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BBEJAEHHUE

AKTYaJIbHOCTH NPO0OJIeMbI

bone3np I'entunrrona (bI') — HacineacTBEHHOE ayTOCOMHO-IOMHHAHTHOE
3a007€BaHNE, XapaKTePU3YIOIIEeCs TMPOrPECCUPYIONIUM CHUXKEHUEM YPOBHS
KOHTPOJISI MPOU3BOJIBHBIX JBW)XXEHHM, HAPYUICHUSIMU B KOTHUTUBHOM W
ncuxuueckot cepax. Hepenko asuratenbHbiM nposiBieHusM bIT mpemmecTByer
PAI XapaKTEepHBIX MOBEJAECHYECKUX U (WJIM) MCUXUYeCcKuX Hapymenuit [104, 116,
142].

[To manubM meta-ananusa oT 2012 r., pacnpoctpanénHocts bBI' Bapsupyer
or 5,7 uyenoBek Ha 100000 wnacenenuss B EBpome, CeBepHoii Amepuke u
Agsctrpammuu 1o npumepHo 0,4 yenoBeka Ha 100 000 nacemenuss B Azum [108].
Ucxons u3 >tux ganubix, bI' sBnsercs opdannsim 3aboneBanueM [1]. Bmecte ¢
TE€M, YKA3aHHBIE IIOKA3aTENU SABJSIOTCA CPEIHUMH; PAaCOHPOCTPAHEHHOCTH 3TOTO
3a007€BaHUsI MOXKET 3HAYUTEILHO BapbUPOBATh JlaXke B Mpejenax OJIHOW CTpaHbl
[111], a B psame rocymapcTB, B TOM uncie U B Poccuiickoit @enepannu, KpymnHbIe
SMUIEMHUOJOTHYECKUE HccaenoBaHus 1o blT He mnpoBoamnuce. IDTO0 Jaér
OCHOBAHMS I10JIaraTh, YTO HMEIOLIHUECS II0KA3aTeNM pacupoCTpaHEHHOCTH bI
MOT'YT OBITh HEJJOOLICHEHHBIMU.

Pa3Butre OOJE3HU CBSA3AHO C DKCIAHCUEH TPUHYKICOTHUAHBIX IMOBTOPOB
CAG (uuTo3uH-aJIcHUH-TYaHUH) B TMEPBOM HK30HE TreHa HTT, KOAUPYIOIIETO
0elloOK TeHTUHITUH. [IpuMeuarenbHO, UYTO CYIIECTBYET KOPPEISALUS MEXIY
komdecTBOM CAG-moBTOpPOB U Bo3pacToM Jedrota bI' — uem OosbIlie BeTuInHa
ATON TPUHYKJICOTHIHOW SKCHAHCHUU, TEM paHblle MaHU(ECTUPYET 3a0oJieBaHUE
[33]. Takum o6pa3om, BI' xapakrepuszyeTcsi HaJIUYUEM B KIMHUYECKOW KapTUHE
MEPHUOJIa ACUMIITOMHOIO HOCUTEIIBCTBA MYTAallMM U CIEIYIOIIErO 32 HUM IMEPHOAA
KIIMHUYECKUX MPOSIBJICHUN 3a00ieBaHus. DTOT (PakT, a TakKe BHEAPEHHBIC B
PYTUHHYK) KIWHUYECKYK) MPAKTUKY METOJbl TE€HETUYECKOTO TECTUPOBAHUS
obecrnieymyii  BO3MOXKHOCTh (OPMUPOBAHUS YHUKAJIBHON TpyNmbl MalMEHTOB,

HaXOJAIMMXCSA B JIATEHTHOM CTaaud HEWpPOJETreHepaTHBHOTO IIpollecca —
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aCUMIITOMHBIX HocuTenedl wmyrtanTHoro reHa (AHM) [3, 5], uro co3maér
BO3MOXXHOCTh JUIsi 0oJiee TIyOOKOTO H3YyYEHHUSI €CTECTBEHHOrO0 TEUYEHUs
HEMPOJETCHEPATUBHOIO Ipolecca. TeM HEe MeHee, HECMOTPS Ha JOCTYIIHOCThb
F€HETUYECKOr0 TECTUPOBAHMS B HACTOSIIEE BpeMsi, 4acTOTa €ro MpOBEACHUS
Cpelu JIML U3 TPYNIbl PUCKA MO HOCUTENbCTBY myTranuu bI' ocraércsa kparnHe
Hu3Kkou [139].

Ha ceromusmmunii nedb bBIT sBiaseTcss HEU3JIEYUMBIM 3a00JIEBAHUEM —
Teparnusi TaKUX MalMeHTOB HOCUT JIMIIb CUMITOMAaTHYECKUM XapakTep. Bmecte ¢
T€M, B IMOCIEJHUE TOJAbl JOCTUTHYT 3HAUYUTENBHBINM Mporpecc B pa3padOTKe
MPUHLIUNHNAIGHO HOBBIX MOJXO0JIOB K JiedeHWio bI, uMmeromux cBoel 1elbio
3aMEUINTh WM OCTAaHOBUTH MPOTPECCUPOBAHUE MATOJOTHMUYECKOTO IIpollecca;
HEKOTOPBIE M3 METOJUK MPOIUIA YCIEIIHbIE UCIBITAaHUS Ha *UBOTHBIX MOJEIAX
bI' [122, 156]. Ilostomy ¢ pa3paboTkoii  001€3Hb-MOAUPUIIUPYIOIIUX
TEpaNeBTUYECKUX TOAXOJOB MPUXOAUT HEOOXOJUMOCTh IOUCKA HANEKHBIX U
YyBCTBUTEJIBHBIX OMOMapKEPOB HATUYHS U MIPOTPECCUPOBAHUS HEUPOEreHepaluu
npu bI', KoTopble MOTYT UCIOIB30BaThCA KaK MOTEHIUAIbHBIE KOHEUHBIE TOUYKHU
3 PEeKTUBHOCTH MPOBOJUMOrO MAaTOT€HETHYECKOro jeueHusi. Pabouas rpynmna mno
omnpeneyieHni0 TMOHATUS OuomapkepoB (The Biomarkers Definitions Working
Group) TpakTyeT TepMHH «OHOMAapKep» Kak MOKa3aTellb, KOTOPbIH MOXET OBITh
OOBEKTUBHO U3MEPEH U OLEHEH C I1EIbl0 XapaKTePUCTUKH HOPMAJIbHBIX
OMOJIOTMYECKUX MPOLIECCOB, TMATOJIOTUYECKUX TMPOIECCOB WWJIM OTBETa Ha
MPOBOJIUMBIE TepaneBTHUYECKUE BMmemarenbcTBa [16]. K kpurepusm nupeanbHOro
Oumomapkepa Cpelu MPOYMX OTHOCHUTCS BO3MOXKHOCTh KOJUYECTBEHHOM OIIEHKH,
KOTOpasi SIBIsIeTCS HaJEKHOW, BOCIHPOU3BOJMMON, MUHUMAJIBHO WHBA3WBHOW U
IIUPOKO JIOCTYIHOM, OJHAKO 3Ta XapaKTEPUCTHMKA HE BCErjJa B TMOJHOM Mepe
MpUMEHNMAa K TMOTEHIHAIbHBIM KaHJIWUJaTaM Ha poJb IOKa3aTeJaed Haaudus
MaToOJIOTHYECKOTO TMpoliecca. buomapkep Takke AODKeH o007anaTh HU3KOM
BapuaOENbHOCThI0O B HOPMAJIbHOW TMOMYJISUUM W JIMHEHHO H3MEHSThCS MpU

IMOABJICHHUHU U ITPOTPCCCHUPOBAHUHU ITATOJIOTHICCKOrO IIponeccca.
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B nacrosiiiee Bpemsi i OLIEHKHU CTENEHU TSAKECTU Pa3TUUYHBIX MPOSBICHUN
BI' mpumensiercss psii CTaHAAPTHBIX KIMHUYECKMX IIKan W TecToB. K HuMm
OTHOCSTCSL YHuUIUpoBaHHas MiKaia oneHku Oone3nu ['entunrrona (Unified
Huntington’s Disease Rating Scale — UHDRS), pa3HooOpa3Hble MIKaibl (HE
Bxogsuiue B UHDRS) nng oOueHKM KOTHUTHUBHBIX HapylieHUM (TeCThl Ha
noctpoenue anbrepHupytomiero nyta A u b (Trail making test A and B), Tect Ha
y3HaBaHue smouuid (Emotion Recognition), TecT XONKHWHCA HA 3ay4YUBAHHUE CIIOB
(Hopkins Verbal Learning Test), MoHpeasibckasi Imikajga OIEHKH KOTHUTHUBHBIX
byukuit (Montreal Cognitive Assessment — MOCA) u 1ip.), UHCTpyMEHTAaJIbHAs
KOJIMYECTBEHHAsl OIIEHKAa JIBUTaTelibHBbIX HapymeHnnit Q-Motor (He sBisieTcs
PYTUHHBIM METOJIOM OOCJEAOBaHUS M HCIOJB3YETCS B paMKax KIMHUYECKHUX
HCCIICTOBAHMIN) [128]. besycnosHo, MEPCIEKTUBHOMN SIBIISIETCSA
BBICOKOUYBCTBUTEIbHAS METOJMKA OIpPEAEICHUs KOHIIEHTPAIlUd MYTaHTHOTO
TEHTUHITHHA B 1epeOpOCIUHATBHON  KUIKOCTHU, TMO3BOJISIIONIAS  BBIIBUTH
cojiep>kaHre OeIKOBOr0 MPOJAyKTa TeHa Ha (PEMTOMOJISIPHOM YPOBHE (10'15),
OJIHAKO OHa SIBISETCS AKCHEPUMEHTAIbHOW, MPOXOJUT BaJUJALMI0 U TIOKAa HE
JOCTYITHA JUISl IIUPOKOTo Mcnoiib3oBanus [ 154, 157]. KorHuTuBHOE TECTHPOBAHUE
SBJISIETCS YYBCTBUTEIBHBIM IPU OILEHKE HApPYIIEHUH y CUMITOMHBIX HOCUTENEH
mytauun bBI' (CHM) [33], Ho He y AHM [57]. Takxe mnpu HUCHOIH30BaHUU
OOJIBIIMHCTBA KIMHUYECKUX METOAUK OIEHKU TSKECTU HapymeHud mnpu bl
MPOJOKAET HAONIOJAThCsl  BBICOKAash BapUaOEIbHOCTh  PE3YJbTATOB  MpHU
oOcClieIOBaHUM  Pa3HBIMH  HUCCJIEAOBATEISIMU, HHU3Kasg YYyBCTBUTEIBHOCTh K
JIOJITOCPOYHBIM U3MEHEHHUSIM U HEBO3MOXHOCTh YETKO Pa3rpPaHUYUTh U3MEHEHUS
BCIIC/ICTBUE CHUMIITOMATHYECKOM U  00JIe3Hb-MOJUDUIIUPYIONIEH  Tepamnuu.
VYuurteiBas 9THU 0COOEHHOCTH, BO3HHMKAET HEO0OXOIUMOCTH MOKMcCKa
JOTIOJIHUTENIbHBIX OnomapkepoB bI'. K moTeHmanbHbIM KaHIUIaTaM Ha 3Ty POJb
OTHOCSITCSL ~ HEHPOBU3YyallM3allMOHHBIE MapaMeTpbl. ITO CBS3aHO C  HX
BO3MOXXHOCTBIO HAIpPSMYIO OTpa)xaTh TEKYUIMH MaTOJIOTHYECKH Mpolecc B

rojoBHoM Mo3re mnpu bBI' [112]. Pa3paboTka HelpoBHU3yaTU3alMOHHBIX
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OMomMapKepoB Takke TpeOyeT N10Ka3aTelbCTBAa UX KOPPENSIUU C KIMHUYECKUMU
MPOSIBIICHUSIMU 3a00JI€BaHUSI.

[IpuMeHeHuEe MHUPOKOTO CHEKTpa HEHPOBU3YATU3AIMOHHBIX HUCCIIEIOBAHUI
yKe TMO3BOJIMIIO BBIJAEIUTH LENbIH Pl CTPYKTYPHO-(PYHKIMOHANBHBIX pa3iuyuid
rosioBHoro mosra AHM u CHM B cpaBHeHUHU CO 3I0POBBIMU cyObekTamu [21, 62,
141, 142]. Ilo nmanHepM yxe npoBen€HHbIX uccienoBanuii B ®I'bHY HIIH,
BOKCEJIb-OpUEHTUPOBaHHAsA MOphOMeTpHs (0JHa M3 METOJIUK OOpaOOTKH JTaHHBIX
CTPYKTYpHOM  MarHUTHO-pe3oHaHcHOM  Tomorpaduu  (MPT))  BoisgBasier
yMEHbIIIEHHE 00BEMA CEPOro BEIIECTBA T'OJOBHOTO MO3ra (IPEeUMYIIECTBEHHO, B
XBOCTaTOM sijipe, ckopiyrne u octpoBke) kak y AHM, tak u y CHM, xortopoe
Iporpeccupyer no Mepe pasButus 3adoneBanus [10]. DTu naHHBIE COTIACYIOTCS C
pe3yapTaTaMu 3apyOeKHBIX MCCIIEIOBAaHU [143, 144]. Hpyras
HelipoBU3yanu3aloHHas MeTouka — Auddysnonno-renzopuas MPT (JITMPT) —
TaKKe TI03BOJIAET OMNPEAEIUTh TMPU3HAKK HEHpOJEreHepali, HO YK€ Ha
MUKPOCTPYKTYPHOM YPOBHE. DTO BO3MOXHO OJjarojiaps OIIEHKE XapaKTEePUCTHUK
cBoOoaHOM muddy3un Monekyna Bojabl u €€ auddy3uu uepe3 OUOIOTHYECKUE
MeMOpaHbl, YTO MO3BOJISAET CYJIUTh O CTPYKTYpPHOW IIEJIOCTHOCTU MPOBOJSAIIUX
myTed TOJOBHOTO Mo3ra. B 4MCIIOBOM BHZIE€ 3TH SBJICHUS XapaKTEPU3YIOTCS
nokazarensiMu  ppakuuoHHod anuzorponuu (PA), cpenneit auddy3zuoHHOU
cnocoonoctu (CIC), akcuanpHoit auddysuonnoit crnocodbnoctu (AJC) u
pamuansHoi auddysuonnoit cnocobnoctu (PJC) [112]. CornacHo pe3ynbTaTaMm
pana uccnenoanuid, y CHM npu ITMPT ormeuanocs cHmxeHnne 3HaueHnii @A u
AJIC B 00;1aCTH OAKOPKOBBIX MPOBOJIAIINUX MyTEH, a TAKIKE TPAKTOB MO30JIUCTOTO
Tella U MyTed, COeAMHSAIONINX JTIOOHBIE 101U U Oa3anbHble saapa [150].

Hpyroit merogukoii MPT, no3Bossitoniel yxe OueHUTh (PYHKIMOHAJIbHBIE
aCIMeKThl JEATENbHOCTU TOJOBHOTO MO3ra, sBisercs (yHkuuoHanbHas MPT
(bMPT). Dta Metonmka ocHoBaHa Ha peructpanuu BOLD-xontpacta (blood
oxygen level-dependent contrast — curHai, 3aBUCUMBII OT CTENEHU HACBIIICHUS
KpoBH KuciopojpoMm). HeobGxomumo otmetuts, uto GMPT He wusmepser

HEUpPOHAJIBHYI0O AaKTHUBHOCTh HAMNpsSMyl, a OLEHUBAeT METabOoJIMuecKue
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noTpedHocT (MoTpedieHne KUCIOPO/ia) aKTUBHBIX HEHpOHOB. [Ipu npumeHeHuu
¢GMPT kak y AHM, tak 1 CHM BbIABASIOTCS OOIIMPHBIE 30HBI (PYHKIIMOHAIBHBIX
M3MEHEHUM MpU NPEeabsBICHUU KOTHUTHUBHBIX M SMOILMOHAIBHBIX mapaaurm [15,
41, 70, 100, 161, 162]. D10 cBugerenscTByeT 0 TOM, uto (PMPT sBusercs
MHQOPMATUBHBIM U MEPCHEKTUBHBIM METOJOM JUIsl BBISIBICHUS HEUpPOHAIBLHOU
muchynkuuu npu BI', B Tom unce emé 1o nospieHus onpeaensemoro npu MPT B
CTaHJAPTHBIX pexumax arpoduueckoro mpoiiecca. [IoMUMO «TpagulIMOHHOW»
¢GMPT cymectByer Takas metoauka, kak GMPT noxost (MPTm), mpu kotopoit
cyOBbeKT oOcnemyercst 6€3 MpeabsBIeHUsT Kakux-11u0o mapaaurMm. CUuTaercs, 4To
crioHTaHHbIe konebanuss BOLD-oTBeTa B COCTOSIHUM MOKOSI OTpaXaroT 0a3albHYIO
aKTUBHOCTh B PAa3lIMYHBIX HeWpoHanbHbIX ceTsx. Meronq ¢GMPTn mno3Bonsier
PErUCTPUPOBATh KAPThl TaK HA3bIBAEMbIX cemell nokos (resting-state networks;
CII) — oOnacteili TOJIOBHOTO MO3ra, OOJAJAIOIIMX CXOXHUMH BPEMEHHBIMU
XapaKTepUCTUKAMH TMaTTepHA HEUpPOHATbHOW AaKTHUBHOCTH, KOTOpPBIE HEPEIKO
MOTYT OBITh yAQJE€HBI APYr OT Jpyra aHaToMuuecku. B mocinemnem ciyuae
MPUHATO TOBOPUTH O (DVHKYUOHANbHOU KOHHeKmueHocmu (B3aMMOCBS3aHHOCTHU)
ATUX o0nacTel (CyHIECTBYIOT TaKXKE€ MOHSITUS CTPYKTYPHOU KOHHEKTUBHOCTH, MPU
KOTOPOU CTPYKTYpPHI CBSI3aHbl aHATOMUYECKH MPU TTOMOIIM MPOBOSAIINX MYTEH, U
3 PeKTUBHON KOHHEKTHMBHOCTH, XapaKTEepU3YIOIIeH, Kakoe€ MMEHHO BIUSHUE —
BO30Y KJal0Ilee WM TOPMO3AIIEe — OKa3bIBAaET OJIHA HEUpPOHHAs CHCTEMa Ha
npyryto [56]). B nacrosiee unrepec k uzyuenuto CII mpu BI' HenpepbIiBHO pacTET
[95, 106, 109, 133], onHako OOJBITUHCTBO UCCIEAOBATENICH COCpeOTaUMBACTCS Ha
olleHKe (YHKIIMOHATbHON KOHHEKTHMBHOCTHU 3apaHee BHIOpAHHBIX 30H MHTEpeca B
rOJIOBHOM MO3re (Ha OCHOBAaHUM KaKOW-THMOO HCXOAHOM THUIOTE3BI), YIeIss
MEHbIIIE BHUMAaHUSl aHAJIU3y CIIOHTAaHHOW HEWpPOHATBLHON aKTUBHOCTU B Mpeeiax
rojioBHoro mo3ra B nenoM u ero CII. Cerb maccuBHOro pexuma padOThI
rojoBHOro Mosra (default mode network, CIIPPI'M) saBnsercst onHol n3 Haubosee
ctabunbHo  peructpupyromuxcsi CII, 4YTo KOCBEHHO XapakTepusyer eé
(YHKIIMOHANBHYIO 3HAYMUMOCTh. CUHuTaeTcs, 4To €€ JAeSTEIbHOCTh CBS3aHa C

I/IHTGFpaHI/Ieﬁ KOTHUTUBHBIX MW OMONHOHAJJBHBIX IIPOOCCCOB, a TaAKXEC CO
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CHIOHTAHHOW MBICITUTENBHOW AKTUBHOCTBIO — (YHKUUN, B 3HAYUTEIBHOU Mepe
cTpazaromux mnpu bl

Takum 00pa3oMm, B KOHTEKCTE (PYHKIMOHAIBHOW HEWUpOBU3yaIu3alluu MpHU
BI' Ha ceromHsAmWHUI NEHb B JIATEPAType MNPEACTABICHBI PE3yIbTAThl OLECHKH
MaTTepHa aKTUBAIMM Pa3IUYHBIX oOsiacte rosoBHoro mosra npu GMPT ¢
MIPUMEHEHUEM Pa3HOOOpa3HbIX MapajgurM, MeHblie padoT nocssameno GMPTn. B
MOCJHEAHUX AaKTUBHO Wu3yyajach (YHKIMOHAIbHAS KOHHEKTUBHOCTH 3apaHee
BBIOpaHHBIX 30H MHTEpPEca, HO MEHbIlIe BHHUMAaHUSA YJEIAIOCh aHaIU3y
(YHKIIMOHATBPHON KOHHEKTUBHOCTU B mpeaenax uenocTHeix CII Ha pa3nudHbix
cragusix bI'. B Poccuiickoit @enepanuu padotsl no pMPTn npu BI' orcyTcTByroT
[171], 9TO MOOYEPKUBAET aKTYyAIbHOCTh HACTOSILETO UCCIIETOBAHUS.

Heabo padoThl SBISETCS KIWMHUKO-HEMPOBU3YAIU3ALMOHHBIN aHaN3
(yHKIIMOHATBHBIX HM3MEHEHUM TOJIOBHOrO Mo3ra mnpu bI' Ha pasnuunbix eé
cTtagusax (OT JIATEHTHOM 10 pa3BEépHyTOM) M ¢ yu€roM BbipaxkeHHOCcTH CAG-
AKCMAHCUU MYTAaHTHOI'O T'€HAa Ha OCHOBE HCIOJb30BaHUA (pyHKIMOHaIbHOH MPT

ITIOKO4I.

3agaum padoThI

1. BeisiBUTE  KIMHUKO-(QYHKIIMOHATBHBIE  B3aUMOCBS3M Y  HOCHUTENEH
MyTaHTHOro resa bl' Ha  7jaTeHTHOM W pa3sBEpHYTOM  CTaausAX
HEUPOAETEHEPATUBHOIO ITPOLIECCA C UCIIOIB30BAaHUEM PEUTUHIOBBIX IIKAJ OLIEHKH
JIBUTATEIBHBIX U ICUX03MOIMOHAIBHBIX HAPYILICHUMN.

2. OueHuTh XapakTep CIOHTAHHOM AaKTUBHOCTH CETH MACCHBHOIO pPEXHUMA
paboThl TOJOBHOTO MO3ra U OCOOCHHOCTHM (DYHKIMOHAIBHBIX lepeOpanibHbIX
nepectpoek npu BoinoaHeHun GMPTn B rpynnax AHM u CHM B cpaBHeHuu ¢
IPYIION 3I0POBBIX I00POBOJIBIIEB.

3. OueHUTh B3aUMOCBSI3b MEXIY BbISIBIEHHbIMU TIpu GMPTn msmeHeHusmu

TOJIOBHOI'O MO3Ta U KIIMHHYECKUMH OCOOCHHOCTSIMHU MaHI/I(i)CCTaHI/II/I u TeueHus bI'.
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4. OueHuth BausHUE TAXKECTH MyTauuu (BeauuuHbl CAG-3KCIIaHCUM B TeHe
HTT) na xiuHudeckue ocoOeHHOocTH Bl M XapakTep BBISIBISIEMBIX MATTEPHOB

CIIOHTAaHHOM akTUBHOCTHU npu GMPT.

Haquaﬂ HOBH3HA

B Hactosimieit  paGore  pa3BUBaeTCsl  COBPEMEHHAs  KOHIEMIIHS
(yHKIIMOHANBHON TmepecTpodku TrojioBHOro Mo3ra mnpu bI. Brepsoie B
poccuiickoil monysiiuu nanueHToB ¢ bI' ucnons3oBan meton GMPTm, BeiieneHbI
OCHOBHBIE CETHM TIOKOS ¥ TMPOBEACHA OLEHKA 3HAYMMOCTH MOJIyYECHHBIX
MOKa3aTelerd MPU XAPAKTEPUCTUKE TEKYIIETO HEMPOAETEHEPATUBHOIO MPOIECCa
[168, 172, 173, 175, 177-183]. [Iloka3aHbl OCOOEHHOCTH  CJIOKHOM
(GyHKIIMOHANBHOUN 1epeOpanbHON peopraHu3aluu Ha pa3iuuHbIx craausx bl u
B3aMMOCBSI3M  BBISIBICHHBIX HW3MEHEHUW C KIMHUYECKUMHU OCOOCHHOCTSIMU
3aboneBanus. [lokazaHo, YTO U3MEHEHHS] CIOHTAHHON HEWUPOHANBHOW aKTUBHOCTHU
B IIpeeiax CeTH MNacCUBHOTO peXuma padoThl TOJOBHOro Mosra mnpu bl
B3aMMOCBSI3aHbl C KIMHUYECKUMH XapaKTepUCTHKaMH 3a00J€BaHUS U MOTYT
CIY>XUTh HEHUPOBU3YAJIU3ALUOHHBIMU KOPpEISITAMA HApPYIIEHUW 3PUTEIIbHO-
MPOCTPAHCTBEHHBIX (GYHKIUHN, adPexkTuBHON cdephl, MaMsITH, TUIAHUPOBAHUSA U
KOHTPOJISI JBUTATEIbHBIX AKTOB KAaK HA CTaAUU «ACUMIITOMHOI'0» HOCHUTEIIbCTBA
MyTalluyd, TaK W JUI C KIAHUYECKUMH nOposiBIeHUusIMU bI'. BrisBieHsl
KOPPENALMOHHBIE  CBA3W  MEXIYy  3HAYCHHSIMH  KIMHUYECKUX  IIKal,
XapaKTEPU3YIOIIUX TSOKECTh JBHUTATENBHBIX HAPYIICHUHM W  OTrPaHUYCHUSA
(yHKIIMOHATBHON aKTUBHOCTH. [l0oATBEpKIEHBI TaHHBIE O TOM, UYTO XK€ MPHU TaK
Ha3bIBAEMOM «aCHMIITOMHOM» HOCHUTEIbCTBE MyTauumu bI' y Takux nui moryr
oTMe4aThCid  Hecnenuduueckue  JBUraTelibHble  HapylleHus  (HapylieHue
MJIABHOCTH JIBUKEHUN TJIa3HBIX 0JIOK, U3MEHEHHE XapaKTEPUCTUK CaKKaJ IJa3 U
p.) ¥ U3MEHEHUS B IICUX03MOILIMOHAIBHOU cdepe (B 4aCTHOCTH, CyO1epPECCUBHOE
paccTpoiicTBO). YKa3aHHbIE U3MEHEHHUSI YK€ B 3TOM CTaJUU COMPOBOKIAIOTCS MPHU

(GbMPTno-uccneoBaHUM MOBBIIIEHUEM CHOHTAHHON HEHPOHAIBHOM aKTUBHOCTH B
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00JlacTU MPABOTO MPEAKIWHBS U MOKPHIIICYHON YacTH MpaBON HUKHEHW JIOOHOM

HU3BUINHEI.

TeopeaneCKaﬁ H NPAKTHYCCKAaA 3HAYUMOCTDH

ComnocraBienue KIIMHUYECKUX XapaKTEPUCTUK 3a00JeBaHuUs c
OCOOCHHOCTSIMU (DPYHKIIMOHAIILHOW TMEPECTPOMKU TOJIOBHOIO MO3ra pacliupsieT
MPEACTABIECHUSA O MPEUMYIIECTBEHHON JIOKAJIM3allMU MMaTOJOTUYECKOr0 mpouecca
B TOJIOBHOM Mo3re mpu BI' u BO3MOXKHBIX (hYHKIIMOHATBHBIX KOMIIEHCATOPHBIX
rpoleccax B 'OJIOBHOM MO3re y aCUMIITOMHBIX HOCUTENEHW MyTauuu B rene H717.
[Tonydennsie B paboTe AaHHBIE MO3BOJISIIOT paccMmaTpuBath GMPTn kak neHnyro
HEUPOBU3YAIN3AlIMOHHYI0  METOJUKY,  MO3BOJISIIONIYI0O  OOBEKTUBU3UPOBATH
T€UEHHUE HEHUPOJIETEHEPAaTUBHOTO MpoIlecca MpU AUHAMUYECKOM HAOIIOJEHUM 3a
nanuesTamMu ¢ b, 49Tro CcO3Ma€T MPEANOCBUIKA Uil UCIIOJb30BaHUSA
COOTBETCTBYIOIIMX IOKa3aTeled B KauecTBe OHMOMapkepoB 3a00JeBaHUSI.
[lokazano, uto w™eronq GMPTn wuMeer BBICOKMI TIOTEHIMAN B paHHEH
MPWKU3HEHHON JIMAarHOCTUKE JOKIMHUYECKOM CTAMU HEUPOIETeHEPATUBHOTO
nmpouecca y HOCHUTENEW MyTaHTHOro reHa HT7T. DTO MOXKET IMOMOYb B
(dbopMUpPOBAaHUM TPYNI «BBICOKOTO PHUCKa» C IEJbI0 pealu3aliu CHEHHaATbHBIX
MporpaMM HaOIIOJICHUS] U OCYIIECTBIEHUS B OyAyIlleM CTpaTeruu MPEeBEHTUBHOU

TEepanuu.

OcHOBHBIE MOJIOKEHU N, BLIHOCUMBIC HA 3alIIUTY

1. HocurensctBo myrtanmu bIT Ha »3Tane [0 TOABICHUSA JBUTrATENIbHBIX
MPOSIBICHUM  3a00JIEBaHUS MOXKET CUUTATHCS ACUMIITOMHBIM JIMIIbL YCIOBHO: Y
ATOM KaTeTOpHUH JIUI] UMEIOT MECTO HecTienn(pUIeCKre U3MEHEHHUS B IBUTATEILHOU
U TMICUXOSMOLIMOHANIBHOU chepax, KOTOPhle UMEIOT CBOM HEUPOBU3YATH3AlIMOHHbBIE
KOppEsATHI, BeisiBIsieMble ipu pMPTn-uccrnenoBanum.

2. XapakTep aKTHMBHOCTH B TIpeliellax CEeTH MAacCHBHOTO pPeXHUMa padbOThI
TOJIOBHOTO MO3ra pasjiMvyacTcss B TIPyNIax aCUMIOTOMHBIX M CHUMIITOMHBIX

HocuTenei mytanuu bl kak B cCpaBHEHHM CO 3[J0POBBIMH JOOPOBOJIBIAMH, TAK U
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MEXIy CcO0Oi, UYTO OTpakaeT pa3IUYHYI0 CTENEeHb  BBIPAXKEHHOCTHU

HEUPOJIETEHEPATUBHOTO TMpOLECCa Yy YKa3aHHBIX KATErOpUMl JIMI, a TAaKke

pa3uyHbIe CIIOCOOHOCTH K (GyHKIIMOHATBHOMN KOMIIEHCAIIUH u
HENPOIIACTUYHOCTH.
3. VY nauuentoB-npaBuieir ¢ BI' nHambonee tunmuasiM GMPTno-npusznakom

SABJISIETCS CHUXEHHUE CIHOHTAaHHOW HEWpOHANbHOW AaKTUBHOCTM B 00JAcCTU
MPEKIMHBS U OSICHON W3BUJIMHBI JOMUHAHTHOTO (JIEBOT0) MOTYyIIapusi OOJIBIIOTO
MO03ra; (yHKIIMOHAIBHO CKOMIIPOMETUPOBAHHBIMHU TAKXKE SIBIISIOTCSA PANl JPYTHUX
obJacTeil rOJIOBHOTO MO3ra (CpeHue OTAENbl JIEBOW U MPaBOUM mapareHTpaabHON
JI0JIbKW, OCTPOBOK MPABOT0 MOJTYIIAPHUsI).

4. BrisiBiisieMble U3MEHEHUSI HEUPOHAIIBHON aKTUBHOCTHU B PA3JIMYHBIX OTJEIax
CETU MACCUBHOTO peXruMa paboThl TOJOBHOTO MO3ra, onpenensembie npu GMPTo
y Hocutened wmyTtauuu bI', MMEIT CBOM KIMHUYECKUE KOPPEISITHI B BHUJE
HapylIeHUH B JABUTATEIBHOM M IICUXOSPMOLMOHAIBHOW cdepax, a Takxke B

nponeccax MHTCrpaiu HOJ'Iy‘-I&CMOfI I'OJIOBHBIM MO3T'OM I/IH(l)OpMaI_II/II/I.

Anpobanus padoTsl

Pabora ampoOupoBaHa H pPEKOMEHJOBaHAa K 3allldTeé Ha COBMECTHOM
3acemanuu corpyaHukos I, III, V, VI HeBponormyeckux OTIEIEHUM, HAYYHO-
KOHCYJIbTAaTUBHOTO OTJAEJICHUS C Ja0opatopueid HeMpOypoJIOTHH U YPOJUHAMUKH,
OTHEJICHUS]  JIy4eBOM  JMArHOCTHKU, OTHEJEHUS  HelpopeaOunuTauuv U
¢dbuznoTepanuu, OTACICHUS peaHUMAallUd U WHTCHCUBHOW Tepamnuu, JadopaTopuu
yapTpa3BykoBbix uccienoBannii ®I'bHY «HayuHblli neHTp HeBposorum» oT 3
utonist 2015 r. Marepuansl quccepTaliii ObUTA MPEJICTABICHBI U OOCYKJEHBI Ha
IlepBoii Bcepoccuiickoit HayuyHOM KOH(MEPEHIMH MOJOABIX YUYEHBIX-MEIUKOB
«unoBanmonnsie TexHosiorun B meauruHe XXI Beka» (Mocka, 2012), VII
BcepoccniickoM HalMOHAJIBHOM KOHTPECCE JIYYEBBIX AUATHOCTOB U TEPAIEBTOB
«Pamuonorusa-2013» (MockBa, 2013), Heckom panuonoruueckom dopyme
(Cankrt-IlerepOypr, 2013), II  pecnmyOaukKaHCKOW  HAyYHO-IIPAKTHUECKOMN

KOH(epeHIun HeBposioroB PecnyOnuku TaKukucTtaH «AKTyalbHbIE BOIPOCHI



13

HeBpojorun» (Hyman6e, 2014), VIII Becepoccuiickom HallMOHAJIBHOM KOHTpecce
JTYy4EeBBIX JTUArHOCTOB M TepaneBToB «Panuonorus-2014» (Mocksa, 2014), III
HanmonansHoMm koHrpecce mo 6ose3nu [lapkuHcoHa v paccTpoiicTBaM IBUKEHUN
(c MexnayHaponnsiM yuactueMm) (MockBa, 2014), Bcepoccuiickoii HayuHOU
KOH(QEPEHIIUH C MEeXIyHapoJIHbIM yuactueM «DyHnaMeHTadbHble MPOOJIEMbI
HEUPOHAYK. QOyHKIMOHAJIbHAS aCUMMETpPUS. HeitponnacTU4HOCT®D.
Heitponerenepanus» (Mocka, 2014), IX BcepoccuiickoM HalMoOHAILHOM
KOHIpecce Jy4YeBBbIX AMArHoctoB u TeparneBToB «Paamonorus-2015» (Mocksa,
2015), XXth Symposium Neuroradiologicum (Istanbul, 2014), 18th International
Congress of Parkinson’s Disease and Movement Disorders (Stockholm, 2014), 8th
EHDN Plenary Meeting (Barcelona, 2014), European Congress of Radiology
(Vienna, 2015).

BHez[peHne PeE3yJabTATOB HCCICT0OBaAHUA

[lonyueHHble pe3ynbTaThl BHEAPEHbI B  MPAKTUKY paboOThl  5-T0

HEBPOJIOTUYECKOIO OTAEIICHUA U OoTAelieHus JiyuyeBoil nuarnoctuku ®I'bHY HI[H.

Myoaukauuu
ITo Teme auccepranuu ony0iaMkoBaHo 18 HaydHbBIX pabOT, B TOM 4Yucie 3 CTaTbU B

KypHanax, pekoMenayeMbix BAK MunoOpuayku PO.

