 11. P. 361—365.

Jain S., Lo S.E., Louis E.D. Common misdiagnosis of a common neurological disorder: how are we misdiagnosing
essential tremor? // Arch. Neurol. 2006. V. 63. P. 1100—1104.

Jankovic J., Tolosa E. Parkinson’s Disease and Movement Disorders. Philadelphia, 2007.

Jellinger K.A. Synuclein deposition and non-motor symptoms in Parkinson disease // J. Neurol. Sci. 2011. V. 310.
P. 107—111.

Jellinger K.A. Neuropathology of sporadic Parkinson’s disease: evaluation and changes of concepts // Mov. Disord.
2012. V. 27. P. 8-30.

Jenner P., Morris H.R., Robbins T.W. et al. Parkinson’s disease — the debate on the clinical phenomenology, aetiol-
ogy, pathology and pathogenesis // J. Park. Dis. 2013. V. 3. P. 1—11.

154



Jimenez-Jimenez F.J., Rubio L., Alonso-Navarro H. et al. Impairment of rapid repetitive finger movements and
visual reaction time in patients with essential tremor // Eur. J. Neurol. 2010. V. 17. P. 152—159.

Joutsa J., Gardberg M., Roytta M., Kaasinen V. Diagnostic accuracy of parkinsonism syndromes by general neurolo-
gists // Parkinsonism Relat. Disord. 2014. V. 20. P. 840—844.

Kagan A., Harris B.R., Winkelstein W. et al. Epidemiologic studies of coronary heart disease and stroke in Japanese
men living in Japan, Hawaii and California: demographic, physical, dietary and biochemical characteristics //
J. Chronic Dis. 1974. V. 27. P. 345—364.

Kajimoto Y., Miwa H., Okawa-Izawa M. et al. Transcranial sonography of the substantia nigra and MIBG myocar-
dial scintigraphy: complementary role in the diagnosis of Parkinson’s disease // Parkinsonism Relat. Disord. 2009.
V. 15. P. 270-272.

Kang S.Y., Ma H., Lim Y.M. et al. Fatigue in drug-naive Parkinson’s disease // Eur. Neurol. 2013. V. 70. P. 59—64.
Karisson M.K., Sharma P., Aasly J. et al. Found in transcription: accurate Parkinson’s disease classification in
peripheral blood // J. Park. Dis. 2013. V. 3. P. 19-29.

Ke Y., Qian Z.M. Tron misregulation in the brain: a primary cause of neurodegenerative disorders // Lancet Neurol.
2003. V. 2. P. 246—253.

Khan N.L., Jain S., Lynch J.M. et al. Mutations in the gene LRRK2 encoding dardarin (PARKS8) cause familial
Parkinson’s disease: clinical, pathological, olfactory and functional imaging and genetic data // Brain. 2005. V. 128.
P. 2786—2796.

Kikuchi A., Takeda A., Okamura N. et al. In vivo visualization of alpha-synuclein deposition by carbon-11-labelled
2-|2-(2-dimethylaminothiazol-5-yl)ethenyl]-6-[2-(fluoro)ethoxy| benzoxazole positron emission tomography in
multiple system atrophy // Brain. 2010. V. 133. P. 1772—1778.

Kim J.-M., Hong S., Kim G.P. et al. Importance of low-range CAG expansion and CAA interruption in SCA?2 par-
kinsonism // Arch. Neurol. 2007. V. 64. P. 1510—1518.

Kim J.-S., Oh Y.-S., Kim Y.-I. et al. Transcranial sonography (TCS) in Parkinson’s disease (PD) and essential trem-
or (ET) in relation with putative premotor symptoms of PD // Arch. Gerontol. Geriatr. 2012. V. 54. P. 436—439.
Kivi A., Trottenberg T., Niehaus L. Levodopa-responsive posttraumatic parkinsonism is not associated with changes
of echogenicity of the substantia nigra // Mov. Disord. 2005. V. 20. P. 258—-262.

Klein C., Schneider S.A., Lang A.E. Hereditary parkinsonism: Parkinson disease look-alikes — an algorithm for cli-
nicians to ““PARK’’ genes and beyond // Mov. Disord. 2009. V. 24. P. 2042—2058.

Kojovic M., Bologna M., Kassavetis P. et al. Functional reorganization of sensorimotor cortex in early Parkinson
disease // Neurology. 2012. V. 78. P. 1441—1448.

Kolevski G., Petrov 1., Petrova V. Transcranial sonography in the evaluation of Parkinson disease // J. Ultrasound
Med. 2007. V. 26. P. 509-512.

Kostic V.C., Mijajlovic M., Smajlovic D. et al. Transcranial brain sonography findings in two main variants of pro-
gressive supranuclear palsy // Eur. J. Neurol. 2013. V. 20. P. 552—557.

Kostic V.S., Svetel M., Mijajlovic M. et al. Transcranial sonography in pantothenate kinase-associated neurodegen-
eration // J. Neurol. 2012. V. 259. P. 959—964.

Kotzbauer P.T., Truax A.C., Trojanowski J.Q., Lee V.M. Altered neuronal mitochondrial coenzyme A synthesis in
neurodegeneration with brain iron accumulation caused by abnormal processing, stability, and catalytic activity of
mutant pantothenate kinase 2 // J. Neurosci. 2005. V. 25. P. 689—698.

Krauel K., Feldhaus H.C., Simon A. et al. Increased echogenicity of the substantia nigra in children and adolescents
with attention-deficit/hyperactivity disorder // Biol. Psychiatry. 2010. V. 68. P. 352—358.

Kresojevic N., Mijajlovic M., Peric S. et al. Transcranial sonography in patients with Parkinson’s disease with gluco-
cerebrosidase mutations // Parkinsonism Relat. Disord. 2013. V. 19. P. 431—435.

Krogias C., Eyding J., Postert T. Transcranial sonography in Huntington’s disease // Int. Rev. Neurobiol. 2011a.
V. 90. P. 237-257.

Krogias C., Hoffmann K., Eyding J. et al. Evaluation of basal ganglia, brainstem raphe and ventricles in bipolar dis-
order by transcranial sonography // Psychiatry Res. 20116. V. 194. P. 190—197.

Krogias C., Meves S., Schoellhammer M. et al. Sonographic detection of bilateral striopallidodentate calcinosis //
J. Neurol. 2009. V. 256. P. 266—267.

Krogias C., Postert T., Eyding J. Transcranial sonography in ataxia // Int. Rev. Neurobiol. 2010. V. 90. P. 217-235.

155



Cnucox aumepamypol

Krogias C., Strassburger K., Eyding J. et al. Depression in patients with Huntington disease correlates with alter-
ations of the brain stem raphe depicted by transcranial sonography // J. Psychiatry Neurosci. 20116. V. 36.
P. 187—194.

Kuo Y.M., Emmerling M.R., Vigo-Pelfrey C. et al. Water-soluble Abeta (N-40, N-42) oligomers in normal and
Alzheimer disease brains // J. Biol. Chem. 1996. V. 271. P. 4077—4081.

Kuyper D.J., Parra V., Aerts S. et al. Nonmotor manifestations of dystonia: a systematic review // Mov. Disord. 2011.
V. 26. P. 1206—1217.

Kwon D.-Y., Seo W.-K., Yoon H.-K. et al. Transcranial brain sonography in Parkinson’s disease with restless legs
syndrome // Mov. Disord. 2010. V. 25. P. 1373—1378.

Lambeck J., Niesen W., Zucker B. Substantia nigra hyperechogenicity in Huntington’s disease // Akt. Neurol. 2008.
V. 35. P. 152.

Lang A.E. A critical appraisal of premotor symptoms of Parkinson’s disease: potential usefulness in early diagnosis
and design of neuroprotective trials // Mov. Disord. 2011. V. 26. P. 775—783.

Langkammer C., Krebs N., Goessler W. et al. Quantitative MR imaging of brain iron: a postmortem validation
study // Radiology. 2010. V. 257. P. 455—462.

Latourelle J.C., Sun M., Lew M.F. et al. The Gly2019Ser mutation in LRRK2 is not fully penetrant in familial
Parkinson’s disease: the GenePD study // BMC Med. 2008. V. 6. P. 32.

Lauckaite K., Rastenyte D., Surkiene D. et al. Specificity of transcranial sonography in Parkinson spectrum disorders
in comparison to degenerative cognitive syndromes // BMC Neurol. 2012. V. 12. P. 12.

Lauckaite K., Rastenyte D., Surkiene D. et al. Ultrasonographic (TCS) and clinical findings in overlapping pheno-
type of essential tremor and Parkinson’s disease (ET-PD) // BMC Neurol. 2014. V. 14. P. 54.

Le W., Chen S., Jankovic J. Etiopathogenesis of Parkinson disease: a new beginning? // Neuroscientist. 2009. V. 15.
P. 28-35.

Lee E.-Y., Eslinger P.J., Du G. et al. Olfactory-related cortical atrophy is associated with olfactory dysfunction in
Parkinson’s disease // Mov. Disord. 2014. doi: 10.1002/mds.25829. [Epub ahead of print].

Lee S.C., Samii A., Sossi V. et al. In vivo positron emission tomographic evidence for compensatory changes in
presynaptic dopaminergic nerve terminals in Parkinson’s disease // Ann. Neurol. 2000. V. 47. P. 493—503.

Lehéricy S., Sharman M.A., Dos Santos C.L. et al. Magnetic resonance imaging of the substantia nigra in Parkinson’s
disease // Mov. Disord. 2012. V. 27. P. 822—830.

Lemos R.R., Ferreira J.B., Keasey M.P., Oliveira J.R. An update on primary familial brain calcification // Int. Rev.
Neurobiol. 2013. V. 110. P. 349—-371.

Lepori M.B., Zappu A., Incollu S. et al. Mutation analysis of the ATP7B gene in a new group of Wilson’s disease
patients: contribution to diagnosis // Mol. Cell Probes. 2012. V. 26. P. 147—150.

Lesage S., Brice A. Parkinson’s disease: from monogenic forms to genetic susceptibility factors // Hum. Mol. Genet.
2009. V. 18. P. 48—59.

LiX.-J., Li S.-H., Sharp A.H. et al. A huntingtin-associated protein enriched in brain with implications for pathol-
ogy // Nature. 1995. V. 378. P. 398—402.

Liepelt 1., Behnke S., Schweitzer K. et al. Pre-motor signs of PD are related to SN hyperechogenicity assessed by
TCS in an elderly population // Neurobiol. Aging. 2011. V. 32. P. 1599—1606.

Liepelt 1., Wendt A., Schweitzer K. et al. Substantia nigra hyperechogenicity assessed by transcranial sonography is
related to neuropsychological impairment in the elderly population // J. Neural Transm. 2008. V. 115. P. 993—999.

Liman J., Wellmer A., Rostasy K. et al. Transcranial ultrasound in neurodegeneration with brain iron accumulation
(NBIA) // Eur. J. Paediatr. Neurol. 2012. V. 16. P. 175—178.