JInuHbIA BKJIAJ aBTOPA
ABTOpPY NPUHAUICKUT ONpEEsIoNnias pojib B pa3pabOTKe W BHIMIOJTHEHUU
MPOTOKOJIa HCCIIEIOBAaHUs, IIOCTAaHOBKE 3aJa4, OOOCHOBAHWU BBIBOJIOB W
MpaKTUYEeCKUX pekoMmeHaamui. CamMoCTOSATEeNbHO OBIIM MPOBEACHBI IMOJIHBIN
KIIMHUYECKUM OCMOTp KaXKJOr0 ydYacTHUKa HCCielIoBaHus, NpeaoOpaboTka u

00paboTka maHabIX GMPTI, a TakkKe CTaTUCTUYECKHUI aHalIu3 JaHHBIX.
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CtpykTypa u 00b€EM AUCCEPTALIUU

Hucceprauust wm3noxkeHa Ha 130 cTpaHMIAax MaMIMHOMMCHOTO TEKCTa,
coiepkut 26 Tabnun u wumoctpupoBana 20 pucynkamu. Pabora coctout u3
BBEJICHUA, 0030pa JUTEpaTyphbl, 00IIEeH XapaKTEPUCTUKU OOCIETOBAHHBIX JUI[ U
METOJIOB HUCCJEJOBaHUS, TIJaBbl COOCTBEHHBIX pE3YyJbTAaTOB, OOCYXICHUS,
BBIBOJIOB,  IPAKTUYECKUX  PEKOMEHJAIMA W yKas3arelsd  JIMTEpPaTyphl.
bubnuorpaduueckuit ykazatenb colaepkuT 183 HUCTOUYHMKA JUTEpaTyphbl, U3
KOTOPBIX 24 OTE4YEeCTBEHHBIX, 159 MHOCTpaHHBIX U 18 COOCTBEHHBIX MyOIUKaAIUN

aBTOpA.
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I''TIABA 1
OB30P JIMTEPATYPbI

1.1. boJuae3nb 'eHTHHITOHA

bonesns I'entunrrona (bI') (B nuteparype oHa MOXKET Takxke 0003HAYATHCS
Kak «xopesi ['eHTUHTTOHaY, «00Je3Hh XaHTUHITOHA» WM «XOpes XaHTUHTTOHAY)
SBJISIETCS HACJIEICTBEHHBIM HEUPOIETeHEPATUBHBIM 3a00JIEBaHHEM,
COMPOBOXKJIAIOIIUMCS ~ JBUTATEIbHBIMU, KOTHUTHUBHBIMU M  ICUXUYECKUMU
HapymeHusimu [94]. B 1872 r. Ixopax ['entunrron (George Huntington, 1850—
1916 rr.) cnycTs Toa mociie MOoaydYeHusl JUIJIoMa Bpada ONucall HACcleICTBEHHBIN
BApUAHT XOpeH ¢ JAe0ITOM BO B3pOCIOM BO3pacTe, COMPOBOKAAKOIINIICS
KOTHUTUBHBIMU U TICUXWYECKUMU HapylieHussMu. BriocnencTsuu 31o 3a00sieBaHue
MOJy4Yusio ero ums. MyTarnus, npuBojdiias K pa3BuTuio bI', Oblna BbIBICHA B
1993 r. Gnarojmapsi yCcunusM MEXIYHApOJIHON HCCIEnoBaTeNbCcko rpymnmbl [61].
BI' pa3BuBaeTcs BCIEACTBUE 3KCMAHCUHM TPUHYKICOTUAHBIX CAG-mOBTOPOB B
MEepBOM 3K30HE TeHa HTT, pacnoyoKEeHHOr0 Ha KOPOTKOM ILIEYE YETBEPTOU
XpPOMOCOMBI U KOJUpYIolero 0enok reHTuHrTud [2, 4, 9, 61], yTo npuBOAUT K
MaTOJIOTUYECKOMY YJIMHEHUIO MOJUTITyTAMHUHOBOIO OCTaTka ¢ N-KOHIIA 3TOro
Oenka. M3MeHeHne CTPYKTypbl TEHTUHITHHA BEAET K HAPYIICHUIO €ro (yHKIIUH,
MPOIIECCOB €ro YTUJM3AallMi U K HAKOIUIEHUIO MyTaHTHoOro Oenka [52, 63, 132].
HopmanbHbIi TEHTUHITHH NMPECTaBISIET COOOM TOBOJIBHO KPYIHBIN O€I0K Maccou
350 x/la, KOTOpPBIIl y4yacTBYeT B IIpolieccax B3auMOACHCTBUM MO TUITY OeT0K-0eI0K
W, B YACTHOCTH, BOBJIICYEH B MEPEHOC CTPECC-WHAYLUPOBAHHBIX CUTHAIBHBIX
O€JIKOB U3 HJIOMJIA3MAaTUYECKOW CETHU B SIAPO M U3 Hero [17]; reHTUHITUH UTpaeT
TAKXK€ BaXHYK pOJb B OCYIIECTBICHUH AaKCOHAJIBHOTO BE3HKYJISPHOIO
TpPaHCIIOPTa BIOJIb MHUKPOTPYOOUEK W MUTOXOHAPUAIIBHOTO TPAHCHOPTA, TEM
CaMbIM CIIOCOOCTBY# Mpolieccam HelpoTpancmucend [29, 32, 35, 45, 96, 147]. Kak
MOTEPS BO3MOXKHOCTU OCYIIECTBIISITh CBOM HOpPMalbHble (YHKIIMU BCIEACTBUE
M3MEHEHHOW CTPYKTYpbl, TaK M COOCTBEHHO HAaKOIUICHHE MAaTOJIOTHUYECKOTO

IFCHTUHITUHA IIPUBOAAT K HAPYUICHUIO ®YHKHHOHHPOB3HHH HeﬁpOHa B IOCJIOM
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MOCPEJICTBOM TOBPEKJICHUS CUTHAIBHOM CHUCTEMBI KJIETKH, AaKCOHAIBHOTO
TpaHCIOpTa,  MeTaboiM3Ma  MHUTOXOHApWM  u  HeilporpaHcmuccuu. C
TUCTOJIOTUYECKON TOUKH 3peHUs, pU bl 3TO HAXOIUT OTpakeHUE B MOBPEKACHUN
I'AMK-epruueckux CpeIHUX IIMIHMKOBBIX HEHPOHOB  MOJIOCATOTO  TEIa,
MPOCIUPYIONIUX CBOM CBSI3M Ha ONEOHBIN Imap W 4€pHYI CyOCTaHIHIO. DTO
MPUBOJUT K TOCTENEHHON mMporpeccupyromniel arpoduu mojgocaToro Tena
(xBocTaToe SAPO U CKOpJIyMa) y nmanueHTtoB ¢ bI' u mocnenyroieMy HapylIeHUIO
(YHKIIMOHUPOBAHUS JUIMHHON METIM OOpaTHOW CBSI3U B 3TOM aHAaTOMHUUYECKOM
obnactu. OTHOCUTENIBHO HEJABHO OBLIO TaKXKe IMOKA3aHO, YTO YK€ Ha PaHHUX
ctagusix BI' mMmeeT mecTto Takke MEHee BBIPaKEHHOE, HO JOBOJILHO OOIIHUPHOE,
MOBPEXJEHUE KOPBhl OONBIIMX TMOJYIIApUNA, KOTOPOE HapacTaeT M0 Mepe
MPOrpecCUpoBanHusa narojgormyeckoro mnpomecca [120]. Hemamyro pons B
MOBPEXJECHUU TMOJOCATOTO Tella U KOPbl OOJBIIMX MOJyIIapUil UTPAIOT
pEaKTUBHAsT MUKpPOTJMS BMECT€ C AKTUBHPOBAHHBIMH  AaCTPOLIMTAMH H
omurogeHaporutamu [91, 130, 132, 149]. Tem He MeHee, TOYHbIE MEXAHU3MBI
rubenu HedpoHoB 1ipu  bBIT  ocraroTcs  HEBBIICHEHHBIMH. B HemaBHHMX
HEWPOBU3yAIN3AIIMOHHBIX UCCIEJOBAHUSIX ObUIO MOKAa3aHO, YTO MATOJOTHYECKHUE
W3MEHEHUS B T'OJIOBHOM MO3I€ HAUMHAIOT MOSABISATHCS 34 JECAThH JET 10 MOMEHTA
YCTAQHOBJICHHSI KJIMHUYECKOTO JHarfHo3a 3TOro 3a00JIeBaHUS, U BBIPAXKEHHOCTb
aTpouu MOJO0CATOTO Tejla HApaCTaeT MO Mepe MPUOIMKEHHS K ’TOMY MOMEHTY,
Jenasi BOBMOXKHBIM Tpejcka3ath ne0roT BI' 3a nBa roma 1m0 MOsSBICHUS SIBHBIX
cumnToMoB Oojie3nu [ 18, 30].

[IpumeuarenbHO, 4YTO BbIABIEHHOE Ipu bl Hapymenune mnpoueccoB
o0pa3oBaHus W TOTPEOJEHUS] SHEPTUU B MUTOXOHJPHUSAX HEHUPOHOB IMOJI0CATOTO
Tella OTMEYaeTcsl U B Nepudeprudeckux TKaHsIX, HapuMep, B Mbimax [97, 114,
147].

Junarnoctuka BI' ocHOBbIBaeTcss Ha npoBenenun JHK-tectupoBanus, 4ro
MOJATBEPKAAET WM OMPOBEPracT HOCUTEIBCTBO COOTBETCTBYIOLIECH MyTanuu. B
HopMe uynciio CAG-noBTopoB Bapeupyet oT 10 10 29 konuid, B TO BpeMsl KaK IpH

BI' ux xommyectBO coctaBisgeT 36 u Oonee. [Ipu sxcmancun B 36—-39 moOBTOpPOB
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3a007€BaHNE MMEET HEMOJHYI0 MeHeTpaHnTHoCTh [126]. Pasmep CAG-skcnancuu
MMEET TEHJICHIINIO K YBEJIWYEHHUIO U3 MOKOJICHUS B MOKOJICHHE, OCOOCHHO MpHU
nepenadye MyTaldW MO OTLOBCKOW JIMHUU [72]. DTO SIBIEHUE JICKUT B OCHOBE
AHTULUNAIMM — YCUJICHUSI BBIPAXXEHHOCTH TMPOSBICHUIN 3a00jeBaHUsl B
MOCHEAYIONIUX MOKOJEHUsIX. MIHTepecHo, YTO B MOIMYJSAIMU MOXET HAOII0AaThCS
TaKXke SBJICHUE, OOpaTHOE AaHTHUIUIALNKM, C yMeHbIleHueM BenuuuHbl CAG-
AKCHAHCUU B MOCJIEAYIOIIeM MokoieHuu. Kak ObUlo yKa3aHO BbIIIE, KOJTUYECTBO
CAG-noBTopoB B MyTauuu BI' kxoppenupyer ¢ Bo3pacToMm JebroTa 3a00JeBaHUsI.
Bwmecre ¢ Tem, Benuunna CAG-3kcnancuu onpenenset Bo3pacT aedroTa bl nuib
Ha 60 % 1 He TO3BOJISET CYIUTh O BO3MOKHBIX ()EHOTUITHUECKUX OCOOCHHOCTSIX U
TeMrmax nporpeccupoBanus 3adoseBanusi [78].

bI' xapaktepusyercs OonbImIuM  (PEHOTUIIMYECKUM  pa3zHOOOpaznemM
(cMm. Tabm. 1).
Tadimuma 1. HauOojsiee 4acTble KIMHUYECKHE MPOSABJICHUS 00J1€3HU

I'enTtunrrona (mo Novak u Tabrizi, 2010, c u3amenennsimu [94])

I[Bl/IFaTeJILHLIe HapymecHus
Xopeﬂ, AUCTOHMA, IOCTYPAJIbHBIC HApYIICHWUA, MHOKIIOHHUU, 6paI[I/IKI/IH631/I$I,

MbIICYHAA PUTHUIHOCTD.

IIcuxuveckue HApyLICHUSA
[enpeccus, 00CEeCCUBHO-KOMIMYJIbCUBHBIE paccTpoicCTBa, TPEBOTra,

pPasaApaKUTCIIbHOCTD, allaTus, TUIICPCCKCYAJIbHOCTD U IICUXOTUYCCKNUEC HAPYIICHMA.

KoruutuBHbIe HApYLLIEHUS

TpynHocth B OpraHu3anvi  COOCTBEHHOM JAESTEIbHOCTH, WHHUIMALUM U
YIOPSIOYMBAHUH CBOMX MBICIIEH, KOMMYHUKALMH C JIFOJIbMU, a TAKXKE HAPYLICHUS
BOCIIpUATHS, TIE€pCEBEpalli, TPYAHOCTH B YCBOEGHHMU HOBOW HHGPOpMAIUH,

BBICOKAas OTBJICKACMOCTb, ACMCHII M.

MeTaboanuyeckue HApyHIeHNs (B T.4. TOTEPSI MACCHI Teja BIUIOTh 0 KaXEKCHUH).

IIpoune HapyuieHus

PacctpoiictBa cHa, qucdarusi.




18

['ma3zonBuUraTenbHble HAPYIICHUS SIBISIOTCA O0s3aTEIbHBIM U, HEPEIKO,
CaMbIM PaHHHM JIBUTATEJIbHBIM CUMIITOMOM (HalpuUMep, YBEJIMUECHUE JTaTEHTHOCTH
U 3aMeJIJIEHHE CKOPOCTH CaKKaJW4eCKUX IBWKEHHU Tia3HbIX 5070k u mp.). [lo
Mepe IporpeccupoBaHus 3a00JieBaHUs Tpy00 HAPYIIAIOTCS CIEASIINE JIBHXKCHUS
[JIa3HBIX  SI0JIOK,  TAlMeHTaM  CTAHOBHUTCS  MPAKTHYECKU  HEBO3MOXKHO
3adUKCUpOBaTh B3TJIAA Ha 4Y€M-IMOO, a K XOpee pa3lIMyHON CTeNeHU
BBIPAKECHHOCTU NPUCOECIUHSIIOTCS WHBIE JKCTpPAaUpaMUIHbIE HApPyLICHUs, TaKue
KaKk JUCTOHUS W NapKUHCOHM3M [7]. OJHUM W3 KIIIOYEBBIX JIBUTATEIBHBIX
HAPYLICHUH SIBIIIETCS HEBO3MOKHOCThH MOJHOCTHIO MPOU3BOJIBHO KOHTPOJIUPOBATH
JIBUTATENbHYI0 aKTHUBHOCTb, YIEPKUBAaTh KaKyrO-JIMOO MO3Yy BCIEIACTBHUE TPyOBIX
HACWJIBCTBEHHBIX IBWKEHUU. Ha pa3BépHyThIX cTaguax bl manueHTaM Cl0XKHO
BBITIOJHATD JIBOKEHUS, TpeOyrolMe TOHKOM KOOpJMWHAIMHU; OOIIMI TeMIl
JBUTATEIbHOW AKTUBHOCTH CTAHOBUTCS MEIJICHHEE, 3HAYMTEIBbHO HapYIIAeTCA
X0/1b0a; Pa3BUBAIOTCSA MOCTYpajbHbIE HAPYIICHUS, MPUBOMASIINE K MaJCHUSM;
XapaKkTepHbI Takxke nu3apTpus u aucdarus [155].

KoruutuBHbIE HapylleHUs TMOABISAIOTCA YK€ HA PpAaHHUX IdTamax
3a007€BaHUSl W SBJISIIOTCS TPAKTUYECKH YHUBEpPCAIbHBIM TMposiBieHueM bl
BapbUpys IO CBOEW BBIpaXXEHHOCTU. B HauOonbIIell CcTeNeHu CTPaaaroT
UCIIOJHUTENbHbIE (DYHKIIUU, CHOCOOHOCTD IMJIAaHUPOBATh U OIICHUBATH JIEUCTBUSA, a
TAK)KE€ UMITYJIbCUBHOE MOBEACHUE. Y MHOTMX ITAlMEHTOB OTMEYAETCS 3aMEJJICHUE
IICUXOMOTOPHBIX  IIPOLIECCOB,  CONPOBOXKIAIOLIEECS  anaTUEd, CHUKEHUEM
WHUIIMATUBHOCTH U BHHUMaHus [46]. CtpanmaioT Takke (QYHKIUUA 3pUTEIBHO-
MPOCTPAHCTBEHHOTO BOCIIPUSTHS, PACTIO3HABAHUS 3MOIUI, BBIPAKAEMBIX IPYTUMHU
JI0JIbMU, 3ayYMBAHUE U U3BJICYEHUE U3 TaMSITH HOBOM MH(OpMAIINKU, KPUTUYHOCTD
K OLIEHKE CBOETO cocTosgHusA [121].

[Icuxnueckue HapyweHus npu blT xapaktepusyrorcs, B IEPBYIO OYEpPEb,
nenpeccueid u TpeBoroil. Takke y TakuX NAllUEHTOB HEPEIKO HaOIIOaeTCs
pa3apaXUTEIbHOCTh, SBISISICH MOPOW MPUYMHOM arpecCUBHOTO IOBEICHHS.
Pa3Butie 00CECCMBHO-KOMMYJBbCUBHBIX  PACCTPOMCTB MOXET 3HAYUTEIBHO

yXyamaTb Ka4C€CTBO JXU3HU JIMII, JKUBYIIIUX BMECTC C TAKUMHU ITAIUCHTAMMU. Pexe y
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OoonbHbIx ¢ BI' Moryr HabmromaTbest TCUXO03bl. Peanu3oBaHHBIE CYWULMIBI U
CyMIIMJaIbHbIE MOMBITKU BeTpeyatoTes npu BI' B ueTkipe paza yaiie, ueMm B o0miei
NonyJjsAnuu, 4ro B S5 % ciydaeB SBISIETCA MPUYAHOM CMEPTH MPU ITOM
3aboneBanuu [54]. Koppekiuio MCUXUYECKUX HApPYIIEHUH CIeayeT MPOBOAUTH
COOTBETCTBYIOIIMMH  JIEKAPCTBEHHBIMHM  IpemnapaTaMH, IPUMEHAEMBIMA B
nicuxuarpuu [31].

Ocoboii ¢dopmoit 3a00eBaHus SABISIETCS IOBeHMIbHas BI': oHa mpoTrekaeT
3HAYUTEIIBHO TSDKEIEEe W XapaKTePU3YeTCS MEHbIIEH MPOAOJLKUTEIBHOCTHIO
®KU3HU OoyibHBIX. Haunbonee wacTeiM BapuaHTOM IOBeHWIbHOM bI' sBisieTcs
aKMHETUKO-pUrUAHBIN (popma Bectdans), mpu KOTOPOM NPOSIBICHUS XOPEU
MHUHHUMAJIBHBI, @ HA MEPBbIM MJIaH BHIXOAAT MAPKUHCOHUYECKUN U JUCTOHUYECKUN
CUHJpPOMBI. Y TMalMEHTOB C IOBEHWJIHHOU ¢opmoit BI' Bblllle BEpPOSITHOCTH
Pa3BUTHUS SMWICHTUYECKUX MPUCTYIIOB, YeM Y OOJBHBIX C JA€OI0TOM 3a00JieBaHUs
BO B3pOCJIOM Bo3pacte [73].

[IposBiienuss bI' MOryT M3MEHATBHCS MO MEPE Pa3BUTUsA MATOJIOTMYECKOTO
npoiiecca. Tak, IpOrpeccCupoBaHUe 3TOT0 3a00JEBAHUS MOXKET COMPOBOXKAATHCS
MOCTETIEHHBIM YMEHBIIIEHUEM BBIPAXKEHHOCTH XOPEH U YCUJICHHEM HHBIX
cumntomoB [73]. Hepenko ObiBaeT cl0XXHO 4YE€TKO ompenenuth nedrot BI: y
MHOTHX MAlMEHTOB MCUXUYECKUE U KOTHUTUBHBIE HAPYILICHUS MOTYT MPEIBapSATh
neurarenbubie. [lo cux mop octaércs 00CyKJlaeMbiM BOIPOC pa3rpaHUYCHUs
CUMIITOMHOTO (manifest) U aCUMITOMHOTO (premanifest) HOCUTENbCTBA MYTAIlUU
BI'. CornacHo TpPUHATHIM B HACTOAIIEE BpeMs KPUTEPUSIM (UX K€ MBI
HCTIOJB30BAIM Ul pa3AEieHUs HOCUTENEed MmyTranuud blT Ha acMMOTOMHBIX M
cuMntoMHbIx) [113], cumnromuas BI' nuarnoctupyercs npu HalUYUU:

a) CAG-3kcniancuu B 36 TOBTOPOB M OoJiee B IepBOM dk30HE TeHa HT1'T uin
OTSTOLIEHHOT0 CeMEMHOro anaMuesa 1o bl

0) IBUraTelbHBIX HAPYIICHW, HECOMHEHHO SIBIISIONIUXCS MPOSIBICHUIMU
BI' (ueTBEpTHII ypoBeHb AuarHocTuueckoi yBepeHHocTu mikanel UHDRS, T.e.

>90 %; obmmit aBuraTenbHbId 6amt no mkane UHDRS — 5 u menee) [142].
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Takum obOpazom, dhopmanbpHO, 3a ne0T bI' mpuaMMaeTcs MaHudecTamus
JBUTATENbHBIX MpOosBIeHUN 3a001eBanus. Tem He MeHee, HEOOXOUMO OTMETHUTh,
9yT0 OBLJIO  TPOBEACHO  HECKOJbKO  MHOTOILIEHTPOBBIX  HAOII0ATENIbHBIX
WCCIIEIOBAHNM, MOCBAIIEHHBIX aHAJM3y €CTECTBEHHOro TeueHus bl', B yacTHOCTH,
uccnenoBanusi PREDICT-HD (okono 800 acuMnToMHbIX HOcuTened myTtanuu bI'
n 200 310pOBBIX JOOPOBOJIBIIEB, HAOIIOMABIIUXCS B TEUYEHUE JECATH JIET) H
TRACK-HD (240 Hocuteneit myrtauuu bI', mojsoBMHa U3 KOTOPBIX OBUIM
acUMNTOMHbBIMU, H 120 cCoOmoOCTaBUMBIX N0 BO3pPacCTy M IMOJY 3I0POBBIX
N00pOBOJIBIEB, OOCJIEAOBABIIMXCA HA NPOTSHDKEHUU TPEX JE€T MNpH TMOMOIIU
pPa3HOOOpa3HbIX KIMHUYECKUX U HEHPOBU3YAIM3AIMOHHBIX METOAMK). B 00omx
YKa3aHHBIX UCCIEIOBAaHUIX ObLJIO MOKA3aHO, YTO KOTHUTUBHBIE U MOBEICHUECKUE
HapylIeHuss TMpU HOCUTENbCcTBe MyTanuu bIT wuHOrma mpexdliecTBOBaIU
JIBUTATENbHBIM PacCTPOMCTBaM, KOTOPhIE MOXKHO ObLIO Obl KiIacCU(PUIUPOBATH,
COTJIACHO HBIHEITHUM KPUTEpHUSIM, Kak aBuUrareibHbiid 1e6toT bI'. IIpu aTtom ObL10
TAaKXK€ NPOJEMOHCTPUPOBAHO, YTO Yyxke 3a 12-15 5er po ycTaHOBIEHUA
KJIIMHUYeCcKoro auarHo3a bI' ormeuaercsi cenexktuBHas atpodus psga oOiacteil
rOJIOBHOT'O MO3Ta, CTENEeHb KOTOPOW HapacTaeT cO BpeMEHEeM. DTH MU3MEHEHUS B
00b€ME BENIECTBA TOJIOBHOTO MO3ra JIOMOJIHSIOTCS U3MEHEHUSMHU B (PU3HOJIOTUU
JBIKEHUM, KOTOpPhIE MOTLYT OBITh OIEHEHBl KOJWYECTBEHHO TIPU IMOMOIIU
YyBCTBUTENBHOU cucTteMbl Q-Motor.

B »TOil B3 Hay4yHBIM COOOIIECTBOM OBUIO PEIICHO Pa3AeiauTh
ACUMIITOMHBIM MEPUOJT HOCUTENhCTBA MyTaluu bl' Ha COOCTBEHHO aCMMITOMHBIN
(presymptomatic) n cIenyIOIUA 32 HUM MPOAPOMANIbHBIN (prodromal) mepuobl.
[Tocneqnuil xapakTepuszyeTcsi TMOCTENEHHBIM TOSIBIEHUEM HecHenuduuecKkux
W3MEHEHUM B JBUTaTEIbHOM, KOTHUTUBHOM M TMOBEJCHYECKOH cdepax, KOTOphIE,
OJIHAKO, HE ToAmaaarT noj ¢opmanbHbie Kputepun nedrora BI' [113]. Takas
ABOJIIONMS TIOHMMAHUSI €CTECTBEHHOro TedeHuss bI' mHOrma cpaBHUBaeTCs ¢
ABOJIIONIMEN camMoro Ha3BaHUs 3a00J€BaHUS — OT «XOpeu [ EHTUHITOHa» K
«0one3Hn ['@HTUHITOHa» — HOBBIM TEPMUH MOJYEPKUBAET KOMILIEKCHOCTh

MaToOJIOTHYCCKOro Imponccca, Impu KOTOPOM XOpC€sa HE ABLACTCA CAMHCTBCHHBIM
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MposiBIeHHEM 3a0oJieBaHus (a B psAlie CIy4yaeB MOXET U BOBCE OTCYTCTBOBATb,
Harnpumep, ripu hopme Bectdans).

OOcyx1€HHBIEC BBIIIE 0COOEHHOCTH (MOHOT€HHOCTh, 3aBUCUMOCTh BO3pacTa
nebrta Oome3nn oT BenuuuHbl CAG-3KCmaHCHM, a TaKXe HajJudue IepHoja,
CBOOOJHOTO OT BUJMMBIX KIMHUYECKUX MPOsBICHUIN 3a0oineBanus) aemaetr bl
«MOJICTIbHBIM» ~ HEUPOJEreHEPaTUBHBIM  3a00JIeBaHUEM, T.€. MO3BOJSIONINM
HauOoJiee MOJHO U TIyOOKO M3yYUTh OCOOCHHOCTHU T€UEHHUSI U MPOTrPECCUPOBAHUS
MaTOJIOTMYECKOTO MPOIECCA, UYTO CO3MAaET MPEANOCHUIKM JJIs1 aKTUBHOTO IOUCKA
METOJIOB MATOr€HETUYECKOTO JICUCHUs OOJIE3HHU.

B Hacrosmee Bpemss HE CYHIECTBYET METOJOB M3JIEUEHUS 3TOTO
3a007€BaHus, MO3TOMY HIPOBOJAMMOE JICUYEHUE SIBIISIETCS CUMITOMATHYECKUM U
nojaepxkuBarommuM. HecMoTpst Ha 3TO, MPUMEHEHUE U3BECTHBIX TEPAIEBTUUECKUX
MOJXOJ0B TO3BOJISIET IMOBBICUTh KAadeCTBO >XW3HM manueHTtoB [116]. Cnenyer,
OJIHAKO, YYHUTHIBaTh, YTO OJHO TOJIbKO HAJIMYME TE€X WJIM HHBIX KIMHHUYECKUX
nposiBneHuid bI' emie He SABISIETCA MOKa3aHHEM K HA3HAUYCHUIO JIEKAPCTBEHHBIX
MpenapaToB; pelaouM B IPUHSATUU PEIICHUS] 0 HEOOXOAUMOCTH JIEKapCTBEHHON
TE€paNuu SBJISIETCS CTENEHb HAPYLICHUS aJalnTalyy MAlUEeHTa U 3aTPyAHEHUN MPH
OCYILIECTBJICHUM TOBCENHEBHOM akTuBHOcTH [116]. JlokasarenpHas 0asa
MPUMEHEHUS JIEKAPCTBEHHBIX IpernaparoB npu bl kpaitHe mana, B CBSI3U C UEM HX
HAa3HAUYCHUE, 4Yallle BCErO, OCHOBBIBAETCS HAa KIMHUYECKOM OIBITE U HMEET
ypoBeHb 3kcniepTHoro Mmuenus [11, 31, 88, 107].

Heobxoanmo otMeTuTsh, uToO JedyeHue bl Bcerna moapasyMeBaeT HE TOJIBKO
MIPUMEHCHUE JIEKAPCTBEHHBIX IMpPENapaToB, HO TAaKXKE M HEMEIUKAMEHTO3HYIO
Tepanuio. Xupypruyeckass KOppeKiusi Xopeu (MMIUIaHTAlUsI SJIEKTPOJIOB C IETbI0
AIEKTPUYECKON CTUMYJIAINU TTyOOKUX CTPYKTYp MOJyIIapuii O0JBIIOr0 MO3Ta) B
PYTUHHON KIMHUYECKON MPaKTUKE HE MPUMEHSETCSA, OTpaHHYCHA JIUIb PAIOM
KIIMHUYEeCKUX HaOmtoneHuit [58, 83] u sBisercs MpeaMeToM ILIaHUPYIOMIETOCs
3apy0eKHOTro KIMHUYECKOTO uccienoBaHusi [68]. HeMennkaMeHTO3HOE JeUeHUE

BKJIIOYaeT B ce0s JieyeOHYI0 (U3KYJIbTypy M HHBIE peaOWIMTALIOHHbBIE
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MEPOIPHUSITHUS, MICUXOTEPATIEBTUYECKOE BO3JECHCTBUE, TPYyAOTEPAIIHIO,
JOTONEANYECKUE 3aHATHSL.

HenaBHO u3nanHble peKOMEHAAUMH AMEPUKAHCKON aKaJeMUU HEBPOJIOTHHU
(AAH) saBnsitoTrcst xopomuMm 00OOIIEHMEM KIMHUYECKUX HCCIEIOBaHUM IO
koppekuuu xopeu npu bI' [14]. B aTux pexoMmennanusx obpaiaercs BHUMaHUE Ha
naryOHyr poJib XOpeH B MOTEPE MaCChl Tela, MOSIBICHUU NaJCHUN, CHUKEHUU
KauecTBa W3HU U (YHKIUOHAJIBHBIX BO3MOXKHOCTEW, HAa OCHOBAaHUU YEro
3aKJIFOYAETCS, YTO «JICUYECHHUE XOPEU SIBIIAETCA BAXKHOM YaCThIO BEICHUS MAIIUEHTOB
¢ bI'». Bmecte ¢ Tem, HEOOXOIUMO MMOMHHUTbH, YTO BIUSHHUE COOCTBEHHO XOPEH Ha
TePEeUNCIICHHBIC aCTIEKThI 3a00JI€BaHUS OCTAETCS 10 KOHIIA HE SICHBIM [69].

C uenpr0 KOPPEKLHMHM XOPEWYECKOro TUINEpKuHe3a npu bl B Hacrosiuee
BpeMsI MPUMEHSIOTCA TeTpaOeHa3UH (CEJICKTUBHBIM MHTHOUTOP BE3UKYJISPHOTO
MEePEHOCYNKa MOHOAMHUHOB 2-TO THUIMA), IPEACTABUTENN TPYNIbl HEHPOJIECITUKOB
(HEKOTOpBIE U3 HUX MEPEUMCIICHBI BBIIIE), a TaKXKe PSAJ APYTUX JIEKAPCTBEHHBIX
MpenapaToB, HA3HAYAEMBbIX B KA4€CTBE JOMOJHUTEIBHOW TEpanuu, HapuMep,
OCeH30/IMa3eNMHBI U MPOTUBOAIIIIENTHYECKHE mpenapatsl [170].

Henemnsass nokasarenbHass 0a3a 1O NPUMEHEHUIO HEUPOJENTHUKOB
OTPAHUYMBAETCS, MPEUMYIIECTBEHHO, JIaHHBIMM  HEOOJBIIUX  OTKPBHITHIX
KIIMHUYECKUX  HCCIIENOBaHUN (B HEKOTOPBIX K3 HUX  HCMOJIb30BAJIUCH
HEBAJIMIMPOBAHHBIE OIEHOYHBIE IIKAJbI, PSJ HMCCIENOBAaHUN MPOBOJUICA Oe€3
«OCIIETJICHUS» WU KOHTPOJIbHOM TpYyMIbl, a Takxke Oe3 OomucaHus METO0B
paHIOMU3aIUK), ONMUCAHUN KIMHUYECKUX CIy4YaeB U PETPOCIEKTUBHOTO aHaIN3a
uHpopmaruu  u3  amOymnatopHod  JokyMmeHTtanmuu [69]. Hecmorps Ha
HEJIOCTATOYHOE KOJMYECTBO SMIUPUYECKUX JAHHBIX PaHAOMU3UPOBAHHBIX
KIIMHUYECKUX HCCIIENOBAaHUM, KOppekuus xopeu npu bl HeiposenTtukamu
ABJISICTCS MPEANOYTUTENBHON MPH HAJWYMK Yy TMAlUEHTa ACNPECCUU, arpecCHu,
MCUXOTUYECKOW  CHUMOTOMATUKM  JIMOO  TpU  MOpeAmnojiaraeéMod  HU3BKOU
MPUBEPKEHHOCTU NanueHTa jJeueHuto [34]. [Ipumenenue neitponentukos npu bI'
OCHOBBIBA€TCS, TMPEKJIE BCEro, HAa MHOTOJETHEM KJIMHUYECKOM  OIIBITE

MPAKTUYECKUX Bpayen. JTa rpyIna JEKapCTBEHHBIX MpenapaToB NOMUMO JICUEHUS



23

XOpeM W MCUXUATPUYECKOW CHUMIOTOMATHKH TOJIE3HA TaKXe IPH KOPPEKUUU
CHIIKEHMSI MacChl Tella W HapylleHud cHa. OTO OCOOEHHO MPUMEHUMO K
ATUMUYHBIM HEWPOJIENTHKAM, B YAaCTHOCTH, K OJAH3alHMHY, KBETHUAIIUHY,
apUIIUIPA30Jly, PUCIIEPUAOHY, CYJIbIIUPUIY, KIO03aMUHYy, THAOpUAy U mp. [85, 99,
140]. HexenarenbHble peakiuy, MOTEHIMAIbHO OTPAHUYMBAIOIINE MPUMEHEHUE
HEWPOJENTUKOB, BKIIOYAIOT B  ce0d  JUCKUHE3WH, MapKUHCOHM3M U
MeTa00INYECKUI CUHIPOM. ATUNHYHBIE HEHUPOJENTUKU (BTOPOTO MOKOJICHUS) B
CBSI3U C UX JydymuM npoduieM O€30MacHOCTH Ha3HAYaIoTCs dYalle, 4YeM
HEUPOJIENITUKH TIEPBOTO MOKOJICHU (HampuMmep, rajgonepuaon) [11].

C 1enbro KOPPEKIUU MCUXUYECKUX HAPYUIEHUHA MOMHUMO HEWPOJENTUKOB
MPUMEHSAIOTCS TaKX€ AHTUICIPECCAHTHI M TPAHKBHIIM3ATOPBl — OYEBUAHO, YTO
BBIOOp JIEKAPCTBEHHOT'O IIpenapaTa OCHOBBIBAETCS Ha MPEBATUPYIONIUX ¥
KOHKPETHOTO NallMeHTa cuMnToMax 3adosieBanus. Heo6XoquMo OTMETUTh, UTO U3
BCEX IMCUXUYECKUX paccTporcTB npu bl Xyxke Bcero MeauKaMeHTO3HOU
KOppekiuu noaaaércs anatusa. Hanbosnee mpoayKTUBHBIM MOXKET OBITh COYETAHUE
JIEKapCTBEHHOW TEPANUU C IICUXOTEPANIEBTUUECKUMHU METOIAMMU.

JleueHne KOTHUTHBHBIX HapyleHud nipu bIT Tak ke mnpencrasiser
3HAYUTEIIbHBIE TPYIHOCTH. B pslie KIMHUYECKUX HCCIEAOBAHUN NPOBOAUIIACH
OLICHKA BJIUSHUS TPAJAULIMOHHO MPUMEHSEMBIX IPU KOTHUTHUBHBIX PACCTPOMCTBAX
JIEKapCTBEHHBIX  NPENaparoB, a TakKKe HEKOTOPbIX  AHTUJCIPECCAHTOB
(ATOMOKCETHH) U TICUXOCTUMYJISITOPOB (MonauHmiI), oHako UX 3G (HEKTUBHOCTH
He moarBepawiack [24, 28, 47, 50, 55, 98, 124]. Tak, Hanpumep, NpUMEHECHUE
CEJIEKTUBHOTO MHTMOUTOpA alleTHIIXOJIMHACTEPA3bl JOHEMEe3uIa acCOMUPOBaIOCh
C YCHIECHHUEM XOpEH, YYalleHHEM MNaJCHUM, YBEIMYEHUEM BbIPAXKEHHOCTHU
pa3apaXUTEIbHOCTH M TPEBOTHM Yy TNAaUMEHTOB ¢ bI' WM KOTHUTUBHBIMH
HapymeHusimu [47]. [lo MHeHHIO pslla UcciaegoBaTeNel, MPUMEHEHUE HHTHOUTOpa
AlETUIIXOJIMHACTEPa3bl M OYTUPUIXOJIUHACTEPA3bl PUBACTUTMUHA, BO3MOXKHO,
aBysieTcs Oosee MPEANOYTUTENbHBIM. B HEOONBIIOM HCCIIEIOBAHUHN C y4acTHUEM
YeThIpEX MAuUeHTOB ¢ bl mpuMeHeHue pHUBaCTUIMHUHA MPUBEIO K YIIYUYLICHUIO

nokas3areyied B KOTHUTHUBHOM U ToBeJeHuYeckor cdepax [124]. B mocnemyromem
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KIIMHUYECKOM HCCIIEJOBAaHUM MpUMEHEHUe puBacTurmuHa y 11 mamuentoB ¢ bBI'
acCOIMUPOBAJIOCh C YIydllleHHeM TokazaTenaed mo Kparkoil mikame OIEHKHU
ncuxuueckoro craryca (MMSE) [50]. B To ke Bpewms, mkaina MMSE sBnsiercs
HEUYBCTBUTEIBHON /JISI OLIEHKM HApyIIEHUN HUCIOMHUTEIbHBIX (QyHKumit [125],
xapakTtepHbix it bI. Psaag  BO3MOXHBIX IPEUMYILIECTB OT MNPUMEHEHUS
pUBACTUTMUHA MOT OBITh TPOCTO HE BBIABJIEH, YTO TpeOyeT NpPOBEACHUS
JTAIbHEUIITMX UCCIIEOBAHUM ATOr0 JIEKAPCTBEHHOIO IIpenapara.

Hcxoas W3 BBIICONMUCAHHBIX TEPANEBTUUYECKUX IMOJXO0JI0B, JTOCTYIHBIX Ha
CETOJHSIIHUNA J€Hb, OYEBHUJHO, YTO JeueHue bl HOCHUT CHMITOMATHYECKUM
xapakrep. OToT (pakT 00YyCIOBIHMBAET HEOOXOIUMOCTh Pa3pabOTKU KaueCTBEHHO
HOBBIX METOJIOB TE€paluu paccMaTpuBaeMoro 3aboieBaHus. B IOKIMHUYECKHUX
HCCleIOBaHMIX Oblla MOKa3aHa MEePCIEKTUBHOCTD JalIbHEHIIel pa3pab0oTKu TaKUX
TepaneBTUYECKUX MOJX0/A0B, Kak nmpuMenenue PHK-untepdepenuuu (Hanpumep,
MHTpacTpuapHoe BBeJeHHe Manbix wuHTepdepupytomux PHK mnpu nomomnu
BUPYCHOT'O BEKTOpA), AHTUCMBICIOBBIX OJUTOHYKJICOTHAOB (MHTpATEKaIbHOE
BBEJICHHE) W OENIKOB, MOJOOHBIX NHHK-TAJIBIEBBIM (MHTPACTPHAPHOE BBEIACHUE
KOJIUPYIOIIUX MOCIEA0OBATEILHOCTE B COCTaBE BUPYCHOTO BEKTOpPA), C IENbIO
MOJABJIECHUSI CUHTE3a MYTAaHTHOTO T€HTUHITHHA, IPUMEHEHUE UHTMOUTOPOB KUHA3
U BHYTPWXKEIYJOUYKOBOE  BBelAeHHMe  ranramosupma GMI1 ¢ mensro
MOCTTPAHCISIIUOHHOW MOAU(UKAIMU TEHTUHITHHA, a TakXe TMpPUMEHEHUe
manepoHoB (HampuMmep, pekoMOUHaHTHON Mosekynbl ApiCCTI1), ctumynsiTopoB
aytodaruu (Hampumep, CEIM3UCTAT), CyOCTaHIMI, MPENATCTBYIOUUX arperamuu
MYTaHTHOTO TEHTUHITHHA (HAmpUMEp, HMHTUOUTOPOB JAcaleTua3bl THUCTOHOB
HDAC4), Bo3zaeiicTBMEe Ha BOCHAJIUTEIbHBII KOMIIOHEHT B marToreHese bI
(HampuMmep, TMOCPEJACTBOM  MPUMEHEHHUS  JIAXMHHUMOJIa), CTUMYJIHPOBAHUE
HelipoTpoduueckux pakTopoB (Hampumep, NpUMEHEeHHEe IucTeaMuHa) u np. [156].
Takoe pazHooOpa3ue MOTEHIMAIBHBIX MOJAX0/0B K JeueHuto bBI' oOycioBnuBaeT
MOTPEeOHOCTh B TOHMCKE M pa3paboTke OMOMapKepoB 3a00JIeBaHMS, CIOCOOHBIX

oTpaxxkath 3P(HEKTUBHOCTH MPOBOJIUMON TEPANUU WIIH OTCYTCTBUE TAaKOBOM.
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1.2. buomapkepsl 0os1ie3Hu ['eHTHHITOHA

buomapkep — 3TO wu3MepsieMas XapakKTepUCTHKAa OMOJIOTHYECKOr0 WU
MaToJIOTUYECKOro Tmpoiiecca. B KoHTekcTe 3a0oiieBaHUS OHWOMAapKeEp OTpa)aeT
HaJMYue WU TSKECTh 3a00JIeBaHUS WK €r0 OTBET HA IPOBOJAUMYIO TEPAIHUIO.

buomapkepsl UrparOT BaXHYIO pOJb B TPEX HAIMpPABICHUSIX: OMpPEACICHUE
HaJlu4yusl TpPU3HAKA, OMNPENIENICHUE BBIPAXKEHHOCTU COCTOSIHUS U OIpeJeeHue
dapmakonoruyeckoir  aktuBHoct [13]. B cmywae BI'  eauHCTBEHHBIM
MPEJCTABUTENIEM TIEPBOM TpyHIbl OMOMapKEpOB SIBJISETCA BbIsIBICHHE (HakTa
HOCHUTEIHCTBA MyTalluu 3a00JI€BaHUS.

buomapkepsl (dbapMakoJIOru4ecKon aKTUBHOCTH, Wi
(dhapMakoAMHAMUUYECKUE MapKepbl, HEOOXOIUMBI JJisI MOATBEPKIAEHUS TOTO, UTO
HCCIIEIYEMbIN JIEKAPCTBEHHBIN MPENapar AEHUCTBUTEIBHO BO3JCUCTBYET HA CBOIO
MUILIEHb, YTO MNPUBOAUT K peaH3alMM KeIaeMoro Ouosorudeckoro 3¢dexra.
Takue Mapkepbl cnenu@UUYHBI MO OTHOIIEHUIO K KOHKPETHOMY MEXaHU3MY
JEUCTBUSl Tpernapara WIM HHOTO Crocoda TepaneBTHUYECKOTO BO3EHCTBUSI.
Hanpumep, mapkepsl cojiepKaHusi MYTAaHTHOTO T€HTUHITHHA B TOJIOBHOM MO3Te€
HEOOXOIUMBI JUIsi OLIEHKU AS(PPEKTUBHOCTU TEPaANEeBTUUECKUX IMOIXOJOB,
HAIPaBJIECHHBIX HA CHUKEHUE DKCIIPECCUU MYyTAaHTHOIO ajuiens resa H17T. B 1o xe
BpeMsi, (apMaKOJIMHAMUYECKHE MapKepbl HE BCErja SBISIOTCS HAIEKHBIMU
MoKaszaTeasIMH  TPOTPEeCCHpOBaHUs  3a0oyieBaHMsl  WIW  A(PEHEKTUBHOCTH
MPOBOAUMOTO JICUECHUSI.

buomapkepsl  BBIPQXKEHHOCTH  COCTOSIHHMSI ~ XapaKTEePU3YIOT  TSKECTh
3a007€BaHUs — MPEJIOIaraeTcs, YT0 OHU JIOJHKHBI U3MEHSITh CBOM MapaMeTphl 1Mo
Mepe IMPOrpecCUpoOBaHMs NATOJIOTMYECKOro Mpolecca Jubo Ha (poHe MPOBOIUMOMN
tepanuu. Vcnonb3oBaHue Takux OMOMApKEpPOB MOMOTAeT MPUHSITH PEUICHUE O
TOM, TIPUBOJUT JU TEPANEBTUUECKOTO BMEIIATEIHCTBO K KIMHUYECKH 3HAUNMOMY

YIy4YlIICHHUIO COCTOSAHUSA MMAIIUCHTA WUJIN HCT.
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PazpabateiBaeMbie mipu BI' Ouomapkepbl MOryT OBITh pa3lielieHbl Ha
HelpoBU3yaM3allMOHHbIE U OuoxumMuueckue. OTAENbHYIO TPYNIy COCTaBISIOT
KJIMHUYECKHE napamMeTpbl oueHku bl

OmuuM u3 HamboJiee MIMPOKO HUCIOIb3YEMbIX KIMHUYECKHX MapameTpoB
apisgercss obmuit cuér mo mkage UHDRS um mo eé ormenbHBIM OJ0KaM, B
YacTHOCTH, ONOKYy oleHku pasurarenbHor ¢yukiuu (UHDRS Motor), Onoky
orieHKH 0011ei PynkuuonansHou cnocoonoctu (TFC — total functional capacity),
¢ynkunonansHoMy Onoky (UHDRS Function), a Takxke pe3yJbTaThl TecTa Ha
cornocTaBiaeHue cuMBoJI0B U uudp (SDMT — Symbol Digit Modalities Test) n Tecta
Ha OerjocTh peur B paMkax ojHou kareropuu (kuBotHbie) (Verbal Fluency Test —
animals). bann TFC moka3an CBOIO YyBCTBUTEIBHOCTH MPU OLICHKE HU3MEHEHUU
(YHKIIMOHATBHOTO CTaTyca y MalMeHTOB Ha paHHUX crtaausx bI', onHako oH He
npuMennM kK AHM. bann onieHku nBUratenbHOM (PyHKIMM TaK K€ UyBCTBUTEICH
NP HMCCIEAOBAHUMN JIBUTATEIbHBIX HAPYLUIEHUWHA Ha paHHUX cTtaausx bl, ogHako
MIpU €r0 aHaJIN3€ B AMHAMUKE 10 MOMEHTa (OPMaTbHOTO YCTAHOBJIEHUS AUArHo3a
MOXET HaOJI0AaThCA HEMOCTOSHCTBO B MOIY4YaeMbIX 3HAUYCHUSIX, YTO MOXKET ObITh
CBSI3aHO C BBICOKOW MEX- U BHYTPUIKCIIEPTHOM BapuaOENbHOCTHIO TMIpU
ucnosib3oBanun 3tor mkansl [13]. Ilpumenenme cucrembr Q-Motor mid
KOJINYECTBEHHOM OLICHKH JBUTATEIIbHBIX HApPYLIEHWW B MHOTOLIEHTPOBOM
uccienopannn  TRACK-HD  obecneuwsio  HOBBI ~ BBICOKHH  YPOBEHB
CTaHIAPTU3ALUU MOJTy4aeMbIX roKazarenen Hapsmy c BBICOKOH
YyBCTBUTEIIBHOCTHIO MIPU UCCIEN0BaHUU B AuHamuke kak y AHM, tak 1 CHM Ha
pannux cranusx bI'. Bmecte ¢ TeM, npumenenue storo metona y AHM Tpebyer
JIOBOJIbHO JIJIUTENILHOTO MEepHojia HAOMIOJACHUSI U, COOTBETCTBEHHO, MOXET OBbITh
OTPAaHUYECHO y 3TOU KaTEropuu CyObHEKTOB.