Liscic R.M., Srulijes K., Groger A. et al. Differentiation of progressive supranuclear palsy: clinical, imaging and
laboratory tools // Acta Neurol. Scand. 2013. V. 127. P. 362—370.

Litvan I. Atypical Parkinsonian Disorders: Clinical and Research Aspects. New Jersey, 2005.

Litvan 1., Agid Y., Jancovic J. et al. Accuracy of clinical criteria for the diagnosis of progressive supranuclear palsy
(Steel—Richardson—Olszewski syndrome) // Neurology. 1996. V. 46. P. 922—930.

Litvan 1., Goetz C.G., Jancovic J. et al. What is the accuracy of clinical diagnosis of multiple system atrophy? // Arch.
Neurol. 1997. V. 54. P. 937—-944.

Litwin T., Gromadzka G., Szpak G.M. et al. Brain metal accumulation in Wilson’s disease // J. Neurol. Sci. 2013.
V. 329. P. 55-58.

156



Lobsien E., Schreiner S., Plotkin M. et al. No correlation of substantia nigra echogenicity and nigrostriatal degrada-
tion in Parkinson’s disease // Mov. Disord. 2012. V. 27. P. 450—453.

Lohmann K., Klein C. Genetics of dystonia: what’s known? What’s new? What’s next? // Mov. Disord. 2013. V. 28.
P. 899-905.

Louis E.D. Re-thinking the biology of essential tremor: from models to morphology // Parkinsonism Relat. Disord.
2014. V. 20. Suppl. 1. P. S§8—S93.

Louis E.D., Frucht S.J. Prevalence of essential tremor in patients with Parkinson’s disease vs. parkinson-plus syn-
dromes // Mov. Disord. 2007. V. 22. P. 1402—1407.

Louis E.D., Ottman R. 1s there a one-way street from essential tremor to Parkinson’s disease? Possible biological
ramifications // Eur. J. Neurol. 2013. V. 20. P. 1440—1444.

Ludolph A.C., Kassubek J., Landwehrmeyer B.G. et al. Tauopathies with parkinsonism: clinical spectrum, neuro-
pathologic basis, biological markers and treatment options // Eur. J. Neurol. 2009. V. 16. P. 297—309.

Lukas Z., Slonkova J., Soucek O., Bar M. Histopathological diagnostics of mitochondrial myopathies: encephalop-
athy MELAS with sarcoplasma inclusions // Book of Abstracts of 2nd Neuromuscular Congress. Bratislava, 2009.
P. 33.

Luo W.F., Zhang Y.C., Sheng Y.J. et al. Transcranial sonography on Parkinson’s disease and essential tremor in a
Chinese population // Neurol. Sci. 2012. V. 33. P. 1005—1009.

Ma Y., Tang C., Spetsieris P.G. et al. Abnormal metabolic network activity in Parkinson’s disease: test-retest repro-
ducibility // J. Cereb. Blood Flow Metab. 2007. V. 27. P. 597—605.

Maetzler W., Hausdorf J.M. Motor signs in the prodromal phase of Parkinson’s disease // Mov. Disord. 2012. V. 27.
P. 627—633.

Mahlknecht P., Stockner H., Kiechl S. et al. Is transcranial sonography useful to distinguish drug-induced parkinson-
ism from Parkinson’s disease? // Mov. Disord. 2012. V. 27. P. 1193—1196.

Malek N., Swallow D., Grosset K.A. et al. Alpha-synuclein in peripheral tissues and body fluids as a biomarker for
Parkinson’s disease — a systematic review // Acta Neurol. Scand. 2014. V. 130. P. 59-72.

Marek K., Innis R., van Dyck C. et al. ['*I|beta-CIT SPECT imaging assessment of the rate of Parkinson’s disease
progression // Neurology. 2001. V. 57. P. 2089—2094.

Marion M.H., Qurashi M., Marshall G., Foster O. Is REM sleep behaviour disorder (RBD) a risk factor of dementia
in idiopathic Parkinson’s disease? // J. Neurol. 2008. V. 255. P. 192—196.

Marshall V.L., Patterson J., Hadley D.M. et al. Successful antiparkinsonian medication withdrawal in patients with
parkinsonism and normal FP-CIT SPECT // Mov. Disord. 2006. V. 21. P. 2247—-2250.

Martin W.R., Wieler M., Gee M. Midbrain iron content in early Parkinson disease: a potential biomarker of disease
status // Neurology. 2008. V. 70. P. 1411—1417.

Mata I.F., Samii A., Schneer S.H. et al. Glucocerebrosidase gene mutations. A risk factor for Lewy body disorders //
Arch. Neurol. 2008. V. 65. P. 379—382.

Mavrogiorgou P., Nalato F., Meves S. et al. Transcranial sonography in obsessive-compulsive disorder // J. Psychiatr.
Res. 2013. V. 47. P. 1642—1648.

McKeith 1.G., Dickson D.W., Lowe J. et al. Diagnosis and management of dementia with Lewy bodies. Third report
of the DLB consortium // Neurology. 2005. V. 65. P. 1863—1872.

McNaught K.S., Kapustin A., Jackson T. et al. Brainstem pathology in DYT1 primary torsion dystonia // Ann.
Neurol. 2004. V. 56. P. 540—547.

MecNeill A., Chinnery P.F. Neurodegeneration with brain iron accumulation // Handbook of Clinical Neurology.
V. 100. Hyperkinetic Movement Disorders / Ed. by W.J. Weiner, E. Tolosa. Edinburgh, 2011. P. 161—172.

Mehnert S., Reuter 1., Schepp K. et al. Transcranial sonography for diagnosis of Parkinson’s disease // BMC Neurol.
2010. V. 21. P. 10—19.

Michell A.W., Lewis S.J.G., Foltynie T., Barker R.A. Biomarkers and Parkinson’s disease // Brain. 2004. V. 127.
P. 1693—1705.

Mijajlovic M.D. Transcranial sonography in depression // Int. Rev. Neurobiol. 2010. V. 90. P. 259—-272.

Mijajlovic M., Dragasevic N., Stefanova E. et al. Transcranial sonography in spinocerebellar ataxia type 2 //
J. Neurol. 2008. V. 255. P. 1164—1167.

Mills E., Dong X.-P., Wang F. et al. Mechanisms of brain iron transport: insight into neurodegeneration and CNS
disorders // Future Med. Chem. 2010. V. 2. P. 51.

157



Cnucox aumepamypol

Minen M.T., Louis E.D. Emergence of Parkinson’s disease in essential tremor: a study of the clinical correlates in
53 patients // Mov. Disord. 2008. V. 23. P. 1602—1605.

Minguez-Castellanos A., Chamorro C.E., Escamilla-Sevilla F. et al. Do alpha-synuclein aggregates in autonomic
plexuses predate Lewy body disorders?: a cohort study // Neurology. 2007. V. 68. P. 2012—2018.

Miralles F., Tarongi S., Espino A. Quantification of the drawing of an Archimedes spiral through the analysis of its
digitized picture // J. Neurosci. Meth. 2006. V. 152. P. 18—31.

Mollenhauer B., Locascio J.J., Schulz-Schaeffer W. et al. a-Synuclein and tau concentrations in cerebrospinal fluid
of patients presenting with parkinsonism: a cohort study // Lancet Neurol. 2011. V. 10. P. 230—240.

Montine T.J., Shi M., Quinn J.F. et al. CSF Af(42) and tau in Parkinson’s disease with cognitive impairment // Mov.
Disord. 2010. V. 25. P. 2682—2685.

Moschos M.M., Tagaris G., Markopoulos I. et al. Morphologic changes and functional retinal impairment in patients
with Parkinson disease without visual loss // J. Ophthalmol. 2011. V. 21. P. 24-29.

Mosharov E.V., Larsen K.E., Kanter E. et al. Interplay between cytosolic dopamine, calcium, and a-synuclein caus-
es selective death of substantia nigra neurons // Neuron. 2009. V. 62. P. 218—229.

Muilwijk D., Verheij S., Pel J.J. et al. Changes in timing and kinematics of goal directed eye-hand movements in
early-stage Parkinson’s disease // Transl. Neurodegener. 2013. V. 2. P. 1-8.

Miuller M., Treumann T., Hewer E., Stoeck K. Transcranial ultrasound of the basal ganglia in sporadic
Creutzfeldt—Jakob disease // J. Neuroimmunol. 2008. V. 18. P. 154—157.

Munchau A., Dressler D., Bhatia K.P. et al. Machado—Joseph disease presenting as severe generalised dystonia in a
German patient // J. Neurol. 1999. V. 246. P. 840—842.

Naumann M., Becker G., Toyka K.V. et al. Lenticular nucleus lesion in idiopathic dystonia detected by transcranial
sonography // Neurology. 1996. V. 47. P. 1284—1290.

Neumann J., Bras J., Deas E. et al. Glucocerebrosidase mutations in clinical and pathologically proven Parkinson’s
disease // Brain. 2009. V. 132. P. 1783—1794.

Nichols W.C., Pankratz N., Marek D.K. et al. Mutations in GBA are associated with familial Parkinson disease
susceptibility and age at onset // Neurology. 2009. V. 72. P. 310-316.

Niehaus L., Boelmans K. Diagnosis of Parkinson’s disease — transcranial sonography in relation to MRI // Inv. Rev.
Neurobiol. 2010. V. 90. P. 63—79.

Niehaus L., Savyer N., Weber U. et al. Brain parenchyma sonography in patients with essential tremor and
Parkinson’s disease // Cerebrovasc. Dis. 2004. V. 17. Suppl. 4. P. 3.

Noyce A.J., Bestwick J.P., Silveira-Moriyama L. et al. PREDICT-PD: identifying risk of Parkinson’s disease in the
community: methods and baseline results // J. Neurol. Neurosurg. Psychiatry. 2014. V. 85. P. 31-37.

Ohrfelt A., Grogner P., Andreasen N. et al. Cerebrospinal fluid alpa-synuclein in neurodegenerative disorders — a
marker of synapse loss? // Neurosci. Lett. 2009. V. 450. P. 332—335.

Ohtsuka C., Sasaki M., Konno K. et al. Changes in substantia nigra and locus coeruleus in patients with early-stage
Parkinson’s disease using neuromelanin-sensitive MR imaging // Neurosci. Lett. 2013. V. 541. P. 93—98.

Okawa M., Miwa H., Kajimoto Y. et al. Transcranial sonography of the substantia nigra in Japanese patients with
Parkinson’s disease or atypical parkinsonism: clinical potential and limitations // Intern. Med. 2007. V. 46.
P. 1527—1531.

Olivares D., Huang X., Branden L. et al. Physiological and pathological role of alpha-synuclein in Parkinson’s dis-
ease through iron mediated oxidative stress; the role of a putative iron-responsive element // Int. J. Mol. Sci. 2009.
V. 10. P. 1226—1260.

Ozaki N., Goldman D., Kaye W.H. et al. Serotonin transporter missense mutation associated with a complex neuro-
psychiatric phenotype // Mol. Psychiatry. 2003. V. 8. P. 933—936.

Padowski J.M., Weaver K.E., Richards T.L. et al. Neurochemical correlates of caudate atrophy in Huntington’s
disease // Mov. Disord. 2014. V. 29. P. 327—335.

Parnetti L., Castrioto A., Chiasserini D. et al. Cerebrospinal fluid biomarkers in Parkinson disease // Nat. Rev.
Neurol. 2013. V. 9. P. 131—-140.

Paulsen J.S., Smith M.M., Long J.D. Cognitive decline in prodromal Huntington disease: implications for clinical
trials // J. Neurol. Neurosurg. Psychiatry. 2013. V. 84. P. 1233—1239.

Pedroso J.L., Bor-Seng-Shu E., Felicio A.C. et al. Transcranial sonography findings in spinocerebellar ataxia type 3
(Machado—Joseph disease): a cross-sectional study // Neurosci. Lett. 2011. V. 504. P. 98§—101.

158



Pedroso J. L., Bor-Seng-Shu E., Felicio A.C. et al. Severity of restless legs syndrome is inversely correlated with echo-
genicity of the substantia nigra in different neurodegenerative movement disorders. A preliminary observation //
J. Neurol. Sci. 2012. V. 319. P. 59—62.

Pedroso J.L., Bor-Seng-Shu E., Felicio A.C. et al. Substantia nigra echogenicity is correlated with nigrostriatal
impairment in Machado—Joseph disease // Parkinsonism Relat. Disord. 2013. V. 19. P. 742—745.

Peralta C.M., Frauscher B., Seppi K. et al. Restless legs syndrome in Parkinson’s disease // Mov. Disord. 2009. V. 24.
P. 2076—2080.

Petrovitch A., Abbott R.D., Ross G.W. et al. Bowel movement frequency in late-life and substantia nigra neuron
density at death // Mov. Disord. 2008. V. 24. P. 371-376.

Pieri V., Diederich N.J., Raman R., Goetz C.G. Decreased color discrimination and contrast sensitivity in Parkinson’s
disease // J. Neurol. Sci. 2000. V. 172. P. 7—11.

Poewe W. Non-motor symptoms in Parkinson’s disease // Eur. J. Neurol. 2008. V. 15. P. 14—20.

Poewe W., Seppi K. Diagnosis of drug-induced parkinsonism: can transcranial sonography make the difference? //
Eur. J. Neurol. 2013. V. 20. P. 1429—1430.

Ponomareva N., Klyushnikov S., Abramycheva N. et al. Alpha-theta border EEG abnormalities in preclinical
Huntington’s disease // J. Neurol. Sci. 2014. pii: S0022-510X(14)00405-5. doi: 10.1016/j.jns.2014.06.035. [Epub
ahead of print].

Ponsen M.M., Stoffers D., Booij J. et al. 1diopathic hyposmia as a preclinical sign of Parkinson’s disease // Ann.
Neurol. 2004. V. 56. P. 173—181.

Postert T., Eyding J., Berg D. et al. Transcranial sonography in spinocerebellar ataxia type 3 // J. Neural Transm.
2004. V. 64. P. 123—133.

Postert T., Lack B., Kuhn W. et al. Basal ganglia alterations and brain atrophy in Huntington’s disease depicted by
transcranial real time sonography // J. Neurol. Neurosurg. Psychiatry. 1999. V. 67. P. 457—462.

Postuma R.B., Aarsland D., Barone P. et al. Identifying prodromal Parkinson’s disease: pre-motor disorders in
Parkinson’s disease // Mov. Disord. 2012. V. 27. P. 617—626.

Postuma R.B., Gagnon J.-F., Vendete M. et al. Olfaction and color vision identify impending neurodegeneration in
rapid eye movement sleep behavior disorder // Ann. Neurol. 2011. V. 69. P. 811—818.

Postuma R.B., Montplaisir J. Predicting Parkinson’s disease — why, when, and how? // Parkinsonism Relat. Disord.
2009. V. 15. Suppl. 3. P. S105—109.

Potter W.Z. Mining the secrets of the CSF: developing biomarkers of neurodegeneration // J. Clin. Invest. 2012.
V. 122. P. 3051-3053.

Prestel J., Schweitzer K.J., Hofer A. et al. Predictive value of transcranial sonography in the diagnosis of Parkinson’s
disease // Mov. Disord. 2006. V. 21. P. 1763—1765.

Price J.L., Ko A.I., Wade M.J. et al. Neuron number in the entorhinal cortex and CAl in preclinical Alzheimer
disease // Arch. Neurol. 2001. V. 58. P. 1395—1402.

Prigione A., Piazza F., Brighina L. et al. Alpha-synuclein nitration and autophagy response are induced in peripher-
al blood cells from patients with Parkinson disease // Neurosci. Lett. 2010. V. 477. P. 6—10.

Przedborski S. Inflammation and Parkinson’s disease pathogenesis // Mov. Disord. 2010. V. 25. P. 55—57.

Puls I., Berg D., Maurer M. et al. Transcranial sonography of the brain parenchyma: comparison of B-mode imaging
and tissue harmonic imaging // Ultrasound Med. Biol. 2000. V. 26. P. 189—194.

Ressner P., Skoloudik D., Hlustik P., Kanovsky P. Hyperechogenicity of the substantia nigra in Parkinson’s disease //
J. Neuroimaging. 2007. V. 17. P. 164—167.

Rhodes S.L., Ritz B. Genetics of iron regulation and the possible role of iron in Parkinson’s disease // Neurobiol.
Dis. 2008. V. 32. P. 183—195.

Rijsman R.M., Schoolderman L.F., Rundervoort R.S., Louter M. Restless legs syndrome in Parkinson’s disease //
Parkinsonism Relat. Disord. 2014. V. 20. Suppl. 1. P. S5-S9.

Rizzo G., Manners D., Testa C. et al. Low brain iron content in idiopathic restless legs syndrome patients detected
by phase imaging // Mov. Disord. 2013. V. 28. P. 1886—1890.

Roberts E.A., Schilsky M.L. Diagnosis and treatment of Wilson disease: an update // Hepatology. 2008. V. 47.
P. 2089-2111.

Rocca W.A., Bower J.H., Ahlskog J.E. et al. Increased risk of essential tremor in first-degree relatives of patients with
Parkinson’s disease // Mov. Disord. 2007. V. 22. P. 1607—1614.

159



Cnucox aumepamypol

Romanos M., Weise D., Schliesser M. et al. Structural abnormality of the substantia nigra in children with atten-
tion-deficit hyperactivity disorder // J. Psychiatry Neurosci. 2010. V. 35. P. 55—58.

Romero O.J., Padillo A.A., Hernandez B.F.J. et al. Utility of transcranial sonography in the diagnosis of drug-induced
parkinsonism: a prospective study // Eur. J. Neurol. 2013. V. 20. P. 1451—1458.

Rosas H.D., Chen Y.1., Doros G. Alterations in brain transition metals in Huntington disease: an evolving and intri-
cate story // Arch. Neurol. 2012. V. 69. P. 887—893.

Ross G.W., Abbott R.D., Petrovitch H. et al. Pre-motor features of Parkinson’s disease: the Honolulu-Asia Aging
Study experience // Parkinsonism Relat. Disord. 2012. V. 18. Suppl. 1. P. S199—-202.

Ross G.W., Petrovitch H., Abbott R.D. et al. Association of olfactory dysfunction with risk for future Parkinson’s
disease // Ann. Neurol. 2008. V. 63. P. 167—173.

Rossi M., Ruottinen H., Soimakallio S. et al. Clinical MRI for iron detection in Parkinson’s disease // Clin. Imaging.
2013. V. 37. P. 631-636.

Rowland L.P. Amyotrophic Lateral Sclerosis and Other Motor Neuron Diseases. N.Y., 1991.

Ruprecht-Dorfler P., Berg D., Tucha O. et al. Echogenicity of the substantia nigra in relatives of patients with spo-
radic Parkinson’s disease // Neurolmage. 2003. V. 18. P. 416—422.

Ruprecht-Dorfler P., Klotz P., Becker G., Berg D. Substantia nigra hyperechogenicity correlates with subtle motor
dysfunction in tap dancers // Parkinsonism Relat. Disord. 2007. V. 13. P. 362—364.

Ryu J.H., Lee M.S., Baik J.S. Sonographic abnormalities in idiopathic restless legs syndrome (RLS) and RLS in
Parkinson’s disease // Parkinsonism Relat. Disord. 2011. V. 17. P. 201-203.

Sage J.1., Miller D.C., Golbe L.1. et al. Clinically atypical expression of pathologically typical Lewy body parkinson-
ism // Clin. Neuropharmacol. 1990. V. 13. P. 36—47.

Saka E., Topcuoglu M.A., Demir A.U., Elibil B. Transcranial sonography in Perry syndrome // Parkinsonism Relat.
Disord. 2010. V. 16. P. 68—70.

Saleem S., Muhammad H., Anwar M. et al. Fahr’s syndrome: literature review of current evidence // Orphanet. J.
Rare Dis. 2013. V. 8. P. 156.

Salvatore C., Cerasa A., Castiglioni I. et al. Machine learning on brain MRI data for differential diagnosis of
Parkinson’s disease and Progressive Supranuclear Palsy // J. Neurosci. Methods. 2014. V. 222. P. 230—237.
Santiago J.A., Potashkin J.A. A network approach to diagnostic biomarkers in progressive supranuclear palsy // Mov.
Disord. 2014. V. 29. P. 550—555.

Sastre-Bataller 1., Vazquez J.F., Martinez-Torres I. et al. Mesencephalic area measured by transcranial sonography
in the differential diagnosis of parkinsonism // Parkinsonism Relat. Disord. 2013. V. 19. P. 732—736.

Scaravilli T., Tolosa E., Ferrer I. Progressive supranuclear palsy and corticobasal degeneration: lumping versus
splitting // Mov. Disord. 2005. V. 20. P. 21-28.

Scherfler C., Schocke M.F., Seppi K. Voxel-wise analysis of diffusion weighted imaging reveals disruption of the
olfactory tract in Parkinson’s disease // Brain. 2006. V. 129. P. 538—542.

Scherfler C., Schwarz J., Antonini A. et al. Role of DAT-SPECT in the diagnostic work up of parkinsonism // Mov.
Disord. 2007. V. 22. P. 1229—1238.

Schmidauer C., Sojer M., Seppi K. et al. Transcranial ultrasound shows nigral hypoechogenicity in restless legs syn-
drome // Ann. Neurol. 2005. V. 58. P. 630—634.

Schneider S.A., Edwards M.J., Mir P. et al. Patients with adult-onset dystonic tremor resembling parkinsonian trem-
or have scans without evidence of dopaminergic deficit (SWEDDs) // Mov. Disord. 2007. V. 22. P. 2210-2215.
Schneider S.A., Hardy J., Bhatia K.P. Syndromes of neurodegeneration with brain iron accumulation (NBIA): an
update on clinical presentations, histological and genetic underpinnings, and treatment considerations // Mov.
Disord. 2012. V. 27. P. 42—-53.

Schrag A., Munchau A., Bhatia K.P. et al. Essential tremor: an overdiagnosed condition? // J. Neurol. 2000. V. 247.
P. 955-959.