M3BecTHO TakKe, 4YTO W3MEHEHHS] B KOTHUTHUBHOHN cdepe, Takue Kak
HApYLICHUE PACIO3HABAHMUS HETATUBHBIX 3MOLMKA M PACCTPOMCTBO MPOLIECCOB
3pPUTEIBHO-IBUTATEIPHON HHTErPpAllMA, a TaKXe psij HEHPONCUXHYECKHUX
M3MEHEHUI (amatusi U pa3Apa’kKUTEbHOCTh), MO3BOJISIIOT KOCBEHHO OIIEHHBATH

MPOTPECCUPOBAHNE TMATOJIOTUYECKOTO Ipollecca y Hocutened wmyrtamuu bl
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HAauMHasl C MEpPUOJIa ACUMITOMHOIO HOCHUTENBbCTBA. BOJIBIIMHCTBO KOTHUTHUBHBIX
MOKa3aTeled MOTYT U3MEHSThCS B  TEUYEHHE OTHOCHTEIBHO  KOPOTKHX
MPOMEKYTKOB BpEeMEHU Ha paHHUX cTaausx bl (Hampumep, pe3ysabTaThl TECTa Ha
COMNOCTaBJI€HWE CUMBOJIOB ©  1udp). OpgHako gaxe HECMOTpsS  Ha
YyBCTBUTEIIBHOCTh OLCHKA KOTHUTHMBHBIX MapaMETPOB K U3MEHEHUSM B TCUCHHUE
HEOONBIINX TPOMEXYTKOB BpemMeHu y AHM (B uactHOCTH, OAHOTO Tro0Aa),
MPAaBOMOYHOCTh UX JIOJATOCPOYHOTO MPUMEHEHHs TpeOyeT MPOBEAEHUS KPYMHBIX
UCCJIEI0BAHMM B 3TOM KOropTe CyOBEKTOB.

buoxumudeckuii aHanu3  OMOJIOTMYECKHX JKHAKOCTEH MpPEICTaBISET
HWHTEPEC, MPEKE BCET0, MIOTOMY, UTO MOTEHIUAIBHO MOXET BBISBIISITH NU3MEHEHUS,
HanpsIMyl0 CBSI3aHHBIE C JIEXKAIIUM B OCHOBE bl TEKylIMM MaTOJOrHYECKUM
MPOIIECCOM U, COOTBETCTBEHHO, MOXXET TaKKe CHOCOOCTBOBATh OTCIECKUBAHUIO
JIEUCTBUSL BO3MOXKHOTO TMAaTOM€HETUYECKOTO JiedeHus. be3yclioBHO, O0oubInoe
KOJIMYECTBO MOJIEKYJl MpEeNIarajioch Ha poJib OMOMapKEepOB MATOJIOTUYECKOTO
nporiecca npu bBI', 4TOo oTpaxkaeT pazHooOpa3zue OHONOTUYECKUX IyTeH, B
peanu3alio KOTOPhIX BOBJIEUYEH T€HTUHITUH: (QYHKIUS SHIOKPUHHON CHUCTEMBI U
oOMEH BeIleCTB, UMMYHHBIN OTBET, OKUCIUTENBHBIN CTpecc, HEMpOMeIUuaToOpHbIe
B3aUMOJICUCTBUS U Tp. BONBIIMHCTBO U3 ATUX COEAUHEHUM OBLIO BBIJCICHO W3
KOMIIOHEHTOB KpPOBH, TaKMX KaK CBIBOPOTKA, IUIa3Ma M JIEUKOLUTAPHO-
TpomOonTapHas mi€Hka. HecMoTpsi Ha TO, YTO CJIIOHA U MoOua SIBJIAIOTCA Ooliee
JOCTYIHBIMU 7151 cOOpa U aHaIu3a OMOJIOTUYECKUMU KUJIKOCTSIMU, COJIEPKaHHUE B
HUX MOTEHIMAIBHBIX MOJEKyI-OnomapkepoB bI' kpaitHe ckyaHo. OpaHako, B
OTIINYKME OT (YHKIUOHATIBHBIX W HEHPOBU3YAIM3AIMOHHBIX XapaKTEPUCTHUK,
HECMOTpsT Ha OOWJIME MOJEKYJI-KaHIUIaTOB, BBISBICHHBIX B MONEPEUYHBIX
UCCIIEIOBAHUSIX, JIMIb HEOOJBIIOE KOIMYECTBO COEAMHEHUM CTAIO MPEIMETOM
rIyOOKOTr0 M3YUY€HHMs UK OLICHKH B JOJITOCPOUYHBIX HcclienoBanusx. Hanpumep, B
MEePBOHAYATILHBIX HUCCIEOBAHUSIX OBLJIO TOKa3aHO MOBBLIINIEHUE COJEpKaHUA 8-
TUIPOKCH-2-I€30KCUTYaHO3MHA, OCHOBHOTO MPOJYKTa OKHUCJICHHUS MOJICKYJIbI
JIHK, B kpoBu HOcuTeneir myrauuu bI', ogHAKO MOCAEAYIOMMN JTOATOCPOYHBIN

aHaJIn3 HE BBLIABMJ 3HAUMMBIX U3MEHEHUM B COACPIKAaHUHU 3TOI'O MeTaboauTa HUA Ha
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onHOW U3 cTagui 3aboneBanus. EcTh Takxke psa paboT, MOKa3aBIIUX, YTO
COZEp)KAHWE MYTAHTHOIO TE€HTHUHITHHA B MOHOLMTAax, T- u B-kierkax KpoBu
3HAUUTENBHO OTJIMYAETCS MEXAY 310poBbiMU cyObekTtamu, AHM u CHM [151].
OtpaxarT I 3TM M3MEHEHUS CTaJuI0 IAaTOJOTHYECKOTO IPOILECCa, OCTAETCS
HESICHBIM. [lepCrIeKTHBHOM SBISETCS BBICOKOTOYHAsT METOJAMKA OINPEACIICHUS
MYTaHTHOT'O T€HTUHITHHA B 11I€peOpPOCITUHATBLHON KUAKOCTH HAa (HEeMTOMOJISIPHOM
YPOBHE, NMPOXOIAIIasl B HACTOALIEE BPEMS BATUIALIUIO.

OtnenpHy0 OOJBIIYIO TPYMIY MPEACTaBISAIOT HEHPOBU3YyaTU3alMOHHBIE
Ouomapkepbl. YuuThiBas TO, 4TOo bl sBisiercss ayTOCOMHO-IOMHHAHTHBIM
3a007€BaHUEM, Pa3BUBAIONIUMCS BCJIEACTBUE MYTallMM B HW3BECTHOM TE€HE,
F€HETUYECKOE TECTHUPOBAHHWE  SIBIseTCS  Haubojee HAASKHBIM  METOJIOM
MOCTAaHOBKM aAuar”o3a. [loaromy pasnuunble meroauku MPT penko wurparor
3HAUUTEIBbHYI0 pOJIb B JIHArHOCTHYECKOM Iporecce. Bmecte ¢ Tem,
HeMHBa3suBHOCTL MPT M BO3MOXHOCTH  PETUCTPUPOBATH  ITPOLIECCHI,
HEMOCPEJCTBEHHO CBsi3aHHBIE ¢ maroreHe3oM bI' (cTpykTypHblE H3MEHEHUs
rOJIOBHOTO MO3ra, TuOedb HEUPOHOB, TJIMO3HBIE W3MEHEHUS, HapylUIEeHUE
o0pa3oBaHUs U TOTPEOJICHUS DJHEPruu), JAeialoT OBTOT JUArHOCTHYECKUM
MHCTPYMEHT KpaliHe MPUBJIEKATEIbHBIM U MHOTOOOEIIAIOIINM JJIsI UCTIOIb30BaHUs
B KJIIMHUYECKUX U (PyHIAaAMEHTAJIbHBIX HUcclieIoBaHusAX. Kak B ciydyae U ¢ MHOTUMU
JIpYTUMH  HeWpojereHepaTUBHbIMU  3aboneBanusiMu, npu bIT cymecTByer
MOTPEOHOCTh B BBISIBIEHUM TOYHBIX OMOMapKepoB  MPOrpecCUpOBaHUs
MaToJIOTUYECKOTO TMpollecca, KOTOpble Obl  OTpa)kadu MMAaTOTEHETHYECKUe
MEXaHM3MbI. JTa MpoOsiemMa SIBISETCS OJAHOM W3 aKTyallbHBIX B COBPEMEHHOM
uccienoBarenbckoM mupe [67]. HecMoTps Ha TO, 4TO B HacTosiiee BpeMsl HE
cymiecTByeT merona uznedeHus bI', Ben€rcs akTuBHas pa3paboTKa pa3IMYHBIX
TEPANEBTUYECKUX MOAXOIOB, YCIEMIHOCTh KOTOPOM OMPENETAETCS TOCTYITHOCTHIO
HaJIEKHBIX, YYBCTBUTEIBHBIX OMOMApKEpPOB, KOTOpPbHIE MO3BOJISUIM OBl OIICHUTH
3 PEeKTUBHOCTh MTPOBOAMMON Tepanuy Ha MUHUMAIbLHO BO3MOXHOM KOJIUYECTBE
nanueHToB. B aroir cBsa3u psax MPT-meromuk mnpenctaBisioTCs JOBOJBHO

MCPCICKTUBHBIMU [JIA BBIABJICHUA YIIOMAHYTBIX 6I/IOMapKep0B.
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Paznuunsle meronuku MPT no3BosistoT O1leHUBATh KaK CTPYKTYPHBIE, TaK U
(yHKIIMOHATBHBIE XapaKTEPUCTUKH TOJIOBHOTO Mo3ra uenoBeka. K Hanbonee
4acTO MCIOJIb3yEMBIM CTPYKTYpHBIM MeTonukaM MPT oTHOcATCs npoBencHue
uccnenoBanuss B cranaaptHeix  pexkumax (T1, T2, T2 FLAIR, T2%),
muddy3uonHo-teHzopHass MPT, Bokcelb-OpueHTUpPOBaHHAsT  MOpPOMETpus
(BOM) [8]. IlpoBenenue HaOMOAATEIBHBIX M KIMHUYECKHUX HCCICAOBAHHI C
OIICHKOW CTPYKTYPHBIX U3MEHEHUM TOJIOBHOT'O MO3ra MPHU PeAKUX 3a00JIEBaHUSX, B
yacTHOCTH npu bI', Ha 6a3ze 0IHOrO MCCNEeOBATENBCKOTO IIEHTPA 3aTPYIHUTEIIBHO
[0 NPUYMHE MAJIOr0 YHWCJa TMAlUEHTOB, KOTOPBIE CMOTYT MPHUHSATH y4acTHE B
UCCIIEIOBAaHUM B TMpenesiax OJHOW reorpaduueckoid 30HbI. MHOTOLIEHTPOBbBIE
UcCleIOBaHusl 00eCTeunBalOT ropasio Oombiiuii Habop ydacTHHKOB. C IeNbIO
BBISIBJICHUSI MOTEHIMAIBHBIX OWOMapkepoB bI, OCHOBaHHBIX Ha OIIEHKE B TOM
YUCJIE CTPYKTYPHBIX U3MEHEHHI TOJIOBHOT'O MO3ra, ObLIO MPOBEJEHO JABa KPYIHBIX
MexayHapoansix uccienoanus: PREDICT-HD (ero nenwsio ObUIO H3ydYeHUE
HEUPOOMOJIOTUYECKUX TOKAa3aTelie, OLIEHKAa KOTOPhIX MOKET J1aThb CBEJEHUS O
BO3MOXXHOM  Bo3pacte Hauaia b)) u TRACK-HD (MHOTOLEHTpOBOE
MEKIyHApOIHOE MPOCIIEKTUBHOE HAOII0IaTeNIbHOE UCCIeA0BaHNE OMOMAapKEPOB Y
JOKJIIMHUYECKUX HOCHUTENEHd MyTanuu bl' M manueHToB HA paHHUX CTaAUSAX ATOrO
3a0oneBanus). Mccnenosanne PREDICT-HD nawanoce B 2001 romy. OHo umeer
NpPOJOJBHBIA  JU3ailH, NpeaycMaTpuUBalOIMK  HAONIOJEHUWE 3a  JIMIaMH,
MPOLIEAIINMH MPEIUKTUBHOE TecTupoBaHne Ha Hannune CAG-3KCnaHCHU B TE€HE
HTT [101]. Lenpto 3TOro UcCieI0BaHus SIBIIETCA BBIIBUTh U3MEHEHUS, KOTOPBIE
MOXHO HW3MEpPUTh W KOTOpble HAOMIOJAIOTCS 32 TOAbl JO KIMHUYECKOU
Mmanudectanmmu  BI'. TRACK-HD sBnsercss mMOX0XHM HCCI€IOBaHHEM (C
MPOJOJIBHBIM JU3aifHOM, MNpPEANoJaraliiuM HaOIOJAEHUE 3a JUIAMH, KOTOPHIM
M3BECTEH HMX TEHETHMYECKUU CTaTyc, 0 MOMEHTa KIMHUYECKOW MaHudecTanuu
BbI'), onmHako ero pAu3ailH uMeeT 4YepThl MMOTEHUHAIBHOTO KIMHUYECKOTO
UCCIeIOBaHUs: TOOPOBOJIBIIBI OOCIENYIOTCS €XKEroJlHO B TEUYEHUE TPEX JIET ¢
LETbI0 BBISIBJICHUS H3MEPSEMbIX H3MEHEHUN Pa3IUYHBIX HEWPOOHOIOTHYECKUX

rnmapameTpoB. BmecTe 3Th uCCae10BaHNs YaCTUYHO MPOJIWIM CBET HA raTtorenes b’
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[103, 142-144]. B yka3aHHBIX HCCIEAOBAaHUAX, 4 TAKKE PAIOM APYTHX aBTOPOB,
OBbUIN BBISIBICHBI ONpeEIeTEHHbIE U3MEHEHHS TIPU OIIEHKE OOBEMHBIX MOKa3aTenen
CTPYKTYp TOJIOBHOTO MO3ra, a TaKXe MPHU OLECHKE NapaMEeTPOB, PETUCTPUPYEMBIX
npu auddysuonno-tenzopuoit MPT. OrneHka CTPYKTYpHBIX U300pa)xeHUU
rOJIOBHOIO MO3ra MalMeHTOB Ha paHHuX crtagusax bIT ¢ wucnonbs3oBaHueM
TOMOTrpadoB ¢ HANPSHKEHHOCTHIO MarHuTHOro mnojig 3 T mokasaia yMeHbIIEHUE
00bEMa Kak IIOJIOCATOr0 Teja, Tak M o0mero o0béMa TrOJOBHOIO MO3ra IIo
CPaBHEHUIO CO 3I0POBBIMU JOOPOBOJBIIAMH, YTO U OXKHUJATOCh B COOTBETCTBUU C
naTroMopdOIOTUYECKUMUA U3MEHEHUsIMU, BbIsiBIgeMbiMu npu bIT [60]. [us
BBISBJICHUSI OCOOEHHOCTEM W3MEHEHUusT O0bEMAa TOJOBHOIO MO3ra U €ro
KOHKPETHBIX 001acTell MPUMEHSIETCS TPHU MOAX0/1a: U3MEPEHHUs! (I CETMEHTAIUS )
o0b€Ma BCEro TOJIOBHOTO MO3ra M €ro OTIEIbHBIX CTPYKTYp (Hampumep,
XBOCTATOE SIAPO U CKOPJIYIA), U3BMEPEHUE TOJIIUHBI KOPbI TOJIOBHOTO Mo3ra [142,
144] u BOM [67]. bnarogapst 3TuMm nojxojaaMm y naiueHToB ¢ bI' Obuia BbisBiIeHa
aTpodusi MOJOCATOrO Teja, BBIPAXKEHHOCTh KOTOPOW KOppEeIupoBaia C YUCIOM
CAG-nioBTOpPOB, TSKECThIO 3a00JieBaHUsS, BBIPAKEHHOCTHIO JIBUTATEIIbHBIX
MPOSIBICHUM M CUETOM MO MIKane oOmeld (QyHKIMOHATbHOW akTUBHOCTH [19-23,
65, 127]. [IpumeyaTenbHO, 4TO 00BEM XBOCTATOIO SAPA U CKOPIYIIBI YMEHbIIAICS
emé 3a 15 ner mo ycraHoBieHUs KiaMHH4YecKoro auarHosa [102]. beuio Taxxke
MOKA3aHO, YTO UCTOHYEHUE KOPHI OOJBIIMX MOJYIIAPUA MPOUCXOIUT OBICTpEE Y
MalueHToB ¢ Oojee paHHUM KiIMHUYeckuM HadaioM BI' [118, 120]. Anamus
JAHHBIX, TOy4YeHHbIX pu BOM y NOKIMHUYECKHX MAllMEHTOB M MAllMEHTOB Ha
paHHuX cragusx bI, mokaszam, 4Yto artpodus ceporo u O€noro BemecTBa
II0JIOCATOTO TEJNa HAYMHAETCS C XBOCTATOrO sAapa 3a 8-10 et 1o npearmonaraeMoro
KJIIMHUYECKOT0 Hauaja 3a00JeBaHMs, pPACIpOCTPaHSSICh 3aTeM Ha CKOpiymy, a
MOCJI€ — U Ha CJIOU KOPBI OOJBIINX MOMYIIApUNA, 4TO OTMeuaercs 3a 1-2 roma ao
MPEIINOIaraeMoro NOSIBIICHUA KIMHWYeCKuX mnposieienud bIT [65, 143]. B
JOKJIMHUYECKOM TEepUOoJEe ONMUChIBallach Takxke arpodus TamamycoB [102]. YV
MalMeHTOB Ha paHHUX cTaausx Bl BeisiBisieTcss aTpodusi U APYruxX Y4acTKOB

TOJIOBHOI'O MO3ra, TaKHMX KakK 6JI€I[HI)II>’I map, THUIIIIOKaMIll, MHHAAJIWHBI M
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MO3KE€UOK; MPU 3TO TEMIIbl aTpo(UM BHINIE Yy MAIMEHTOB C OOJIBIINM YHUCIOM
CAG-nostopos [127].

Emé omna MPT-meronuka — auddysuonno-renzopuas MPT (ATMPT)
MO3BOJISIET BBISBIISITh HAPYUICHHS B OPUEHTAIMU BOJIOKOH MPOBOJAIIUX IMyTEU H
LETTOCTHOCTU O€JIOro BeIIeCTBa M MOJKOPKOBOTO ceporo BemiectBa kak y AHM,
tak 1 y CHM. benoe BemectBo HauOoiee CHUIBHO CTpajaeT B 00JlacTu
MO30JIMCTOTO TEJA, YTO, B YACTHOCTH, MPUBOJAUT K HAPYIIEHUIO MEXKITOTYIIAPHOTO
B3aMMOJEUCTBUSA BCJIEACTBUE MOBPEKICHUS KOPTUKO-KOPTUKAIBHBIX BOJIOKOH. B
HECKOJIbKUX HCCIICIOBAHUSX OBUIO TaKXe€ TIOKa3aHO TOBBIIICHUE 3HAYEHUU
(dbpakimoHHON aHu30Tponuu (WM CHUXEHUE AUDPYy3UOHHOU CIIOCOOHOCTH) Y
AHM u CHM B o6nacTtu 6a3anbHbIX SAEP, OCOOEHHO, B CKOPJIYIE, HO TAKXKE U B
OinenHoM miape W xBoctaToMm snpe [121]. DTu mokaszaTenu CBUAETEILCTBYIOT O
HapylIEHUU MUKPOCTPYKTYPHOM IIETOCTHOCTH YKa3aHHBIX 001acTeil.

Jpyroii nepCreKTUBHON METOAUKOM, TaK k€ OCHOBaHHOM Ha MPT, aBnsercs
MarHuTHo-pe3oHaHcHasi cnekrpockonusi (MPC) [6]. OHa mO3BOJISIET BBISIBISATH
OMOXMMHUYECKHE HU3MEHEHHUsI B BEIIECTBE TOJOBHOIO Mo3ra ¢ ydacTuem N-
alneTuiacmnaprara, riyramata M riiyramuHa. B psie uccienoBaHui ObUIO Takxke
MOKA3aHO TIOBBIIICHHE COJACPKAHUS MHOMHO3UTONA B OOJACTU CKOPJIYIBI Y
MalMEeHTOB Ha paHHuUX craausax bI' [121]. DTo coenuHeHne SBISIETCS MapKepOM
aCTpOLUTOB, M CTENEHb €ro nmnoBeieHus npu bIT  koppenupoBama ¢
BBIPAKECHHOCTBIO JIBUTaTelbHbIX HapymeHun. MPT no3Bonser ouneHuBars
COAEpKAaHHE B BEIIECTBE T'OJOBHOIO MO3ra ejie3a W WHBIX METAUIOB — B
uccinenoBanuu Rosas ¢ coaBT. OBUIO MOKa3aHO, YTO YPOBEHb Kejie3a B TOJOBHOM
Mo3sre npu bl" uamensiercs [117].

QOyHKIMOHAIBHYI0 AaKTUBHOCTh PA3JIMYHBIX TKAHEW i1 Vivo JIOBOJIBHO
MH(QOPMATUBHO MOKHO OIEHUBATh C UCIOJIH30BAHUEM MO3UTPOHHO-IMUCCUOHHON
tomorpadpuu (II9T). Bosmoxknocts mnpumenenus I[IDT-uccnemoBanuii mis
M3yUeHHs] OCOOCHHOCTEH TEUeHHUsI NATOJIOTMYECKOro Iporecca, Oe3yClOBHO,
paccmarpuBanace W B otHomeHuu bI. HccinenoBanusa ¢ mnpuMeHEHUEM IF-

(TOPAEC30KCUTIIIOKO3bI MMOKAa3allkd, YTO Y MainueHToB ¢ BI' nuMeeT MecTo CHUXKEHHE
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MeTaboiau3Ma TIIOKO3bl B 00JacTH  MOJIOCATOrO  Tejla, YTO IO3BOJSET
MPENOJIOKUTh BO3MOXKHBIN MpeecTBOBAINN eMy runepmetadbonusm. HegaBHo
MPOBEAEHHOE JTOJITOCPOYHOE MCCIENOBAHHUE MOKA3aJlI0 CXO0XHUE pe3ynbTarsl [121].
He wuckiodeHo, 4TO BIOCIEACTBUUM MOXKHO OyJET ONpEeAeiUTh XapaKTepHbIN
PUCYHOK pactipejiesieHust 00J1acTei Co CHIKEHUEM MeTa0oJin3Ma ritoko3bl mpu bI'
W UCIOJb30BATh 3TO C LEJIbI BBIABICHHUS MAlUUEHTOB, MEPEXOIAIINX B
MPOJAPOMAIIbHYIO CTaANI0 3a00JI€BaHUSI.

Onnoit 3 uHTepecHbIXx MPT-meTtonuk, Takke MO3BOJISIOIIUX KOCBEHHO
OIICHUBATh (PYHKIMOHAIBHYI0 AaKTUBHOCTh TOJOBHOIO MO3ra MpH Pa3IUYHBIX

COCTOSIHUSX, siBNsieTcsl pyHKkmoHansHass MPT (GMPT).

1.3. @POyHKIUOHAIBbHASI MATHUTHO-PE30HAHCHAS TOMOrpadus NoKosi Npu

0oJ1e3HM ' eHTHHITOHA

OynkunonansHas MPT (GMPT) npencrasasier coboii MPT-meronuky,
MO3BOJISIIONTYI0 KOCBEHHO OILICHUTh (PYHKIHMOHAIBbHYIO AKTUBHOCTb Pa3TUYHBIX
Y4aCTKOB TOJIOBHOT'O MO3ra. B OCHOBE METOAMKH JISKUT PETUCTPALIUS OT BOKCEJIOB
rosioBHoro Mosra BOLD-koutpacta (blood oxygen level-dependent contrast —
CUTHAJ, 3aBUCHUMBIA OT YpPOBHS HACBHIIIEHUS KPOBU KHUCIOPOJIOM), KOTOPBIN
XapaKTepu3yeT COOTHOIIEHNE OKCUTeMOorjioOnHa (IuaMarHeTuk — nosbimaetr MP-
CUTHal) K JAE30KCUTeMOorjioOouHy (mapamarHeTuk — mnojaBiser MP-curnan) B
kpoBu [134]. To ectb, peructpaunss BOLD-koHTpacTa, XapakTepusys
MeTaboInYecKre MOTPEOHOCTH TOJOBHOIO MO3ra, KOCBEHHO JAET MpEe/ICTaBICHUE
O HEHpoHaNbHOW akTuBHOCTH [64, 76, 81, 82]. Dta mnpouemypa MOXKET
MPOBOAUTHCA B OTBET HA BBHIMIOJIHEHHWE TOTO WJIM MHOTO 3ajaHus (IMapajurMbl) —
«rpanunronHas» GMPT — unu 6e3 npeabsaBiaeHUs KaKux-I1u00 mapajaurM, TO €CTh
B COCTOSIHUM OTHOCUTENbHOro nokost — GMPT noxost (pMPTm) [167]. B oboux
ClydyasX B OTBET Ha TOBBIIIEHWE AaKTUBHOCTH (MHAYUHUPOBAHHYIO WJIHU
CIIOHTAHHYI0) TOW MM MHOM 00JIaCTH TOJIOBHOT'O MO3Ta B MOCIEIHEN U3MEHSIOTCS
napaMeTpbl TeMOJIMHAMUKH C 11€JIbI0 00ecTieYeHUsI HEOOXOIUMBIX JJIsl H3MEHEHUS

AKTUBHOCTU JHEPreTHUUECKUX TMOTPEOHOCTEH HEPBHOM TKAaHMU, YTO MPUBOIUT K
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CHI)KEHUIO  YPOBHS ~ J€30KCUI€MOIVIOOMHAa W TIOBBIIIEHUIO  YPOBHS
okcuremoriobuHa. Ilpu HelpoBHU3yanu3anMu 3TO SBJIEHUE XapaKTepU3YyETCs
YCUJIEHHWEM  HMHTEHCHUBHOCTHM  CHrHajga Ha  cepun  T2*-u3o0pakeHuid,
KOJINYECTBEHHAsI OLICHKA KOTOPBIX II03BOJISIET KOCBEHHO OIPENEIUTh CTEIEHb

HEHUpPOHAILHOW aKTUBHOCTH [64, 76, 81, 82].

5 10 15 20

Pucynok 1. KomneHcaTopHOE yBEIWYEHHME KPOBOTOKA HAa BPEMS YMEHBIIAET
KOHIICHTPAIUIO J1€30KCUreMorioOuHa, 4to oTpaxkaercss B nuke BOLD-curnana

yepes 4-6 ¢ Mociie MOBBIIIEHNS] HEUPOHAIbHON aKTUBHOCTH.

NHTEpec K U3YYECHUIO CIIOHTAHHOW AaKTUBHOCTHM TOJOBHOTO MO3ra B
COCTOSIHUM TIOKOSI mosiBujica ¢ BHeapeHueM B 1930 r. snekrposniedanorpaduu
[86]. C mosiBneHueM psija HEHPOBU3YAIU3AIMOHHBIX MOAXO0J0B (0JHO(OTOHHAS
SMHCCHUOHHAs KOMITBIOTEpHAs ToMorpadusi, MO3UTPOHHO-OMHUCCUOHHAS
toMmorpadus, MPT) wuccienoBaHue CHOHTAaHHON AaKTUBHOCTH TOJIOBHOIO MO3Ta
MOJIYYUIIO HOBYIO KU3Hb, JaB BO3MOXHOCTh M3y4aTh OCOOEHHOCTU MeTabon3Ma 1
(YHKIIMOHUPOBAHUS TOJIOBHOTO MO3ra B HOPME U MPHU MATOJOTUH. ITa KOHIETIIHS
Obl1a BIlepBble IMpUMEHeHa Ha mpaktuke Kwong ¢ coaBt. B 1992 r. [74]. Ilpu
nporeaype nposeaenuss pMPTn uccinenyemspiii CyObeKT HaAXOAUTCS B MarHUTHO-
pPE30HAaHCHOM TOMOTpade B COCTOSHHM TIOKOS, €My JalOTCAd HHCTPYKIUU
MaKCHUMAJIbHO pacciabUThCS U HE AyMaTh O 4€M-THO00 KOHKPETHOM. B paznuunHbix

pa60TaX BCTPCHAKOTCA PA3HLIC B3IJIAJAbl OTHOCHUTCIBHO TOIr0, CICAYCT JIM
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obcneryeMoMy CyOBEKTYy 3aKpBIBAThH rJ1a3a/HaieBaTh CrielIMAJIbHBIC
CBETOHEINpOHUIaeMble O4Yku unu HeT [53, 152]. CropoHHHMKH mnOCIEAHEN
METOJIMKH apTYMEHTHUPYIOT CBOIO MO3UIIUIO TEM, UTO OCTABIICHUE IJ1a3 OTKPBITHIMU
MpeoTBpaIlaeT 3achilanue cyonekra [53].

[Ipumenenune GMPTn oapa3syMeBaeT aHanus CIIOHTAHHBIX
HU3KOYacTOTHBIX Konebanuit (Mmenee 0,1 I'm) BOLD-curnana B momydaemsbix Mpu
oOclieIOBaHUM BPEMEHHBIX MoclieoBareNbHOCTIX [77]. @DyHKUMOHAIbHAs
3HAYMMOCTh ATUX KoJeOaHul BHepBble Oblia mokazaHa Biswal ¢ coaBt. B 1995 .
[26]. Ha cerogHsAmHuNA I€Hb UMEIOTCS JOKA3aTEIbCTBA, CBUJIETEILCTBYIOIINAE O
TOM, YTO 3TH HU3KOYACTOTHBIE KOJICOAHUSI B COCTOSHUU MOKOS OTPa)XaroT CBOETO
poaa 0a3aabHYI0 HEUPOHAIBbHYIO aKTUBHOCTh U MO PSIAY NMPU3HAKOB HE SIBISIOTCS
aptedakTaMu (HarpuMmep, BCIEICTBHUE NbIXaTEIbHBIX JIB)KEHUM, OMEHUs cepiua
uiau Toka nukBopa) [43, 44]. Kak u3BecTHO, HEHPOHBI 00JIAIaIOT CIIOHTAHHOU
AKTUBHOCTBIO JaX€ IMPU OTCYTCTBMU YYaCTHS B BBINOJIHEHWH TOW WJIM WHOU
3agaun [146]. B STOM KOHTEKCTE€ MOXHO IIpeanoJjaraTb, 4TO CXOJHAs UX
AKTUBHOCTh MOJET CIYXXHTb HWHCTPYMEHTOM TMOJJEPKAHUSA HMMEIOIIUXCA
(YHKIIMOHATBHBIX CHCTEM B COCTOSHMM TOTOBHOCTHU K HEMEIJECHHOMY
BBINOJIHEHUIO OIPEIECIICHHBIX 3a/1a4. Tak, HelaBHUE UCCIIEI0BaHUs MTOKA3aJIH, YTo,
HanpuMmep, JUIATENIbHAA ABUTATEIbHAS TPEHUPOBKA MOXKET 3HAUUTEIBHO IMOBBICUTD
AKTUBHOCThH B MpEJeNIaX MEPBUYHOW IBUTATEIbHOU ceTH mokod [163]. B mons3y
HEUPOHATHLHOIO MPOUCXOXKJICHUS BbIsBIAeMBbIX Mpu (MPTn curHaiaoB roBoput
Takke (PaKT aKTUBHOCTH B MOKOE TE€X YYaCTKOB TOJOBHOTO MO3ra, MEXIY
KOTOPHIMU H3BECTHA KaK aHATOMHUYECKas, Tak U (yHKIIMOHAJIbHAS B3aUMOCBS3b
[146]. bonee Toro, psx aBTOPOB MPOAEMOHCTPUPOBAIN HAIWYHUE KOPPEISLHHU
MEXKJly CHOHTaHHbIMU KojeOaHusmu BOLD-curnana v HelpoHaIbHOM 3almoBOH
aKTUBHOCTBIO, peructpupyemoit snekrpodusuonornuecku [93, 136, 137].
Cx0xecTh 4aCTOTHBIX XapaKTEPUCTUK BbiABIsieMod npu (MPTn akTUBHOCTH B
AHATOMUYECKHU YIAIEHHBIX IPYT OT JApPyra y4acTKaX TOJIOBHOTO MO3Ta HA3bIBAETCSA
¢dbyukimoHanbHOM KOHHEKTUBHOCTBIO (DK) [146]. Cuuraercs, 4to 3TOT heHOMEH

KOAKTUBAIlUU YJIaNEHHBIX JIPYT OT JApyra o0JacTeil TOJIOBHOIO MO3Ta B COCTOSIHUU
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MOKOS XapakTepusyeT (YHKIMOHAIbHBIE B3aMMOCBS3M B paMKax IEHTPabHOU
HEPBHOW CHUCTEMBbI, UTPAIOIINE KIIOYEBYIO POJIb B 00ECIIEUEHUU U TOJJIEpKaHUU
CJIIOKHBIX KOTHHUTHBHBIX MPOILIECCOB U CBOEOOPA3HON «IEKYPHOU TOTOBHOCTH
rOJIOBHOIO MO3ra K peakiuu Ha nocTynaromyro 3ddepentanuto. Paznuunbie
MaTTepPHbI (XapakTep paclpeleieHus W YyHUKAJIbHbIE YacCTOTHBIE MapameTphl)
CIIOHTAHHOW HEWpPOHANbHOW aKTUBHOCTH, BhIsiBIsseMoit pu GMPTn, dopmupyror
Tak Ha3biBaeMble ceT Tokos (CII).

[Ipu paccMOTpeHUM U TPUMEHEHUU BCSIKOW METOJIMKHU CIEIyEeT MPUHUMATh
BO  BHUMaHHME  TOKa3aTelu  BOCHPOUZBOAUMOCTU  (reproducibility) u
MEXUHIUBUIYaIbHON BapuabenbHOCTH (intersubject variability) moiydaeMbIx ¢ €€
noMoIIpl0 pe3ynbtatoB. B oTHomenun GMPTn B menom psupe pabor ObLIO
nokazaHo, 4to omnucaHHble CII 10CTOBEpHO BBISABISAIOTCA MPU TOBTOPHBIX
o0clieIOBaHUSAX Y OJTHOTO M TOro ke cyobekrta [25, 135] u nmpu obciienoBaHuu
pa3nuuHbIX cyObekToB [49, 135], x0T B mocineaHeM ciydae, 0e3yClIOBHO, MOTYT
OTMEYAaThCA  HEKOTOPbIE  MEXUHIWMBHUAYAJbHbIE pa3IU4Usl B  XapakTepe
HaOmrogaeMo CroHTaHHOW akTuBHOCTU [25]. B wactHoctn, Chou c coaBT.
M3y4alii BOCHPOU3BOAUMOCTD pe3ysibTatoB GMPTH npu ncxoanom oOciea0BaHUuN
1 4depe3 roj, onpenaenuB koddduiuent koppemsaiuu > 0,60 qis 6omee yem 70 %
BoIsiBIeHHBIX CII [40].