Schwarz S.T., Rittman T., Gontu V. et al. T1-weighted MRI shows stage-dependent substantia nigra signal loss in
Parkinson’s disease // Mov. Disord. 2011. V. 26. P. 1633—1638.

Schweitzer K.J., Behnke S., Liepelt 1. et al. Cross-sectional study discloses a positive family history for Parkinson’s
disease and male gender as epidemiological risk factors for substantia nigra hyperechogenicity // J. Neural Transm.
2007a. V. 114. P. 1167—1171.

160



Schweitzer K.J., Brussel T., Leitner P. et al. Transcranial ultrasound in different monogenetic subtypes of Parkinson’s
disease // J. Neurol. 20076. V. 254. P. 613—616.

Schweitzer K.J., Hilker R., Walter U. et al. Substantia nigra hyperechogenicity as a marker of predisposition and
slower progression in Parkinson’s disease // Mov. Disord. 2006. V. 21. P. 94—98.

Seibyl J.P., Marek K., Sheff K. et al. lodine-123-beta-CIT and iodine-123-FPCIT SPECT measurement of dopa-
mine transporters in healthy subjects and Parkinson’s patients // J. Nucl. Med. 1998. V. 39. P. 1500—1508.

Seidel G., Kaps M., Dorndorf W. Transcranial color-coded duplex sonography of intracerebral hematomas in
adults // Stroke. 1993. V. 24. P. 1519—1527.

Seidel G., Kaps M., Gerriets T., Hutzelmann A. Evaluation of the ventricular system in adults by transcranial duplex
sonography // J. Neuroimaging. 1995. V. 5. P. 105—108.

Selikhova M., Fedoryshyn L., Matviyenko Y. et al. Parkinsonism and dystonia caused by the illicit use of ephedrine —
a longitudinal study // Mov. Disord. 2008. V. 23. P. 2224—-2231.

Shahed J., Jankovic J. Exploring the relationship between essential tremor and Parkinson’s disease // Parkinsonism
Relat. Disord. 2007. V. 13. P. 67—76.

Shakkottai V.G., Fogel B.L. Clinical neurogenetics: autosomal dominant spinocerebellar ataxia // Neurol. Clin.
2013. V. 31. P. 987—1007.

Shannon K.M. Huntington’s disease — clinical signs, symptoms, presymptomatic diagnosis, and diagnosis //
Handbook of Clinical Neurology. V. 100. Hyperkinetic Movement Disorders / Ed. by W.J. Weiner, E. Tolosa.
Edinburgh, 2011. P. 3—13.

Shannon K .M., Keshavarzian A., Dodiya H.B. et al. Is alpha-synuclein in the colon a biomarker for premotor
Parkinson’s disease? Evidence from 3 cases // Mov. Disord. 2012. V. 27. P. 716—719.

Shaw L.M., Vanderstichele H., Knapik-Czajka M. et al. Cerebrospinal fluid biomarker signature in Alzheimer’s
disease neuroimaging initiative subjects // Ann. Neurol. 2009. V. 65. P. 403—413.

Shi M., Bradner J., Hancock A.M. et al. Cerebrospinal fluid biomarkers for Parkinson’s disease diagnosis and pro-
gression // Ann. Neurol. 2011. V. 69. P. 570—580.

Siderowf A., Jennings D., Eberly S. et al. Impaired olfaction and other prodromal features in the Parkinson at-risk
syndrome study // Mov. Disord. 2012. V. 27. P. 406—412.

Sidransky E., Nalls M.A., Aasly J.O. et al. Multicenter analysis of glucocerebrosidase mutations in Parkinson’s dis-
ease // N. Engl. J. Med. 2009. V. 361. P. 1651—1661.

Sierra M., Infante J., Berciano J. Substantia nigra echogenicity in Friedreich’s ataxia patients // Cerebellum. 2013.
V. 12. P. 437—-440.

Silva G., Furie K. Biomarkers in neurology // Clinical Trials in Neurosciences (Frontiers of Neurology and
Neuroscience) / Ed. by K.M. Woodbury-Harris, B.M. Coull. Basel, 2009. V. 25. P. 55—61.

Silva G.E., Goodwin J.L., Vana K.D. et al. Restless legs syndrome, sleep, and quality of life among adolescents and
young adults // J. Clin. Sleep Med. 2014. V. 10. P. 779—786.

Silva M.F., Faria P., Regateiro F.S. et al. Independent patterns of damage within magno-, parvo- and koniocellular
pathways in Parkinson’s disease // Brain. 2005. V. 128. P. 2260—2271.

Sinha A., Srivastava N., Singh S. et al. Identification of differentially displayed proteins in cerebrospinal fluid of
Parkinson’s disease patients: a proteomic approach // Clin. Chim. Acta. 2009. V. 400. P. 14—20.

Skoloudik D., Fadrna T., Bartova P. et al. Reproducibility of sonographic measurement of the substantia nigra //
Ultrasound Med. Biol. 2007. V. 33. P. 1347—1352.

Skoloudik D., Walter U. Method and validity of transcranial sonography in movement disorders // Int. Rev.
Neurobiol. 2010. V. 90. P. 7—34.

Skowronska M., Dziezyc K., Czlonkowska A. Transcranial sonography in manganese-induced parkinsonism caused
by drug abuse // Clin. Neuroradiol. 2013a. doi 10.1007/s00062-013-0256-4. [Epub ahead of print].

Skowronska M., Walter U., Kmiec T., Czlonkowska A. Transcranial sonography in mitochondrial membrane pro-
tein-associated neurodegeneration // Parkinsonism Relat. Disord. 20136. V. 19. P. 1061—1063.

Small S.A., Duff K. Linking Abeta and tau in late-onset Alzheimer’s disease: a dual pathway hypothesis // Neuron.
2008. V. 60. P. 534—542.

Snow B.J., Tooyama 1., McGeer E.G. et al. Human positron emission tomographic ['*F] fluorodopa studies correlate
with dopamine cell counts and levels // Ann. Neurol. 1993. V. 34. P. 324—330.

161



Cnucox aumepamypol

Sommer U., Hummer T., Cormann K. et al. Detection of presymptomatic Parkinson’s disease: combining smell tests,
transcranial sonography, and SPECT // Mov. Disord. 2004. V. 19. P. 1196—1202.

Spanaki C., Plaitakis A. Essential tremor in Parkinson’s disease kindreds from a population of similar genetic back-
ground // Mov. Disord. 2009. V. 24. P. 1662—1668.

Spiegel J., Hellwig D., Moellers M.O. et al. Transcranial sonography and ['*1]FP-CIT SPECT disclose complemen-
tary aspects of Parkinson’s disease // Brain. 2006. V. 129. P. 1188—1193.

Spiegel J., Mbllers M.O., Jost W.H. et al. FP-CIT and MIBG scintigraphy in early Parkinson’s disease // Mov.
Disord. 2005. V. 20. P. 552—561.

Stamelou M., Tuschl K., Chong W.K. et al. Dystonia with brain manganese accumulation resulting from SLC30410
mutations: a new treatable disorder // Mov. Disord. 2012. V. 27. P. 1317—1322.

Stankiewicz J.M., Brass S.D. Role of iron in neurotoxicity: a cause for concern in the elderly? // Curr. Opin. Clin.
Nutr. Metab. Care. 2009. V. 12. P. 22-29.

Stankiewicz J.M., Panter S.S., Neema M. et al. Iron in chronic brain disorders: imaging and neurotherapeutic impli-
cations // Neurotherapeutics. 2007. V. 4. P. 371-386.

Steeves T.D., Day L., Dykeman J. et al. The prevalence of primary dystonia: a systematic review and meta-analysis //
Mov. Disord. 2012. V. 27. P. 1789—1796.

Stefanova N., Bucke P., Duerr S. et al. Multiple system atrophy: an update // Lancet Neurol. 2009. V. 8.
P. 1172—1178.

Stephenson R., Houghton D., Sundarararjan S. et al. Odor identification deficits are associated with increased risk of
neuropsychiatric complications in patients with Parkinson’s disease // Mov. Disord. 2010. V. 25. P. 2099—-2104.

Stern M.B., Lang A., Poewe W. Toward a redefinition of Parkinson’s disease // Mov. Disord. 2012. V. 27. P. 54—60.

Stern M.B., Siderowf A. Parkinson’s at risk syndrome: can Parkinson’s disease be predicted? // Mov. Disord. 2010.
V. 25. Suppl. 1. P. S89—S93.

Stevanin G., Fujigasaki H., Lebre A.S. Huntington’s disease-like phenotype due to trinucleotide repeat expansions
in the TBP and JPH3 genes // Brain. 2003. V. 126. P. 1599—1603.

Stockner H., Iranzo A., Seppi K. et al. Midbrain hyperechogenicity in idiopathic REM sleep behavior disorder //
Mov. Disord. 2009. V. 24. P. 1906—1909.

Stockner H., Schwingenschuh P., Djamshidian A. et al. 1s transcranial sonography useful to distinguish scans without
evidence of dopaminergic deficit patients from Parkinson’s disease? // Mov. Disord. 2012a. V. 27. P. 1182—1185.

Stockner H., Sojer M., Hering S. et al. Substantia nigra hypoechogenicity in Friedreich ataxia // Mov. Disord. 20126.
V. 27. P. 332—-333.

Stockner H., Sojer M., Mueller J. et al. Midbrain sonography in patients with essential tremor // Mov. Disord. 2007.
V.22. P 414-417.

Stockner H., Wurster I. Transcranial sonography in essential tremor // Int. Rev. Neurobiol. 2010. V. 90. P. 189—197.

Stoessl A.J., Martin W.W., McKeown M.J., Sossi V. Advances in imaging in Parkinson’s disease // Lancet Neurol.
2011. V. 10. P. 987—1001.

Stiasny-Kolster K., Mayer G., Schaefer S. et al. The REM sleep behavior disorder screening questionnaire — a new
diagnostic instrument // Mov. Disord. 2007. V. 22. P. 2386—2393.

Sulzer D. Multiple hit hypotheses for dopamine neuron loss in Parkinson’s disease // Trends Neurosci. 2007. V. 30.
P. 244-250.

Sun Z.-F., Xiang X.-S., Chen Z. et al. Increase of the plasma a-synuclein levels in patinets with multiple system
atrophy // Mov. Disord. 2014. V. 29. P. 375-379.

Svetel M., Mijajlovic M., Tomic A. et al. Transcranial sonography in Wilson’s disease // Parkinsonism Relat. Disord.
2012. V. 18. P. 234-238.

Synofzik M., Godau J., Lindig T. et al. Restless legs and substantia nigra hypoechogenicity are common features in
Friedreich’s ataxia // Cerebellum. 2011a. V. 10. P. 9—13.

Synofzik M., Godau J., Lindig T. et al. Transcranial sonography reveals cerebellar, nigral, and forebrain abnormalities
in Friedreich’s ataxia // Neurodegener. Dis. 20116. V. 8. P. 470—475.