B HacTosiiiee BpeMsi MPUMEHSIIOT HECKOJIBKO METOJI0B 0OpaOOTKH JTaHHBIX
GMPTn, mo3Bomnsromux oreHuBath @K u BeIiBisaTh CII: ki1acTepHBIM aHAIU3,
aHaJdu3 TEPBUYHBIX KOMIIOHEHT, aHaJIu3 Ha OCHOBE BBHIOOpa 30HBI HMHTEpECA,
aHaJu3 HE3aBUCHUMBIX KOMIIOHEHT [146]. AHanu3 Ha OCHOBE BHIOOpA 30H MHTEpECa
M aHaJu3 HE3aBUCUMBIX KOMIIOHEHT SIBISIIOTCS OJHUMHU U3  IIHPOKO
UCIIOJB3YEMbIX, OCOOCHHO Ha TMEPBBIX ATamnax OOpa0OTKU «CHIPHIX» JIaHHBIX.
[IpuHnMnUanbHAs pa3HUIA MEXTYy HUMU 3aKJII0YAETCS B TOM, YTO €CIIU B NIEPBOM
cllyyae Ha OCHOBaHUU C(HOPMUPOBAHHOW 3apaHee TUIOTE3bl BHIOMpAETCS HeKas
30Ha UHTEPECA, MapaMEeTPbl CHOHTAHHON aKTUBHOCTH B KOTOPOM CPaBHUBAKOTCS CO
BCEM OCTAJIbHBIM MAaCCHBOM BOKCEJIOB, TO B CJIy4yae aHaln3a HE3aBUCHUMBIX

KOMIIOHCHT HCO6XOI[I/IMOCTI/I B BBIIBHMKCHHH THIIOTC3bI 3dapaHCC HCT. OTOT MCTOI
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OTHOCHUTCS K MOJI€JIb-HE3aBUCUMBIM, U €T0 IPUMEHEHHUE 1T03BOJIsIeT olleHnTh OK B
MpeJiesiax BCEro roJI0BHOTO MO3ra. JTO MO3BOJIAET BhISIBUTH IMpOKuid criektp CII,
KOTOpBIE 3aTEM MOYKHO TIIOJBEPTHYTh BTOPUYHOMY aHAIU3Yy U TPYNIOBOMY
CPaBHEHHIO.

Cy1iecTByeT BOCEMb OTHOCHUTENIBHO MOCTOSIHHO BhIsIBIIsIEMbIX mpu ¢MPTn
CII [146, 176] (cm.puc.2). K HuM oTHOCsATcs mnepBuuHas wmotopHas CII,
nepsuuHas 3purenbHas CII, skcrpactpuapnas 3purenbHas CII, ocTpoBKOBO-
BucoyHas CII, neBo- u mpaBononymapusie TeMmeHHO-100HbIe CII, no6nas CII u
CeTh MACCUBHOTO pexkuma paboTel rojoBHOro mo3sra (CIIPPI'M). Ilocnenuss CII
apisieTcs HauOosiee crabunbHO BbIsBIsgeMoi. K CIIPPI'M oTHocsaT Takue
(YHKIIMOHATBHO CBSI3aHHBIE MEXJYy CO0OM Yy4YacTKHM TOJOBHOTO MO3ra, Kak
MOSICHBIE M3BWJIMHBI U 3aJIHUE OTHeNbl nmpeAakiunbs (nonst bpoamana (I1b) 29/30,
23/31), cpenuue (I1b 39) u nmwxnaue (I1b 21) BucouHble U3BUIUHBI, HAJIKpacBbIE
(ITb 40) u yraoseie (IIb 39) u3BMWIMHBI ¥ y4acTKH JOOHBIX HOJEH, BKIIIOYAs
Bepxuue (I[Ib 8) u cpegnue (IIb 11) 50OGHBIE U3BWIMHBI, MeAHAIBHYIO
npedponTansuyo U (ppouTansuyo kopy (IIb 24/10, 32) [146, 153]. Hepeako k
CIIPPT'M oTHOCAT Take THNNOKaMOaibHyO ¢dopmainuio [87], BKIIOUYAIONIYIO
COOCTBEHHO THUIMNOKAMII, 3y04aTyl0 W3BWIMHY, OCHOBaHUE, NPEIOCHOBAHUE,
napacyoukymaoM U 3HTopualibHyro kopy [110]. Ilpu BhIMOJHEHHM MapagurMm
akTuBHOCTh B npenenax CIIPPI'M cHuxkaercs M BOCCTaHABIMBAETCS IIPU
BO3BPAILICHUU K COCTOSHUIO OTHOCUTEIBHOTO MOKOsA. OYHKIMOHAIBHASA POJIb 3TOU
CII, mo MHEHHMIO MHOTMX HCCIIeIOBATElIei, 3aKiioudaeTcss B OOECIEUeHUH, B
MEPBYIO0 OYEPElb, KOTHUTUBHBIX MPOLECCOB MyTEM MEPEPACIIPEICICHUS HATPY3KH
Ha UMEIOIINECS «HEHPOHAIbHBIE PECYpPChl» B MOJb3y HaubOojee 3HAYUMBIX IS
OCYIIECTBIICHUS MPEACTOSIMIEN WM TeKymen 3amadnd [92]. Takxke aKTUBHOCTH
CIIPPI'M cBsi3aHa ¢ HHTErpalMel KOTHUTUBHBIX U YMOLIMOHAIBHBIX MPOLIECCOB CO

CIIOHTAHHOU MBICIIUTEIHLHOU aKTUBHOCTHIO.
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MepBnyHas MNepBunyHas OKcTpacTpuapHas

OctpoBkoBo-BrcovHas CI1
moTtopHas CI1 3putensHas CI1 3putenbHas CrI1

, . ’ '
f
- -
JleBononywapHasi MpaBononywapHas CeTb NacCcMBHOIO pexvma No6rasi CM
TeMeHHo-nobHast CI1  TemeHHo-nobHas CI1 paboTbl FONIOBHOIO MO3ra

DOOHS

Pucynok 2. Haubonee crabunbHo ompepenstomuecs npu ¢MPTno cetu nokos

(o [146] ¢ u3mMeHeHusIMN).

B HacTosi1iee BpeMsi IMEETCSI OTHOCUTENIBHO HEOOIBIIOE KOJIUYECTBO padoT
no m3yuyeHuto CII mpu BI', nmpuuém OOJBIIMHCTBO M3 HHUX MOCBSIIEHO OLICHKE
aKTUBHOCTHU B 3apaHee BBIOPAHHBIX 30HAX MHTEpEca, a HE B Mpejenax LEeJOCTHBIX
CIL

Nutepecno uccnegoBanue no GMPTn mpu BI', mpoBenénnoe Seibert c
COABT., OCOOEHHOCTBHIO KOTOPOT'O SIBJISETCS HAJIMYME KaK JAHHBIX, MOJYYEHHBIX
IpU TMONEPEYHOM Ccpe3e 00CIEeTOBAaHHON BBHIOOPKH, TaK M JAHHBIX Ha OCHOBE
nosrocpounoro HaOmonenus [133]. B uccnegoanue 6nu10 BrItoueHo 34 AHM u
22 310poBbIX 100poBobla. [IpuMeuyaTenbHO, YTO pa3HULBI MEXIY Tpynrnamu B
CHOHTAHHOW aKTUBHOCTH F'OJIOBHOI'O MO3ra B COCTOSIHUM MOKOSI HE ObUIO BBISIBJIEHO
HU KPOCC-CEKIIMOHHO, HU NIPH 00CJIEI0BAHUH B INHAMHUKE.

Dumas c¢ coaBt. mnokazanu cHwkenne OK neBoil cpemneld soOHOU
W3BUJIMHBI, JIEBOM NPELEHTPAIBHOW W3BWJIMHBI W IIPAaBOM ITOCTLUEHTPAJIbHOU
M3BUJIMHBI ¢ MenauanbHoU (mepBuyHOMl 3putenbHoil) CII y AHM u CHM mno

CPaBHEHHIO CO 3/IOPOBBIMHU JOOPOBOJIbIIAMU; TAKXKE€ OHU MoKazanu cHuxeHue OK
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0OJIBIIOr0 KOJIMYECTBA MHBIX y4acTKOB rosoBHoro mo3ra ¢ CIIPPI'M y HocuTeneit
myTanuu BI' ¢ KIMHUYeCKUMU NposiBIICHUsIMU 3a0o0JieBaHus [53].

Poudel c¢ coaBt. BeisiBUIM kak y CHM, tak u y AHM 3HauutenbHOE
cumwkenne ®K B mokoe B Tak Ha3plBaeMOW 3aaHell ceTu BHuUMaHusA (dorsal
attention network), BKitoudaroniei B ce0st 00J1acTh MEKTEMEHHBIX 00p03]1, 00JIaCTh
CThIKa TIPEIICHTPaJbHOM W BepxHEeW JOOHOW OO0po31, TMepeaHue OTAEIbI
MPEUEHTPATbHON M3BWJIMHBI U CPEAHIO JIOOHYIO M3BWIMHY. OTa Ke
uccleoBaTeNbckas rpymnmna rnokasajia Takke KoMreHcaTopHoe noBeiieHne OK B
no6Ho-TeMeHHo# obnactu y CHM [106].

Odish ¢ coaBT. mpoBenu TpEXJIETHEE IOITOCPOUYHOE HCCIEAOBAHHUE TIO0
npuMenenuto GMPTn y 22 AHM B cpaBHeHuu ¢ 17 310poBbIMU 10OPOBOJIbIIAMH.
AsTtopsl nnpoananuzupoanu @K B npenenax Bocbmu Hanbomnee cradbunbHbix CII u
BBISIBUJIM, YTO B TE€UEHHE TPEX JIET CTATUCTUUYECKU 3HAYMMBIX U3MEHEHUU B UX
CIIOHTAHHOW AaKTUBHOCTH HE MPOM30IUIO MO CPaBHEHUIO CO 3JI0POBBIMU
no6poBosbIlaMu [95].

Werner ¢ coaBT. B cBoedd pabore ¢ ydactuem 17 CHM u 19 310poBhIX
N00OpOBOJIBIIEB BBIABUJIM B TIpylie nanueHToB mnoblieHne @PK B obnactu
TajaMmyca, I0JIOCAaTOro Teja, MPEePPOHTAIHLHOM MU MPEeMOTOpPHOM Kopbl [152].
BripaxkeHHOCTh NIBUTATENBbHBIX HAPYUIEHHN KOppenupoBaia ¢ nosbimeHuemM OK,
MPEUMYIIECTBEHHO B JBUTAaTEIbHOW M TeMEHHOW Kope. CHMIKEHue cué€ra Io
cyomkane TFC accomuupoBanock ¢ moBbiienueM ®K B obnacTtu mojocaToro
Tela, TajaMyca, OCTPOBKa U JOOHOU KOPHI.

Koenig ¢ coant. ananuzupoBanu @K nepBuyHON ABUraTEIbHONU KOpPHI y 48
HocuTenei mytanuu bI' B mpoapomMansHOM niepuo/ie 3a00JieBaHUs B CPABHEHUU CO
310pOBBIMU J00poBosbIlamMu [71]. OHM mokazanu, 4To BhIpakeHHOCTh DK 3TOM
00JIaCTU CHIKAETCS CO 3PUTEIBHBIMU ILEHTpaMH (KJIMH) U YBEJIMYMBAETCA — C
3aIHUMU OTJEJaMU MOSICHOW M3BWIIMHBI, YTO aCCOIMUPOBATIOCH C KOTHUTUBHBIMU
M3MEHEHUSIMU.

Wolf ¢ coast. ananusupoBanu ¢yHkuronupoBanue CII y 20 CHM Ha

panaux craausax BI' B cpaBHenum ¢ 20 3m0poBbiMu goOpoBosbiiamu [159]. Tlo
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JAHHBIM 3TOTO HCCIEIOBaHMS, U3MEHEHUE CIIOHTAHHOW aKTUBHOCTH B OOJACTU
100aBOYHOM IBUTATEILHON 00JACTH U MOSCHOW U3BUJIMHBI ObLIO aCCOLIMUPOBAHO C
M3MEHEHMSIMU B TMOKa3aTeNnsax JBurartenbHod (yHkuuu, a usmeHeHue DK B
JaTtepalbHON MpedpPOHTAIBHON O00JacTH acCOIMUPOBANIOCh C KOTHUTHBHBIMU
n3MeHeHusiMu. B npyroit pabore Wolf ¢ coaBT. mokaszanu CHMXEHUE CIIOHTAHHOU
aKTUBHOCTU B 0O0JIaCTM BEPETCHOBUIHON H3BWIMHBI, YTO KOPPEIUPOBAIO CO
CHUKEHHMEM PE3yJIbTaTUBHOCTH BBITIOJIHEHUSI TECTA HA COMOCTABIECHUE CUMBOJIOB U
uudp [160]. DToT hakT ObLT paclieHEH KaK OTpakeHUE BO3ZMOKHBIX HAPYLICHUH B
CUCTEME 3PUTEIBLHO-MOTOPHON UHTETPaIUU.

B Poccuiickoii @enepanuu uHTepec K npumeHeHutro GMPTn mnosBuics
cpaBHUTENbHO HenaBHO. B 2013 r. Bmepsoie B Poccum Hamu ObUIM MOTYYEHBI
nepBble uzoopaxenus CIIPPI'M, xapakTepucTUKu KOTOPOIl COBIAJany ¢ JaHHBIM
3apyOexHbix padot [174]. B 2014 r. MbI Takxke oOclieoBaly TPYIIY 310POBBIX
100poBOJIBIIEB U3 16 denmoBek (BKIOYas 9 >KeHITWH, cpenHui Bo3pact 41,4 rona,
mpaBiiyd, 0e3 MaTOJOTUU CO CTOPOHBI IIEHTPAJIbHON HEPBHOW CHUCTEMBI). bbLIO
BBIJICJICHO 25 HE3aBUCHUMBIX KOMIIOHEHT W BBISIBIEHO MSITh W3 BOCBMU Haunbojee
gyacto BbisiBisieMbix CII: mnepBuunas 3putensHas CII, skcTpacTpuapHas
sputenbHasi CII, octpoBkoBo-BucouHas CII, mnepBuuHas mpaBomOJIyLIapHAs
temeHHo-I00Hass CII u CIIPPI'M [176]. Hamu xe BmepBrie B Poccum Oblia

npuMenena meroanka pMPTn y nauuenTos ¢ bI'.
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I''TABA 2
OBIIAA XAPAKTEPUCTUKA CYBBEKTOB 1
METOA0OB UCCJIEJOBAHMUA

2.1. XapaKTepHCTI/IKa ME€TO0J0B KIHNHUYICCKOIO OﬁcJICIlOBaHI/IH

Hacrosmass pabora Obuta BeimosHeHa B DOI'BHY «Hayunbeiéi 1uentp
Hepposiorun» (®I'BHY HIIH): knuHMdYeckas 4acTb — B 5-M HEBPOJIOTHMYECKOM
OT/EJICHUH, HEUPOBU3yalu3allMOHHAs 4YacTb — B  OTJEJICHUU JTy4eBOU
nuarHoctTuku. MccnemoBaHue o0I0OpPEHO JIOKAIbHBIM STUYECKUM KOMHUTETOM
OI'bHY HIIH (mpotokon Ne 6/13 ot 13.06.2013r1.), BCce mamMeHTHl Iepen
BBITIOJTHEHUEM HCCJIEI0BATENBCKUX MPOUEAYp MPOUUIH MHPOLEAypy MOIMUCAHUS
uHpopmupoBaHHoro cornacusi. [lpouenypsl  HccienoBaHUsi  MPOBOJIUIUCH
aMOyJ1aToOpHO.

Bcero B ncciaenoBanne ObUIM BKITIOUEHEBI 45 denoBek, B ToMm uncie 17 CHM,
13 AHM, a rtaxxke 15 310poBBIX AOOPOBOJIBIEB, CHOPMUPOBABIIMX TPYIIITY
koHTpoJsiss. Bce mnorenumanbble AHM uw CHM nepBoHayanmbHO NPOXOIHIIH
NpOIEAYPY MEAUKO-TEHETUYECKOTO KOHCYJbTHUPOBAHUS, TPU MPOBEIACHUU
KOTOpPOW HAMHU YUYUTHIBAIUCH CIIEAYIOIIME NpUHIHUMEI [ 169]:

* CcyOBeKTy ¢ Xopeel U (W) OTITOLEHHBIM CEMEMHBIM aHaMHe30M 1o bI”
npennaranock npoutn JHK-tectupoBanume mnocne mnpenocTaBieHUs
Hajiexaned uHpopManuu 00 O3TOM  HCCIENOBAaHUM U CaMOM
3a00/€BaHUM — 3TO CIHOCOOCTBOBAJIO NOATOTOBKE OOCIENyeMOro K
BO3MOXHOMY TMOJIOKUTEILHOMY Pe3yJIbTaTy aHAJIN3a;

* TAIMEHTY MpeJiarajioch BeIOpaTh AJig ceOsl COMPOBOXKIAOIIECE JIUIO —
YeJI0BEeKa, KOTOPBIA OyJIeT COMPOBOKIAATh 0OCIEAYEMOr0o Ha BCEX 3Tamnax
TECTUPOBAHUS;

®* TAIMEeHT U YIEHBl €ro CeMbHM ObUIM MPOUH(GOPMUPOBAHBI O TOM, KaK
nonoxkutenbHblii pe3ynbrar JIHK-TecTupoBaHusi MOXKET OTpa3uThCs Ha
CYIIECTBOBAHUM TOTEHIMAIBHOTO pHUCKAa HOCUTEIbCTBA MYTallUU

APYIrUMHA 4JICHAMHA CCMbU,
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* C MalMEeHTOM ObUI COTJIaCOBaH IJIaH JajdbHEUIlero HaOII0IeHUS 3a HUM,;

* or o00cienyeMoro ObUIO MOJY4YEeHO MHUChbMEHHOE HH(OPMUPOBAHHOE
cornacue Ha mnposeaecHue JIHK-tectupoBanus, NOANKMCAHHOE CAMUM
oOclielyeMbIM U BpauoM, IIpU 3TOM COOJIIOanach KOH(DUACHIIMATIbHOCTh
— yyacTue B TMPOlEcCe MEIUKO-TEHETHUYECKOTO KOHCYIbTUPOBAHUS
YJICHOB CEMbH 00CIIEAYyEeMOro JOMYCKaI0Ch TOJBKO C €r0 COTJIaCHs;

* oO0crmemryeMoMy coOOIIanoOCh, YTO OH HMEET IMPaBO OTKa3aTbCs OT
cooOmieHust emy pesyibratoB JHK-TectupoBanus mwiam oT mpoBeAeHUs
MOCJIEAHETO BOBCE;

* B ciuydae  nonoxurenpHoro — pesyibrata  JHK-tectupoBanus
oOcieryeMoMy TpefocTaBisijack Oosiee moApoOHas UHpopMaius
OTHOCHUTEJIbHO KJIIMHUYECKUX MpOosiBieHH BI', BO3MOKHBIX COIMATbHBIX
U TCUXOJOTMYECKUX MOCIEICTBUI BBICTABISIEMOr0 AUArHo3a, MmoJx0/10B
K IUIAHUPOBAHUIO CEMbH, JIOCTYIMHBIX HAa TEKYIIHM MOMEHT METOJOB
JeyeHus 3a00JIeBaHuUs.

B uccnenoBanue BkiItouanuch Bce Hocutenu Mmytauuu bI' (BHe 3aBUCUMOCTH

OT HAJWYUs/OTCYTCTBUSl KJIMHUYECKUX MPOSBICHUM 3a00J€BaHUs) MPU YCIOBUU
OTCYTCTBUSL Yy HHUX OPraHMYECKUX TMOBPEKICHUNU TOJIOBHOTO MO3ra Jpyroi
ATUOJIOTUHU, OTIWYHOM oT bI' (Hampumep, TpaBMAaTHUYECKOTO WM COCYAUCTOTO
reHesa).

Hocutenbs wmyTanuu paclieHUBaJICS KaK CHUMITOMHBIA MpuU CUETE IO
neurarenbHoi mkane UHDRS Gonee 5 6annoB (CBUAETENHLCTBO HAMWYUs SIBHBIX
JBUTATENIbHBIX HAPYIICHUHN — cM. mojipoOHee «O030p IUTEpaTyphD»).

Cy0nekTsl u3 rpynnsl AHM u rpyminbl KOHTPOJIS HE MOJTyYaiu KaKux-I1u0o
JeKapcTBeHHbIX npemnaparoB. B rpynne CHM 15 nmanueHTOB moisiyyanu jedyeHue
HeliponenTukamu, a 11 — a”THAenpeccaHTamu. PexuMm  103upoBaHUs
JIEKapCTBEHHBIX MPENapaToB MpHU 3TOM OCTaBAJICAd CTAOMIBHBIM U HE MEHSJICS BO
BpeMsl UCCIIEAOBAHUS.

Bcem ydacTHuKam ucciaeqoBaHUs MPOBOJUIICS HEBPOJOTHUUECKUNA OCMOTpP U

cOop o0I11ero ¥ CeMEMHOr0 aHaMHe3a, ONpeeIeHIEe JOMUHAHTHOCTH MPaBOM WU
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7eBOU pyKH (IIpU MOMOIIH OMPOCA O MPEANOUYTUTEIHLHOM UCTIOIb30BAHUM TON WU
WHOW PYKH MpU MpUEME MUIIU, YUCTKE 3yO0OB, MPUUECHIBAHUU U T.J., a TAKKE C
MOMOIIIBIO 33JJaHNI HAa HAMMCAHUE TEKCTa U TIp.).

HaGop cyObekTOB B TIpyMNmy KOHTPOJSI MIPOBOAWICS U3 KIMHUYECKHU
3I0POBBIX JIHI] 0€3 yKa3aHHs HAa HAllMYUe XOpeu B ceMeHHOM aHaMHe3e. TecThl Ha
COTOCTaBJIEHUE CHUMBOJIOB U HUGP U OETJIOCTh peud pamMKaxX OJHOU KaTeropuu
(kuBOTHBIE), a Takxke oOcnemoBanue mno mkaie HADS-SIS ne mpoBogunuces B
CBSI3U C PETPOCMEKTUBHBIM TMOJYYEHUEM JaHHBIX [0 TPYIMNe KOHTPOJIS U
HEBO3MOKHOCTBIO MPEIBSIBICHUS 3TUX TECTOB 3JI0POBBIM JOOPOBOJIBLIAM post hoc.

Cyobektam u3 rpynni AHM u CHM [gonoiHUTENbHO MPOBOAMIKNCH
CHEAYIOLINE TPOLEAYPBI HCCIAEAOBAHUS.

1. JIma Bcex HOcUTeNed MyTallMM pPacCUUTHIBANICS Oalll OTSATOMEHHOCTU
3aboneBanueM (disease-burden score) (BOJI) — mokazarens, MpeaI0KEHHBIN

JUISL XapaKTEPUCTUKHU CTETEHU Pa3BUTHUS MATOJOTMYECKOro Ipolecca M

OLICHKM B3aUMOCBSI3U  MEXAY OTATOHNIEHHOCTHIO 3a00J€BaHHEM U

uccienyemMbpiMu nepeMeHHbIMU [ 142]. 1o qaHHBIM NPOBEAEHHBIX ayTOIICHI,

Penney ¢ coaBT. moka3anu, 4TO BEIPAXKEHHOCTh MAaTOJIOTUUECKUX U3MEHEHUM

B TIOJIOCATOM TE€JIE€ CBsI3aHa € BO3pacToM cMmepTu U BennunHol CAG-

skcnancuu [105]. Ha ocHOBaHUU 3THX HAOIIOJEHUN U3Yy4YaBIINE U3MEHEHHUS

nosnocaroro Tena npu bI' mpu momomu MPT in vivo Sanchez-Pernaute c

COABT. BBISIBWJIM CXOXKYIO B3aUMOCBSI3b MEXIY BO3pPacCTOM HOCHUTENs

mytauun U BeamuuHoi CAG-skcnancum [129]. Pacuér BOJI Obin

npeioxker o ¢popmyne (BO3PACT x [ CAG-35,5]) [105]. Cuuraercsa yto

ATOT MOKa3aTellb XapaKTepU3yeT SKCHO3UIIMI0 KOHKPETHOTO MallMeHTa IO

OTHOWIEHHIO K BO3JECUCTBUIO MYTAaHTHOI'O TEHTUHITUHA [ 142], 4TO KOCBEHHO

CBUJIETEJILCTBYET O BHIPAXKEHHOCTH MATOJIOIMYECKOI0 MpoIecca.

2. Jlns AHM nHamu Takke ObUT pacCUMTaH OPUEHTUPOBOYHBIN BO3pACT Hayaia

JIBUTATENbHBIX MpOsiBIICeHUM 3a0oneBanus (hopmaibHO — Ae0I0T OOJIE3HM)

no ¢opmyne, onucannor Langbehn c coamt. [75]: [21,54 + Exp(9,556 -

0,1460xCAG)] uyTo, B CBOIO OuYepelb, II03BOJUIO HaM BBIYHCIUTH
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MIPUMEPHOE KOJIMYECTBO JIeT 70 MaHudectannu bI'. Heo6xoauMo OTMETHTB,
YTO JJIsl BHIYUCIIEHUSI OPUEHTUPOBOUYHOIO BO3pacTa JAe00Ta JBUTATEIbHBIX
nposiBieHuit BI' ObUIO MpeIoKeHOo MOpsAKa JIEBITH Pa3IudHBIX (HopMy,
OCHOBAHHBIX Ha HSMIHUpPUYECKUX JaHHbIX. Hamu Oblna BhIOpaHa HMMEHHO
¢dbopmyna Langbehn ¢ coaBrt., T.k. €€ pazpaboTka Oblla OCHOBaHA Ha JaHHBIX
BBIOOpKK M3 2 913 marueHToB, B TO BpeMsi Kak B OCHOBE HHBIX (hopMmyi
Jexand HaOMoeHus: Ha BbIOOpKax oT 72 no 845 nocurenei myrauuu bl
YTO TMOBBIIIAET CTATHCTUYECKYI0 3HAYMMOCTH PE3YJbTATOB, MOJYyYaeMbIX
MIPU UCIIOIb30BaHUU BHIOpaHHON HAMU (POPMYJIBI.

Taoauuna 2. Cragun BI' (mo Shoulson u Fahn, 1979)

Cranus Cuér no mkane TFC (UHDRS)
I 11-13
II 7-10
I 3-6
v 1-2
\Y 0

HeobGxonumo OTMETHTh, 4YTO Hepeako npu aHanuize rpynnel AHM
CyObEKTOB TMPHUHATO JEIUTh HAa MNOJATPYNMbl JWI, OJMU3KUX K Je0I0TY
3a007€BaHUSI U OTHOCUTENBHO JTaJIeKUX OT 3TOr0 COOBITHUS HAa OCHOBAaHUU
MeJIMaHbl KOJMYECTBA JIET 10 MaHU(ecTaluu 3a00JIeBaHUs TPUMEHUTEIHHO
K KaXJIOW KOHKPETHOM BbIOOpKe. B Haiiem wuccineqoBaHUM B CBS3U C
OTHOCHUTEJIbHO MaJIbiM 4uciaoM cyOnekToB B rpynne AHM (13 uenosek)
nogoOHOE JIeIeHHUEe HE MPUMEHSUIOCh, TOCKOJBbKY CTaTHUCTHYECKas
MOIIHOCTh TAKOT'O 3aKJIFOYEHHUS SIBJISIETCS HU3KOM.

3. Jna CHM Hamu pacCUHTHIBAIOCH KOJIWYECTBO JIET, MPOLIEAIINX C MOMEHTA
Manudecrtanuu bI'.

4. AHM u CHM mnpoBogunoch OOCIEIOBAHUE IO Py pa3AesioB IIKabl
UHDRS c¢ pacuérom obmero aurarensuoro 6anna (UHDRS-Motor), 6amna
obmeit ¢pynkuuonanbHo crocobHoctu (TFC), ¢yHkumonanbHOro Oania

(UHDRS-Function), a Takxe MOACYETOM PE3YyJIbTATOB BBHIMOJIHEHUSI TECTa
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Ha CONOCTaBJICHHE CHUMBOJIOB U LIU(p U TecTa Ha OErJIOCTh PEYH B paMKax
OJIHOU KaTeropuu (>KMBOTHBIE) (0Opa3libl MIKAT U TECTOB MPECTABICHBI B
npuioxenun). CyOmkana UHDRS-Motor onieHnBaeT B 0asibHOM cucTteMme
pa3lIMuHbIE JABUTATEIbHBIE HAPYIIECHUS, KOTOPbIE MOTYT HaOMIOAAThCA MPU
BI', Bkitouass HapylieHUsT JBWXXEHUS TJa3HBIX SO0JIOK, AU3apTPHIO,
IBUTATEIbHOE OECIOKOMCTBO $3blKa, M3MEHEHHE MBIIIEYHOIO TOHYCA,
OpaIUKWHE3UI0, BBIPAXKEHHOCTh AMpPAKCUYECKUX HApYyIICHUW, HAPYLICHUS
MOXOJIKH M KOOPJIMHAIIMU JBUKEHUM, TIKECTh M PACIPOCTPAHEHHOCTD
XOpeU U IUCTOHHH, a TaK¥Ke MOCTypabHble HapyllleHus. Yem Bhilie 0OmInii
JBUTATENbHBIA Oally, TeM OoJiee BBIPAXKEHHBIE IBUTATEIbHBIC HAPYLICHUS
(MakcuMmanbHOE ero 3Hauenue — 128, munumanbHoe — 0). Pacuér 6amna TFC
MPOU3BOAMTCS HAa OCHOBAaHMM KOPOTKOTO ONpOCa CaMOro NalueHTa |
OJIM3KOTO 4JIEHa CEeMbU WM JIpyra OO0CIeAyeMoro, KOTOpPBIA MOAPOOHO
OCBEIOMJIEH O (PYHKUMOHAIBHOM cTaTyce mnanueHTta. OOcienoBaHue
BKJIFOYAET B €0 XapakTEPUCTHKY ISATH OCHOBHBIX I1apaMETPOB:
BO3MOYKHOCTh 3aHUMAThCA TPYIAOBOM JEATEINBHOCTHIO, BO3MOKHOCTh BECTH
CBOM (PMHAHCOBBIE Ji€Jla, BO3MOXHOCTh CHPABIATHCS C pabOTOW MO JAOMY,
BO3MOKHOCTb CIPABJISITBCS C IOBCEJHEBHOM JelaMH M HEOOXOJIMMBIN
YPOBEHb OCYILECTBIIIEMOr0 3a MalueHToM yxoaa. OueHka mo cyOuikane
TFC uMmena noj co0oil Takke MPaKTUYECKOE 3HAUYCHUE C IEIbI0 pa3ieieHus
CHM Ha mnoarpynmbl COTJIACHO CTaAMWHOM KiAacCU(HUKAUMU  3TOTO
3aboneBanusi mo Shoulson u Fahn, 1979 (cm. Ta6n. 2) [138]. Cuér mo
cyomkane TFC Bapwsupyetr ot 0 mo 13, rae Oombliiee 3HaAYEHUE OTpa)KaetT
00JbIIYI0 (PYHKIMOHATBHYIO HE3aBUCUMOCTh. [locuéT hyHKIIMOHATBLHOTO
Oasia BKJIIOYAET B ceOsl ONMpOC MalMeHTa Mo 25 MyHKTaM; KaXAbld OTBET
«mIa» orneHuBaeTca B 1 Oainl, KakAbli OTBET «HET» - B 0 OaiuioB. boibiee
KOJMYECTBO  OajuioB  COOTBETCTBYET  OOJbIIMM  (DYHKIIMOHAJIBHBIM
BO3MOXHOCTSIM. TecT Ha CONOCTaBJIE€HHWE CUMBOJOB U LU(p MO3BOISIET

OLOCHUTL 3PUTCIbHOC BHHMAHHNC H CKOPOCTb HCHXOMOTOpHOﬁ peaknuum, a
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TECT Ha OEeryocTh peyu B paMKaxX OJHOM KaTeropuu OLIEHUBAET (DYHKIUIO
CEMaHTHYECKOUN MaMsITH, a TAKXKE UCIIOJHUTENIbHbIEC (DYHKIUU.

5. AHM u CHM npooawnock oOcnenoBanne 1o 1mkame HADS-SIS
(rocriutanibHasi IIKajla TPEBOTM M JIETIPECCUU B KOMOWHAIIMU CO IIKAJIOU
CHeilTa 1O OILICHKE Pa3ApaKUTEIBHOCTH). DTO CaMOOMPOCHHUK W3 CEMU
MYHKTOB, MOCBSIIEHHBIX OIIEHKE CUMIITOMOB JIETIPECCUH, CEMU MYHKTOB IO
OIICHKE BBIPAXKEHHOCTH TPEBOTM M BOCBMH TIYHKTOB TIO OLIEHKE
BBIPAKEHHOCTH pa3apaxuTesbHOCTU. Kaxaplii myHKT oueHuBaeT oT 0 1o 3
O0aiioB. MakcUMalIbHBIM CUET MO JIETIPECCUU U TPEBOT'€ MOXKET COCTAaBISATH
21 OGami, mo pa3gpaxuTeNbHOCTH — 24 0Oamia, YTO COOTBETCTBYET
HauOONbIIEH BBIPAXKEHHOCTH 3TUX siBIIeHU. [loporoBbIM 3HaUeHUEM MJIs
KoHcTatauuu aenpeccun no mkaine HADS-SIS saBmsuica 6amn mo Onoky
OILICHKH JIETIPEeCCUH, paBHbIN 7 u Oonee [27].

TexkcThl BCEX UCIMOIB30BAaHHBIX B Halled padoTe IMKal W ONPOCHUKOB

npuBeaeHsl B [Ipunoxennu.

2.2. (I)yHKIII/IOHaJILHaﬂ MAardiuTHO-PE€30HaAHCHAaA TOMOI‘pa(l)I/ISI IIOKOHA:

NoJiy4yeHue JaHHbIX U UX peaoopadoTka

Bcem cyOonektam mpoBoawioch Takxke pMPTn-uccinenoBanue Ha anmnapare
Magnetom Avanto (Siemens, ['epmManusi) ¢ BETUYUHON MarHUTHOW UHAYKIMU 1,5
Tecna. MPT-ckanupoBanue BKJIOUago B ceOs mnosiydeHue T2*-B3BelIEHHBIX
n3o0paxenuit (mocnegoBarenbHOCTh B 100 u3Mepenuii — o 36 cpe3oB B KaKJIOM
maccuBe), TR = 3750 mc, TE = 47 mc, FOV = 192 mM, TonmumHa cpe3a 3 MM,
Marpuna 64 x 64, yrosn HakigoHa 90°, MPOJOIKUTENLHOCTh UCCIEI0BaHUA — 6,3
MUH.

[TanienTaM JaBajiach MHCTPYKIMS MaKCHUMalbHO pPacciaOUThCS, JIeXaTh
CIIOKOMHO B HAYIIHUKAX (IS YMEHBIICHUSI CTUMYJISIIIUU CIIYXOBOT'O aHAJIU3aTopa)
C 3aKPBITHIMU I1a3aMu (IJ1sI UCKIIIOYEHUS CTUMYJISIIUU 3PUTEIBLHOIO aHAIN3aTopa)

H HC JyMaTb HU O q9EM KOHKPCTHOM.
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Ha puc. 3 npencrasinen npumep GpMPTn-uccrienoBanust st OJHOTO U3

IIanmucHTOB.

Pucynok 3. pMPTn-ucciegoBanue 10 NpuMEHEHUs IpOLeayp IpeaoopadoTKu.

Hnsa npenobpabotkn maHHeIX GMPTn MBI Mcmonbp30BaiM MpOrpaMMHBIN
Habop uHCTpymMeHTOB SPMS8 Ha mnardopme mporpammuoro mnpoaykra MatlLab
R2012b (8.0.0.783). ITlocne monyuenusi maccuBa GMPTnO-maHHBIX MBI ynansiu
nepBble 8 TOMOB HM3MEPEHUM C IEJIbI0 HCKIIOUYEHHUS BO3MOXHBIX apTe(dakToB.
[locne sToro Hamu mnpoBOAWIACH TEpPBUYHAS BHU3yalbHas mnpoBepka (GpMPTm-
JAHHBIX Ha HaJIW4ue TPyObIX apredakToB, Mmocie 4ero ObUT OCYUIECTBIEH Pl
npeoOpa3oBaHUl C 1IE€JIbI0 MOJTOTOBKM MOJYYEHHBIX JAHHBIX K JajbHEUIIEeMy
aHajau3y MOpH TMOMONIM mNporpamMmHoro mnpoaykra SPMS (Statistical Parametric
Mapping software package version 8; http://fil.ion.ucl.ac.uk/spm) na 6aze Matlab
R2012b (8.0.0.783).

Otu npeoOpa3oBaHus BKIOYAIH B c€0sl HECKOJIBKO 3TaIOB:
1. [lormpaBka  BpEMEHHBIX IOCJIENOBATENBHOCTENM  JUII  BOKCEJIOB
pasnuuHblx  cpe3oB. Ilpu  ocymectBieHun — HemocpeacTBeHHo  (GMPTn-

uccienoBannsi BOLD-curnan peructpupyercss OT BOKCEIOB TOJOBHOIO MO3ra
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[IOCJIEIOBATEIBHO OT Cpe3a K cpe3y, IPOXOasd OJMH U TOT K€ CPE3 HECKOJIBKO pa3 B
TEYEHUE BCEro HUCCIENOBAaHMs. DTOT 3Tall MPEACTABISIET COOOW MCKYCCTBEHHOE
npeoOpa3oBaHUe MOJYYEHHBIX JaHHBIX, CUMYJIHUPYIOIIEE MPOIECC PErucTpanuu
BOLD-curnana takum o6pa3zomM, OyJITO 3TO MPOIECC OCYLIECTBIISIETCS CHHXPOHHO

OT BCCX CPE30B I'OJIOBHOT'O MO3ra Cpasy.

@ Cpes 1
@ Cpes 2
® Cpe3 3

@ Cpes 1
@ Cpes 2
® Cpe3 3 -

Pucynok 4. [IpuHuun npouenypsl NONpaBKM BPEMEHHBIX MOCIEN0BATEIBHOCTEN

AJIA BOKCCJIOB pa3JIMYHBIX CPC30B.

2.  BelpaBHUBaHWE — HEOOXOIUMO JJII KOPPEKIIUU IMOATOTABINBAEMOTO
JUTST TAbHEWINEro aHaln3a MacChBa JAaHHBIX Ha JIBIDKCHHE CYyOBEKTa — Jaxe
HeOOJIBIIOE CMelleHne CyObeKTa B amnmapaTre MOXKET MNPHUBECTH K 3HAYUMBIM
HUCKOKCHUSIM pe3yibTaToB. Ha puc. 5 rpadudecku mpencTaBiIeH CMBICT 3TOTO
JTama, a TakkKe MpHUBEACH TpauK, OTOOPAKAIOIUNA MPUMEP TOTO, Ha CKOJBKO
MUJUTHIMETPOB U TPAIyCcOB OBLIO MPOBEICHO CMEIICHHE W Pa3BOPOT M300paKCHUS

JJIs1 OAHOTI'O U3 CY6’BGKTOB HCCICOOBaHUsA.
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translation

 translation

¥ translation

z translation

0 10 20 30 40 50 80 k) 80 0 100

degrees

100

Pucynoxk 5. Beepxy: npuHIum npoBeieHus 3Tana BeipaBHUBaHus. BHu3y: rpaduk,
0TOOpaXarolnil BETUYUHY CMEIIEHUs (B MUJUIMMETPaX) U pa3BopoTa (B rpajaycax)
M300paXK€HUsl TMOCJe MPOLEaAyphl BbIPABHUBAHMS, MNPUMEHEHHOTO K JaHHBIM

OJITHOTO U3 00CIIEeTyEMBIX.

3. Hopmanmuzamus — mnpenctaBiaseT coOOW KpailHE BaKHBIM ATall
npeanoaroroBku  GMPTn  ans  manpHelmiero aHamm3a, T.K. oOecredyuBaeT
MPOCTPAHCTBEHHYIO CTAHJAAPTU3ALMIO MOJYYEHHOTO OT OTIMYAIOIIUXCSA MO0 CBOUM
aHATOMUYECKUM XapaKTePUCTHKAM TOJIOBHBIX MO3TOB OOCJIEJOBAaHHBIX CYOBEKTOB
MaccuBa uH(popManuu. CyTh 3TOro 3Tana 3aKIOYaeTcsi BO «BIHCHIBAHUM))
MOJYYEHHBIX OT KaXJOro CyObEKTa CKaHOB B CTaHJAPTHOE MPOCTPAHCTBO

(11abJsioH) MpU MOMOIIM CIOXKHBIX MAaTEMAaTHYECKUX alIrOpuTMOB. B HacTosmiee
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BpeMsI HayYHBIM COOOIIECTBOM HCIONb3YETCsl CTaHIapTHOE mpocTtpancTBo MNI
(Montreal Neurological Institute), mpeacrasinstomniee co00ii KOMOMHAIIMIO MHOTHUX
(Ha MOMEHT TmpoBeleHHs Hamiero wuccienoanuss 152) MPT-uccnenoanuit
3I0POBBIX MPAaBOPYKUX CyObeKTOB. [lepBoHayalbHO, 10 CO3JaHHSI CHUCTEMBI
koopauHaT MNI, wuccienoBarenaMu MPUMEHSUIOCh TMPOCTPAHCTBO Tanaiipaka
(Talairach & Tournoux, 1988), cMoaenpoBaHHOE HA OCHOBE OJHOIO MOJIyLIapHsl
roJIOBHOro Mosra tpyna 60-nmetHer keHmuHbl. Ha puc. 6 npexncrasieH npumep
ucciaenoanust pMPT ogHOro U3 cyOBeKTOB HCCIEA0BaHUS NTOCIIE HOPMAIU3aLUU

(cneBa) u 10 He€ (crpaBa).

Pucynox 6. [Ipumep uccrnenoBanus GMPTn nocine HopManuzauuu (cieBa) U 110

Heé (crpaBa).

4, CrnaxuBanue (puc.7) SBISJIOCH  3aKJIIOYUTEIBHBIM  3TalioM
npenodpadotkun GMPTn-ganueix. OHO MO3BOIsIET eil€ OOMblIe HUBEIUPOBATH
MOTEHIUAJIbHBIE MCKAaXKEHHUSI OT CPaBHEHHUS BIMCAHHBIX B €IMHOE CTAHAAPTHOE

MIPOCTPAHCTBO JAHHBIX OT Pa3JIUYHBIX CyOBEKTOB.
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Pucynok 7. Ilpumep wuzoOpaxenuss nanubix (GpMPTn-uccrnenoBanusi mocie
MpUMEHEHUsT (PUHATBHOTO ATara npeaoopadoTKH — CriaKUBaHMUS.

CrnenyromumM 3TarnoM ObLIO BBIJICICHUE HE3aBUCHUMBIX KOMIIOHEHT U OTOOP
cpeau HUX KOMIOHEHT, coorBercTByromux CII, B wactHoctu CIIPPI'M.
Beinenenne u  aHanM3  HE3aBUCHMMBIX  KOMIIOHEHT  OCYIIECTBISIICA €
UCIOJb30BaHueM nporpaMMmHoro Habopa uHctpymentoB GIFT v1.3i (Group ICA
for fMRI Toolbox). KonuuecTBo BbIJEASIEMBIX HE3aBUCUMBIX KOMIIOHEHT
OMPENEIsIIOCh aBTOMAaTUYECKH AJITOPUTMOM IPOrpaMMbl HA OCHOBAaHHMM pa3Mepa
aHanu3upyemou BbIOOpkHU. [Ipumep BBIJIENEHHBIX HE3aBUCUMBIX KOMIIOHEHT
npuBeneHsl Ha puc. 8. Jna otaenenus narrepHa CII oT kommoHeHT-apTe(daKToOB
HAMHU HCMOJIb30BAJICS MHOTOCTYIEHYAThIA MOAXOJ C NEPBUYHON BHU3yaJbHOU
OIICHKOW MOJYYEHHBIX JAHHBIX, a 3aT€M aHAJIN30M HEMOCPEICTBEHHO BPEMEHHBIX
KPUBBIX ISl KQXKI0M U3 KOMIIOHEHT uHTEpeca [12]:

1) BuzyanbHasi oneHKka KOMOOHEHT npu nomoinu onmuu Component Viewer
npunoxkenuss  GIFT. Ilpu  orOope  KOMIOHEHT-KAaHAUAATOB MBI
PYKOBOJICTBOBAJIMCH MIPUHIIMIIOM, YTO HanbOombias aktuBHOCTh CII momknHa
OTMEYaThCA B CEPOM BEUIECTBE TOJIOBHOTO MO3ra C MHHUMAJIbHBIM
MPOCTPAHCTBEHHBIM HAJIOKEHHWEM Ha oOnactu BunnusueBa kpyra,
KEITYJI0YKOB TOJIOBHOTO MO3ra M JIMKBOPHBIX IHCTEPH, a TakXe Mo
cy0apaxHOUJATLHOMY MPOCTPAHCTBY M KOHTYpY 4epena, 4TO MOTJIO Obl

ABJIIATBCA apTe(l)aKTOM OT IBHXKXCHMUA.
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Pucynok 8. [Ipumepsl moaydyaeMbIX HE3aBUCHUMBIX KOMIIOHEHT. Kak BuUAHO W3
XapakTepa pacnpeicieHuss CIOHTAaHHOW AKTUBHOCTH, PSAJl U3 3TUX KOMIIOHEHT
MOKHO W3bSTh M3 aHaln3a YK€ Ha J3Tale BU3YAIbHOM OLIEHKH, T.K. OHH
MPECTABIAIOT cOO0M apTedaKkThl OT JIUKBOPA, MyJIbCALIMKU CEPJIlIa, AbIXaTeIbHBIX

JIBUKCHUU U TIP.
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2) OueHka BpEMEHHBIX KpPHUBBIX JJIs KaKJIOW KOMMIOHEHTh. Ha sToM sTarme
0TOOpa KOMIIOHEHT MbI PYKOBOJICTBOBAJIUCH NPUHIUIOM, 4TO B CII m10ImKHbBI
npeobnanatb Hu3zkouactotHele (0,01-0,1 ') xoneGanus [44]. s
oOJieryeHust TOW 3aJlayd Mbl OIICHUBAJIU OTOOpAHHBIE CIEKTPHI MO JIBYM
XapaKTePUCTUKAM:

- JUHAaMUYeCKUM nauanazoH (dynmamic range) — pa3HULA MEXIY
HauOOJBIIUM 3HAYEHUEM CHEKTpPaJbHOM MOUIHOCTH (peak power) u
MUHHUMAJIbHBIM €€ 3HaueHueM (minimum power), TPEACTaBICHHBIM Ha
4acToTax BBIIIE, YeM [JI MaKCHUMaJbHOTO 3HAYEHUS CHEKTPaIbHOU
MOIITHOCTH — ATH YaCTOTHl pacloliaraloTcsi Ha rpaduke crpaBa OT MUKa
(Tak, Hampumep, nokazano, uyro CIIPPI'M xapaktepusyeTcsi BBICOKUM
JUHAMHWYECKUM Jihana3zoHom) [115];
- OTHOIIIEHHWE MOUIIHOCTH curHaja Ha Hu3kux yacrorax (0—0,1I'm)
MOIITHOCTH CUTHaia Ha BeIcOkuX uvactorax (1,5 —2 I'n) (low frequency to
high frequency power ratio) [12]; npu 3TOM HEOOXOAUMO OTMETHUTh, YTO
HauOoJbIIasl YacToTa KoJeOaHUM CUrHama, AOCTYIMHAs JJisl OLICHKU MpHU
JTAHHOM KOHKPETHOM HcclieioBaHuu (yactota HalikBucTa), 3aBUCUT OT
3HaueHus1 TR u paccuntsiBaercs no dopmyne (1/TR)/2; Takum oOpazom,
B Hamel padore mpu TR = 3,750 ¢, MmakcuManpHas 4acToTa KojieOaHui
BOLD-curnana, goctrynHas ajis oueHku, Oynetr cocraBisath 0,1(3) I'i;
ATO 3HAYEHUE HE JIOCTUTaeT HUXKHEH rpaHuilbl Beicokux uvactot (1,5 '),
MOATOMY YKAa3aHHOE BBIIIE OTHOIIEHHUE HEBO3MOXKHO pacCUUTaTh
KOPPEKTHO; B TaKUX CIydasX OPUEHTUPYIOTCS Ha OOIYI0 TEHJICHIIUIO B
BEJIMYMHE TUHAMUYECKOT0 Juara3oHa Cpeu BCErO MacCUBa BBIJICICHHBIX
KOMIIOHEHT.
Ha pwuc.9 mnpeacraBinen oOpasery YacTOTHOTO CIIEKTpa OJHOM W3
HE3aBUCUMBIX KOMIIOHEHT: Ha OCH a0CIMCC yKa3aH YaCTOTHBIA JUamna3oH, Ha OCU

opAuHAaT — MOINHOCTL CUI'HalI1a.
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Dynamic range: 0.061, Power IJPowerH o nf

L

Power

Frequency(Hz)

Pucynok 9. Ilpumep uacrotHoro cmektpa HK 002 (ma rpymnme u3 Bcex
00cJieTOBaHHBIX CYOBEKTOB); rpaHUIlbl (PUOJIETOBOTO KOHTYpa 0003HAYAIOT OJIHO

CTaHJapPTHOC OTKJIIOHCHHC OT CPCAHCIO 3HAYCHMUA.

2.3. CrarucrudyecKkui aHaIu3

CraTucTH4EeCKN 3HAUMMBIMH CUUTAIIUCh pe3yabTaThl npu p<0,03.

s mpoBepKH HOPMAaILHOCTH paclpeiefieHus] 3HAUYEHU B BBIOOpKE HaMU
rcnoJib3oBancs kpurepui [lanupo-Yunka.

C nenpro MOWCKA pAa3NWyYdi MO TE€M WM WHBIM KIMHAYECKHM IpPU3HAKAM
Mexay rpynnamu AHM u CHM Hamu ucnonb3oBayicsi IBYXBBIOOPOUYHBIN t-TECT
MpU CPaBHEHUU NApaMETPUUYECKUX JaHHBIX W JBYXBBIOOpouHbIH U-TecT mnpu
CpPaBHEHUH HEIMAPAMETPUUYECKUX JAHHBIX.

Hamu Taxke Obuium paccuutanbl kKodpduuuentsr xoppensuuun (KK): mis
napameTpuyeckux JgaHHeix Hamu npuMensica KK Ilupcona, a g
Henapametrpudeckux gaHHeix — KK Compmena wu  Kenpanna. Pacuérsl
MPOBOJIWIINCh C HCHOJIb30BaHWEM nporpamMMHoi HaacTtpoiku XLSTAT g
Microsoft Excel.

CpaBHEeHHME MATTEpHA CIIOHTAHHOW HEUPOHATBHOW AKTUBHOCTH B MIpeAenax

CIIPPI'M wmexnay oOcienyeMbIMU TIpylnmnaMH CyOBEKTOB MPOBOJWIOCH C
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UCIIOJIb30BAaHUEM  JBYXBBIOOpPOYHOro  t-Tecta. METOJOM  MHOXECTBEHHOM
perpeccu Mbl  OINPENEISUIM  BO3MOXKHYIO 3aBUCUMOCTb MEXIY XapaKTepoM
CIIOHTAHHOM aKTMBHOCTH pa3nu4HbIX oTAenoB CIIPPI'M u mosydyeHHbIMEH Hamu
KIMHUYECKUMHU JaHHBIMU. [IBe IOCiaenHue NpoOUEaypbl Mbl IIPOBOIUIUA C
WCMOJIb30BAaHUEM YKAa3aHHOI'O BbIIIE IporpamMmMHoro mnpoaykra SPMS. Ilpu
MIPOBEICHUH JIBYXBBIOOPOUHOI'O t-TE€CTa C y4aCTUEM IPYIIbl KOHTPOJS U TPYIIIbI
AHM unu CHM, a Takxe Mpu CpaBHEHUU MEXKIY COOOUM XapakTepa CIIOHTAHHOU
aktuBHocTu B mpenenax CIIPPI'M wmexny rpynmamun AHM u CHM, nmon u
BO3pacT 00CJIeTOBaHHBIX CYOBEKTOB Mbl BBOAWIM B Kau€CTBE KOBAPUAT C IIEJIBIO
WCKJIFOYEHHNS CIIyYalHOI'O BIMWSHMS JTHUX IPU3HAKOB HA PE3YJbTAaThl CPABHEHUS.
IIpy 3TOM IIPOrpaMMON pacCUUTHIBAIOCH KaK HECKOPPEKTHUPOBAHHOE 3HAYEHHE P,
TaK M CKOPPEKTHPOBAHHOE HAa OMIMOKY IMEpPBOro pojaa ¢ y4E€TOM NOMNPAaBKU Ha
MHOXECTBEHHbIE  cpaBHeHUssT — pFWE, d4Yro 3HauuTENbHO  MOBBILIAET
CTaTUCTHUYECKYI0 3HAUYMMOCTH IMOJIy4aeMbIX pe3ynbTaTtoB. [Ipumep otobOpakeHus
pE3ybTAaTOB JIBYXBBIOOPOUHOTO t-TECTa MPHU CPAaBHEHHHM MATTEPHA CHOHTAHHOU

aktuBHOCTH B nipenesax CITPPI'M npuBenén Ha puc. 10.

Statistics: p-valuesadjusted for search volume

set-level cluster-level peak-level
mm mm mm
P ¢ Pewe.core Fromcore ke Puncore Pewe.corr Trop.core ’ 12.) Puncorr

0.858 25 0.895 0.234 51 0.037 0.303 0.014 5.50 4.38 0.000 12 -70 19
1.000 0.789 z.80 2.58 0.008 0 -64 7

0.998 0.345 30 0.098 0.307 0.014 5.50 4.38 0.000 -33 2 52
1.000 0.345 25 0.128 0.590 0.047 5.04 4.12 0.000 -21 -19 7
0.999 0.345 26 0.121 0.631 0.047 4.99 4.09 0.000 15 44 31
0.631 0.234 n 0.016 0.889 0.047 4.58 3.84 0.000 39 32 -8
0.993 0.119 4.18 3.57 0.000 51 29 -§

0.991 0.345 35 0.077 0.911 0.052 4.53 3.81 0.000 0 -61 37
0.999 0.345 26 0.121 0.989 0.119 4.20 3.60 0.000 45 23 13
0.996 0.345 32 0.089 0.993 0.119 4.14 3.56 0.000 -36 -46 19
0.348 0.234 94 0.007 0.999 0.223 3.98 3.45 0.000 -12 -34 -32
1.000 0.223 3.87 3.37 0.000 -15 -43 -20

0.975 0.234 40 0.060 1.000 0.223 3.80 3.33 0.000 30 -25 40
1.000 0.324 3.53 3.14 0.001 4z -2z 43

1.000 0.663 3 0.452 1.000 0.252 3.65 3.22 0.001 -24 -1 -20
0.975 0.234 40 0.060 1.000 0.252 3.59 3.18 0.001 -6 -64 -44
1.000 0.789 2.85 z.62 0.004 € -58 -44

1.000 0.424 14 0.248 1.000 0.599 3.33 2.99 0.001 -27 17 -17
1.000 0.422 15 0.232 1.000 0.599 3.31 2.9 0.001 15 -31 -23
1.000 0.433 12 0.284 1.000 0.599 3.30 2.9 0.001 39 -67 -11
0.999 0.345 28 0.109 1.000 0.599 3.28 2.95 0.002 -48 14 28
1.000 0.599 3.04 2.77 0.003 -57 14 25

1.000 0.663 7 0.415 1.000 0.599 3.13 2.84 0.002 -21 -73 61
1.000 0.663 7 0.415 1.000 0.599 3.05 2.78 0.003 24 17 34
1.000 0.433 11 0.305 1.000 0.599 3.04 2.m 0.003 12 -7 61
1.000 0.663 6 0.452 1.000 0.789 2.88 2.64 0.004 12 -3¢ 61
1.000 0.663 5 0.495 1.000 0.789 2.80 2.58 0.005 51 -25 -23
1.000 0.424 13 0.265 1.000 0.789 2.79 2.51 0.005 60 -37 22
1.000 0.994 z.72 2.51 0.006 63 -37 25

1.000 0.663 7 0.415 1.000 0.789 2.1 2.55 0.005 -24 -55 -14
1.000 0.663 7 0.415 1.000 0.994 2.7a 2.53 0.006 -12 -79 -20
1.000 0.663 6 0.452 1.000 0.994 2.7 2.51 0.006 9 a1 22

table shows 3 local maxima more than 8.0mm apart

Height threshold: T = 2,52, p = 0.009 {1.000) Degrees of freedom = [1.0, 24.0]

Extent threshold: k = 5 voxels, p = 0.495 {1.000) FWHM = 11.0 10.9 10.9 mm mm mm; 3.7 3.6 3.6 {voxels}
Expected voxels per cluster, <k= = 11.290 Volume: 1691820 = 62660 voxels = 1175.8 resels
Expected number of clusters, <c> = 30,36 Woxel size: 3.0 3.0 3.0 mm mm mm; (resel = 48,03 voxels)

FWEp: 4.707, FORp: 4.294, FWEc: 338, FDRc: 338

Pucynok 10. IIpumep otoOpaxkeHus pe3yJIbTaTOB JIBYXBBIOOPOUYHOIO t-Te€cTa C
y4acTUeM Tpymmbl KOHTposis u rpynnsl AHM mnpu cpaBHeHuM mnarTepHa

CIIOHTaHHOM akTUBHOCTHU B nipeaenax CITPPI'M.
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Jig Bu3yanu3anuuu MOJYyYEHHBIX PE3YJIbTaTOB CPABHEHMS, BHIBOJA JTAHHBIX
CTaTUCTUYECKOr0 aHAJIM3a M JIOKAIM3alUM KOOopauHAT B mpocTtpancTtBe MNI
HCII0JIb30BaIACh porpaMmmMa-HaJCcTporKa TS SPM8& — xjView

(http://www.alivelearn.net/xjview8/).

24. MOJIeKyJIﬂpHO-FeHeTI/I‘IeCKI/Ie METOAbI HCCJICA0OBAHUA

O6pasnel renoMHor JIHK Beimensiuch 3  IEIbHOM KPOBH € IOMOIIBIO
Habopa mis Beiaenenuss Wizard® GenomicDNAPurificationKit (Promega), Ha

OCHOBC IIPOTOKOJIA, COCTOAIICTO U3 CICAYIOMINX OCHOBHBIX 3TAIlOB!

1. OcaxaeHue JTeUKOIUTOB U3 nepudepuyecKoil KPOBH.

2. Pazpyiuienne mna3mMaTU4ecKo U sAepHOM MeMOpaH JU3UPYIOIMIUMU
Ooydepamu.

3. OcB0oOOXkAEHUE OT KJIECTOYHBIX OCIKOB BHICAIIMBAHUEM.

4. Okcrpakuus reHoMHon JITHK u3 BogHOTO pacTBopa n30mpomnaHoioMm.

5. OtmeiBKa nonyuenHou JJHK stanomnom.

MukpocarenutHoe reHoTunupoBanue obnactu TaHaeMHbIX CAG-TIOBTOPOB,
JIOKAJW30BaHHON B rene HTT  (nokyc 4p.16.3), npoBoauUIN METOJIOM
¢parmenTHOro ananuza. Ammnudukanuio parmeHToB npyxuenoyeynoit [JHK,
coagepxkamux TanaeMHble CAG-moBTOpbI, NpoBOAWIH B 10 MKI peaknMOHHOU
cpensl, conepxanieii: 50 MM KCl, 50 MM Tpuc-HCI1 (pH 8.8), 2.5 MM MgCl,,
250 MM dNTP, 2% dopmamuga, 10 % raunepona, 0,5en. Taq JHK-
MOJIMMEPa3bl C UHTUOUPYIONIUMU aKTUBHOCTh pepMeHTa aHTtutesnamu («CUHTOID,
MockBa), 1o 2,5 IKMOJIb KaXJOro IMpaiiMepa: NPsSMOro, MEYEHHOIO
¢dbayopecuentHoit metkoit FAM, 5'-(Fam) GCGACCCTGGAAAAGCTGAT -3'u
oopatHoro  5’-GGTGGCGGCTGTTGCTGCTGC -3°; mo  ciuenyroumemy
IPOTOKONY peaKUuu: HayanpHas geHaryparms mpu 95°C — 5 muH u gamee 35
LHKIOB C TEMIIEPATypPHO-BPEMEHHBIM pesknMoM: maienue mpu 95°C — 10 cek,

OTXKUI TMPaAUMEPOB 65°C — 10cek W OIOHTauUs Lemu pu 72°C - 25cex;
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3amounTenbHas ononranms npu 72°C — 5 MHHYT Ha HPOrpaMMHPYEMOM
tepmonukiepe “ Verity” (Applied Biosystems).

[Ipaiimepsl, haankupyromnme odnacts TaHaeMHbIX CAG-IOBTOPOB, BRIOpaiu
C MOMOIIBI0 KOMIBIOTEPHOU mporpammbl «Primer3» u nmpoBepuiu B MNporpaMmme
«Primer-BLAST». Cunte3 ocymiectBien B kommanuu «CunTomn» (Mocksa).
[lonyuennsie amIIuKoHsl pasBogwin B 10 pa3 wu amukBoty (0,5 mMKi)
neHarypuposanu B 9,5 mxi Hi-Di dopmamusa (mporpes mpu 95°C - 4mun 1 ganee
oxnaxneHne 10 4° C). Ananu3 KoJluWyecTBa TPUHYKIECOTUIIHBIX IOBTOPOB B
MOJIYYEHHBIX 00pa3liax MPOBOJAWIN Ha KAMUJUIIPHOM T'€HETUYECKOM aHalu3aTope
ABI Prism 3130 (Applied Biosystems), ucnons3ys pasmepssiii crannapt Liz 500,
¢ momoliibio mporpaMmmHoro obdecneuenusi Data Collection software Bepcuu v3.0.
[lonyuennsie pe3ynbTaThl 00padaThIBAIUCh TMPU TOMOIIUA MPOrPAMMHOIO

obecneuenust GeneMapper v. 4.0 (Applied Biosystems).

a0 80 120 160 200 240

A 5= 1 RO NPT TO0 | PR PP DN, 1| g

40

sl caveellile v PJ_AJ‘ | P — umﬂﬁMh )| [—

Pucynox 11. Pesynbrar ananuza rena H7T MeToIOM (PparMEHTHOIO aHAJIM3a.
[Iporpammuoe ob6ecnieuenne GeneMapper.

Ha puc. 11 npuBeneHo wuzoOpakeHHe, MOJIYYEHHOE B XOJE€ aHAlIM3a
obpaznoB JIHK metomom ¢parmentHoro anamu3a. Ha BepxHem wuzoOpakeHUHU
MPUBEAECH BapUaHT TETEPO3UTOTHOTO COCTOSIHUSIL - HOCHUTEIBCTBA  JIBYX

HopMmanbHbIX annenei (16 u 18 mosropoB CAG). Ha HmxkHem rpaduike npuBeeH
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BAPUAHT TETEPO3UTOTHOIO COCTOSHHUSI — HOCHUTENIBCTBA OJHOTO HOPMAIbHOTO
amens (17 moBTOpoB) U 0AHOTO MyTaHTHOTO anens (40 moBTOPOB).

Oo6nacte CAG-nioBTOpoB 60orata CG-yyacTkamu U, clieIoBaTeIbHO, TPEOyeT
BHECEHHUs TMOIMPABKU MPU YCTAHOBJIEHUU TOYHOrO KOJHMYECTBA MOBTOPOB. Jlis
pacuera mornpaBku 10 0Opa3loB aMIUTUKOHOB ¢ pa3iudHbIM coaepxkanneM CAG-
MOBTOPOB aMIUIM(UIIMPOBAIIM C TOMOIIBI HeMedeHbIX mpaiimepoB. Ilocie
(hepMEeHTaTUBHOM  OYMUCTKM  MPOBOJUIM  CHUKBEHCOBYIO  PEaKIMI0  Ha
nporpaMmmupyemMom  tepmouukiepe  Veritt  («Applied  Biosystemsy») ¢
ucnois3oBanueM Habopa: BigDye™ Terminator v1.1Cycle Sequencing Kit
(«Applied Biosystems»), Mo HpOTOKOTy: HadambHas AeHaTypauus mpu 96° C — 1
MHH 1 fanee 25 IUKIOB ¢ TeMIIepaTypHO-BpeMeHHbIM pexumom: 96° C — 10 cek;
50°C — 5 cek; 60°C — 4 MuH. CHKBEHCOBBIH TPOAYKT YHCTHIN H30IPOIHIOBHIM
CIIUPTOM. AHaIW3 TOCJIEIOBATEIILHOCTH HYKJIEOTHUJIOB B TOJIYYEHHBIX 00pasziax
MPOBOAWIM Ha KaMWUIAPHOM TeHeTudeckoM aHanuzatope ABI Prism 3130
(Applied Biosystems), ¢ moMmoiipio nporpammuoro odecrieuenust Data Collection
software Bepcun v3.0. [lomydyeHHble pe3ysibTaThl 00padATHIBAIUCH MPU MOMOIIH
nporpaMMHOro obecredenust Sequencing Analysis' v. 5.2. IIpumep pe3ymbTata
anamuza oOmactu CAG-mOBTOPOB  METOJOM  MPSIMOTO  CEKBEHHUPOBAHUS

MPEJICTABJIEH HA puc. 12.

‘Il L \‘! | 1

Pucynoxk 12. Pesynbrar ananmza oOnactu CAG-IOBTOPOB METOAOM MPSIMOTO

cekBeHupoBanus. [IporpamMmmuoe obecnieuenne Sequencing Analysis.
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I'/TABA 3
PE3YJIBTATBI UCCJIIEJOBAHUA

3.1. KiMHUKO-HelponCcuXoJ0ri4eCcKuii aHAJIN3 ACHMIITOMHBIX U

CMMIITOMHBIX HOCHUTeJIel MyTanuu 00J1e3HU ' eHTMHITOHA

HeMorpaduueckue AaHHbIE YYaCTHUKOB HCCIEIOBAaHMS TIPUBEJCHBI B
tabnuue 3. B cBA3M ¢ ManbIM KOJIMYECTBOM mHanueHToB B noarpynmax CHM mno
cranusm 3aboneBanus (I cragusa — 7 denosek; Il cragusa — 6 denosek, Il cramgus —
4 yenoBeKa) METOJIbl ONMKUCATEIbHON CTATUCTUKU K HUM HE mpuMeHsuinch. Mcxons
13 3a7a4 paboThl U HEOOXOIUMOCTH (POPMUPOBAHUS OJTHOPOJIHON aHATUZUPYEMOU
TPYIIIbI, BCE BKIIOUYEHHBIE CYOBEKThI ObUTH MpaBIIaMHU.

Kak BuaHO u3 TaOMMIBI 3, MOJOBOM COCTaB BO BCEX OOCIIEIOBAaHHBIX
rpymnmnax ObUT OTHOCHUTENbHO OAHOpoAHBIM. Jlumbe B rpynne CHM ormeuanock
npeobnananve Jsui okeHckoro mona (10 skeHmumH, 7 wMyxuuH). Bospact
00cJIeTOBAaHHBIX MAIIMEHTOB TAKXe ObLI I0CTATOYHO OJHOPOJCH: CPEHUN BO3PACT
CyOBEKTOB B KOHTPOJIbHOU rpynme coctaBuia 39,73+15,3 nert, B rpynne AHM —
31,92 +11,79 ner, a B rpynne CHM — 47,65+11,61 ner. Takum o00pazom,
oOclieloBaHHbIE  TPyNIbl  OBUIM  COMOCTaBUMBI IO  IOJ0-BO3PACTHBIM

XapaKTEPUCTUKAM.

Taomumma 3. O0masi XapakTepuCTHKA I0JOBOI0 W BO3PACTHOIO COCTaBa
rpynin UCCJIeI0BAHMS

KonTtpomnbhnas ACUMIITOMHEBIE CuMnTOMHBIE
rpyuma Hocutenu myrauuu bI' | Hocurenu myranuu bI'
KosmmuecTBo 15 13 17
M/K 8/7 6/7 7/10
Bospact 39,73 (15,30) 31,92 (11,79) 47,65 (11,61)

IIpumeuanune: M (SD) — cpegnee 3HaueHue (CTaHIAPTHOE OTKIOHEHUE).

Jns Bcex Hocutened myrtanuii Hamu Obul paccuutan BOJI (cm. Tabm. 4),
KOTOPBIM OKa3zasncs MeHblie B rpymnne AHM, 4To J0rMYHO U CBUAETENHCTBYET O

MEHBIIIEH MMPpOAOJIZKUTCIIBHOCTH JKCIIO3UMIHUHN OTHX CY6’BGKTOB BO3I[€I>1CTBHIO
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MyTaHTHOro reHtuHrruHa. B rpynne CHM cpennee 3nauenue BOJI cocraBumio

357,47+71,57 npotus 230,50+68,18 B rpynne AHM. Pazuuna B 3nauenusx bOJI B

YKa3aHHBIX TPYIIax UMella CTaTUCTUYECKU 3HaUMMbIN xapaktep (p<0,0001).

Ta6auna 4. XapakrepucTuka pe3yJibTaTOB KIMHHYECKOT0 00C/1eI0BAHNS 110
rpynnam cy0beKToB

ACHUMIITOMHBIE HOCUTEIN
MyTtamuu bI'

CUMITOMHBIE HOCUTENN
MyTtamuu bI'

HADS-SIS, M (SD) = 2,62 (2,26) Me (25;75) =17 (2;10)
Jienpeccust

HADS-SIS, Me (25;75) =2 (1;4) Me (25;75) =6 (5;10)
TpeBora

HADS-SIS, Me (25;75) =1 (1;5) M (SD) = 7,06 (5,04)
pa3IpaKuTeNb-

HOCTh

UHDRS, Mo [min;max] =1 [0;2] M (SD) = 27,29 (8,79)
JIBUTATEJILHBIN

Oan

UHDRS M (SD) = 25,00 (0) M (SD) = 20,06 (4,29)
Function

SDMT M (SD) = 46,15 (11,24) Mo [min;max] = 17 [9;45]
bernocts peun M (SD) = 25,62 (5,19) M (SD) = 12,82 (4,05)
(kateropusi)

CAG-noBTOpHI

M (SD) = 43,69 (3,43)

M (SD) = 43,71 (3,33)

BOJI

M (SD) = 230,50 (68,18)

M (SD) = 357,47 (71,57)

JleT mo Hayaia Me (25;75) = 14,58 (12,46;18,33) H/II
3a00JIeBaHUS

TFC M (SD) = 13,00 (0) Me (25;75)=10 (8;11)
Jlet mocne H/TI M (SD) = 17,12 (4,27)
HavJana

3a00JIeBaHHS

IIpumeuanune: M (SD) — cpeanee 3HaueHue (CTaHAApTHOE OTKIOHEHHE); Me
(25;75) — menuana (25-i nNpoueHTUIb; 75-i TpoIeHTwIh; Mo [min;max] — Moja
[MUHMMAaTbHOE 3HAYCHUE;MAKCUMAJIbHOE 3HAYEHUE|; H/I — He MPUMEHUMO.

Pacnipenenenne 3HaueHWil BpeMEHH 10 MaHHMECTAllMH JIBUTATEIbLHBIX

nposisnienuit bI' B rpynnie AHM Obu10 OTIMYHOM OT HOpMajdbHOTr0. Meanana 3Tux

3HaYeHni coctaBmia 14,58 net (cM. Tadm. 4).
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Pucynok 13. Pacnpenenenne BenmnunH CAG-3KCaHCHHM B TPyNNE CUMITOMHBIX

HocuTenen myrauuu bI'.

[IpumeuarenbHo, uto cpennsis BenuunHa CAQG-d>KCHaHCUM Kak B TPYIIE
AHM, Ttak u B rpynne CHM O6bu1a mpuMepHO paBHOM U cocTaBisiia 43,69+3,43 u
43,71+3,33  cootBeTcTBeHHO  (cM.Tabn.4). PacnpeneneHue — 3HAYCHUM
MpECTaBICHO Ha pUcyHKax 13 u 14. DTOT PakT CBUAETEILCTBYET O T€HETHUYECKU
ONHOPOJAHOM € TOYKM 3peHHs  TsbkecTH MyTtauuu bBIT  momynsiuwm,

MpoaHaIu3UPOBAHHON B Halel padore.
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Pucynok 14. Pacnpenenenne BenmnunH CAG-3KCIIAHCUH B TPYNIE aCHMIITOMHBIX

HocuTenen myraunu bI'.
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Cpennee Bpems, Mpollejliee ¢ MOMEHTa AeOroTa 3a00JeBaHUsl B TpyMIe
CHM, cocrtaBuno 7,12+4,27 net, yto Bkyne ¢ ganubiMu 1o mikaie TFC (Me = 10
(8; 11)) xapaktepu3yeT 3Ty Tpynny Kak MNaIlMEHTOB C JErKUMU—YMEPEHHBIMU
nposineHusiMu - BI'. D10 cootBercTtByer cramusm I-1I mo kmaccudukanuu
Shoulson-Fahn.

B rpynne CHM cpennee 3HaueHwe OOIIEro JBUTATENbHOrO Oasia Mo
cyomkaine UHDRS-Motor coctaBuio 27,29+8,79. Takoe 3HaueHHE COOTBETCTBYET
YMEpPEHHbIM KIMHUYECKUM TposiBieHusiM bBI' B OTHOIIEHUM JABUTATEIbHBIX
HapylIeHUH U BIOJHE COOTHOCHUTCS C BBIPAXKEHHOCTHIO (PYHKIIMOHAIBHBIX
HapymieHud no nanHbiM IKanel TFC u mnutenbHOcTH 3a0oneBanus. B rpymre
AHM wmona obmiero aBurateiabHOro 6amma coctaBmia 1 (min = 0, max = 2). 910
MOJTBEPKAAET, UTO JAXKE€ IMPU TaK HA3BIBAEMOM «ACHUMIITOMHOM» HOCHUTEJILCTBE
myTtauun BI' mpu uccrnenoBaHWM ABUTATENBHOM Cepbl MOTYT BBISBISITHCSA
HecnenupUuecKue HapylleHus, TaKhue KakK: HapylleHUuEe IUJIAaBHOCTHU CIEISAIINX
JBIKEHUI THa3HBIX f0JIOK, YBEJIWYEHUE JATEHTHOCTU U 3aMeJJIEHUE CKOPOCTHU
CakkajJ TJja3, JBUTaTelIbHOE OECIOKOMCTBO s3bIKa, IOBBIIICHUE MBIIICYHOTO
TOHyCa IO IUNIACTUYECKOMY THUIIy NPU KOHTPAJIATEPAIbHOW aKTHUBALUM PYKH,
HEBO3MOXXHOCTh BOCHPOM3BECTH YEThIpE IMKJIA JABWKEHHH «KyJIak—peOpo—
JIaoHp» B Tecte Jlypus u mp.

Cpenunuii 6ann no cyb6mkane UHDRS-Function B rpynne CHM coctaBun
20,06+4,29 (13 25 BO3MOXKHBIX). ITOT (PaKT XapakTepu3yeT 00CIeJ0BaHHYIO0 HAaMU
BBIOOPKY MaIueHToB ¢ MaHudectuponaniieil bI' kak OTHOCUTEIBLHO COXPAHHYIO C
(dbyHKIIMOHANBHON TOUKU 3peHus. B rpynne AHM 3ToT ke moka3areiib COCTaBUI
25 OamnoB, 4To corjacyercs ¢ (akToM (YHKIMOHAIBHOM U JBUTaTEIbHOU
COXPAHHOCTH TaKUX CyOBEKTOB.

OTnenbHBI  HMHTEpPEC MPEACTABISAIOT IOKA3aTeIM KOTHUTUBHOW U
ncuxosiornyeckoi oueHkn kak AHM, tak 1 CHM, nockonpKy, o JaHHBIM psila
uccienoBannii (B vactHoctd, PREDICT-HD), usBectHO, 4YTO H3MEHECHHUS B
yKa3aHHBIX cdepax MOTYT MpeIIecTBOBaTh ABUraTeabHoMy aebroty Bl 3a 10-15

net. Ilo Hamum nanueiM, B Tpymnne AHM cpennuii 6amn OlEHKU NENpeccuu Mo



62

mkane HADS-SIS cocraBun 2,62+2,26. 3T0 CBUAETENBCTBYET 00 OTCYTCTBHH Y
ATUX TMAaIMEHTOB SIBHBIX CHMITOMOB JEMPECCUH, OJHAKO MOXET TOBOPUTH O
Cy0JIeIPECCUBHOM PacCTPOMCTBE (COCTOSIHUU, TPU KOTOPOM CUMITOMBI MAIIUEHTA
HE VYIOBJIETBOPSIOT MO TSKECTH U (WiM) HAO0Opy BCEM JIMArHOCTUYECKUM
KpUTEpUSIM OOJIBILION JEMPECCUN).

B rpynne CHM wmenunana Oanna aenpeccun coctaBuia 7 (2; 10) — srto
3HA4YEHUE SIBJISIETCS] TOPOTOBBIM JJIsl KOHCTATAIIMU HAJTUYUSl CHMIITOMOB JEIPECCUU
no mkaie HADS-SIS. Paznuuus B OuEHKE AENpeccuy MO 3TOM IIKale MEXIY
rpynnmamu AHM u CHM Hocunu CTaTUCTUYECKH 3HAYUMBIA XapakTep (1o
pesynbratam U-Tecta, p<0,05).

Menuana Gamna ouenku TpeBoru no mkaine HADS-SIS B rpynne AHM
coctaBuia 2 (1; 4) nmpotus 6 (5; 10) B rpynne CHM. Pa3nunia B 3TUX 3HaYEHUAX
HOCHJIA CTATUCTUYECKHU 3HAYMMBIN XapakTep (1mo pesyabraram U-tecta, p=0,01).

Haxownern, MenuMaHa ~ Oaija  OLIGHKM  Pa3JApaKUTENIbHOCTH 10
paccMmarpuBaeMod Hamu 1ikane coctaBuna 1 (1; 5). Pacnpenenenve 3HaueHuUi
HOCWJIO OTJIMYHBIM OT HOpMaJIbHOTO Xapakrep. B rpymnne xe CHM 3HaueHusd
YKa3aHHOTO TMapaMeTpa HMEIH HOPMalbHO paclpefeseHrue: CpeaHuid Oan
pazapaxurenbHocT coctaBuin 7,06+5,04. Ilo pesynbratam U-tecta, pasHuia B
BBIPAKEHHOCTU Pa3ApaKUTENbHOCTH Mexay rpynnaMu AHM m CHM Hocuna
CTaTHUCTUYECKH He3HAYUMBIN Xapaktep (p=0,053). Ognako oTMedaeTCs: TCHASHITUS
K HApaCTaHUIO pa3apaxurenbHocTh B rpynne CHM. CtaTucTuyecku He3HAUYMMBbIN
XapakTep BBISBICHHBIX W3MEHEHHI MO JTAaHHOW IIKajle MOXET ObITh 00YCIOBJIEH
KaKk MajibIM pa3MepoM BBIOOPKH, TaK M (PAKTOM MNPUMEHEHUS OOJIBIIMHCTBOM
cyobekToB u3 rpynnsel CHM HeliponenTUyecKkuX JEKapCTBEHHBIX MpenapaTos,
KOTOPBIE MOTYT CIJIa)KUBATh CUMITOMBI Pa3Apa>KUTEIbHOCTH.