Synofzik M., Srulijes K., Godau J. et al. Characterizing POLG ataxia: clinics, electrophysiology and imaging //
Cerebellum. 2012. V. 11. P. 1002—1011.

Tang C.C., Eidelberg D. Abnormal metabolic brain networks in Parkinson’s disease from blackboard to bedside //
Prog. Brain Res. 2010. V. 184. P. 161—176.

162



Tateno F., Sakakibara R., Kawai T. et al. Alpha-synuclein in the cerebrospinal fluid differentiates synucleinopathies
(Parkinson disease, dementia with Lewy bodies, multiple system atrophy) from Alzheimer disease // Alzheimer Dis.
Assoc. Disord. 2012. V. 26. P. 213-216.

Tokuda T., Qureshi M.M., Ardah M.T. et al. Detection of elevated levels of a-synuclein oligomers in CSF from
patients with Parkinson disease // Neurology. 2010. V. 75. P. 1766—1772.

Tolosa E., Wenning G., Poewe W. The diagnosis of Parkinson’s disease // Lancet Neurol. 2006. V. 5. P. 75—86.
Toscano M., Canevelli M., Giacomelli E. et al. Transcranial sonography of basal ganglia calcification in Fahr dis-
ease // J. Ultrasound Med. 2011. V. 30. P. 1030—1036.

Trenkwalder C., Paulus W. Restless legs syndrome: pathophysiology, clinical presentation and management // Nat.
Rev. Neurol. 2010. V. 6. P. 337—346.

Tsai C.-F., Wu R.-M., Huang Y.-W. et al. Transcranial color-coded sonography helps differentiation between idio-
pathic Parkinson’s disease and vascular parkinsonism // J. Neurol. 2007. V. 254. P. 501-507.

Tuschl K., Mills P.B., Clayton P.T. Manganese and the brain // Int. Rev. Neurobiol. 2013. V. 110. P. 277—-312.

Uc E.Y., Tippin J., Chou K.L. et al. Non-motor symptoms in Parkinson’s disease // Eur. Neurol. Review. 2012. V. 7.
P. 35—40.

Ulla M., Bonny J.M., Ouchchane L. et al. Is R2* a new MRI biomarker for the progression of Parkinson’s disease?
A longirudinal follow-up // PLoS One. 2013. V. 8. P. €57904.

Utiumi M.A.T., Felicio A.C., Borges C.R. et al. Dopamine transporter imaging in clinically unclear cases of parkin-
sonism and the importance of Scans Without Evidence of Dopaminergic Deficit (SWEDDs) // Arq. Neuropsiquiatr.
2012. V. 70. P. 667—673.

Vaillancourt D.E., Spraker M.B., Prodoehl J. et al. High-resolution diffusion tensor imaging in the substantia nigra
of de novo Parkinson disease // Neurology. 2009. V. 72. P. 1378—1384.

Vale T.C., Caramelli P., Cardoso F. Vascular parkinsonism: a case series of 17 patients // Arq. Neuropsiquiatr. 2013.
V.71. P. 757-762.

van de Loo S., Walter U., Behnke S. et al. Reproducibility and diagnostic accuracy of substantia nigra sonography
for the diagnosis of Parkinson’s disease // J. Neurol. Neurosurg. Psychiatry. 2010. V. 81. P. 1087—1092.

van den Bogaard S.J., Dumas E.M., Roos R.A. The role of iron in imaging in Huntington’s disease // Int. Rev.
Neurobiol. 2013. V. 110. P. 241-250.

Venegas- Francke P. Transcranial sonography in the discrimination of Parkinson’s disease versus vascular parkinson-
ism // Int. Rev. Neurolbiol. 2010. V. 90. P. 147—156.

Vermersch P., Leys D., Pruvo J.P. et al. Parkinson’s disease and basal ganglia calcifications: prevalence and clini-
co-radiological correlations // Clin. Neurol. Neurosurg. 1992. V. 94. P. 213-217.

Verny M., Jellinger K.A., Hauw J.J. et al. Progressive supranuclear palsy: a clinicopathological study of 21 cases //
Acta Neuropathol. 1996. V. 91. P. 427—431.

Veselinovic N., Pavlovic A.M., Petrovic B. et al. Altered basal ganglia echogenicity early in sporadic Creutzfeldt—Jakob
disease // Cogn. Behav. Neurol. 2014. V. 27. P. 48—50.

Videnovic A. Treatment of Huntington disease // Cur. Treat. Options Neurol. 2013. V. 15. P. 424—438.

Viaar A.M.M., Bouwmans A., Mess W.H. et al. Transcranial duplex in the differential diagnosis of parkinsonian
syndromes. A systematic review // J. Neurol. 2009. V. 256. P. 530—538.

Viaar A.M.M., Bouwmans A.E.P., van Kroonenburgh M.J.P.G. et al. Protocol of a prospective study on the diagnostic
value of transcranial duplex scanning of the substantia nigra in patients with parkinsonian symptoms // BMC
Neurol. 2007. V. 7. P. 28.

Viaar A.M.M., de Nijs T., van Kroonenburgh M.J.P.G. et al. The predictive value of transcranial duplex sonography
for the clinical diagnosis in undiagnosed parkinsonian syndromes: comparison with SPECT scans // BMC Neurol.
2008. V. 8. P. 42.

von Bohlen und Halbach O., Schober A., Krieglstein K. Genes, proteins, and neurotoxins involved in Parkinson’s
disease // Prog. Neurobiol. 2004. V. 73. P. 151—177.

Wadia P.M., Lang A.E. The many faces of corticobasal degeneration // Parkinsonism Relat. Disord. 2007. V. 13.
P. 336—340.

Wadsworth J.D., Jackson G.S., Hill A.F., Collinge J. Molecular biology of prion propagation // Curr. Opin. Genet.
Dev. 1999. V. 9. P. 338—345.

163



Cnucox aumepamypol

Wakabayashi K., Takahashi H. Pathological heterogeneity in progressive supranuclear palsy and corticobasal
degeneration // Neuropathology. 2004. V. 24. P. 79—86.

Walter U. Transcranial sonography in brain disorders with trace metal accumulation // Int. Rev. Neurobiol. 2010.
V. 90. P. 166—178.

Walter U., Behnke S., Eyding J. et al. Transcranial brain parenchyma sonography in movement disorders: state of the
art // Ultrasound Med. 2007a. V. 33. P. 15-25.

Walter U., Blitzer A., Benecke R. et al. Sonographic detection of basal ganglia abnormalities in spasmodic dyspho-
nia // Eur. J. Neurol. 2014a. V. 21. P. 349—-352.

Walter U., Buttkus F., Benecke R. et al. Sonographic alteration of lenticular nucleus in focal task-specific dystonia
of musicians // Neurodegener. Dis. 2012. V. 9. P. 99—103.

Walter U., Dressler D., Lindemann C. et al. Transcranial sonography findings in welding-related parkinsonism in
comparison to Parkinson’s disease // Mov. Disord. 2008a. V. 23. P. 141—145.

Walter U., Dressler D., Probst T. et al. Transcranial brain sonography findings in discriminating between parkinson-
ism and idiopathic Parkinson disease // Arch. Neurol. 20076. V. 64. P. 1635—1640.

Walter U., Dressler D., Wolters A. et al. Sonographic discrimination of corticobasal degeneration vs. progressive
supranuclear palsy // Neurology. 2004a. V. 63. P. 504—509.

Walter U., Dressler D., Wolters A. et al. Sonographic discrimination of dementia with Lewy bodies and Parkinson’s
disease // J. Neurol. 2006. V. 253. P. 448—454.

Walter U., Dressler D., Wolters A. et al. Transcranial brain sonography findings in clinical subgroups of idiopathic
Parkinson’s disease // Mov. Disord. 20076. V. 22. P. 48—54.

Walter U., Hoeppner J., Prudente-Morrisey L. et al. Parkinson’s disease-like midbrain sonography abnormalities are
frequent in depressive disorders // Brain. 2007e. V. 130. P. 1799—1807.

Walter U., Horowski S., Benecke R., Zettl U.K. Transcranial brain sonography findings related to neuropsychological
impairment in multiple sclerosis // J. Neurol. 20070. V. 254. Suppl. 2. P. 1149-52.

Walter U., Kanowski M., Kaufmann J. et al. Contemporary ultrasound systems allow high-resolution transcranial
imaging of small echogenic deep structures similarly as MRI: a phantom study // Neurolmage. 20086. V. 40.
P. 551-558.

Walter U., Klein C., Hilker R. et al. Brain parenchyma sonography detects preclinical parkinsonism // Mov. Disord.
20046. V. 19. P. 1445—1449.

Walter U., Krolikowsky K., Tarnacka B. et al. Sonographic detection of basal ganglia lesions in asymptomatic and
symptomatic Wilson disease // Neurology. 2005. V. 64. P. 1726—1732.

Walter U., Niehaus L., Probst T. et al. Brain parenchyma sonography discriminates Parkinson’s disease and atypical
parkinsonian syndromes // Neurology. 2003. V. 60. P. 74—77.

Walter U., Prudente-Morrissey L., Herpertz S.C. et al. Relationship of brainstem raphe echogenicity and clinical
findings in depressive states // Psychiatry Res. 2007e. V. 155. P. 67—73.

Walter U., Skoloudik D., Berg D. Transcranial sonography findings related to non-motor features of Parkinson’s
disease // J. Neurol. Sci. 2010. V. 289. P. 123—127.

Walter U., Skowronska M., Litwin T. et al. Lenticular nucleus hyperechogenicity in Wilson’s disease reflects local
copper, but nor iron accumulation // J. Neural. Transm. 20146. doi 10.1007/s00702-014-1184-4. [Epub ahead of
print].

Walter U., Wagner S., Horowski S. et al. Transcranial brain sonography findings predict disease progression in mul-
tiple sclerosis // Neurology. 2009. V. 73. P. 1010—1017.

Walter U., Wittstock M., Benecke R., Dressler D. Substantia nigra echogenicity is normal in non-extrapyramidal
cerebral disorders but increased in Parkinson’s disease // J. Neuro-Oncol. 2002. V. 109. P. 191—196.

Wang J., Hoekstra J.G., Zuo C. et al. Biomarkers of Parkinson’s disease: current status and future // Drug Discov.
Today. 2013. V. 18. P. 155—162.

Wang Y., Shi M., Chung K.A. et al. Phosphorylated a-synuclein in Parkinson’s disease // Sci. Transl. Med. 2012.
V. 4. P. 121ra20.

Waragai M., Nakai M., Wei J. et al. Plasma levels of DJ-1 as a possible marker for progression of sporadic
Parkinson’s disease // Neurosci. Lett. 2007. V. 425. P. 18—22.

Waragai M., Wei J., Fujita M. et al. Increased level of DJ-1 in the cerebrospinal fluids of sporadic Parkinson’s dis-
ease // Biochem. Biophys. Res. Commun. 2006. V. 345. P. 967—972.

164



Weise D., Lorenz R., Schliesser M. et al. Substantia nigra echogenicity: a structural correlate of functional impair-
ment of the dopaminergic striatal projection in Parkinson’s disease // Mov. Disord. 2009. V. 24. V. 1669—1675.