Takum oOpa3oM, MOKHO Mpernoyiaratb, 4YTo MO Mepe MPOrpecCUpPOBAHUS
narojoruyeckoro mpoiiecca npu BI' U mMOsBIEHUS ABUTATEIBHBIX CHUMIITOMOB
3a007€BaHUsl BBIPAXKEHHOCTh M3MEHEHUN B IMCHUXO3MOIMOHAIBHOU cdepe Takke
YBEJIMYMBACTCA.  BbIsIBIEHHAass HaMM  3aKOHOMEPHOCTb  COIJIACyeTCsl  CO

CJIOXKHMBIINMCA B HACTOAIICM BPCMCHHU IIPCACTABIICHUN O TCUCHHUHA bI'.
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JIns OLEHKM KOTHUTUBHBIX (YHKIIMH HaMU MCHOJB30BAIUCH TECT Ha
COMOCTaBJIEHUE CHUMBOJIOB U IU(Mp M TECT HAa OErJIOCTh Pe4Yd B paMKax OJHOMN
Kateropuu (’KUBOTHBIE). B TecTe Ha comocTaBieHHWE CHMBOJIOB U LUPP cpeaHee
YUCIIO NMpaBUJIbHBIX OTBETOB B rpymnne AHM cocraBumo 46,15«11,24. B 1o xe
Bpemsi B rpynne CHM pacnpenenenue 3Had4eHUN 4uWcClia NPaBUIbHBIX 3HAYEHUU
OBLIO OTJIMYHBIM OT HOPMAJbHOTO: MoJia cocTtaBuiia 17 (min = 9; max = 45). Kak
BHUJIHO U3 YKa3aHHBIX PE3yJIbTaTOB, pa30dpOC OLIEHMBAEMOTrO MapaMeTpa B TpyIIe
CHM sBisieTcsi TOBOJIBHO OOJBIIMM, YTO MOET OBITh CBA3aHO C TEM, YTO B
rpyniny CHM Obuin BKITIOUEHBI KaK CyOBEKThI ¢ OTHOCUTEIHHO JABHUM TE€UEHUEM
BbI', Tak m cyOBeKTbl, y KOTOpBIX O00JIe3HP MOIU(DUIHMPOBATIA OTHOCHTEIHBHO
HenaBHO. [lo pesynbratam U-tecta, pa3nuuusi B pe3yJbTaTUBHOCTH BBINOJIHEHUS
TE€CTa Ha COIMOCTABJICHUE CHUMBOJOB U IU(p HOCWIM CTATUCTHYECKUA 3HAUUMBIN

xapaktep (p<0,0001).

14

12 +

10 +

TFC
@

15 20 25 30 35 40 45 50 55
UHDRS-Motor

Pucynoxk 15. OtpunarenbHasi KOppeIsius MexIy OanioM OIEHKH JIBUTATEIbHBIX

Hapymenui no mkane UHDRS u onenkon TFC.
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He MeHbplIMI MHTEpEC MPEACTABISIOT PE3YJbTAThl BBINOJHEHUS TECTa Ha
OeryocTh peud B paMKax OfHOM kaTeropuu (kuBOTHBIE). B rpynne AHM cpennee
YUCIIO TMPaBWIBHBIX OTBETOB cocTaBuiio 25,62+5,19. B rpynne CHM »stoT xe
nokazarenb Obl1  yxe 12,82+4,05. BbisgBieHHas pa3HHUIla B BBIIOJTHEHUU
YKa3aHHOT'O TECTa HOCUJIA CTATUCTUYECKH 3HauUuMbIi Xxapaktep (p<0,0001). Otot
pe3yJIbTaT TaKXE CBHACTEIBCTBYET O 3HAYMMOM HApacTaHUM W3MEHEHUW B
KOTHUTUBHON cdepe mnpu Imepexoje U3 CTaaud AaCUMITOMHOIO B CTaJHIO

CUMIITOMHOI'O HOCUTCJIILCTBA MYTAallNH.

26

24 4

22 T

20 K

18 +

UHDRS-Function
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12 +

10 : : : : : : :
15 20 25 30 35 40 45 50 55
UHDRS-Motor

Pucynok 16. OtpunarensHasi KOppesiuus Mexay 0aaioM OLEHKU JBUTaTEIbHBIX

HapyleHu 1 6aioM QyHKIMOHAIBHBIX HapyeHuil mkansl UHDRS.

[To naHHBIM MPOBEAEHHBIX KOPPEIALMOHHBIX TECTOB, B rpynne CHM nHam
yJal0Cch BBISIBUTh CUJIbHYIO OTpHIlaTeNbHyl0 koppensauuio (p<0,0001) mexmy
OaJlJIOM OLIEHKH JABUTaTENIbHBIX HApyIIeHUH U OamioM (PYyHKIUOHAIBHBIX
Hapymenu mkansl UHDRS (r = -0,873) (pucynok 16). Takxke Hamu Oblia

BBIAIBJICHA CHWJIbHAs OTpULATCIbHAA KOPPCIAIUA MCKAY OamIomM OLICHKH
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nBurarenbHbix HapymeHud no mkaine UHDRS u onenkoit TFC: koadduirieHT p B
tecte Criupmena coctaBui -0,855, a koapdunuent 1 B Tecte Kengamna coctaBui -
0,714 (p<0,0001).

B »sToit ke rpynme cratuctuuecku He3Hauumas (p>0,05) cpensss
MOJIOKUTENIbHAsT KoppemsiiuoHHas cBsizb (r = 0,317) Obula BbIBICHA MEXIY
BenuunHod CAG-3kcmaHcuu U 0aioM pasapaxkurtenbHocTH 1o mkaie HADS-
SIS. Taxxe craructuyecku He3HauuMas (p>0,05) cpenHsst oTpuLaTEIbHAS
KOppEeJsIIMOHHAs CBs3b OblIa OTMEeueHa Mexay nokazareneM bO3 u 6amnom TFC
(r = -0,340), a taxxe Mmexay mnokazateireM bO3 u pe3yibTaramu BBIIOJHEHUS
TecTa Ha OerJI0CTh peur B paMKax OJHOM KaTeropuu ((kuBOTHBIE) (r = -0,333).

[Ipu cpaBHeHuUM pe3ysbTaToB Apyrux tectoB B rpynmax AHM u CHM
CPEIHUX/CUIBHBIX CTATUCTUYECKH 3HAYUMBIX KOPPEIAIIMOHHBIX CBSI3€H BBISIBJICHO

He OBLIO.
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3.2. KJ]HHHKO-HGﬁpOBI/I3yaJII/I3aHHOHHbIﬁ AHAJIN3 aCUMIITOMHBIX H

CMMIITOMHBIX HOCUTeJIel MyTanuu 00J1e3HU ' eHTMHITOHA

[Ipu o06pabotke manHbix GMPTn wMeTtomom aHamm3a HE3aBUCHUMBIX
KOMIIOHEHT pac4€THOE KOJIMYECTBO MOCIEAHUX (Ha OCHOBAaHUU pa3MepPhl BLIOOPKHU)
cocTaBWiio msATHaauath. [locme uUCKIOYEeHUS W3  aHaAUM3a  KOMIIOHEHT,
MPEACTABIABIINX COOOM T€ WM HUHbIE apTepakThl, HaAMU OBLIM BBIJCICHBI
cnenyromme Ttpu CII: CIIPPI'M, octpoBkoBo-BucouHas CII u mnepBuuHas
sputenbHas CII (cm. puc. 17). Jnsg pganpHeWImero aHaan3a, COTJIACHO 3ajadam

HaAmero ucCjacaoBaHuAd, ObL1a 0T06paHa KOMIIOHC€HTA, COOTBCTCTBOBABIIIAA

CIIPPI'M.

‘ [\Y p
CeTb MaccUBHOTO pekuMa padoThl TosioBHOTO Mo3ra — CITPPI'M
(rpynmna KOHTpOJIs)

LS E ] _d - —
IlepBruuHas 3puTeNbHas CETh MOKOS (Tpynna KOHTPOJIS)

OCTpOBKOBO-BUCOYHAS CETh MOKOSI (Tpyna KOHTPOJIS)

Pucynoxk 17. BeiaeneHssle CETH OKOSI.

[To pesynbratam IByXBbIOOpOUYHOTO t-TecTa, B rpynne AHM no cpaBHeHHIO

C prr[HOfI KOHTPOJIA OTMEYAJI0Ch ITOBBIIICHUC CIIOHTAaHHOM aKTUBHOCTH B 00J1aCTH
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npaBoro npeakiauubs (p=0,037; prwr=0,895) u mNOKphIIEYHON YacTH mpaBon

HIKHEH 100HOoM u3BmwinHkb (p=0,016; pry=0,895) (puc. 18).

Pucynok 18. Kapra pacnopeaeneHuss 30H NOBbIIMICHUS  CIIOHTAHHOM
HelpOHAJbHON aKTUBHOCTH B rpynne AHM mno cpaBHeHUIO C Tpynmou

KOHTPOJIS.

Tadauuma S. 30HBI 3HAYMMOIrO NOBBILIEHHSI CHOHTAHHON HEHPOHAJIBLHON
AKTUBHOCTH B IpyIllie aCHMIITOMHBIX HOcuTe el myTanuu BI' mo cpaBHennio
¢ TPYIIIOH 310POBbIX 100POBOJILIIEB.

Jlokanuzamua | Koopaunater MNI, Mmm T PFWE p Pa3zmep
X y z KJIacTepa
(Konm4ecTBO
BOKCEJIOB)

ITpaBoe 12 -70 19 2,52 | 0,895 | 0,037 51
MPEIKINHBE
[Tokpeimeynas 51 29 -5 0,631 | 0,016 71
4acThb  MPAaBOM
HIDKHEH JI0OHOM
W3BUJIUHBI
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[Ipu cpaBHeHUM rpynmsl KOHTpoJis ¢ rpynnoit CHM Hamu ObLI0 BBISIBIEHO
CHIDKCHUE CIIOHTAHHOMW HEWPOHAIIbHOM AaKTHUBHOCTH B TPYyNIle NAUHEHTOB B
00JIaCTH JIEBOTO TMPEIKIWHBS, CPEIHUX OTJIEJIOB JIEBOW IMOSICHOW HW3BUIUHBI U
npaBoi napaneHnTpaibHoi noabku (p<0,001; pryr=0,002) (cm. puc. 19 u Tadmn. 6).
Taxke B rpynre mauveHToB ¢ bl mo cpaBHEHMIO C KOHTPOJIEM OTMEYAIOCh
MOBBIIIIEHNWE CIIOHTAHHOW aKTUBHOCTH B OOJIACTU OCTPOBKA MPABOTO MOIYLIAPUS

oompiroro mosra (p=0,021; ppye=0,691).

Pucynok 19. Kapra pacnpenenenust 30H CHUKEHHS] CIIOHTAHHOM HEHPOHAJIBLHOM

akTuBHOCTH B rpynne CHM no cpaBHEHUIO C TpyNIoi KOHTPOJISL.
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Tabémuma 6. 30HbBI 3HAYMMOIO CHHKEHHUSI CIOHTAHHOW HeMPOHAJIBLHOM
AKTUBHOCTH B IpyIIie CHMIITOMHBIX HOcUTe/iedl myTauuu BI' mo cpaBHeHu10 ¢
rpynnoi 310poBbIX 100POBOJIbIIEB.

Jlokamuzamusa | Koopaunatslt MNI, MM T PFWE p Paszmep

X y z KJlactepa

(Konm4ecTBO
BOKCEJIOB)

JleBoe 0 -46 43 0,002 | <0,001 267
IIPEAKINHBE

Cpennue -9 -25 43
OTJEJbl  JIEBOM
MMOSICHOM
W3BUJIMHBI

[IpaBas 6 -28 49 2,52
napareHTpaibH
as T0JIbKa

OcTpoBOK 42 -25 13 0,691 | 0,021 63
IIPaBOro
MOJTyTITAPHSI
OOJIBIIIOTO
Mo3ra

Anamu3 rtpynnet CHM mno cpaBuenuro ¢ AHM mnokazanm Becbma
BapualeNbHbIC PA3IUYUS MEXTY HUMH.

Tak, B rpynmne nNamUMeHTOB C KIMHUYECKUMHU IIposBIeHUsAMU bI' 1o
cpaBHeHHI0O ¢ AHM oTMeuaioch CHMXKEHHE CIIOHTAHHOM aKTUBHOCTH B IPABOM
NMpPEeIKINHBE HM CPEAHUX OTAeNax JieBou mosicHo wu3BwiauHbl (p<0,001;
prwe=0,028), MenuanbHBIX OTHAENaX JIEBOM BepXHEW JOOHOW W3BUIUHBI H
nepeHux oTAenax JieBoil nmosicnod u3Buiunbl (p<0,001; pryr=0,017), a Takxe B
00JIacCTH TeJla MPaBOTro M TOJIOBKH JIEBOro XBocTatoro sapa (p=0,034; pry:=0,859).
Bwmecte ¢ Ttem, B rpynne CHM mno cpaBHenuto ¢ rpynnoit AHM otmeuanochk
MOBBIIIIEHWE CIOHTAHHOW AKTUBHOCTU B 0O0JIaCTH JIEBOM CpeaHEed BHCOYHOMU
m3Bununbl (I1b 21) (p=0,016; pry:=0,602), a Takke B 00JacCTH TPEYroiabHOU U
TJIa3HUYHOM YacTel JieBoM HrbkHel ToOHOH n3BMIIHHEI (p=0,012; pryz=0,503).

VYka3zaHHble pe3ysibTaThl MPEACTaBIEHbI B Tabiumax 7 W §, a Takxke Ha

pucynke 20.
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Taboomuma 7. 30HBI 3HAYMMOIO CHHMKEHUSI CIIOHTAHHOW HeMPOHAJIBLHOM
AKTUBHOCTH B IpyIIie CHMIITOMHBIX HOcUTe/iedl myTauuu BI' mo cpaBHeHu10 ¢
rpynnoi acCMMNTOMHBbIX HOocuTeJieid myrauuu bI'.

Jlokamuzamua | Koopauaatet MNI, Mm | T PFWE p Pa3zmep

X y z KJacrepa

(KomruUuecTB
0

BOKCEJIOB)

IIpaBoe 9 -49 43 2,52 | 0,028 | <0,001 173
IIPEAKIINHBE

Cpennue 0 -40 40
OTHENIbl JIEBOU
MMOSICHOM
W3BUJIMHBI

MenuanbHbIe 0 50 28 0,017 | <0,001 189
OTJEJIBI
BEPXHEU
JTOOHOM
W3BUINHBI
JIEBOTO
MOJTyTITAPHSI
0OJIBIIOTO
Mo3ra

[Tepennue -9 29 28
OTIENbl JIEBOU
MMOSICHOM
W3BUJIMHEBI

Teno mpaBoro| 6 8 7 0,859 0,034 51
XBOCTaTOTO
anpa

T'onoBka neBoro -6 5 4
XBOCTATOTO
spa




Pucynok 20. Kapra pesynbraToB cpaBHeHus rpynin AHM u CHM: kpacHbeiM
yKa3aHbl 00JIACTH CHUIKEHHS CIIOHTAaHHOW HelpoHalibHOM akTuBHOCTH Y CHM 1o
cpaBHeHH0O ¢ AHM, cMHMM — 30HBI NOBBIMICHUS CIIOHTAHHOW HEWUPOHAIBHOU

aktuBHOCTH Y CHM 1no cpaBrenuro ¢ AHM.
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Tadauuma 8. 30HBI 3HAYMMOIrO NOBBILIEHHSI CHOHTAHHON HEHPOHAJIbHON
AKTUBHOCTH B IpyIIie CHMIITOMHBIX HOcUTe/iedl myTauuu BI' mo cpaBHeHu10 ¢
rpynnoi aCHMNTOMHBIX HocuTesed myranuu bI'

Jlokamuzamua | Koopauaatet MNI, Mm | T PFWE p Pa3zmep

X y z KJlactepa

(Konm4ecTBO
BOKCEJIOB)

Cpenuss -66 -40 -5 2,52 | 0,602 | 0,016 69
BHCOYHAs
W3BUJIMHA
JIEBOTO
MOJTyTITAPHSI
0OJIBIIOTO
mosra (I1b 21)

TpeyronbHas -42 29 10 0,503 | 0,012 76
4yacTh HWXXHEH
JIOOHOM
W3BHINHEI
JIEBOTO
MoJTyapus
0OJIBIIOTO
Mo3ra

I'mazanunas -45 32 -17
4yacTh HWXXHEH
JIOOHOM
A3BHINHEI
JIEBOTO
MoJTyapus
OOJIBIIIOTO

Mo3ra

IIpu npoBeneHnM aHanM3a METOAOM MHOXECTBEHHOU PErPECCUM B IpyImnax
AHM u CHM Hamu ObUT BBISBICH PSAJi 3aBUCUMOCTEN MEXIy HCCIEAOBAaHHBIMU
MPU3HAKAMU U BBIPAXKEHHOCTHIO CIIOHTAHHON aKTUBHOCTHU B Pa3JIMYHBIX YYaCTKAX

rojoBHOro mo3ra. [lonyueHHble pe3yabTaThl IPEACTABIECHBI B TaOMHUIax 9-24.
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Taﬁmma 9. 3OHLI, CIIOHTAaHHasA aKTUBHOCTH B KOTOPLIX Y CUMIITOMHBIX HOCHUTeJIei MyTanuu bI' umeeTt 3aBUCHMMOCTDH

oT BeJnuuHbI CAG-3KCnIaHCHH.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB
Cpennsis BUCOYHAs W3BWIMHA JIEBOrO Todymapus | -63 -19 -8 2,52 | 0,657 0,015 76
6onbiroro mosra (I1b 21)
BepxHss BHCOYHAsg WM3BWIMHA JIEBOrO nonymapus | -51 -19 -2
00JBIIOr0 MO3Tra
[IpaBas knmuHooOpa3nas uzswinHa (116 19) 9 -85 25 0,684 0,017 74
[IpaBas HMKHAS TEMEHHAs 10JIbKa 45 -28 28 0,910 0,035 55
OOpartHas 3aBUCUMOCTD
JleBniit octpoBok (I1h 13) -42 10 4 2,52 | 0,737 0,019 70
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Taﬁmma 10. 30Hbl, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIeil MyTanuu bI' umeeT 3aBHCUMOCTH

OT CTENCHHU TSKEeCTH JIBUraTeJIbHbIX HAPYILIEHUI 3200/ 1eBaHus, BbIpa:kaeMoii B cuére no cyomkase UHDRS-Motor.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB

JleBas ckopiryma -24 -7 7 2,52 | 0,097 0,001 149
JlaTepanbHBII CErMEHT JIEBOTO OJIEAHOTO IIapa -24 -13 1
JleBas cpennsist noOHast uzBwinHa (I1b 8 u 9) -48 23 43 0,383 0,007 99

-45 32 37

OOpartHas 3aBUCUMOCTD

[IpaBas cpennsist noobnast uzBuiauHa (I1b 11) 30 47 -11 2,52 | 0,919 0,036 54
JleBas BepxHsisi BucouHas uzpmwinHa (I1b 42) -66 -31 13 0,902 0,034 56
[IpaBas Bepxusig nooHas n3BunuHa (I1b 6) 21 11 61 0,935 0,039 52
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Taﬁmma 11. 30Hbl, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH
OT BBIPAKCHHOCTH Hapymenm‘i B (l)yHKIII/IOHaJIbHOM craryce mnmanucHTOB (B T.9. HOBCCI[HCBHOﬁ aKTHBHOCTH),

oueHuBaembIxX 10 cyomkane UHDRS-Function.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)

[Ipsimast 3aBUCUMOCTB

[IpaBas 3aTeumounas nons, [1b 18 48 -79 -14 2,52 | 0,860 0,028 60
[IpaBas cpennsist nobunas uzsuiauna (I1b 6) 36 2 55 0,401 0,007 97
Cpennue oTaensl MpaBo NOSICHOW U3BUJIMHBI 15 -10 34 0,948 0,043 50

OOpartHas 3aBUCUMOCTD

JleBas ckopiryma -24 -7 7 2,52 | 0,081 0,001 155
JlaTepanbHBII CErMEHT JIEBOTO OJIeAHOTO II1apa -24 -13 1

JleBast HMKHAS TOOHAS U3BUINHA -45 32 10 0,163 0,003 130
[IpaBas cpennsist nobnas uzBuiauna (I1b 9) 51 14 31 0,644 0,015 77

[IpaBas yrnoBas uzsminna (I1b 39) 48 -82 19 0,954 0,044 49
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Taﬁmma 12. 3OHLI, CIOHTaAaHHadA aKTUBHOCTb B KOTOPLIX Y CUMIITOMHBIX HOCHUTeJIeil MyTanuu bI' umeeT 3aBHCHUMOCTH

OT BBIPA’KCHHOCTH Hapymeﬂm‘i CeMaHTHYeCKOIi nHaMsaTH, OICHUBACMbIX B TE€CTC Ha 0erjocTh P€YId B paMKax OIIHOI71

KaTeropum (’KUBOTHbBIE).

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB

MenuanbHple OTACHBI JI€BOM BEpXHEH JOOHOM | -9 53 10 2,52 | 0,954 0,044 49
W3BUJIUHBI

JleBas BeperenoBuaHas uzpuwinHa (I1b 19) -21 -61 -14 0,881 0,031 58
JleBas si3prunas uzBuiauHa (116 18) -21 -73 -14

JleBast maparunnokammnanbHas uzsuiauHa (I1b 30) -15 -40 -5 0,926 0,037 33
[IpaBas si3prunas u3BmwinHa (116 18) 21 -76 -11 0,697 0,017 73

OOpartHas 3aBUCUMOCTD

TpeyronbHass 4acTh JIEBOM HIDKHEW  jJ00HOM | -45 44 10 2,52 | 0,489 0,010 89
W3BUJIUHBI
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Taﬁmma 13. 3OH]>I, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH
0T CTENEHHM HApYHICHHSA CKOPOCTH TICHXOMOTOPHBIX pealcum‘fl H IIpomeccoB leOCTpaHCTBeHHO-I}pI/ITeJIbHOﬁ

HHTCIrpanum, Oi€cHUBAa¢MbIX B TECTE HA COIIOCTABJICHHUEC CHMBOJIOB U IIH(l)p.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)

[Ipsimast 3aBUCUMOCTB

MenuanbHbIe OTIENbI BEpXHEH JTOOHON M3BHIIMHBI B | 15 11 61 2,52 | 0,056 0,001 168
000X Moxymapusx 00JIbIIOr0 MO3ra -9 20 58

-6 11 61
Menuanbable OTAENbl MpaBOW cpeaHed J0OHOH | 3 56 25 0,890 0,032 57

m3BunuHbl (116 10)
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Taﬁmma 14. 30Hbl, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH

OT BBIPA:KEHHOCTH TPEBOTH, OLIEHNBAEMOIi 10 COOTBETCTBYIOIIEMY pa3aeny mkajasl HADS-SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
OOpartHas 3aBUCUMOCTD
[IpaBas nosicnas uzswiuna (116 24) 15 5 49 2,52 | 0,488 0,010 89
Jleas BepxHsisi 100Has uzBunuHa (I1b 9) -9 59 34 0,934 0,039 52
MenuanbHble OTACHBI JIEBOM CpenHeidl JIOOHOH | -3 59 22

m3BunuHbl (116 10)
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Taﬁmma 15. 30Hbl, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH

BbIPA’KEHHOCTH JIeNPecCUM, OLleHUBAEeMOM M0 COOTBETCTBYIONIeMY pa3aeay mkaabl HADS-SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
OOpartHas 3aBUCUMOCTD
Cpennue oTaesbl MpaBoW MOSCHONW U3BUIIUHBI 18 -4 34 2,52 | 0,383 0,007 99

Taﬁmma 16. 30Hbl, CIIOHTaHHasA aKTHBHOCTDb B KOTOPbIX Y CUMIITOMHBIX HOCHUTeJIei MyTanuu BbI' umeeT 3aBHCHUMOCTH

OT BBIPA:KEHHOCTH PAa3IPAKUTEJIbHOCTH, OLIECHUBAEMOIl 110 COOTBETCTBYOIIEMY pa3aeny mkaiabl HADS-SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
OOpartHas 3aBUCUMOCTD
JIeBbIll OCTPOBOK -33 8 7 2,52 | 0,335 0,006 104
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Taﬁmma 17. 3OH]>I, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH

OT BeJMYMHBI noka3zarejs bO3.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB

[IpaBast HUKHSISI TEMEHHAS JOJIbKa 45 -28 28 2,52 | 0,592 0,013 81
JleBas maparunnokamIiajibHas U3BUJINHA =27 -10 -20 0,871 0,030 69
[IpaBas kIMHOBUHAS U3BUIINHA 6 -73 7 0,434 0,008 94
JleBas cpennsisi Bucounas uzsminna (I11b 21) -63 -19 -8 0,658 0,015 76
JleBas BepXHss BUCOYHASI U3BUIMHA -51 -19 -2

JleBast HmxHsia nooHas uzBunuHa (I1b 47) -30 17 -23 0,752 0,020 69
[IpaBas maparumnmnokaMmnaibHasi U3BWINHA 36 -19 -23 0,738 0,019 70

OOpartHas 3aBUCUMOCTD

JleBas npenienTpanbHas u3Buiuna (I1b 6) -39 -7 58 2,52 | 0,960 0,046 48
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Taﬁmma 18. 30Hbl, CIIOHTAaHHasA aKTHBHOCTDb B KOTOPbLIX Y CUMIITOMHBIX HOCHTeJIei MyTanuu bI' umeeT 3aBHCHUMOCTH

OT JJINTCJIBHOCTH 3a00J1eBaHUs.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)

OOpartHas 3aBUCUMOCTD

Cpennue oTaensl MpaBo NOSICHOW U3BUJIMHBI 12 -34 43 2,52 | 0,824 0,025 63
[IpaBas noctuentpaibHas u3smwinHa (I1b 3) 27 -34 49
MenuanbHable OTAENbl TpaBOM BepxHEW J0OHOM |3 56 16 0,965 0,048 47

HN3BUJINHBI




82

Taﬁmma 19. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer

3aBUCUMOCTD OT BeJIMYUHBI CAG-3KCIIaHCHH.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB
[TpaBsiii octpoBok (I16 13) 27 20 -8 2,52 | 0,792 0,019 76
OOpartHas 3aBUCUMOCTD
[IpaBas nagkpaesas uzBunuHa (I1b 40) 66 -52 25 2,52 | 0,709 0,015 83
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Taﬁmma 20. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer

3aBHCHUMOCTb BBIPA:KEHHOCTH TPEBOI'H, OIIEHNBAEMOM 10 COOTBETCTBYIOIIeMY pa3zaeiny mkaabl HADS-SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
OOpartHas 3aBUCUMOCTD

[IpaBas ckopiyna 24 -1 10 2,52 | 0,941 0,034 60
[IpaBas npenenTpanbHas uBuiuna (I1b 6) 36 -10 52 0,216 0,003 136
[IpaBas napanentpanbHas nonbka (I1b 7) 18 -46 52 0,087 0,001 172
JlaTepanbHBII CErMEHT JIEBOTO OJIeAHOTO II1apa -15 -1 4 0,869 0,024 69
JleBas ckopiryma -21 5 -2
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Taﬁmma 21. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer

3aBHCHUMOCTb OT BBIPA:K€HHOCTH JIeNpPecChi, OLeHNBAaeMoii 10 COOTBETCTBYOIIEMY pa3aeny mkaiabl HADS-SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
OOpartHas 3aBUCUMOCTD

Cpennue otaensl npaBoil mosicHo u3BwiuHbl (IIb | 6 -7 43 2,52 | 0,652 0,013 88
24)

[IpaBas yrnoBas uzsminsa (I1b 39) 36 -76 25 0,215 0,003 136
JleBas maparunnokamIiajibHas U3BUJINHA -33 -31 -23 0,664 0,013 87
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Taﬁmma 22. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer
3aBUCHMOCTDb OT BBIPAKCHHOCTH PaA3APAKUTCIBHOCTH, OlleHI/IBaeMOﬁ IO COOTBETCTBYHOLIECMY pa3aejy HIKaJJabl HADS-

SIS.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)

[Ipsimast 3aBUCUMOCTB

[IpaBas npsimas u3BminHa (116 11) 12 38 -20 2,52 | 0,138 0,002 154
OOpartHas 3aBUCUMOCTD

[IpaBoe mpeaknnuHbe 12 -58 58 2,52 | 0,384 0,006 113

MenuanbHble OTAENbl TpaBOM BepxHeW JoOHOM | 3 62 13 0,851 0,023 71

W3BUJIUHBI

MenuanpHple OTACHBI JEBOM BEpXHEH JIOOHOM | -3 59 4

m3BunuHbI (116 10)

Cpennue otaensl npaBoil mosicHor m3BwiInHB (IIB| 6 -7 43 0,935 0,033 61
24)
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Taﬁmma 23. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer

3aBHCUMOCTD OT nmokasarejsa bO3.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB
JleBas npenienTpanbHas u3Buiuna (I1b 6) -63 -4 31 2,52 | 0,979 0,046 52
[TpaBsiii octpoBok (I16 13) 42 -19 1 0,975 0,045 33

Taﬁmma 24. 3OH]>I, CIIOHTaHHasA aAKTUBHOCTHL B KOTOPLIX Yy aCMMIITOMHBIX HOCHTeJIel MyTanuu bI' umeer

3aBHCHMOCTD OT KOJIN4YECTBA JIET 10 npennonaraeMoﬁ MaHI/I(l)eCTaHI/II/I 3a00J1eBaHUs.

Jlokanmuzanus Koopaunater MNI, Mmm T PFWE p Pasmep knacrepa
X y z (KOJIMYECTBO
BOKCEJIOB)
[Ipsimast 3aBUCUMOCTB
JleBas BepxHsisi 100Has uzBunuHa (I1b 6) -15 20 61 2,52 | 0,677 0,014 86
OOpartHas 3aBUCUMOCTD
[IpaBebIit OCTPOBOK 42 -19 1 2,52 | 0,953 0,037 58
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Meton MHOXECTBEHHON perpeccun ObLI MNPUMEHEH HAMHU IO
OTHOUIIEHHUIO KO BCEM AHAJIU3UPYEMBIM B HCCIEAOBAHUU KIMHUYECKUM JTAHHBIM C
LEJIBI0 TOHUCKA BO3MOXKHBIX KIWHHKO-HEUPOBU3YAIU3AIMOHHBIX 3aBUCUMOCTEM.
Kak BUIHO U3 MpeJCTaBICHHBIX BBIIIE TAOIUIl, B KOTOPHIX OTOOPaXEHBI TOJIBKO
cTaTUCTUUeCKu 3Hauumble pAaHHble (p<0,05), HaMuU ObUT BBISBIEH JIOBOJHHO
OOILIUPHBIN PsiJl 3aKOHOMEPHOCTEIA.

B rpynne CHM oTmeuanocs npsimasi 3aBUCUMOCTh CIIOHTaHHOW aKTUBHOCTH
B 00JIACTH CpeHEeW BUCOYHOW M3BUJIMHBI U BEpXHEW BHUCOUHOW M3BUIIMHBI JIEBOTO
MOJyllIapus, a TakKe KIMHOOOPa3HOW W3BUJIMHBI M HIDKHEH TEMEHHOW JOJIbKU
MpaBoro nmnondymapus Ooisbimioro Mo3ra oT BenanuuHbl CAG-3KkcmaHCcuu.
CrnoHTaHHas aKTUBHOCTh B 00JIaCTH OCTPOBKa MMeJIa OOpaTHYIO 3aBUCUMOCThH OT
TSDKECTH MYTallWH.

CrnoHTaHHasi aKTUBHOCTh B OOJIACTH CKOPJYINBI, JaTEPaJbHOTO CETMEHTa
OJieHOTO Iapa W CpelHel JOOHOW M3BWIMHBI JIEBOrO MOJIyIIapusi OOJIBIIOTO
Mo3ra B rpynne CHM, mo HamuM AaHHBIM, MMeEJIa OPSMYK) 3aBUCUMOCTH OT
BBIPAXEHHOCTH JIBUTATENIbHBIX HApYIIEHU, olleHuBaeMbIx 1o cyomkane UHDRS-
Motor. BmecTe c TeM, BBIPaXXEHHOCTb CHOHTAaHHOW AaKTUBHOCTH B OO0JACTU
BEpXHEU M cpefHed JIOOHBIX M3BWIMH IMPABOr0 MOJyIIApus OOJBIIOTO MO3ra U
JIeBOM BEpXHEW BUCOYHOM M3BHJIMHBI UMENIa OOpaTHYIO 3aBUCHUMOCTh OT CU€Ta 10
cyomkane UHDRS-Motor B yka3aHHOM rpyIiie nauueHToB.

B rpynne CHM Hamu Takke ObUla BBISIBICHA IMpsiMas 3aBUCHUMOCTh
CTIOHTaHHOM aKTUBHOCTU B obOsactu I1B18 (3aTeutouHas mois), cpeaHeit JT00HOM
W3BWIMHBI W CPEIHUX OTAENax IMOSCHOM W3BWIMHBI IPABOrO MOJyLIapUs
OOJIBIIIOr0 MO3Ta OT TSKECTH (PYHKIIMOHAJIBHBIX PACCTPOMCTB, OLIEHUBAEMBIX IO
cyomkane UHDRS-Function. [Ipu 3ToM BbIpa€HHOCTb CIIOHTAHHOW aKTUBHOCTHU
B 00JIaCTH CKOPJYIIbI, JaTEPAIBHOTO CErMEHTa OJIETHOrO IIapa U HUXKHEW JT0OHOU
W3BWIMHBI JIEBOTO TOJyIIapus OOJIBILIOTO MO3ra, a TaKke B 00JacTH cpeaHei
TOOHOM ¥ YrIOBOM HW3BWIMH MPABOTO MOJYyIIapusi OOJBIIOrO0 Mo3ra uMena

oOpaTHYI0 3aBUCUMOCTb OT cuéra no cyoukane UHDRS-Function.
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NuTepecHsl JAHHbIC, TIOJYYEHHbIE HAMH, NPU NPUMEHEHUU
MHO>XECTBEHHON perpeccuu K pe3yjibTaTaM K TecTa Ha OerjoCTh peud B paMKax
onHoM kaTeropuu (>kuBoTHbIE) B rpynne CHM. Tak, Hamu Obliia BhISIBJIEHA MpsMast
3aBUCUMOCTh CTEMEHW CIIOHTAHHOW AaKTHUBHOCTU B JIEBBIX BEPXHEW JOOHOM,
BEPETEHOBUAHOM, SI3bIYHOW W NAPArvIimnoKaMNadibHOW HW3BWIMHAX, 4 TaKXKE B
o0jlacTi TpaBOM S3BIYHOM M3BWIMHBI OT CYETa MO PacCMaTpUBAEMOMY TECTY.
CroHTaHHas aKTUBHOCTHh B OOJACTH TPEYTOJIbHOW YacTH JIEBOM HM)KHEW JIOOHOM
W3BUJIMHBI UMeNla OOpaTHYIO 3aBUCHUMOCTh OT PE3YJbTAaTUBHOCTU IO TECTy Ha
OersocTh peun B pamkax oaHou kareropuun y CHM. Hamu takxke ObLn BBISIBIEH
pAl 3aKOHOMEPHOCTEM MEX]y CIIOHTAaHHOW AaKTUBHOCTBIO TOJIOBHOIO MO3ra B
MOKO€ M CTENEHBI0 HAPYILICHUSI ICUXOMOTOPHBIX PEAKLHMI, OLIEHUBAEMBIX B TECTE
Ha COMNOCTaBliecHHEe CHUMBOJOB U Iudp. CrHoHTaHHAs aKTUBHOCTh B OO0JACTU
MEJIUAJIbHBIX OTJIETIOB BEpXHEH JIOOHOW W3BWIMHBI B O00OHMX MOJyLIAPUAX
OOJBIIOrO0 MO3ra, a TakKe MeJUalIbHBIX OTHeNlax MpaBOd cpeaHel JI0OHOM
W3BWIMHBI MUMENA NPSMYI0 3aBUCHUMOCTh OT CU€Ta MO TECTYy Ha COIOCTABJICHUE
CUMBOJIOB U UPp. OOpaTHBIX CTATUCTUYECKU 3HAUYUMBIX 3aBUCUMOCTH BBISIBIIEHO
He OBLIO.

Bmecte ¢ TeM, TOJIbKO OOpaTHBIE KOPPENSIIUU ObUIM BBISIBICHBI MEXIY
BBIPAKEHHOCTHIO CIOHTAHHOM AKTHUBHOCTHM B Pa3JIMYHBIX 00JacTAX TOJIOBHOTO
MO3Tra U TSDKECTBIO MCUXOIMOLUOHAIBHBIX paccTtporctB B rpynne CHM. Tak,
CIIOHTaHHAsI aKTUBHOCTh B 00JIACTH MPaBOW MOSICHOW M3BWJIMHBI, JIE€BOM BEpXHEH
TOOHOM W3BUJIMHBI M MEAUAIbHBIX OTAENaxX JEBOW CpeaHel JIOOHON H3BWJIMHBI
nMenia 00paTHYI0 3aBUCHUMOCTh OT Cu€Ta MO pa3/iesly OIEHKH TPEBOTU IIKaJbl
HADS-SIS. CnoHTtanHas aKTHUBHOCTb B OOJAcTU CpPEAHUX OTAEJIOB MpaBou
MOSICHOW M3BHJIMHBI MMena 00paTHYIO 3aBUCUMOCTh OT BBIPAXKEHHOCTH JEIPECCUU,
OLICHMBAEMOM MO  COOTBETCTByromieMy  pasgeny  mkanel  HADS-SIS.
Bripa)keHHOCTh CIOHTAHHOW AaKTUBHOCTM B 0O0JIaCTHM JIEBOIO OCTPOBKA Yy
nanueHToB ¢ BI' MMmena cTaTUCTUYECKH 3HAYUMYIO OOpaTHYI 3aBUCUMOCTH OT

cuyéTa MO pa3nely OLEHKU pasapaxurenbHocTd  mkanel  HADS-SIS.
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Tadauuma 25. O0masi XapakTepUCTHKA BbISIBJICHHBIX CTATHCTHYECKH 3HAYMMBIX KJIMHUKO-HEHPOBU3YAJIN3ANNOHHBIX
cBsseii (p<0,05) B rpynne CHMITOMHBIX HOCHTeJ el MyTalluu 00J1e3HM [ eHTUHI'TOHA.

lcag|mu| ou | m [mul| 1P [1OP| P | 503 | I3

IIpasoe nonywapue 6oavbuI020 M0O32a

BerHSISI j00Has HU3BHJIMHA, B T.4. e€ MECAHUAJIbHBIC OTACIIbI

CpCI[HSISI 100Has HU3BHJIMHA, B T.Y. eé MCAHAJIbHBIC OTACIIbI

[Toctuentpanbuas uzsuiuna (I1b 3)

HapaI‘I/IHHOKaMHaJH:HaH HU3BHUJIMHA

[TosicHas n3BWIMHA, B T.4. €€ CPEIHUE OTAEIIbI -:

HwxHsaa TeMeHHas noJILKa

KJII/IHOBI/I,[[HaSI HU3BHUJIMHA

3arsurounas gous, I1b 18

VYrnosas uzsmwimHa (I1b 39)

1

S3prunas uzBmnuHa (116 18)

Jlesoe nonywapue 601611020 Mo32a

Cpennsist Bucounas u3smwimHa (116 21)
[Tpeuentpanbuas u3BmwinHa (I16 6)

HapaI‘I/IHHOKaMHaJH:HaH HU3BHJIMHA

S3prunas uzBminuHa (116 18)

Beperenosunnas uzsununa (I1b 19)

OctpoBok

Ckopayna

Bepxusist mobnas uzpwinuHa (116 9), B T.4. MequanbHbIe €€ OTIebl
Cpennsist no6nas uzpmwinuHa (I1b 8 u 9), B T.4. MeuaibHbIE €€ OTIebI
HwxHss 100Has M3BWIKHA, B T.4. €€ TPEYroiabHas 4acTh

BepxHsis BucouHas U3BUIMHA

JlatepanbHbIil cCErMEHT OJIeTHOTO IIapa

[Tpumeuanue: JIH — nBurarensusie Hapymenus; ®H — pynkiuonansusie Hapymenus; I1 — namsats; [13U — npocTpaHCTBEHHO-3pUTeNbHAS HHTETPALIHS;
TP — tpeBora; AP — nemnpeccus; P — pasmpaxurensHocts, BO3 — Oamn oTsroméHHocTH 3aboneBanueM; J[3 — umTenbHOCTH 3a00JIeBaHUS.
HeszamrpuxoBaHHbIe STUEHKH — IpsMasi CBsI3b; 3aIITPUXOBAHHBIC STUEHKHU — 00paTHas CBSI3b.
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Tadauuma 26. O0mass XapakTepUCTHKA BbISIBJICHHbIX CTATHCTHYECKH 3HAYMMBIX KJIMHUKO-HEHPOBU3YAJIN3ANMOHHBIX
cBsseii (p<0,05) B rpynmne «aCHMITOMHBIX» HOCUTeJIeH MyTaluM 00J1e3HU ['eHTHHITOHA.

| CAG |

™ | gp | P | BO3 | M

IIpasoe nonywapue 6onvuI020 M0O32a

MenuanbHble OTJEINBI IPABOi BepXHEH I0OHOW U3BUIIMHEI

[TpaBas nocruentpanbHast n3puiauna (116 3)

[TpaBas npeuentpanbHas u3BwinHa (I1b 6)

IIpaBoe npenknHbe

IIpaBblil OCTPOBOK

[IpaBas npsimast uzsununa (I16 11)

Cpennue oTiensl IpaBoi MOSACHON U3BUIIMHBI

[IpaBas napanentpansHas goabka (I1b 7)

[TpaBas nankpaeBas uzsuinuHa (116 40)

[TpaBas yrnosas u3BuinuHa (I16 39)

[IpaBas ckopayna

Jlesoe nonywapue 601611020 Mo32a

JleBas BCPXHSIA so0Has HU3BHUJIMHA, B T.Y. eé MEAUAJIbHBIC OTACIIbI

JleBas nmpeuenTpanbHas uzBmwinHa (116 6)

JleBas IIaparvunrokamIiajibHad U3BUJIMHA

JleBas ckopayna

JlatepanbHBIN CETMEHT JIEBOTO OJIETHOTO IIapa

[Tpumeuanue: TP — tpeBora; JIP — nenpeccusi; P — pazapaxurensHocts; bO3 — 6ann otsroménHoctu 3aboneBanuem; JIJIM — konudecTtBo JeT 110

MaHu}ecTalu 3a00JIeBaHuUs.
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Haxonen, Hamu ObLT BBISIBJIEH PSAJl 3aKOHOMEPHOCTEH MEXAY CTEMEHbIO
CIIOHTAHHOM aKTUBHOCTHU TOJIOBHOTO MO3ra B cocTOsiHMM MOokos U bO3, a Takxe
mTenbHOoCThi0 Bl CrioHTaHHass aKTHUBHOCTH B O0JAacTHM TMpaBbIX HUKHEH
TEMEHHOW JOJIbKHA, KJIMHOBUJHOW M NapardroKaMmnalbHOW W3BWIMH, a TaKKe
JIEBBIX MaparvrokaMmnaibHOW, CPEOHEW BHCOYHOM, BEPXHEH BUCOYHOW U HUKHEU
TOOHOM M3BWIMH HMeEJa CTATUCTUYECKH 3HAYUMYIO MPAMYI0 3aBUCUMOCTH OT
BenmuunHbl BO3, B TO BpeMsl Kak CHOHTaHHas aKTUBHOCTh B OOJACTU JIEBOU
MpELEHTPaIbHON U3BWIMHBI UMENIa 00paTHYIO 3aBUCUMOCTh OT PacCCMaTpPUBAEMOTO
napametpa B rpymnmne CHM.

CrnoHTaHHasT AaKTHMBHOCTb B CPEJHHUX OTHAEIAaX NOSCHOW W3BHUIIMHBI,
MOCTIUEHTPATbHON M3BUIIMHE U MEIUAIIBHBIX OT/EJIaX BepXHEU JTOOHOU M3BUIIMHBI
MpaBoOro moJymapusi OOoJIBIIOr0 MO3ra HMeNla CTaTUCTUYECKH 3HAYUMYIO
0o0paTHYI0 3aBUCUMOCTb OT JJIUTENbHOCTU 3a00sieBanus B rpynne CHM, npu stom
MPSIMBIX 3aBUCUMOCTE HAMU HE OBLIO BBISIBIICHO.

['opa3no MeHbIIHMI CHEKTp 3aBUCUMOCTEM ObUT HaMH BBISBIECH MIpU
MIPUMEHECHUU METO/1a MHOKECTBEHHOM perpeccuu K rpynne AHM.

CrnoHTaHHasi aKTUBHOCTb B 00JIaCTH NPaBOTO OCTPOBKA HMeENa MPAMYIO
3aBUCHUMOCTb, @ 00JacTH MPaBOM HaJKpaeBON M3BWIMHBI — OT BeauduHbl CAG-
JKCITAaHCUHU.

CBsA3p CIIOHTAHHOM AKTHUBHOCTH TOJIOBHOIO MO3ra CO  CTEHEHBIO
BBIPAJKEHHOCTH TPEBOTHU U JIENPECCHUHU, KaK U B ciydae ¢ rpynnoit CHM, B rpymnie
AHM wumena nuiib 00patHbIf xapaktep. Tak, CIOHTaHHAs aKTUBHOCThH B 00JIACTH
MPaBBIX CKOPJIYIIBI, MPEUECHTPAIBHON HM3BWIMHBI U MAPALEHTPAIBHON OJBKH, a
Takke B 00JACTU JIaTepajJbHOIO CErMeHTa OJEAHOTO Iapa U CKOPJIYIBI JEBOIO
nojyiapus OOJNBIIOT0 MO3ra uMesla OOpaTHYI 3aBUCHMOCTb OT BBIPAKEHHOCTHU
TpeBoru, ouneHuBaemor mno mxkane HADS-SIS. Taxxke B rpynne AHM
BBIPAKEHHOCTh CIIOHTAHHOM AaKTUBHOCTH B CPEIHHUX OTJAENaX NPaBOW MNOSICHOU
W3BWIMHBI, NMPABOM YIJIOBOW M3BWIIMHE W JIEBOM MaparurnoKaMIIAIIbHON WU3BUJIMHE
MMeNa CTaTUCTUYECKH 3HAYMMYI0 3aBUCMMOCTh OT CU€Ta MO pPa3Aeiny OLECHKH

JENPECCUN YKa3aHHOM IIKabl. BMecTe ¢ TeM, BBIPAKEHHOCTD PAa3IpaKUTEIBLHOCTH
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y nanueHToB B rpynne AHM umena kak npsiMble, Tak 1 OOpaTHbBIE B3aUMOCBSI3H CO
CIIOHTAHHOM aKTUBHOCTBHIO TOJIOBHOTO MO3Ta B COCTOSIHUM IMTOKOSI. BBIpakKeHHOCTh
CIIOHTAHHOW aKTUBHOCTH B 00JIACTH MPaBOM MPSIMON W3BUIIMHBI MMeEJa MPAMYIO
3aBUCUMOCTb OT CU€Ta MO pa3Jeiy OLEHKU Pa3ApakUTEIbHOCTH wmKaibel HADS-
SIS. CnontanHasi akKTUBHOCTh B OOJIACTU MPABOTO MNPEAKIUHBS, MEAUATbHBIX
OT/IEJIOB BEPXHUX JIOOHBIX U3BUJIMH O00UX MOIYIIApUNA OOJIBIIOTO MO3Ta, a TaKkKe
CPEOHUX OTAEIOB MPABOM MOSCHON W3BUIIMHBI UMEJA CTATUCTUYECKHA 3HAYUMYIO
00paTHYI0 3aBUCUMOCTb OT BBIPAQXKEHHOCTH pa3ipaxuTeabHOCTH B rpynne AHM.

CrnoHTaHHasi aKTUBHOCTH TOJIOBHOT'O MO3ra B COCTOSIHUHM MOKOSI B 00JIacTH
JIEBOM MPELEHTPATbHON H3BWIMHBI U IPABOTO OCTPOBKA, MO HAIIMM JaHHBIM,
nMena TMpAMYK0 CTaTUCTUYECKM 3HAYMMYK0  3aBUCMMOCTh oT bO3 vy
«aCUMIITOMHBIX» HOCUTENIEW MyTauuu bl

[IpencraBnsgeTcss TakKE€ MHTEPECHBIM, UTO CIIOHTAaHHAS aKTUBHOCTH B PSE
30H rojoBHOro mo3ra B rpynne AHM Obuta cBsi3aHa C KOJWYECTBOM JIET O
npeanojaraemoit manudecraruu bI'. Tak, crmoHTaHHas aKTUBHOCTh B JIEBOM
BEpXHEU JIOOHOUN M3BUIIMHE MMENa C 3TUM MOKa3aTeseM MPSMYI0 3aBUCUMOCTb, B
TO BpeMsl KaK CIIOHTaHHAas aKTUBHOCTh B 00JIACTH MPABOTO OCTPOBKA — OOpaTHYIO.

OmnwncanHple HaMU JaHHBEIE 0000IIeHpl B Tabimmax 25 u 26, rTIe
3alITPUXOBAaHHBbIE  sYeWKUM  O0O3HAYalOT  OOpaTHYIO  3aBUCUMOCTh,  a
HE3alITPUXOBAaHHHBIE — TMpsAMyl0. M3 Tabiaun BUAHO, 4YTO HaubOoJbIIEe
KOJIMYECTBO KIMHUKO-HEUPOBU3YAIM3AlIMOHHBIX 3aBUCUMOCTEM HaOMomaeTcss B
rpynne CHM, 49to sBasieTcs HEUPOBU3YyaTU3ALMOHHBIM  OTOOpaKEHUEM
Pa3BEPHYTOM KIMHUYECKOW KapTUHBI 3a00JI€BaHMUS.

Hannune KIMHUKO-HEWPOBU3YAU3ALMOHHBIX KOppensaTtoB B rpymmne AHM
MOATBEPKIALT, YTO HAOIIOJaeMble Hecielu(UUecKue N3MEHEHUS B JBUTATEIbHON
U TICUXO3MOIIMOHAIBHON cdepax SBISIOTCS CIEACTBUEM (DYHKIMOHATBHOU
MEPECTPOMKA B TOJIOBHOM MO3r€, 4YTO MOXET SBISATHCS OTPAKCHUEM Kak
HAUYMHAIOIIETOCsI HEUPOJAECTE€HEPATUBHOIO IMPOLECCa, TAK M PA3BUBAIOIIUXCA B
OTBET Ha HEro KOMIIEHCATOPHBIX SIBJICHU, 00yCITOBJIEHHBIX

HENPOIUIACTUYHOCTBIO.
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[IpuBenéM HECKONBKO KIMHHYECKUX TMPUMEPOB, JAEMOHCTPUPYIOIINX
OMMCAHHbIE HAMU KJIMHUKO-HEHPOBU3yadu3allMOHHbIE 0COOEHHOCTH Kak y AHM,
tak u1 CHM.

Knunuueckuni cayuwau 1. Ilayuewmxa X., 32 1em, acumnmomHas
HocumenvHuya mymayuu bI', onuna skcnancuu — 44 CAG-nosmopa. Ilayuenmka
obpamunacey ¢ AHcanodamu Ha BblCOKYIO PA30PaAXCUMENbHOCHb, HeYCHMOUYUBDL
IMOYUOHALHBIU (PoH. YHacaedosana 3abonesanue om ceoeii mamepu. CociacHo
pacuémam no ¢opmyne Langbehn ¢ coasm., 0o odxcudaemoii manughecmayuu
3abonesanus y nayuenmku ocmaémcsa 12,5 nem. Ilokazamenv O3 cocmasnsem
272. B Hesponiocuyeckom cmamyce ommeuaromcs iézkue 3ameonenue (8 npeoenax
11-14 3a 5 ¢) u cHudxceHue amnaumyovl Npu MINNUHS-Mecme 8 1e60U pyKe U
HEepUMMUYHOCMb NPU BbINOJIHEHUU MeCcmda HA NPOHAYUIO—CYNUHAYUIO 8 Npasol
kucmu. Taxum obpazom, oeueamenvuviii oain no cyowxare UHDRS-Motor
cocmaensiem 2, umo ompaxcaem HecneyupuuHoOCms Bbli8IeHHbIX 08ULAMETbHbLX
usmenenuu. Buecme ¢ mem, npu oocneoosanuu no wxane HADS-SIS y nayuenmku
ommeuaomces cybO0enpeccusHoe paccmpoucmeo (cuém no cyouikaie oenpeccuu
HADS-SIS — 5 6annos) u evipasicennas pazopaxcumenbHocmy (cuém no cyoukae
pazopadxicumenvrHocmu — 15 6annos). lloxazamenu KoeHumMuHvlx QyHKYUll (cuém
1o mecmy Ha CONOCMAasieHue CUMBOJI08 U Yupp, a makxadce no mecmy Ha 6e21ocms
pedu 8 pamKax Kame2opuu «HCUBOMHbIE») CONOCMABUMbL C MAKOBLIMU 8 2pYnne
300p06bIX 000poBobYEes — 44 u 27 coomeemcmeenHo.

Knunuueckuii cnyuaii 2. llayuenm A., 36 nem, obpamunci ¢ yenvio
MeOUKO-2eHemuU4ecKko20 KOHCYIbMUPOBAHUs 8 C853U C meM, Ymo omey cmpaoaem
bl Ilpu JIHK-mecmuposanuu eviaenena CAG-sxcnancus 6 ecene HTT, onuna
akcnancuu — 42 noemopa. OcHo8HOU KHcanodol nayueHma A611emcs NO8bLULeHHAS
MPEeBONCHOCHb U NEePUOOUHECKU CHUNCEHHBIL IMoyuoHanbhblil ¢on. CocnacHo
pacuémam, nokazamenb bO3  cocmasnsem 234, 0o  npeononazaemoti
maHugpecmayuu ocmaémcs 16,2 2o0a. llpu uccredosanuu He8pOIO2UHLECKO20
cmamyca ommeuaemcst aullb U3MEHeHUue 6 GulnoaHeHuu mecma Jlypus —

80CNpOU3Be0eHUe MeHee YembIPEX NOCIe008AMeNbHOCMel «KYIaK—peOpo—1adoHb »
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3a 10 ¢ 6e3 noockazok, umo oyenusaemcs 6 1 oann; maxkum oopazom, oowuil cuém
no cyowkane 0gueamenvbHulX Hapyulenull — 1 o6ann, umo mak duce, Kaxk u 8 ciydae ¢
nayuenmkou X., saensiemcs Hecneyuguuuvim cumnmomom. Kax u 6 cayuae c
nayuenmkot X., noxazamenu KOSHUMUBHBIX (DYHKYUL OCMAIOMCA COXPAHHLIMU
(cuém Ha conocmasnenue cumeonos u yugpp — 42, cuém 6 mecme Ha Oe2n0cmo
pedu 8 pamkax kameeopuu «dxrcusomuviey — 37). Buecme ¢ mem, y nayuenma
ommeuaemcs n02paHuyHoe 3HaveHue cuéma no pazoeny oenpeccuu wkauvt HADS-
SIS (7 6annos), a maxdce 68 0OUHAKOBOU CMENeHU BbIPANCEHHblE CUMNIOMbL
mpeso2u U pazopancumeibHoCmu (Cuém no coomeemcmayowum pazoenam WKaivl
— 8 o6annos). llayuenm ommeuaem, umo emy Y0aémcs KOHMPOIUPOBAND
nepenadvl HACMPOEHUs: NPUEMOM 2IUYUHA, 8 CBA3U C YeM Om UHOU mepanuu
OMKA3AJICAL.

Takum 00pa3om, U3 MPEJCTABICHHBIX BBIIIE JBYX CIydaeB OOCIeTOBaHMS
«aCHMNTOMHBIX» HOcuTeJed Mytaruu bl BumHO, 9YTO HAa TEpBBHIA IUIaH B
KJIMHAYECKOM KapTHHE BBIXOJSIT M3MEHEHHUS B IICUXOAMOIIMOHAILHOU cdepe, B TO
BpeMs KaK JBUTATEIbHbIE HW3MEHEHUsS HOCAT HeCHenuUIECKUui XapakTep.
VYka3zaHHble pe3yJbTaThl COIVIACYIOTCA C JAHHBIMH KPYMHBIX MEXKIYHAPOIHBIX
uccienoBannii (B gactHoctu, TRACK-HD, REGISTRY u mp.) o Tom, dTO
«aCUMIITOMHOE» HOCHUTEJIILCTBO MYTAIIMU SBJISETCA OTHOCUTEIBHO YCIOBHBIM
MOHATHEM, TaK KaK TPU OTCYTCTBUU JBUTATEIBHBIX MPOSBICHHA 1O Mepe
NpUONKEHUsT TalMeHTa K BO3pacTy Je0roTa 3a00JieBaHUS B KIMHUYECKOU
KapTUHE HapacTaeT BBIPAXEHHOCTh HEJIBUTATEIBHBIX CHMIITOMOB, YTO HaXOIUT
OTPaXXEHHUE B Pe3yjbTaTax OOCIEAOBAaHUS MO KOTHUTHUBHBIM M MCHUXOJIOTUYECKUM
mIKajaMm. SIBJI€HHE OTHOCHUTEIBLHOM KOMIEHCAIIMU WU3MEHEHH B KOTHUTHBHOW W
MICUXO3MOITMOHAJIBHON  cepax HAXOAUT CBOE OTPaKEHHE B IOBBIIMICHUH
CIIOHTAaHHOM AaKTHBHOCTH TOJOBHOIO MO3Ta B psje 00jacTed mpu IpOBEICHUHU
GbMPTn-uccnenoBanus.

Knunuueckuii cayuait 3. [layuenmxa 4., 30 nem, obpamunace 6 KIUHUKy ¢
JoHcanobamu Ha HeOoNbUUEe HACUTbCNBEHHbIE OBUMNCEHUS 6 melle, 3AMe0JIeHHOCHb

0BUICEHUI, 4Y8CMBO HEN08KOCMU NPU X00bOe, HeCmaOUIbHbIU IMOYUOHAILHBIU
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@oH, crudxcenue namamu u cHudxceHue maccol meaa. CoenacHo OaHHbIM CemMeun020
anamuesa, 6wl OoNIeH omey, Y KOMOpo2o 08ucamenbHble CUMNMOMbL 3a00/1e8AHUS
nosasunuco 6 eospacme 42 nem. Co cl08 nayueHmKuU, ONUCAHHbIE HCALOOb
becnokoam 6 meueHue nocieoHux 6 nem. Mamb ommeuaem, umo nepevIMU
NOABUNUCL CHUMNCEHUe NAMAmMU, OMCYMCmeue UHUYUAMUBHOCMU 8 HO0B8eOeHUlU,
pe3Kue nepemensbl HaCmMpoeHusl, a 3amem, CNyCms nPpUMepHo 200, NPUCOEOUHUTIACD
HEL0BKOCHb NPU OBUNCEHUSX, KOMOPAsi CO 8peMeHeM CMmaid CONpoB8OHCOAMbCs
HaculbcmeeHHvIMUu osudcenuamu 6 mene. llo oannvim J[HK-mecmuposanus, y
nayuenmxu eviseiena CAG-sxcnancus 6 ecene HTT, onuna sxcnamcuu — 49
noemopos. Ilokaszamenv BO3 cocmasnsem 405. B nesponocuueckom cmamyce
ommeuaemcsi 1€2Koe 3ameldNeHue CKOPOCMU CAKKAO 21a3, HeBO03MONCHOCHb
y0epaiHcusamsv A3blK HOJIHOCMbIO 8bl8EOCHHLIM U3 nolocmu pma ¢ meyenue 10 c.
Ilpu  nposedenuu monnuHe-mecma uUMeem Mecmo J1é€2Koe  3ameOdNeHuUe
NOCMYKUBAHUS NATbyamu 8 npagou kucmu u ymepentnoe (7—10 3a 5 c¢) — 6 nesoi
kucmu. Tecm Ha npoHAyUIO—CYNUHAYUIO KUCMU BbIABUIL HEPUMMUYHOCMb C 0Oeux
e2o cmopon. B mecme Jlypus ommeuaemcs 6vlnonHeHue MeHee 4 noemopos
nOCNe008amenbHOCMU «KYaaK-peopo-1adonsby 3a 10 ¢ 6e3 noockazox. Taxoce npu
ocmMompe ommedaemcsi 1é2Koe UsMeHeHUe MblUeYH020 MOHYCa NO NAACMUYEeCKOMY
muny 8 pykax npu KowmpaiamepaivHou akmusayuu. Ilpu ocmompe ommeuaemces
JIE2Kasi HenOCMOSAHHASL OUCIMOHUYECKAsl YCMAHOB8KA NPABOU KUCMU U JIeBOU PYKU
npu xoovbe. Obpawaem Ha cebs BHUMAaHUE NE2KUL HENOCMOSHHbIN XOpeudecKuul
2UNepKuHe3 68 MUMUYECKUX MbllUYax, OYKKO-OpO-TUHSBAIbHOU MYCKYlamype,
myJnosuue u Ho2ax, YyMepeHHo 8blpadicenHas xopes — 6 pykax. lloxooka HecKoIbKO
3amednena. Takum obpazom, obwut cuém no cyowkaie 08UAMENbHBIX
napywenuti UHDRS-Motor cocmasnsem 24 6anna. Ouyenxa no wxare UHDRS-
Function cocmasnsem 20 6annos, umo coomeemcmeyem JE2KUM O2PAHULEHUIM
@DYHKYUOHAIbHOU ~ AKMUBHOCMU nayueHmku. B mecme wna conocmaenenue
CUMB0N08 U yYu@dp nayuewmka Habpara 9 6ann08, uUMO Xapakmepuzyem
BLIPANCEHHOE CHUNCEHUE CKOPOCMU NCUXOMOMOPHBIX peakyuti. Tecm Ha be2nocmy

peYU 6 pamKax Kamecopuu «IHCUBOMHbLIEY NOKA3Al YMEPEHHbIE HAPYULEHU
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@YHKYULl cemManmudeckol namamuy — nayuenmka oana 14 npasunvuvlx omeemos
3a 1 mun. Ilpu obcnedosanuu no wxare HADS-SIS ommeuaromes kiunuuecku
svipascennas oenpeccus (11 6annos), a makaice A61EeHUS YMEPEHHbIX MPEBOSU U
pazopasicumenvrhocmu (18 u 12 6annoe coomeemcmeenno). Ha momenm ocmompa
nayueHmKa He noayuaia Kakou-iubo MeouKameHmo3Hol mepanuu.

Takum 00pa3om, U3 OMUCAHHOTO ClIy4yas BHJHO, YTO MAI[MEHTKa SIBIISAETCS
«CUMIITOMHBIM» HOCHUTEJIEM MYTalldd C HaJu4ueM KaK JBUTATEIbHBIX, TaK U
HeJIBUTATeNbHBIX TposiBieHud bI'. Bmecte ¢ Tem, oOpamaer Ha cebsi BHUMaHUE,
YTO, TO JAHHBIM COOpPAaHHOIO aHaMHE3a, MEPBHIMU MOSBUIUCH H3MEHEHUS B
MICUX0AMOIIMOHATBHON cdepe. B mpencraBieHHOM KIMHHUYECKOM IpUMeEpE
OTMEYaeTCsl Takke xapakrtepHoe mist bI' siBieHMEe aHTUIUNALMU NpU Tepeaaye
3a007€BaHUs M0 OTI[OBCKOM JIMHUM — Y MAlMEHTKU 3a00JieBaHuE J1e€0I0TUPOBAIIO
paHble, yeM y €€ 00JIbHOrO OTLA.

Knunuueckuii cnyuait 4. Ilayuenm A., 40 nem, obpamuics ¢ xcarobamu Ha
HACUTbCMBEHHbIE 0BUNCEHUS 8 mele, HeYCMOUYUBYIO NOXOOKY, CHUMNCEHUEe NAMSAMU.
Ilo anammnesy, 6oneem 6 meuenue 11 nem. Co c108 poOCmMBEHHUKOS, NeP8bIMU
NOABUNUCL 08UAMEIbHbIE HAPYULCHUSL 8 8UO€E HETOBKOCMU NPU METIKUX OBUNCEHUSIX
8 pykax. Cnycmsi 200 NOABUNUCH USMEHEHUsL 8 NCUXOIMOYUOHATILHOU chepe 8 gude
omcymcmaus uHuyuamugnocmu. Ilo mepe npozpeccuposanus 3a060n1e6anus cmanu
NPUCOCOUHAMBCL  CHUNCEHHbIU IMOYUOHANbHLIL  (DOH, paA30pa*cumenbHOCmy,
INEeMEeHmMbl NepcesepamusHoco U azpeccusHoco noegeoenus. llo oamnvim JIHK-
mecmuposanusl, eviasieno 45 manoemuvix CAG-noemopos 6 eene HIT. B cemve
cmpaoana 3aboneganuem Mamov, y KOMOPOU Hepevle CUMNMOMbL 00Ne3HU
nossunucy 8 gospacme 30 nem. Ha momenm ocmompa nayuenm npuHumaem
muanpuod 6 0oze 300 me/cym ¢ yenvio KOppekyuu 08uUcamenbHulX HAPYUIeHUl U
MeMaHmuH ¢ yeavlo Koppekyuu chudxcenus namamu. llpu ocmompe ommeuaiomces
MOAYKOOOPA3Hble OBUNCEHUS 2NIA3HBIX 500K NpU CIEeHCeHUU 3a MOJIOMOYKOM,
Henooassiemvle OBUNCEHUsL 201080U NPU  UHUYUAYUU CAKKAO, YMepeHHOe
3amedieHue Cakkao 2na3z, 1€2Kas OU3apmpusl, He8O3MONCHOCMb YOEPHCUBAMb A3bIK

NOJHOCMbIO BblBCOCHHLIM U3 NOJOCHU pma 6 meuderHue 10 c. Ommeuaromcs
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8bIPANCEHHBLE HAPYUEHUST 8 8bINOJIHEHUU MAINNUHS-mecma (3-6 nocmyKu8anuil 3a
5 ¢), 3nauumenvHoe 3ameonenue 8 8bINOAHEHUU MECMA HA NPOHAYUIO-CYNUHAYUIO
Kucmu ¢ obeux CmMOpOH, YMEpPeHHOe NOBblUEHUE MbIUEYHO20 MOHYCA NO
niacmuyeckomy muny 6 pyKax, Jé2Koe 3amelsieHue obujell 08uecameibHou
akmusnocmu. B mecme Jlypusi nayuenm Oemoncmpupyem vinoiHeHue meHee 4
NnOBMOPO8 NOCAE008AMENLHOCU «KYIAK-PeOpO-1a0oHby ¢ noockaskamu. Ilpu
ocmompe obpawarom Ha cedsk GHUMAHUE YMepeHHble OUCOHUYEeCKUe NPOSBNeHUs
8 mynoguwe, pyKax, npagou Hoee, J1€2Kas HeNnOCMOSHHAS PACNPOCMPAHEHHAS
Xopesl, NOX00KA C WUPOKO paccmasieHHviMu Ho2amu. B mecme na manoemHyto
X00b0y — mpu OMKIOHEHUs Om NpAMOU JIuHuu. B mecme na pemponynvcuio
CAMOCMOSIMENIbHO NPUHUMAem UCXOOHOe nojodicenue. Takum obpazom, obuuil
cuém no osucamenvuou cyowkare UHDRS-Motor cocmasun 51 6ann. Oyenka no
cyowrxane UHDRS-Function cocmasuna 20 6annos, umo coaiacyemcs ¢
8LIPANCEHHOCMbIO 08ucamenvhvlx Hapyutenut. llo oaumnvim 00ciedoanuss no
wxane HADS-SIS, eviasniromcs néekue cumnmomvl Oenpeccuu u mpesocu (7
bannos). Aenenus pazopaxcumenrbHOCmMu HOCAM He3HaYuMbll xapakmep (3 banna).
Obpawaem na cebsi GHUMAHUE CHUMCEHUE (DYHKYUL CeManmuiecKou namsamu —
cuém 6 mecme Ha Oe210CMb peuu 8 pamMKax Kame2opuu «HCUBoOmHviey cocmagui 8
cno8. Bmecme ¢ mem, ckopocmb ncuxomMomopHwulx peakyuii 6 mecme Ha
conocmasienue CuUMB0I08 CHUNCEHA He MAK CUIbHO, KAK 8 Hnpeovloyujem
KIUHUYeCKom npumepe, u cocmasuna 12 6annos. B mpencTaBIEHHOM MpUMeEpe
OMMCaH MalMeHT ¢ 00Jiee BhIpaXXEHHBIMU KIMHUYEeCKUMHU TiposiBiieHusiMu bI'. Tak,
cu€t no cyomkane UHDRS-Motor coctaBun 51 6ami. Bmecte ¢ TeM, HeCMOTpsI Ha
ropa3fao 0OoJiee BBICOKMI Oalil JBUTATENbHBIX HApyIIEHUHW IO CPaBHEHUIO C
nanueHTkon Y., ypoBeHb (YHKIIMOHATBHON AKTUBHOCTH y HHUX OJMHAKOB, UTO
CBUJIETEIILCTBYET O TOM, YTO HA MPOTSHKEHUHM OMNPENCTIEHHOTO BpPEMEHHU IMpHU
HaJIMYUU SABHBIX JIBUTATEIBHBIX PACCTPONCTB (PYyHKIIMOHAIbHBIE HAPYIIEHUSI MOTYT
OBITh OTHOCHUTEJIbHO CKOMIIEHCUPOBaHHbIMU. DaKkT TOTO, YTO AK€ Ha CTaauU
SBHBIX KJIMHUYECKUX TMPOSBICHUIN 3a00JieBaHUSI KOMIIEHCATOPHBIE SIBJICHUSA

HEHPOIJTACTUYHOCTH MPOJIOJKAIOT JICHCTBOBaTh, HAXOAUT CBOE OTPAXKEHHE B
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OIMHCaHHBIX HaMH BbIIIIC KAaK CHHXCHHH, TaK MW IIOBBINICHUH CHOHTaHHOU
AKTHUBHOCTH B LICJIOM pPAAC o0JacTel TOJIOBHOT'O MO3ra Y CUMIITOMHBIX HOCHUTEIICH

mytauuu BI' npu nposenennn GMPTn-uccienoBanus.
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I''TABA 4
OBCYXXJIEHME PE3YJIbTATOB

bone3ns ['eHTUHITOHA SIBISIETCS MOJEIBHBIM 3a00JIeBaHUEM ISl U3YUEHHUS
pa3BUTUSL HEUPOAETE€HEPATHBHOIO IIpolecca B TOJOBHOM Mo3re. B cBs3u c
JOCTUTHYTBIM B  TOCIEIHEE JEeCATHIETHE MporpeccoMm B  pa3paboTke
MOTEHIUAIBHBIX TMOAXOJ0B K TMaTOoreHeTudeckoMy JjedeHuto bBIT ocobGeHHo
BAXKHBIM SIBJISIETCS TIOUCK OMOMapKepoB 3a00JieBaHUsl, OI[EHKA KOTOPHIX MO3BOJUT
cyauThb 00 3P PEeKTUBHOCTU MPOBOJUMOIO JICUEHUS.

B nameii pabote HaMu BOEPBbIE B POCCUICKONW MOMYJIAINH MaieHToB ¢ bI’
Oopu1 mpuMeHEH Meton (GMPTH ¢ BeIAeIEHHEM OCHOBHBIX ceTell MOKOsS. MpbI
OLICHWJIM 3HAYMMOCTh MOJYUYEHHBIX MOKa3aTeJIel MPU XapaKTEPUCTUKE TEKYIETO
HEUPOJIETEHEPATUBHOTO MPOLECCA; BBISBICHO, YTO HA Pa3IMYHBIX craausx bI
OTMEYaeTCsl ClIokHasg (YHKIMOHAIbHAsI TMEepPecTpoiKa TOJIOBHOITO MO3ra, 4YTO
OTPaXKAETCS B COOTBETCTBYIOIINX KJIMHUYECKUX OCOOCHHOCTSIX 3a00JieBaHUsI. DTOT
(akT CBUIETENHCTBYET O BO3MOXKHOCTH WCIOJIb30BAHUS BBISIBJICHHBIX HaMHU
KIIMHUKO-HEUPOBU3YATM3ALIMOHHBIX KOPPEJISITOB B KauecTBe Ouomapkepon bI'.

Cpenunee 3nauenue bO3, kak U oxuganoch, o610 HUKE B rpynne AHM, uro
OOBSICHSIETCS MEHBIIEH MPOJIOKUTENBHOCTBIO SKCIO3UIIMU TaKUX CYOBEKTOB IO
OTHOLICHWID K BO3JECUCTBHUIO MYTAaHTHOrO TeHTHHITHHA. B rpynne CHM
OTMEYAJIOCh XYJIIee BBHIMOJHEHUE TecTa Ha OErjJocTh B paMKax KaTeropuu
(OCKMBOTHBIE»  (OLIEHMBAeT (PYHKIHUIO CEMAHTUYECKOW TMaMsTH, a TaKxke
UCIIOJHUTENbHbIE (YHKIIMU, B OCYIIECTBICHUH KOTOPBIX YYACTBYIOT HIDKHSS
BHCOYHasl U BepeTeHooOpa3Has u3BwinuHbI [164]) mo cpaBuennto ¢ AHM. Taxxke,
COTJIACHO TMOJYYEHHBIM Hamu pe3ynbTaram, cpean CHM oTMmeuanuchs xyammue
MOKa3aTelu BBIMOJHEHUSI TeCTa Ha COIMOCTaBIIEHHE CHUMBOJIOB U 1udp,
XapaKTEPU3YIOLIETO CKOPOCTh MCUXOMOTOPHBIX pEaKIMi, COXPAHHOCTh BHUMAHUS,
MPOIIECCOB 00PabOTKU U UHTETPALlUU MPOCTPAHCTBEHHO-3PUTENbHON HHPOPMAIIUU
A KPAaTKOBPEMEHHOM MAMATH. Y MAIMEHTOB C KIMHUYECKUMH NPOsABICHUSIMU bl

OTMCYHAJIMCh TAKXKEC CTATUCTHYCCKH 3HAYUMMbIC HW3MCHCHHA B 3MOHHOHEUIBHOI>1
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chepe: 1O JaHHBIM OOCJIEIOBaHUSA C WHCIHoOJAb30BaHueM MmKaiabl HADS-SIS,
JIETIPECCUS U TPeBOTra ObLIU BRIPAKEHBI Y TAKUX OOJBHBIX 3HAUUTEIBHO OOJIbIIE, B
TO BpeMs KakKk pa3IMuvsl B BBIPAXKCHHOCTH Pa3APAKUTEIBHOCTH HOCHIIH
CTaTUCTUYECKM HE3HAYMMBIA  XapakTep. DBbIIBICHHBIE HaMM  HW3MEHEHUS
MOJATBEPKAAIOT CIIOKHUBIIUECS TMPEICTABICHUS O KIMHUYECKON KaptuHe bI,
BKJIIOYAONIE B ce0si, MOMUMO JBUTATEIbHBIX PACCTPOICTB, HApYIICHUS B
TICUX03MOITMOHAIIBHOM cdepe.

[IpuMeuatenbHbl OOHAPYKEHHBIE HAMU KOPPEJSIUOHHBIE CBsI3U. Tak, B
rpynne CHM Hamu OblUla NOpOJEMOHCTPUPOBAHA CHUJIbHAs OTpHUIlATENbHAs
KOppensius Mexay OasioM JBHUrarelbHbiXx HapymieHuid mno mkaie UHDRS u
O0aisioM (QPYHKIMOHAJIBHBIX HAPYUIEHUW MO OJHOUMEHHOMY paslieNly ATOM xe
IIKaibl, a Takxke oueHkod mno mkaine TFC. Dtor ¢dakT, BO-NMEpPBBIX, MOKET
MOATBEPKAATh BEAYLIYI0 POJIb JBUTATEIIBHBIX PACCTPOMCTB B HHBAIUIAU3ALUU
nanueHToB ¢ bBI, a BO-BTOpPBIX, KOCBEHHO MOXET CBHUJIECTEIBCTBOBATH O
JIOCTATOYHOU YyBCTBUTENIBHOCTH MIKanbl TFC (HecMOTpsi Ha CBOIO MPOCTOTY U
KpPaTKOCTh) B XapaKTepUCTUKE (PYHKIIMOHATIBLHOIO CTaTyca nmaueHToB ¢ bl

Briseniennele Hamu B rpynne CHM orpunarenbHbie KOPPEISLIHOHHBIE
cBa3u Mexnay mnokazarenemM bO3 u Oamiom TFC, a takxke mexny bO3 wu
pe3yiibTaTaMu BBIMOJHEHUSI TeCTa Ha OErJoCTh peYd B paMKax KaTeropuu
«GKUBOTHBIE» UMEIIH CTATUCTUYECKU HE3HAUMMBIN XAPAKTEP; ITO KE MPUMEHUMO U
K OOHAapy>KEHHOW TOJIOKUTEIbHOU KOPPEIAIIMOHHON CBSI3U MEXIY BEIUYUHOU
CAG-3kcmancuu u 6amiaoM pazapaxurenbHocTy no 1mkane HADS-SIS. Hanuuue
MOAOOHBIX 3aKOHOMEPHOCTEH BIIOJHE OOBACHUMO C TOYKH 3PEHUS KIMHUYECKOU
KapTuHbl bBI' — OTCYTCTBHE MX CTATUCTUUYECKON 3HAYMMOCTH MOXKET OOBSCHSITHCS
HEJIOCTATOYHBIM Pa3MepOM BBIOOPKHU.

[Ipu cpaBHEeHMU paznuuuili narrepHa cnoHTaHHOW akTuBHOCTH CIIPPI'M,
BBISIBJICHHBIX MEXJY 3/I0pOBBIMU cyObekTamu u rpynnot AHM, namu ObLIO
OOHApYy»EHO TOBBIIIEHWE CIOHTAHHOM AaKTUBHOCTM B OOJacTU MPaBOTO
MPEKIMHBS U MOKPBIIIEUHOW YaCTU MPABOW HIKHEH JIOOHOM M3BUIMHBI. MOXKHO

ONpCAIoOJI0XKNUTb, YTO 3TO ABJICHHUC OTpPaAXacT IIPOLCCChI HGprOHH&CTH‘-IHOCTH,
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AKTUBUPOBABIIIMECS C IEJIbI0 KOMIIEHCAIIUM HAUYMHAIOIIUXCA HEHPOICUXUYECKUX
paccTpoucTB. CUMTAaETCA, YTO NMPEAKINHBE OTBEYAET 3a IPOLIECCHI, CBSI3AHHBIE C
00paboTKOM 3pUTEIHLHO-TTPOCTPAHCTBEHHBIX 00pa3oB (B YaCTHOCTH,
MIPEICTABICHUE JBUTATEIBHOIO aKTa, KOOPJAUHALMS JABM)KEHUI B MPOCTPAHCTBE),
ANU30JUYECKYI0 MaMsiTh (cHUcTeMa TaMsATH, cojepXamias  COOBITUHHYIO
MH(}OpMAIUIO, MOJYYEHHYIO YEJIOBEKOM Ha OCHOBE €ro MpeAbIAYyIIEro OIbITa;
COrJTacHO  OJHuemo  TynapBHHIY, OJNU30JUYECKOW  IaMSATH  CBOMCTBEHHA
aBTOOMOrpa(MYHOCTH), a TaKXK€ Y4YacTByeT B Mpoleccax CyObeKTUBHON
caMouJieHTUPUKaIMu U camoco3Hanus (self-awareness) [37]. OueBugHO, Ha
JOKJIMHAYECKOUN CTalui UMEET MECTO MOBBIIICHUE PYHKIIMOHAIBHOW HAarpy3Ku Ha
HEJIOMUHAHTHOE TMOJylllapue OOJbIIOr0 Mo3ra (Bce 00CieI0BaHHBIE CYOBEKTHI
ObLIM MpaBLIaMHU) ¢ KOMIIEHCATOPHOM Lenblo. MHTEpecHO Takke, 4TO MpaBOMY
MOJTYIIApUI0 OOJIBIIOT0 MO3ra (HETOMHUHAHTHOMY Yy TMpaBIIed) MNPUIHUCHIBACTCS
IJIaBEHCTBO B KOPKOBOM KOHTPOJIE BHEIIHHMX MNpOABICHUN smouuii [158].
Cuuraercs, 4YTO OTO TNOJyUIapUe Y4YyacTBYeT B TMPUJAHUU HUHTOHAIUU
AMOIIMOHAJIBHOTO OTTEHKA KaK YCTHOM, TaK M MUCbMEHHOM PEYH, a €ro MOpaKeHUe
(B 0cOOE€HHOCTH, JTOOHO-BUCOYHOM 001acTH) HOPUBOAUT K HSMOIMOHATIHLHOMY
oe3paznuunio [51]. IlopakeHue MOKPBIIMIEUHOW YacTH IMPaBOM HUXKHEH JIOOHOU
W3BUJIMHBI MOXKET 3HAYMTENIBHO YMEHBUIATh CIIOHTAHHYIO XECTUKYJanuio [123].
NMeHHO nmepedyucieHHble (QYHKIMM M HA4YMHAIOT CTpajaTh IO  Mepe
IIPOrPECCUPOBAHUS HEWpoaereHepaTuBHOro mnpouecca npu bI', HO mMoryT OBITh
CKOMITEHCHPOBaHbl Ha JOKIMHUYECKOUN cTaauu 3a0oneBanus. bonee Toro, HUXHAS
no0Hasi W3BWIMHA TPAJULIMOHHO He mnpuuucisercs k crpykrypam CIIPPT'M.
Takum oOpazoM, coriacHo nojydeHHbIM Hamu aaHHbiM, CIIPPI'M pekpytupyet
JIOTIOJIHUTENIbHBIE YYACTKU KOPBI, MPEANOJIOKUTEIBbHO, C UEIbI0 MOACPKAHUS
(YHKIIMOHATBHOM  KOMIEHCAlUM  CTpajaromux  (QyHKIuUA. DTO  SBIICHHE
MIPOCJICIKUBACTCS U MPHU JTaTbHEUIIIEM aHAIN3€ HAIIUX JAHHBIX.