Weisman D., McKeith I. Dementia with Lewy bodies // Semin. Neurol. 2007. V. 27. P. 42—47.

Wenning G.K., Fanciulli A. Multiple System Atrophy. Wien, 2014.

Wenning G.K., Litvan I., Tolosa E. Milestones in atypical and secondary parkinsonisms // Mov. Disord. 2011. V. 26.
P. 1083—1095.

Wenning G.K., Stefanova N. Recent developments in multiple system atrophy // J. Neurol. 2009. V. 256.
P. 1791—-1808.

White D.N., Curry G.R., Stevenson R.J. The acoustic characteristics of the skull // Ultrasound Med. Biol. 1978. V. 4.
P. 225-252.

Williams D.R., Lees A.J. Progressive supranuclear palsy: clinicopathological concepts and diagnostic challenges //
Lancet Neurol. 2009. V. 8. P. 270-279.

Wolters A., Walter U., Benecke R., Rolfs A. Characterization of autosomal dominant spinocerebellar ataxias with
transcranial magnetic stimulation and transcranial brain parenchyma sonography // Klin. Neurophysiol. 2005.
V. 36. P. 9—13.

Wu Y., Le W., Jankovic J. Preclinical biomarkers of Parkinson’s disease // Arch. Neurol. 2011. V. 68. P. 22—30.
Wurster 1., Abaza A., Brockmann K. et al. Parkinson’s disease with and without preceding essential tremor-similar
phenotypes: a pilot study // J. Neurol. 2014. V. 261. P. 884—888.

Yerram S., Glazman S., Bodis-Wollner I. Cortical control of saccades in Parkinson disease and essential tremor //
J. Neural Transm. 2013. V. 120. P. 145—156.

Yoshita M., Taki J., Yamada M. A clinical role for [(123)I]MIBG myocardial scintigraphy in the distinction between
dementia of the Alzheimer’s-type and dementia with Lewy bodies // J. Neurol. Neurosurg. Psychiatry. 2001. V. 71.
P. 583—588.

Zecca L., Berg D., Arzberger T. et al. In vivo detection of iron and neuromelanin by transcranial sonography: a new
approach for early detection of substantia nigra damage // Mov. Disord. 2005. V. 20. P. 1278—1285.

Zecca L., Tampellini D., Gerlach M. et al. Substantia nigra neuromelanin: structure, synthesis, and molecular behav-
ior // J. Clin. Pathol. Mol. Pathol. 2001. V. 54. P. 414—418.

Zhang J., Sokal 1., Peskind E.R. et al. CSF multianalyte profile distinguishes Alzheimer and Parkinson diseases //
Am. J. Clin. Pathol. 2008. V. 129. P. 526—529.

Zittel S., Moll C.K., Briggemann N. et al. Clinical neuroimaging and electrophysiological assessment of three DYT6
dystonia families // Mov. Disord. 2010. V. 24. P. 2405—-2412.

Zorci G., Nardocci N. Therapeutic advances in neurodegeneration with brain iron accumulation // Int. Rev.
Neurobiol. 2013. V. 110. P. 153—164.

165



IIpunoxenue 1. CraHaapTHbie MJIOCKOCTH CKAHUPOBAHHUS

U CTPYKTYPbI MO3ra, OlleHMBaeMblie ¢ NOMOIIbIO
TKC npu 3kcTpanupamMuaHbix 3a00J1eBaHUSIX.
JIaloTcsa CnpaBoYHbie 3HAYEHMS JJI IXOT€HHbIX
o0JsacTeil CTPYKTYp CpelHero Mo3ra, 0a3ajJbHbIX
TaHIJINEB W XKeJIYI0YKOBOI CHUCTEMbl, MOJTyYEeHHbIE
Ha yabTpa3BykoBoM npudope Sonoline Elegra
(Siemens; I'epmanus) (Walter U. et al., 2007a)

ILnockocTu

CTpyKTYpBI Hopmasbhbie Hax0aKK [Taronoruyeckne HAXOIAKN
CKAHMPOBAHMS P, P A
1. Ha ypoBHe YepHas DXOTeHHOCTb CHMXKEHHAsI [Tnomaab 3XoreHHoIt 0baacTu:
CcpenHero cyOCTaHLIMS TTnomians 3xoreHHoit obnact | © 20—24 cM? (yMepeHHast
Mo3ra <20 cm? TUIIEPIXOTeHHOCTH);
e >25 cM? (BbIpaxkeHHast
TMITEPIXOTEHHOCTD)
Kpachbie siapa DXOTeHHOCTb KaK CHUXKEHHAs, | DXOreHHOCTh MOBbIIIeHHAs (?)
TaK ¥ yMEPEHHO MOBBITIIEHHAST
[oB cTBOMA DXOreHHOCTb MOBBIIIEHHAS DXOreHHOCTb CHYKEHHAS,
Mo3ra B BUJIE HETIPEPBIBHOM JTMHUAN T.e. IMHUS TIPEPHIBUCTAS
WM HE OTpeesieTCst
2. Ha ypoBHe Tanamycsl M30- nim TUTIO3XOT€HHOCTD [unepaxoreHHOCTh
Tajlamyca Jlentukynsipasie | M303XoreHHOCTH [unepaxoreHHOCTH
sapa
XBoctathble siapa | M309X0reHHOCTb [unepaxoreHHOCTH
111 xenynouyexk B Bozpacte 20—60 et B Bospacre 20—60 ner
wmpuHa <7 MM IMpUHA 27 MM
B Bo3pacrte =60 et B Bo3pacrte 260 et
mupuHa <10 MM mupuHa =10 Mmm
[lepentue B Bozpacte 20—60 et B Bospacte 20—60 ner
pora 60KOBBIX mupuHa <17 Mm mupuHa 217 MM
KEJTyI0YKOB B Bo3pacrte =60 et B Bo3pacrte =60 et
mupuHa <20 MM mupuHa =20 Mm
3. Ha ypoBHe upuna B Bo3pacte 20—60 net B Bo3pacte 20—60 et
LIEHTPAJIbHOM | OOKOBBIX muprHa <19 MM muprHa =19 MM
4acTu JKEJTYT0UKOB B Bospacre =60 jeT B Bospacrte 260 et
OOKOBBIX muprHa <22 MM IMprHa 222 MM
KeTyITOYKOB
4. Ha ypoBHe [Tapenxuma DXOreHHOCTb CHUXKEHHas TunepaxoreHHOCTh
MO3XeuKa MO3KeuKa 0eJIoro BellecTBa

3y0OuaThle sapa

DXOTeHHOCTb YMEpPECHHaA

FI/IHCp3XOI'CHHOCTI>

IV xenynouex

He onpenensiercst unu B hopme
3aIITON

SlcHo ompenensiercs
0321 CPETHET0 MO3ra,
IMpUHA 23 MM
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IIpunoxenue 2. /Imarnoctuyeckue Kpurepuu 60e3nu IlapkuHcona

Kinnuyeckue KpuTepun BO3MOKHOTO IMATHO3a
oose3nn [TapknHcona
(UK Parkinson’s Disease Society Brain Bank)

Dman 1

e bpanukunesust
e [lo KpaiiHeii Mepe OIMH U3 CIEAYIOINX KPUTEPUEB:
— PUTHIHOCTD;
— TPEMOp MOKOS € YacToToi 4—6 Iix;
— TIOCTypajibHast HEYCTOMYMBOCTb,
HeE CBsI3aHHasl TIEPBUYHO CO 3PUTEJILHOIA,
BECTUOYJISIPHOM, MO3XXEUKOBOI
WJIV TIPOTIPUOLIETITUBHOM TUC(HYHKLIMEH

Dman 2

e VckiroueHbl Apyrue MpUIMHbBI pa3BUTHS
MapKUHCOHM3Ma

Dman 3

e [lo xpaiiHeii Mepe TP MOATBEPXKAAIOLINX KPUTEPUS
W3 CIIEIYIOIINX:

— OIHOCTOPOHHEE Havajo;

— TpeMOp TOKOS;

— TMpOrpeccupylollee TeueHue;

— TIPOJOJTKAIOLIASICS ACUMMETPUS
CUMIITOMATUKH C COXpaHEHUEM CTOPOHHOCTH;

— xopouuii otBeT (70—100%) Ha neBomory;

— BBIpaXKeHHBIE XOpen()OPMHBIE TUCKUHE3NH,
00YCJIOBJIEHHbBIE JIEBOJOTION;

— OTBET Ha JIEBOJOMY B TeUeHUe S5 JIeT u boJiee;

— aHamHe3 3a0oseBaHust 10 et u 6oee
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Ipunoscenusn

IIpunoxenue 3. XpoMoCcOMHbBIE JOKYChI M T€HbI, ACCONMHPOBAHHbIE
¢ passuTueM OoJie3nu IlapkuHcona

Xapakrep Hac/ie10BaHus,/

Jlokyc | Xpomocoma Ten/6enok Bo3smoxHas (pynkums teroin BIT
PARKI1/ | 4qg21 SNCA/ [pecunantuaeckuii 6enok, | AJl/paHHee
PARK4 O-CHUHYKJIEUH KOMTIOHEHT Havajo ¢ ObICTPBIM
tenew JleBu; xpaHeHue MPOrpeccupoBaHUEM
1 KOMIIAPTMEHTATM3ALINST U IeMeHIIMei
nodamuHa
PARK2 | 6q25—q27 | PARK2, PRKN/ | YoukButun-E3-nura3a, AP/10BeHUIIbHOE U paHHEe
TApKUH YHUBEPCATbHBII HayaJlo ¢ MeUIEHHBIM
HEUPOIMPOTEKTOP TPOTPECCUPOBAHUEM,
TVICTOHWEW, pAHHUMU
JIeKapCTBEHHBIMU
TVCKUHE3USIMU
PARK3 | 2pl3 HewusBecten — ?
PARKS | 4pl4 UCH-L1/ DepMeHT, yJacTBYIOIIU I AJl/mo3nHee Havaio
YOUKBUTHH- B YOMKBUTHH3aBUCUMOI
C-xoHIIeBast MPOTEaCOMHOI IeTpaaIiiu
ruzposnasa 1 KJIETOYHBIX CyOCTPaTOB
PARK6 | 1p35—p36 | PINKI/cepun/ | MutoxoHapHaibHast AP/panHHee HavyajIo
TPEOHUH- MPOTEMHKMHA3a, C MeUIEHHbIM
MPOTEMHKNHA3a | HEHPOIIPOTEKTOP TPOTPECCUPOBAHUEM,
PINKI1 TpeMop (B OTHAEJIbHbBIX
cJy4asix — Mo3IHee Havyajo)
PARK7 | 1p36 PARK7/6enox | lllamepoH, aHTMOKCUIAHT AP/panHee Hauao,
DJ-1 JIMCTOHMS, TICUXMUECKUE
paccTpoiicTBa
PARKS 12q12 LRRK2/ [IporenHkunHaza, AJl/mo3mHee Havao,
K1Ha3a-2 3alIUIIaeT KIeTKA Tpemop
C JICUIIMH- OT BbI3bIBAEMOI1 CTPECCOM
GoraTeIMu1 MUTOXOHIPUATHHOIM
MOBTOpaMH, TcHyHKINN
JapaapyuH
PARK9 | 1p36 ATPI3A2/ JIuzocomHast MeMOpaHHas AP/10BEHWJIbHBII CUHAPOM
AT®aza 13A2 ATDaza Kydyp-Pakeba, paHHee
Havao
PARKI10 | 1p32 UPS24/ ®epMeHT, YIacTBYIOIIUI Hesicen/mo3mHee Havaio
YOUKBUTUH- B YOMKBUTHH3aBUCUMOU
C-xoHLeBast MPOTEaCOMHOI erpafalu
ruaposnasa 24 KJIETOYHBIX CYOCTPaTOB
PARKI11 | 2q36—q37 | GIGYF2/PERQ | Benok, y4acTByromimii AJl/mo3nHee HavaIo
GYF-nomen- B PEryJISILIMU NIEpeaadun
cofiepxaiuit CUTHaJIa peLenTopa
0esoK 2 TUPO3UHKUHA3BI
PARKI12 | Xql2—q25 | HeusBecten — ?
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IIpunoxenne 3. OKoHYaHUE

Xapakrep HacJie0BaHus1,/

Jlokyc | Xpomocoma Ten/6emnox Bo3mMoxHas dynkimsa denorin BIT
PARK13 | 2p13 HTRA2 (Omi)/ CepuHoBas poTeasa ?
MUTOXOHIpHUAIbHAs | (BO3MOXHO, BOBIEYEHA
CeprHOBasi IpoTeasa | B MOAIepXKaHMe
HTRA2 MUTOXOHIPUATIbHBIX
yHKk1IMIT)
PARK14 | 22q13.1 PLA2G6/xanbunii- ®epMeHT, AP /10BeHUTIBbHBII
3aBUCHMAsT KaTaau3upyroLuii JIEBOJIOTIAYYBCTBUTEbHBII
(hocdonumnaza A, OTLIETUIEHUE CUHIPOM
SKUPHBIX KUCIIOT TCTOHUSI—TIAPKUHCOHWU3M
oT (ochonunuaoB
PARKI1S5 | 22q12—ql3 | FBXO7/F-60okcHblii | YuacTByeT AP/panHee Hauao,
6er10K 7 B YOMKBUTHUH3aBUCUMOU | TAapKUHCOHU3M
TIPOTEACOMHOIA C CUMIITOMaMU
Jerpaganuu MUpaMUIHOM AUChYHKUIUT
PARKI16 | 1g32 Hewussecren — ?
PARK17 | 16ql2 VPS35/KOMIIOHEHT YyacTByeT AJl/Kn1MHYKa He n3yvyeHa
TPaHCITOPTHOTO B pean3alumn
ammapara HeipoOHOB | TpaHCIIOpTa CyOCTPaToOB
10 MUKPOTpYyOOUKam
PARKI18 | 3q27 EIF4G1/dakTop Yuactue B akcnipeccun | AJl/KIMHUKA He M3ydeHa
WHULUALUU T€HOB
TPaHCIISIIIAN
PARKI19 | 1p32 DNAJC6/6enok- VyacTtByer AP/xnMHMKa He n3ydyeHa
perymsaTop B CUHANTUYECKOM
SHIOLIUTO3a BE3UKYJISIPHOM
TpaHCIIopTe
PARK20 | 21q22 SYNJ1 VYyactByer AP/xnuHMKa He U3yyeHa
B CUHANTUYECKOM
BE3UKYISIPHOM
TpaHcropTe
bes 1q22 GBA/ ®epmeHT u3ocoMHoi | AL (IU1s1 reTepO3UTOTHBIX
Ha3BaHMs rIoKouepedpo3niasa | buoperpasanuu MyTalMii)/Hayaao
(xucnas KJIETOYHBIX CYyOCTPATOB | B CPEIHEM WU TIOKUIIOM

B-rmoko3uaaza)

BO3pacre, 6oJiee 4acToe
pasBUTHE JEMEHLIUN

O603HayeHust: A/l — ayTOCOMHO-IOMUHAHTHBbII, AP — ayTOCOMHO-PELIeCCUBHBIA.
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Ipunoscenusn

IIpunoxenue 4. JluarHocTuyeckue KpUTepun
MYJbTHCHUCTEMHOM aTpodun

Beposrnblii tnarno3 MCA

Cnopaduueckoe, npoepeccupyroujee 3a601eeanue ¢ go3pacmom Hayana nocae 30 aem, xapakmepusyroujeecs:

® BEreTaTMBHOI HEMOCTATOYHOCTHIO, BKIIIOUAs HElep:KaHe MOUU
(3PEKTUITBHYIO TUCHYHKINIO Y MYXKIWH ), WIH

* CHIXeHHEM cucToimdeckoro AJl kak MUHUMYM Ha 30 MM PT. CT. WJIK IMACTOIMYecKoro AJl
KaK MMHMMYM Ha 15 MM PT. CT. IpU MPOBEAEHNUN OPTOCTATUYECKOI MPOOBI (3 MUH);

* TMAPKMHCOHU3MOM (OpaIuKIUHE3UEH ¢ pUTHIHOCTHIO, TPEMOPOM WU TTOCTYPaTbHOMI
HEYCTOMYMBOCTHIO), TIJIOXO OTBEYAIOLIMM Ha JIEBOIOIATEPAITHIO, WIIN

* MO3XXEYKOBBIM CUHAPOMOM (aTakcuei mpu Xoap0e, MO3XKEUKOBOU 1U3apTpueit,
aTakcHell B KOHEYHOCTSIX, OKYJIOMOTOPHBIMU MO3KE€UKOBBIMM HapYIICHUSIMU)

Bosmoxubiii inarios MCA

Cnopaduueckoe, npoepeccupyroujee 3a601eeanue ¢ go3pacmom Hayana nocae 30 nem, xapakmepusyroueecs:

* MAapKUHCOHM3MOM (OpaJMKUHE3Uel ¢ pUrHIHOCTHIO, TPEMOPOM
WJIV TIOCTYpaJIbHOI HEYCTOMUMBOCTHIO), MU
* MO3XEYKOBBIM CUHIPOMOM (aTakcHeii pu Xoab0e, MO3XKEUKOBO TU3apTpHeid,
aTakcHell B KOHEUHOCTSIX, OKYJIOMOTOPHBIMU MO3KE€UYKOBBIMM HAPYIIEHUSMMU);
® 110 KpaiiHell Mepe OHUM U3 CUMIITOMOB, MPEATNoaraloiux BereTaTuBHYIO IUCHYHKIIUIO
(HEOOBSICHUMBIE TTO3BIBBI K MOUEHCITYCKAHWIO, YaCTOE MIIM HEITOJTHOE OMTOPOKHEHME MOUEBOTO
My3bIpsl, 9PEKTUIIbHAS TUCHYHKIIMS Y MYKYMH, OPTOCTaTUYeCKasi TUITOTEH3UsI, CYILlECTBEHHAs,
HO HeocTaTOYHast Il TOCTAHOBKU BeposiTHOro quarHoza MCA);
® 110 KpaifHeil Mepe OMHUM M3 JOTIOJTHUTEIbHBIX CUMITTOMOB:
— it MCA ¢ cunapomom napkuHcoHusMa (MCA-T1, ctpyaToHUTpaIbHBII THIT)
un MCA ¢ Mo3xeukoBbIM cuHapoMoM (MCA-M, oMBONOHTOLIEpEOEISIPHBIN THIT):
— — pedreke babuHckoro u runeppedaeKCcus;
— — CTpUIOD;
— 1151 BO3MoxHoro nuarHo3a MCA-IT:
— — BBICTPOE MPOTrpecCUPOBaHNE TAPKMHCOHU3MA;
— — PE3UCTEHTHOCTbD K Mpernaparam JI€BOJOIIbI;
— — MOCTypajibHasl HEYCTOMUMBOCTD B MEPBbIE 3 rO/ia OT MOSIBJCHUS
IBUTATEIbHBIX HAPYIIECHUIL;
— — aTakcusl MpU Xoab0e, MO3KEUKOBAs AM3APTPUS, aTAKCUST B KOHEUHOCTSIX,
OKYJIOMOTOPHbBIE MO3XEUKOBbIE HAPYLLIEHUS;
— — nucdarus B TIepBbIe S JIET OT TIOSBICHMS IBUTaTeIbHBIX HAPYIICHMIA,
— — atpodusi CKOPJIYIbl, MOCTa, CPeIHE HOXKKM MO3XKeukKa M caMOro MO3XeuKa
1o faHHbIM MPT;
— — IMUIOMETaboIM3M B CKOPIIYIIE, CTBOJIC MO3Ta, MO3XeuKa 1Mo JaHHbIM [19T;
— JUIs1 BO3MOXHOTO nuarHo3a MCA-M:
— — MapKUHCOHU3M (OpaUKUHE3Us U PUTUTHOCTD);
— — atpodust CKOPIYIIBI, CPpeIHEH HOXKI MO3KeUKa, MocTa 1Mo JaHHBIM M PT;
— — TUMOMETa00IM3M B cKopiyre 1o JaHHbIM [19T;
— — MpecUHarnTuYeckasi HUTpOCTpUaTHas gfobaMuHepruyeckast IuchyHKIMS
1o jaHHbIM ODODKT wmm [19T
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IIpunoxenue 5. KiuHnyeckue KpuTepuu JeMeHIUA

¢ Teabpnamu Jlesu

IloarBepxnaomue
Kareropus XapakTepucTHKA NPU3HAKOB ATBEPARAAIONY
NPU3HAKH
1. KitoueBoii JemeHuust, onpeessieMast Kak Iporpeccupyloiiee HeoOxonumsbl 1jis
(LIEHTpAJIbHBII) | CHIKEHME KOTHUTUBHBIX (DYHKIIWI, HapyLIaromiee BO3MOXHOTO VTN
MPU3HAK COLIMAJIBHYIO WJIN TTPO(HECCHOHABHYIO IeSITETbHOCTD BEPOSITHOTO IMarHO3a

2. OCHOBHBIE
MPU3HAKK

e KorHutuBHbIEe QIYKTyaIlMu ¢ BEIPasKeHHBIMU
KoJeOaHMSIMYA BHUMAaHMS ¥ YPOBHsT O0OIPCTBOBAHUS

» [loBTopsitolmecst 3puTebHbIE TAJUTIOLIMHALIMHY,
0OBIYHO YeTKO 0(hOpMIICHHBIE U IeTATU3MPOBAHHbIE

OnuH OCHOBHOM
MPU3HAK J0CTATOYEH
JUTST BO3MOXKHOTO
JMarHo3a, 1Ba — JIst

e CIIOHTaHHO BO3HUKAIOIIME MPU3HAKKM MApKIMHCOHMU3MA | BEPOSITHOTO TMArHo3a
3. [pusHaku, * PaccrpotiicTBa noseneHus B hazy ObICTPBIX ABMXKeHUI | Hanuuume xoTst
yIOCTOBE- a3 Obl OTHOTO
psIrotye e BrIpaxkeHHas TUTIEPYYBCTBUTEILHOCTh YIOCTOBEPSIIOIIETO
JINaTHO3 K HEeHpoJIenTHKaM TpU3HaKa Ipu
e CHUXEHMe MPecUHaNTUIECKOro 000poTa 1ohaMuHa HaJIMYMU XOTs ObI
(o marHbIM ODPIKT wmm [19T) OJIHOTO OCHOBHOTO
MpU3HAaKa JOCTaATOYHO
IUIS1 BEPOSITHOTO
JIMarHO3a; B OTCYTCTBUE
OCHOBHBIX TIPU3HAKOB —
JOCTaTOYHO JJIs1
BO3MOXHOTO TMarHo3a
4. IpusHaku, e [loBropsoiuecs najaeHust UJu 0OMOPOKU Yacro npucyTCTBYIOT,
IO PK Y- o [Ipexonsinue HeOObSICHUMBIE STTU30/bI YTPATHI HO HE UMEIOT
BalolIMe CO3HAHUS JOKa3aHHOMU
JIMarHo3 e Taxenas BereTaTuBHasK IUCHYHKLIMS JIMarHOCTUYECKOM
(opTocTatuueckast THTIOTEH3US, HellepyKaHe MOYH) crienuuUIHOCTH
o [anmronMHALMK MHBIX (HE 3pUTEIbHBIX) MOTATBHOCTEM
e CucreMaTU3MpOBAHHBIM Open
e Jlerpeccust
e OTHOCHTEIbHAS COXPAHHOCTh MEAMATBbHBIX CTPYKTYP
BUCOYHBIX fnoseit npu KT/MPT
* AHOMAaJIbHBII (HU3KMI1) 3aXBaT
[1'*3]-meTaitomoben3miryanuaaa (MIBG)
MpYU CLUUMHTUTpaduu cepaLa
e BoipaxxeHHast MeIJICHHOBOJHOBASI aKTUBHOCTb Ha DO
C TPaH3UTOPHBIMU OCTPHIMU BOJTHAMU B BUCOUHBIX
OTBEICHUSIX
5. ITpusHaku, e [IpusHaku 1epeOPOBACKYISIPHOTO 3a00JeBaHMS —
CHIKAIOIINE (oyaroBble HEBPOJIOTMIECKUE CMITTOMBI YJTH
BEPOSITHOCTD COOTBETCTBYIOIINE JaHHbBIC HEHPOBU3YaTM3alIVIN)
JIMarHosa e Jlioboe apyroe comaTuyeckoe Uin LepedpaabHoe

3a00J1eBaHUe, CIOCOOHOE YACTUYHO MJIU TTOTHOCTBIO
00DBSCHUTD KITMHUIECKYIO KapTHHY

* [losiBNeHrEe CUMNTOMOB MAPKMHCOHM3MA Ha CTa1U
TSDKEJION JIeMEHIIUT

6. BpemeHHds
OCJIeI0BA-
TEJILHOCTh
CUMIITOMOB

[Mpu3HaKK NeMEHIIMU MPOSIBIISIOTCST 10 BO3HUKHOBEHMSI
MapKUHCOHM3MA WM OTHOBPEMEHHO C HUM
(ecv IOCIETHMIA TIPUCYTCTBYET)
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Ipunoscenusn

IIpunoxenue 6. KinMHnyecKue KpUTEpUH MPOrpecCHpyroniero
HabAIEPHOr0 Mapajuya

O0JmraTHbIe MPU3HAKH

[pu3naku, cBUIETETCTBYIOMINE
NPOTHB AMATHO32

IlonTBepKaatoNnMe NPU3HAKA

. [Iporpeccupyroliee TeueHue

. Hauano nocne 40 ner

3. I[Tape3 BepTUKAJIBHOTO B30pa
(BBEpX WJIM BHU3)

4. PazBuTue BoIpakeHHOI

MOCTYPAJIBHOM

HEYCTOMYMBOCTH C YACTBIMU

MajJieHUsIMU Ha MIEPBOM IOy

3a00s1eBaHUS

DO —

N —

. DHUEehaIUT B aHaMHe3e
. CHHIPOM «1yXO0i1» KOHEYHOCTH,

HapyllIeHe CIOXKHBIX BUITOB
4yBCTBUTENIbHOCTU. DOKaTbHAasK
arpodust TOOHBIX WU TEMEHHO-
BUCOYHBIX oT/Ies10B ipu MPT

. lTammonHaumu u 6pen,

He CBSI3aHHbIE
¢ no(paMUHepruyecKoii Tepanueit

. KopkoBas nemeH1Lust

aJbLIreliMepOBCKOTO TUIIA
(c BBIpaXkKEHHOI aMHe3ueid,
aasueii uIm arHoO3uMei)

. BBIpa)KCHHHe MO32KEUYKOBbLIE

CUMIITOMBI, PAHO
pa3BUBalOLIasICsl HEOObSICHIUMAS
BereTaTMBHas HEOCTATOYHOCTh
(opTocTatnueckast THTIOTEH3US,
MMITOTEHLIUS, PACCTPOICTBO
MOYEUCITyCKAHUS)

. Bpra)KeHHaH ACUMMETpPUA

CUMIITOMOB MMAPKMHCOHM3MaA
(0coOEHHO OpaTUKUHE3NN)

. HeitpoBu3syanmm3anmonteie

TIPU3HAKU CTPYKTYPHBIX
W3MEHEHUI TOJIOBHOTO MO3ra
(Hammpumep, MHGAPKTHI 6a3aTbHBIX
TaHIJIMEB U CTBOJIA, hOKanTbHast
aTpodust)

. bone3us Yumnmna,

MOATBEPKIEHHAs
MPU HEOOXOAUMOCTH
TIOJIMMEPA3HON LIETTHOW peakiuen

1. CuMMeTpUYHbIE AKUHE3US
WM PUTHIHOCTD, O0Jee
BBIpAXXEHHBIC
B IIPOKCUMAJILHOM OTAENe,
YeM B IUCTaTbHOM
2. [Taronmormyeckast
YCTaHOBKA IIEN
(peTpokosuunc)

. OTcyTCTBYyIOILIAS,
MUHUMaJbHas
WY TIPEXOJISIIIIAsT PEaKIIMsT
MapKUHCOHUIECKHX
CHUMIITOMOB Ha IipernapaThbl
JICBOIOTTBI

4. Pa"Hee pa3BuTHe

nucharuu v 1u3apTpUn

. PanHee pasButue

HEHPOIICUXOIOTUUECKUX
HapyLIEeHUH,

B TOM YHCJIe IBYX U OoJiee
13 CISIYIOIIUX MTPU3HAKOB
(amatusi, HapyleHUue
a0CTPAKTHOTO MBILIICHUSI,
CHIDKEHUE peyeBOi
AKTUBHOCTH, MOJIEBOE
MOBEJCHUE, DXOMPAKCHUS),
WM TOOHBIX 3HAKOB

[9%)

wn

Bosmoxcnwiii duaerosz TTHIT TpebyeT 1nb0 mapainya BepTUKAILHOTO B30pa (BBEPX WM BHU3),
71160 3aMeUIeHUSI BEPTUKATBbHBIX CAKKAJl B COUSTAHUY C BHIPAXKEHHOI MOCTYpaIbHON
HEYCTOMYMBOCTBIO M YACTBIMU MaICHUSIMU, PA3BUBAIOILIMMICS Ha IEPBOM IOy 3a00J1€BaHMsI.
Beposmmuuiii duaernosz TTHIT TpebyeT coueTanus mapajinia BepTUKATBHOTO B30pa (BBEPX MM BHU3)

¥ BBIPAXXEHHOM PaHO Pa3BUBAIOLLIEICS MMOCTYPAIIbHON HEYCTOMYMBOCTH.

Jlocmosepnuiii duaenos TTHIT TpeOyeT HATMUMS KJIMHUYECKU BO3ZMOXKHOTO MM BepositTHoro [THIT
¥ TUCTOJIOTUYECKUX U3MEHEeHU, THIaHbIX 11t [THIT
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IIpunoxenue 7. /IuarHocTuyecKue KpuTepuun
KOPTHK00Aa3aJIbHOTO CHHAPOMA

BeposTHblii KOPTHK00a3a/IbHbII CHHAPOM

ACHMMeTpI/I'IHaH KapTuHa, HAJIMYME€ KaK MUHUMYM JIBYX U3 CJICAYIOLIUX ITPU3HAKOB!

a) PUTUTHOCTD WJTM aKWHE3UsT PYKHU,/HOTH;
0) TUCTOHUS PYKU/HOTH;
B) MUOKJIOHYC PYKH/HOTH
TITIOC HAJTMYME KaK MUHUMYM JIBYX U3 CJIEMYIOLINX MPU3HAKOB:
T') OpOOyKKaIbHas MJIM KOHEYHOCTHASI allpaKkCusl;
1) KOPKOBbIE HapyIIEHHUsT YYBCTBUTEIbHOCTH;
¢) (heHOMEH «4ayKOoi pyKu» (OOJIbIIIE YeM TIPOCTO JICBUTAIIS )

Bo3MoXKHBIIT KOPTHKO0A3AbHBII CHHIPOM

MoxeTt ObITh CUMMETPHUYHLIM, HAJIMYHUE KAK MUHUMYM OJHOI'O U3 ITPU3HAKOB a—B
TUTIOC HAJIMYUE KaK MUHUMYM OJTHOTO U3 IIPU3HAKOB I'—¢€
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GE Healthcare

LOGIQ"E9 XDclear

Hosas nnatdopma

Hosble GyHKUNN 06bEMHON HOBUrALWA
HoBble MOLWHbIE AATUNKIN C TEXHONOTUEN
XDclear
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Logig E9 no3sonseT nposoanTb
[ANArHOCTYKY 3KCNEPTHOrO YPOBHS

Y BCeX KATeropuin NauneHTos.
IHHOBAUMOHHAA TEXHONOrNA COBMELLEHNA AAHHbIX Y3 n Apyrux
nyyesblx MeTon08 Uccneaosaxus (KT, MPT, N3T) 8 ogHoM annapaTe
OTKPbIBAET HOBYIO 3Py B YNETPA3BYKOBOW ANAMHOCTUKE.
TexHOoNoruns WUpOoKo NPUMEHAETCA AN BbIABNEHNS, ANHAMUYECKOrO
HaBNIOAEHNSA 11 NYHKUNA O6BEMHbBIX 0OPA30BAHUN.

GE imagination at work

GE Healthcare Poccua n CHI

123317, Poccus, Mockea, MpecHeHckasa Hab., 10C, 12 atax
BusHec-UeHTp «bawHn Ha HabepexHown», Mockea-Cutu
Ten.: +7 495739 69 31, dakc: +7 495739 69 32
www.gehealthcare.ru
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GE Healthcare

LOGIQ" S8

Cynep-1306paxeHve
CTaHAQPT 3ProHOMYIKY
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