[Ipu cpaBHeHun rpynnel KoHTposiss ¢ rpynnod CHM, nHamporuB, vy
NAlMEHTOB OTMEYaJOCh CHI)KEHHME CIIOHTAHHOM AaKTUBHOCTH B  00JacTu

NpCAKIMHbA AOMHWHAHTHOTO IOJyHIapus, a TaKXKC B CPCAHUX OTACIaxX JIEBOI



102

MOSCHOM WM3BWIMHBI M B IPaBOM MapaleHTpalbHON noibke. [losicHas u3BMiIMHA
pacrionaraeTcss Ha MeAUalbHON MOBEPXHOCTH MONYMIApUNA OOJIBIIOTO MO3Ta U
SIBJISICTCS. BA)XKHOM COCTABJISIONICH JUMOWYECKON CHCTeMBl. MaKpOCKOMHMYECKH
BBIJICISIIOT TpU OTJAENa TMOsSCHOW u3BWIMHBL e€ mnepeanuit otnen (IITTN)
JIOKaIM3yeTCsl TOTYAC MOJ BEpXHEH JOOHOM WM3BUIMHOW (HMX pa3lienseT MosicHas
6oposzna), cpeanuit otaen (CIIN) HaxoauTcss KHU3Y OT HapaleHTPaabHON JOJIbKU
(ux Taxke paszzenser mosicHas O0oposma), a 3amuui otaen (3I1M) pacmomaraercs
KHU3Y OT MPEIKJINHbS (OTTPAaHUYMBAETCA OT HETro MmoATeMeHHOM Ooposznoit). C
TOYKU 3peHus IuToapxutekroHuku, k [I[IM (Hanpsmyro BoBIeY€H B
(dbopMupOBaHUE BEre€TAaTUBHOM COCTAaBISIONIEH ASMOIMOHATIBHBIX MEPEKUBAHUN)
otHocsitcst nonst bpoamana (I1B) 32, 24 u 25, x CIIN (ydacTByeT B mpoieccax
(dhopMupOBaHUs ABUTATEILHOIO OTBETA C YUETOM 3MOIIMOHAIBHON COCTABISAIONIEH,
MOTHUBAIlMU; CBA3aHa C (QOpPMHpPOBAHUEM peaKUUM U30E€TaHUsi HAa OCHOBE
HakazaHnus/moakperienus) — [1b 32 u 33, a x 3II1 — I1b 23 u 31. Beigenstor
TaKxke perpocruieHanbHbIN oTaena [IU, dopmupyronuiicsa I1b 26, 29 u 30 (3111 u
perpocmieHanbHbIN otaen 1N yyacTByoT B hopMupoBaHUU TOMOTPaPUUIECKON U
TOMOKUHETUYECKON MaMsITH, aHauze MPOCTPAHCTBEHHO-3PUTEIIHLHOM
nHpopmanmn) [148].

[Tapauentpanbhas nonska (ILJ[) oOpa3yercs 3aaHeMeuaIbHBIMUA OTACIAMU
TOOHOM 10U W MepeNHeMeIuaIbHbBIMU OTHAeNlaMu TeMeHHou nonu. [lepennue
OT/ACNbI TapaleHTPaIbHONW JOJbKHA BXOASAT B COCTAaB JO0OABOYHOM IBUTATEIHHOM
30HBI, KOTOPOM MPUMHUCHIBAIOTCS (PYHKIMHU 3ayuydBaHUs, IUIAHUPOBAHUS U
KOOPAMHAIIUU CIIOKHBIX JIBUTATEIIbHBIX aKTOB.

Kak Buano, u CIIN, u nmapaneHTpanbHas A0JbKa BOBJIEUEHBI B MPOIECCHI
TOHKOTO TJIAHUPOBAHUSI U MPOCTPAHCTBEHHON KOOPJIUHAIIUU JABUTATEIBHOTO aKTa,
KOTOpBIE 3HAYUTENBHO CTpafaroT y mnanueHToB ¢ bI. CHuXeHHe CIOHTaHHOU
AKTUBHOCTH B COOTBETCTBYIOIIMX Yy4YacTKax TOJOBHOTO MO3ra MOXET OBITh
OTPAXKEHUEM CpbIBa KOMIIEHCAlUU u HapacTaHUs TEKYIEero
HEWpOJETeHEPATUBHOIO TMIPOIlEcca, COMPOBOXKIAIOMIETOCs] THOENbI0 KIETOK U,

CJICOOBATCIbHO, MCHBIIINMHU METa00INIEeCKUMU HOTpC6HOCT$IMI/I. B 10 xe BpEMs,
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HaM# OBLJIO OTMEUEHO MOBBIIIEHUE CIIOHTAHHON aKTMBHOCTH B 00JIAaCTH OCTPOBKA
HEJIOMUHAHTHOTO MOdymapus O0oapmoro mosra. OCTpPOBOK, PacloNOKEHHBIM B
riryonHe CuibBUEBOM IIIE€NM, YYacTBYET B pealu3aluyd LEenoro psaa (QpyHKOUH.
Tak, ero mepeaHue OTHAENbI, UMES MPEUMYIIECTBEHHO CBS3U C JUMOMYECKOM
CHUCTEMOM, SIBJISIFOTCS HMHTETPATUBHBIM LEHTPOM TNOCHEAHEW B OCYIIECTBICHUU
BET€TATUBHBIX M YYBCTBHUTEIBHBIX peakiui. Takke U3BECTHO, YTO KPOBOTOK B
MepeHuX OO0JACTAX OCTPOBKAa yCHUJIMBAETCS MPHU OCYIICCTBICHUM aKTa
MPOU3BOJILHOTO TJIOTaHUs, a WH(MAPKTHI B 3TOM 30HE MPUBOIAT K Aucharuu.
3agHue OTHENbl OCTPOBKA HMMEKOT, B OCHOBHOM, CBSI3U C HEOKOPTEKCOM H
OTBETCTBEHHBI 3a 00pabOTKy 3ByKoBOU mH(opmamuu [51]. W3 mepeudncienHoro
MOXET CJIeIOBaTh, YTO, HECMOTPS Ha CHWXKEHHE (DYHKIIMOHAIBbHOW aKTUBHOCTHU
psna obnacTed rOJIOBHOTO MO3Ta, Y CUMITOMHBIX NanueHToB ¢ BI' coxpauswoTcs
MpOSIBIICHUSI JEeUCTBUSL (PEHOMEHA HEUPOIIACTUYHOCTH, YTO MU HAXOJMUT CBOE
OTPa)KEHUE B MOBBIIICHUHN CIIOHTAHHOW aKTUBHOCTH B (DYHKIIMOHAJILHO 3HAYUMBIX
npu bl pernonax Kopsl.

[Ipu cpaBuenun AHM u CHM y mnocimemHUX OTMEYAIOCh CHUKEHHE
CIIOHTAHHOW AaKTUBHOCTH B MPABOM MPEIKIUHbE (HAIOMHHUM, YTO TMOBBIIICHUE
CIIOHTAHHOW aKTUBHOCTU B ATOM ke obOnactu otMeuaioch Yy AHM mno cpaBHeHUIO
co 3710poBeIMU cyObekTamu). Kak u npu cpaBHennn CHM ¢ rpynmoit KoHTpons,
MIPU CPaBHEHUHU MEPBBIX ¢ cyObekTamMu u3 rpynmnsl AHM HaGmro1anocs CHUKEHUE
CIIOHTAHHOM aKTUBHOCTHU B CPEIHUX OTAENAX JICBOM MOSICHOW M3BWIMHBI, UTO €HIE
pa3 MoOXXeT OOOCHOBBIBATH HUMeIIMecs y OonapHbIX C bl Hapymenus B
AMOLIMOHATBFHO-MOTHBAILIMOHHON COCTABISAIOIIEH JBUTATEIIbHBIX akTOB. boiee
TOro, OBLIM BBISIBICHBI JIONMOJHUTENbHBIE 30HBl CHUXEHUS CIIOHTAHHOU
akTuBHOCTHU B rpynne CHM: MmenuanbHbie OT/IeTbI BEpXHEN JT00OHON U3BUIMHBI (110
JAHHBIM psJia UCCIeoBaTeNeH, cBsi3aHa ¢ 00eCeYeHUEM BBICIIMX KOTHUTHUBHBIX
(GyHKIIUHA, B OCOOEHHOCTHM KPaTKOBPEMEHHOU MaMsTH, a TakXKe y4acTBYET B
oOpa3zoBaHuU J100aBOYHOI ABUTATEILHOM 30HbI [79]) U nepeHne 0TIl OSICHON
M3BUJIMHBI (KOHTPOJIb BEreTaTUBHOTO KOMIIOHEHTA SMOIMI) JTOMHUHAHTHOTO

noJtymapust O0JIbIIOro MO3ra.
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[Io cpaBHenuro ¢ AHM B rpynne CHM oTmeuanocs Takke CHHKEHHUE
CIIOHTAaHHOM aKTHUBHOCTH B 00JacTh XBOcTaThiX sifep (XS5) ¢ obemx CTOpoH, UTO
MOXKET OTPa)KaTh MPOTrPECCUPYIOLIYI0 TMOENIb HEHPOHOB 3TOr0 0a3alabHOrO sjpa
NP HAJIWYUU JBUTATEIBHBIX KIMHUYECKUX MposiBIieHU 3ab0oneBanus. XA u
CKOpJyNa SBJSIOTCS OCHOBHBIMH Cpelud OaszalibHBIX siAep NPUEMHUKAMU
adpepeHTHBIX UMITYJIBLCOB MNPAKTHUUYECKH OT BCEX OTIEIOB KOPHI MOJyIIapUil
OOJIBIIOr0 MO3ra, 3a HUCKIIOYEHHWEM [EePBUYHOM 3pUTENIbHOM, CIyXOBOW U
00OHATENBHOU KOpBI. XS M cKOpiyna PEeLUIpPOKHO B3aUMOCBS3aHbI C UYEPHOU
cyOctaniue (MOCPEACTBOM HUTPOCTPUAPHOTO TMyTH) TakK, 4YTO OCHOBHAas
s¢depeHTHas UMITyIbcalusl OCYILIECTBISIETCA 4epe3 IocieqHee oOpa3oBaHHUE U
Onmenuplii  map. OJOHAaKO HEOOXOOUMO TakKe€ I[OMHHUTb, YTO IOMHUMO
HEMOCPEJCTBEHHOTO YYacTHUsl B PETYJIALNU JBIKEHUHN, XS Urpaet BaxkHyr0 poJib B
OCYILIECTBJICHUU HCIIOJHUTENbHBIX (PYHKIMM (COBMECTHO C JIOOHOUM Jonei), B
YaCTHOCTH, B TIPOLIECCaX BBIACICHUS IPOMEKYTOYHBIX II€JIEM Ha OCHOBE
MOJTYYEHHBIX PE3YyJbTATOB ISl TOCTUXKEHUSI KOHEUHOU 11eu (Haubosee akTUBHO B
3TOM 3ajielicTBOBaHa royioBka X5) [59].

[ToBbIllIeHHE CIIOHTAHHOW aKTUBHOCTU B 00JIACTH JIEBOU CpeHEN BUCOYHOM
m3BuiuHbl (I1b 21), a Takxke TpeyrojbHOW U IIa3HUYHOW YacTel JIEBOW HUXKHEU
no0Ho# u3BwiMHbl B rpynne CHM no cpaBaenuto ¢ rpynnoit AHM, no namemy
MHEHUIO, TAaK)KE€ MOXKET CIYKUTh OTPAXKEHUEM Pa3BUBAIOIIMXCI BO BPEMEHHU
KOMIIEHCATOPHBIX pPEAKIHUl B OTHOIIEHUU (PYHKIMM, OCYIIECTBIEHHUE KOTOPBIX
CBA3aHO C JTHMM 30HaMM. Tak, W3BECTHO, YTO BEPXHAA M CPEIHSS BHCOYHBIE
M3BWIMHBI YYacTBYIOT B MPOLECCaX 3allOMUHAHUA M y3HaBaHUA 00BEKTOB [S1], a
TpEyrojbHasT W TJa3HUYHAsT YacTH HUXKHEW JOOHOW W3BWIMHBI, COTJIACHO
pe3ysibTaTaM HEKOTOPBIX MCCIEAOBAHUN, MOMHUMO YYacTUSl B JBHUTATEIbHOM
KOMIIOHEHTE pEYd WUIPaOT pOJib U B CEMAHTHYECKOM 0O0paboTKe moJiydyaeMou
mo3roM uHdopmanuu [80]. WU3BectHo, yto npu bBI' 3t QyHKUMM cTpagaroT mo
Me€pe NIPOrPECCUPOBAHUS IMATOJOTHYECKOTO MPOILECCA, YTO MOIKET BBIABITHCS
pa3IMYHBIMH TECTaMH, B YACTHOCTH, B T€CTE€ HAa OErJOCTh PEYM B pamMKax OJHOU

KaTeropuu, KOTOPBIM NPOBOJIUIICA B paMKax Halel padoThl.
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Kak BuAHO W3 TPEACTABICHHBIX HAaMHW [IaHHBIX, BbISBIICHHBIE B
oOclieIoBaHHBIX Trpynmnax HocutTened myrtanuu bBIT u3MeHeHUsT B aKTUBHOCTH
Pa3IMYHBIX YYaCTKOB TOJIOBHOTO MO3ra B COCTOSIHUM TIOKOS HE SBISIOTCS
CUMMETPUYHBIMUA IO OTHOLICHHWIO K MOJYyIIapusiM OOJBLIOTO MO3ra, a TaKXKe
HEPAaBHOMEPHO pACHpPENENIEHBl B Ipelenax KaXAOro OTAEIbHO  B3SATOTO
nosymapusa. Ha mepBwll B3risi[, MOXKET IOKAa3aTbCs, YTO 3TO UAET Bpaspes ¢
MPEJICTABJICHUEM O TOM, UYTO MYTAHTHBIA TE€HTUHITHH CUHTE3UPYETCS B
OTHOCUTEIBHO OJMHAKOBBIX MPOMOPLHUAX BO BCEX OOJACTIX T'OJOBHOTO MO3ra H
YTO TpOlleCC HEUpOJETeHEepallMu JOJDKEH NPOTEeKaTh JOBOJBHO Juddy3HO.
Opnnako 3T0 HE coBceM Tak. HecMoTps Ha TO, 4TO pa3BUTHE 3a00JE€BAHUS CBA3aHO
C MyTaluen B ONHOM reHe, reHetuka bl' upesBbiuaiiHO cnokHa. [Ipenmonaraercs,
yro yvactok reHa HTT ¢ CAG-3kcnaHcuel B3aMMOJEHCTBYET € OOJbIINM
KOJIMYECTBOM HHBIX I'€HOB, YTO IOATBEPKAACTCS PE3yIbTaTaAMH MCCIECIOBAHHUM C
WCMOJIb30BAHUEM MHKPOYMIIOB Ha MaTepuaiax ayToncuu [66] ¥ MBIIIMHBIX
mozensx bI' [84] mo ananmu3y skcmpeccud OONBIIOTO KOJUYECTBA T€HOB. JTHU
B3aMMOJCUCTBUSA TPHUBOMIAT K LEIOMY psAy TOCIEICTBUM, 3aTParnBaroOlInX
HAPYILICHUE PETYJSALUU TPAHCKPUIILNHU, 3KCAUNTOTOKCUYHOCTH, OKHCIUTEIbHBIN
CTpecc, M3MEHEHHs B HEHPOMEIUAaTOPHOM CHCTEME, HapyUI€HUE BbIPAOOTKH
Mo3roBoro Heiporpoduueckoro ¢akropa (BDNF) B kope rosoBHoro mosra u
PacCTpPOMCTBO KJIETOYHBIX U BE3UKYJSIPHBIX MEXAHU3MOB TPAHCIIOPTA B HEMPOHAX
MOJI0CAaTOr0 Tejia, Kope W MPOoYuX 00JacTsaxX rojgoBHoro mosra [36, 39, 90, 119,
145, 165]. B nmonocarom Ttene HambOojee YS3BUMBIMU B 3TOM IUIAHE SIBIISIOTCS
CpeHHE IIUIUKOBbIE HEMPOHBI, B OCOOEHHOCTH MOATHUI dHKE(PaTUH-COAEPIKALIUX
CTPUONAJUIMIAPHBIX HEHPOHOB, KOTOpPbIE OOHAPYKMBAIOTCS BO BCEX OTAENAx
ctpuarymMa. B To ke Bpems, ruOenb 3TUX HEHPOHOB MOXKET 3HAYUTEIBHO
pa3InyaThbCs AaKe B 3aBUCUMOCTH OT NPHUHAUIEKHOCTH K CTPUOCOMHOMY HIIU
MAaTpUKCHOMY KOMIAPTMEHTY, YTO YXK€ CBUIETEIBCTBYET O HEOJHOPOIHOCTHU
pacupeniesieHusl mpolecca HepoaereHepalu B IEHTPAIbHON HEPBHOW CHCTEME.
HenaBHue ucciienoBaHusl Ha TPAHCTEHHBIX KMBOTHBIX MMOKA3aJId, YTO HAPYIICHUE

(bYHKLII/II/I KOPBI I'OJIOBHOI'O MO3ra sABJIACTCA OI[HOﬁ N3 OCHOBHBIX q)eHOTI/IHI/I‘leCKI/IX
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OCOOCHHOCTEM. DTO MOXKET pa3BUBATHCS BCIEJACTBHE HAPYUIEHUS KOPKOBOM
CUHANTHYECKON mnepenaun emé Ao rudenu HedpoHoB [38, 48]; nuchyHkuus
KOPTUKOCTPUAPHBIX ~ HEUPOHOB  MOXET  NOPUBOJWTH K  AHTEPOTPaIHOU
HEWpOJIETeHEPALlU CTPUAPHBIX HEMPOHOB. boiiee TOro, yxe naBHO W3BECTHO, YTO
Kopa TNoJylmapuid OOJIBIIOr0 MO3Ta HMEET HEOJHOPOAHYIO CTPYKTYpy, UTO
MOJATBEPKAAETCS CYIIECTBOBAHUEM Pa3JIMUHBIX MoJjed bpoamaHa, oTandarommxcs
[0 CBOEW LMUTOAPXUTEKTOHUKE, a4 T€HETUYECKUE HCCIEIOBAHUS IOKAa3ajid, 4YTO
pa3uuHble 00JIACTM KOPBhl TOJIOBHOTO MO3ra XapakTepu3ylTcs CBOUM
YHUKaIBHBIM TpoduieM 3KcrnpeccupyeMbix TeHoB [89]. OTo ma€T ocHOBaHUs
MOJIaraTh, YTO Pa3IUYHBIC MyJbl KIETOK MOTYT MO-Pa3HOMY B3aUMOJAEHCTBOBATH C
MYTaHTHBIM  ajjienemM reHa FHTT U, COOTBETCTBEHHO, OTJIMYATbCA IO
BBIPAKEHHOCTH JIETEHEPALMM MHUPAMUIHBIX HEUPOHOB, KOPKOBBIX BCTABOYHBIX
HEUPOHOB U CTPUAPHBIX HEUPOHOB. DTO M MOXKET JIeKaTb B OCHOBE OOJIbIIEH
BOCHPUUMUYHMBOCTH CTPYKTYP MEPEAHETO MO3ra K MATOJOTMYECKOMY MPOLIECCY MPH
BI', a Taxxke pa3nuyarolIeiics WHTEHCUBHOCTH IaTOJOTMYECKOTO Ipolecca B
pa3IMUHBIX  00JACTAX TOJIOBHOTO MO3ra, 4YTO U  SIBIAETCS TMPUYUHOU
HEOJTHOPOJHOCTH BBISIBICHHBIX HAaMH W3MEHEHUM CIIOHTAHHOW HEWPOHAJIbHOU
AKTUBHOCTH y HOcUTelIed myTauuu bl

Kak BuAHO W3 TPEACTABICHHBIX HAaMHW [IaHHBIX, BbISBIICHHBIE B
oOclieIoBaHHBIX Trpynnax HocutTened wmyrtanuu bIT u3MeHeHUss B aKTUBHOCTH
Pa3IMYHBIX YYaCTKOB TOJOBHOIO MO3ra B COCTOSIHUM TIOKOSI HE SABJISIOTCA
CUMMETPUUYHBIMA B TOJYIIApUAX OOJBIIOTO MO3ra, a TakKKe HEPaBHOMEPHO
pacnpenenieHbl B OpeAenax KaXAOro OTIACIbHO B3STOrO0 NONYHIApHS. OTOT
MHTEPECHbI ()EHOMEH OTPAKAET, MO-BUIUMOMY, CIIOKHBIE MEXKMOJICKYJISIPHbIC
B3aNUMOJECHUCTBUSA OEJIKOBBIX cyOcTparoB o Mepe pa3BUTHSA
HENpOAEreHepaTUBHOrO mpouecca. llpennonaraercsa, 4yro ywyacrok reHa HITT ¢
CAG-3kcniancueil B3auMOJEHCTBYET ¢ OOJBIIMM KOJIMYECTBOM HHBIX I'€HOB, UTO
MOJATBEPKAAETCA PE3yJIbTaTaAMU HCCIEAOBAHUN C HMCIIOJIB30BAHHUEM MHUKPOUMUIIOB
Ha Marepuanax ayrorncuu [66] u MbIIMHBIX Momenax bIT [84]. Ortwm

BSaHMOHeﬁCTBHH IIPpHUBOAAT K LCIIOMY PAAY HOCHCHCTBHﬁ, BKJIIO4Yas HApyIICHUC
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pEeryJIAliMM  TPAHCKPUIILIMK, HEWUPOMEIMATOpPHBIM  AucOaNaHc, HapylIeHUE
BBIPaOOTKH MO3roBoro Henporpoduueckoro dakropa (BDNF), paccrpoiicTBo
KJIETOYHBIX M BE3UKYJSIPHBIX MEXAaHM3MOB TPAHCIOPTAa B HEMPOHAX IOJIOCATOrO
Tena, Kope u Japyrux obnactsax mosra [36, 39, 90, 119, 145, 165]. B nonocarom
Tene Haubosee YS3BUMBIMU SIBISIIOTCSL CPEJHUE IIUIHUKOBBIE HEUPOHBI, THOEIb
KOTOPBIX MOYKET 3HAYUTEIIbHO PA3JINYaThCS B 3aBUCUMOCTH OT NMPUHAJIEKHOCTH K
CTPUOCOMHOMY WJIM MAaTPUKCHOMY KOMMIApPTMEHTY, 4YTO CBHUIETEIBbCTBYET O
HEOJHOPOAHOCTH pacmpeaeiacHuss mnporecca HeWpoaerenepanuu B IIHC. Kopa
OOJBIIUX TONYHIAPUN TaKKe MMEET HEOJAHOPOIHYIO CTPYKTYpPY, €€ pa3iihuyHbIe
o0lacTh  KOphl  XapaKTEPU3YIOTCA  CBOMM  YHHUKaJIbHBIM  HIpoduiiem
AKCIIPECCUPYEMBIX TeHOB [89]. DTO Ma€T OCHOBaHMS MOJIATaTh, YTO Pa3JIMYHbBIC
MyJIbl KJIETOK MOTYT ITO-Pa3HOMY B3aMMOAEHCTBOBATh C MyTAHTHBIM AJLJIEIIEM T'€Ha
HTT wu, COOTBETCTBEHHO, pAa3jIM4aTbCi 10 BBIPAXKEHHOCTH JIET€HEpALUU
MUPAMUJHBIX, KOPKOBBIX BCTAaBOYHBIX M CTPHAPHBIX HEUPOHOB. DTO M MOMKET
JexaTh B OCHOBE OOJbIIEH BOCIPUUMYMBOCTH CTPYKTYp MEpEIHEr0 Mo3ra K
MaToJIOTHYeCKOMy mpoueccy npu bI', a Takxke paznuyaromencss NHTEHCUBHOCTH
HeWpoAereHepaliu B  pa3UYHbIX O00JIaCTSIX MO3ra, 4YTO MPUBOJUT K
HEOJTHOPOJHOCTH BBISIBICHHBIX HAaMH W3MEHEHUM CIIOHTAHHOW HEWPOHAJIbHOU
aKTUBHOCTH y HOcUTeNeN mytanuu bl

OcoOblif  MHTEpPEC MOPEACTABISIOT  pe3ysbTaThl  aHAIW3a  METOJ0M
MHOKECTBEHHBIX PETrPeCcCHUil, MO3BOJISIIOIINE MPEANOIOKUTh 3aBUCUMOCTD MEXKIY
WCCIICIOBAHHBIMU KIMHUYECKMMHU npu3HakamMu B rpynnax AHM u CHM wu
BBIPAKEHHOCTHKO CIIOHTAHHOM aKTUBHOCTH B T€X WJIM MUHBIX y4acCTKax TOJIOBHOIO
Mosra. OOpamiaer Ha ceOsi BHMMaHUE TOT (DAKT, YTO KOJIMYECTBO BO3MOXKHBIX
3aBUCUMOCTEN MEXAY XapaKTEPOM CIIOHTAHHOM AKTHUBHOCTH PA3JIMYHBIX OTJIEJIOB
CIIPPI'M wu xnmHnyecknmu npusHakamu B rpynne CHM npeBbimaer TakoBoe s
AHM (neBsaTh NPOTUB MSITH). ITO, BO-MIEPBBIX, COTIIACYETCS C OUEBUIHBIM (pakToOM
paznuuuii  QYHKIMOHAIBLHOIO CTaTyca NpeACTaBUTENICd HCCIEIOBAHHBIX HaMU

IpyII, a BO-BTOPBIX, MOJATBEpkaaeT To, 4to (GMPTn sBasercas meTonoM,
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MO3BOJISIIOIIMM ~ XapaKTepu30BaTh M3MEHEHUE (YHKIMOHATBLHON aKTUBHOCTHU
rOJIOBHOT'O MO3Ta Ha Pa3IWyHbIX dTarnax HeMpoaereHepaTUBHOTO poliecca.

B rpynne AHM Hamu ObutO BbIsIBIIEHO, 4TO BennunHa CAG-3kcnaHcuu (a
CTajlo OBITh, TSDKECTh MYyTallid) HMEET NPSIMYI0 CBS3b CO CIOHTAaHHOMU
aKTUBHOCTBIO B 00JIACTM MPaBOTO OCTPOBKA (UTO MOXET XapaKTEpU30BaTh
MOMNBITKY TOJOBHOIO MO3Ta CKOMIIEHCHUPOBATh HAUMHAIONIMECS HApYyIICHUS B
MICUXO0AMOIIMOHATIBLHON cdepe) U 0OpaTHYH0 — CO CIOHTAaHHOW aKTUBHOCTHIO B
MpaBOM HAJIKPacBOM M3BUIIMHE (UTO MOXET SIBIATHCS MPU3HAKOM HAUYUHAIOUIUXCS
PacCTPOMCTB B MHTETPAIIUN Pa3HOOOPA3HOM CEHCOPHOU MH(OPMAITUHA — CUUTACTCH,
YTO 3Ta 00JIaCTh KOPbl YYaCTBYET B OOECIEUEHUHM Pa3HOOOpa3HbIX (PYHKIHM, B
YaCTHOCTH, B BOCIIPUSATHH IIPOCTPAHCTBA U Mpakcuce [42]).

VYposenb TpeBorn y AHM umen oOpaTHyr0 KOPpENALHI0 CO CIOHTaAaHHOMN
aKTUBHOCTBHIO B 30HAX, HAMPSAMYIO HE CBSI3aHHBIX C KOHTpoOJieM sMmolnil. Bmecte ¢
TE€M, U3BECTHO, YTO, HampuMmep, OJeHbIN 1Iap BOBJICUEH HE TOJBKO B KOHTPOIb
JIBUTATENbHBIX (PYHKIHH — €ro MOpaKeHHE MOXKET MPUBOJAUTH K HAPYIICHUIO
OpraHu3alid  NaMsATH, afnaTuu, JeNpPecCUH, AaHTeIOHUHU, OO0CECCHBHO-
KOMITYJIbCUBHBIM paccTpocTBaM [S51]. DTO MOXKET OOBACHIThH BBISIBICHHYI0 HAaMU
0o0paTHYI0 3aBUCUMOCTb MEXJYy YPOBHEM TPEBOTH U CIIOHTAHHOW aKTUBHOCTBHIO B
00J1acTH JI€BOTO OJICAHOTO IIapa.

BripakeHHOCTh JAENPECCUBHBIX SIBJICHUUA M Pa3IpaKUTEIbHOCTU B TpyMIe
AHM, nanpotuB, umena oOpaTHYIO 3aBUCUMOCTb OT CHOHTaHHOW aKTHMBHOCTH B
00JIaCTU CTPYKTYP, BXOMSIINX B COCTaB JUMOUYECKOU CUCTEMBI (MpaBasi MosCHas
W3BUJIMHA, JieBas IMaparuinoKkaMmIiiajibHas UW3BWJMHA) U HMHBIX CTPYKTYp,
YY4aCTBYIOIIMX B PErysilUM HSMOIMOHAJIbHO-TICUXHUYeckoro QonHa (mpaBoe
MpEIKIMHbE, MEUATbHBIE OT/CNIbl BEPXHUX JTOOHBIX W3BUIIMH). UHTEpEeCcHO Takxke,
yto B rpynne AHM wumena mecto mpsiMas 3aBUCHMOCTb MEXAY PacYETHBIM
KOJIMYECTBOM JIET JO MpeanojaraeMoro aedrora 3a0ojieBaHUS W CIOHTAHHOU
aKTUBHOCTBIO B 00JaCTH JIeBOM BepxHel 1oOHOM n3BmiInHE (I1b 6), oTHOCAIIEHCS
K JJOOHOM KOpe W BKIIOYAIOIIEH B ceOsl MPEeMOTOPHYIO KOpPYy M J100aBOUYHYIO

ABUTATCIIbHYIO KOpYy, OTBCTCTBCHHBIC 3a IUIAaHUPOBAHUC CJIOKHBIX
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KOOPAMHUPOBAHHBIX JIBUTATEeNbHBIX akTOB [131]. To ecTh, mo Mepe mpulOImKeHus
nebroTa 00JIE3HM CIOHTaHHAs aKTUBHOCTh 3THUX OT/AEJIOB MoO3ra CHUXaercs (U,
COOTBETCTBEHHO, YXYAIIAeTCs PYHKIUS MOTOPHOTO TUIAHUPOBAHHUS).

B rpynnie CHM o06paiiaetr Ha ce0si BHUMaHUE HAIMYKUE BO3MOXKHOU MPSIMOM
3aBUCHMOCTH MEXAY CUYETOM IO ABUrarenbHOMy pasueny mkainsl UHDRS m
CIHOHTAHHOW AaKTUBHOCTBIO B 00JacTH CKOpJIynel H  OjegHoro  Iiapa,
Y4aCTBYIOIIMX, KaK M3BECTHO, B KOHTPOJE JBUIaTEIbHOTO  PHUCYHKA.
[IpumeuarenbHo, urto B rpynne CHM oTmeuanack oOpaTHas 3aBUCUMOCTb MEXIY
CIIOHTAHHOMW AaKTUBHOCTBbIO B 00JIaCTM CpEJHEro OTAejda MpaBOd MOSICHOM
M3BWIMHBI U CUETOM MO cyOmkamaM TpeBoru W jenpeccuu mkansl HADS-SIS,
YTO HaNpsMYIO0 XapakTEepU3yeT MAUCPYHKIUIO CTPYKTYyp TOJIOBHOIO MO3ra,
YYAaCTBYIOIIMX B PETYJISLUU NICUXO3MOLMOHAIBHON C(hepHI.

WHTepecHO M Hamu4yue BO3MOXKHOM OOpaTHOM 3aBUCHUMOCTHU JIJIUTENBHOCTH
3a0oneBanuss y CHM oT BBIpa)K€HHOCTH CIIOHTAaHHON AaKTUBHOCTH B 00JACTH
CPEIHUX OTJEJOB MpPaBOM MOSICHOW H3BUIMHBL. OTOT (PAKT MOXKET OTpaxkarThb
MPOTPECCUPYIONIYIO TUCHYHKIINIO TUMOUYECKON CUCTEMBI IO Mepe TeueHus bl

be3yciioBHO, K BBISBJIEHHBIM B3aMMOCBS3SIM HEOOXOJUMO TMOJIXOJUTH
KPUTUYECKH, IPUHMAMAsI BO BHUMAaHHE HEOOJBIIONW pa3sMep MpOoaHaTIU3UPOBAHHBIX
HaMH BBIOOpPOK (uTO cBsizaHO C opdanHOCThIO bI'), a Takxke TOT (akT, 4TO
Jokanu3auus (PyHKIMI B TFOJOBHOM MO3r€ MMEET JIOCTATOYHO OTHOCUTENIbHBIN
XapakTep. OTO HEpPeAKo CO34aéT IOYBY JUIA IPEIAB3ATOrO  BOCHPHATHSA
pPEe3yJbTAaTOB, MOJYYaeMbIX IIPH AHAIM3E NAHHBIX, OTHOCHUTEIBHO 3aBUCUMOCTH
BBIPQKEHHOCTH TOrO WJIM HWHOIO KIMHHYECKOTO IIpU3HAKa OT CIIOHTAHHOU
aKTUBHOCTU KaKOro-JIM0OO ydacTKa TOJIOBHOIO Mo3ra. TeM He MeHee, HEeb3sl He
0o0OpaTUTh BHUMAHHE HA PSJl BBISIBIEHHBIX NHTEPECHBIX 3aKOHOMEPHOCTEH, C OHOM
CTOpPOHBI, MTOATBEPKAAIOIINX MMEIOIIMECS 3HaHUSA OTHOCHUTEIBHO
dbenorunuueckux xapakrepuctuk bI', a ¢ apyroi, mo3BoJAIONIUX paccMaTpUBaTh
¢GMPTn B xauecTBe MHCTPYMEHTA OIEHKH MPOTPECCUPOBAHMS MATOIOTUUYECKOTO
npouecca U 3PPEKTUBHOCTH MPUMEHAEMbIX HAMHM TEPANEBTUYECKHX IIOJIXOJIOB,

MNOTCHOHWAJIbHO HAIIPpaBJICHHBIX HAa HM3MCHCHHUC TCUCHUA HCﬁpOI{CFeHepaHHH. TaK,
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HanpuMep, OTYETIUBO BUJHA 3aBUCUMOCTh MEXIY CHOHTAHHOM AKTHUBHOCTBIO B
007acTH MOSCHOM W3BWIMHEI, BXxomsamied B coctaB CIIPPI'M, m cuérom mo
cyomkanam HADS-SIS. Ananu3 UMEHHO 3TOr0 PETMOHA MOXKET MPOBOIUTHCS MPU
orieHKe ((HEKTUBHOCTH KOPPEKIIMHU IMOIMOHATBHO-TICUXUYECKH HAPYIICHUN Kak
y AHM, tak n y CHM.

Hecmotps nHa oOunue 30 B mnpeaenax CIIPPI'M ¢ ornuyaromeiics
CIIOHTAHHOM AaKTUBHOCTBIO B HCCIIEOBAaHHBIX HAMHU TPYyNIaX, MOXKHO YETKO
BBIJICJIUTH 00JIACTH, TJI€ Pa3IMuUs UMEIU CTaTUCTHUUYECKU 3HAUYUMMBIN XapakTep He
TOJIKO Ha OCHOBAHUM HECKOPPEKTUPOBAHHOTO 3HAUYECHUS p, HO U MOJATBEPKIATUCH

cootBeTcTBYOMMUM 3HaueHueM pFWE (<0,05):

CHIDKEHHE CIIOHTAaHHOW HEMpPOHANbHOW akTMBHOCTHU B rpynne CHM B
00JIaCTH 1€6020 NPEeOKIUHbS, CPEOHUX OMOEII08 JIeBOl NOACHOU U3BUTUHBL U NPABOU
napayeHmpanbHol 00abKY 0 CPABHEHUIO C TPYNIION KOHTPOJIS;

- CHIDKEHHE CIIOHTAaHHOW HEMpPOHANbHOW akTMBHOCTU B rpynne CHM B
npagom NpeoKiuHbe U CPeOHUX OmOoenax 1e6ol NOSACHOU U3BUIUHBL, MEOUATbHbLX
omaoenax 1e6ol eepxuell JOOHOU U3BUNUHBL U NEePEeOHUX OMOeNax 1e80l NOACHOU
u36unuHbl MO0 cpaBHeHUIO ¢ AHM.

OneHKa CIOHTAHHOM AKTUBHOCTH B ATHUX OOJACTAX MOXET MPEJCTaBISITh
OCOOBI HMHTEpPEC C IEIbI0 XapaKTepUCTUKU JCHCTBUS TOrO0 WJIM HMHOTO
TepaneBTH4YecKoro Metoaa [166]. Tem He MeHee HEOOXOIUMO MOMHUTH, YTO, JIJIS
TOro, 4ToObl HEWPOBU3yATH3AlIMOHHBIE W3MEHEHHUSI MOIJIM BBICTYNATh B POJIHU
CyppOraTHBIX KOHEUHBIX TOYEK B KIMHUYECKUX HCCIEIOBAHUSIX, OHU B HJeaje
JTOJDKHBI HE TOJBKO KOpPPEIWpoOBaTh C KIMHUYECKHMMHU JIaHHBIMH, HO H
o0ecrnieurBaTh BO3MOXKHOCTh MPOTHO3UPOBATh XAPAKTEPUCTUKU MOCIEAHUX. ITO
yCJIOBUE 0COOEHHO aKTyaJbHO TUTSt pe3yJIbTaToOB KJIMHUKO-
HEWPOBU3YAITN3aIIMOHHOTO COIMOCTABIICHUS, MOJYYEHHBIX HAMU MPU NMPUMEHEHUU
METOJla MHOKECTBEHHOM perpeccuu. be3ycnoBHO, HEOOXOIUMO BaTUAUPOBATH
BBISIBJICHHbIE HaMU 3aKOHOMEPHOCTH Ha Oojiee KPYMHBIX BBIOOPKAaX C OILICHKOU
MPOTHOCTUYECKON 3HAYMMOCTH aHalv3a MU3MEHEHUW CIMOHTAHHOW aKTUBHOCTU B

TEX WJIM MHBIX YYAaCTKaxX IOJIOBHOT'O MO3Tra.
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BbIBO/IbI

1. V¥V nui ¢ «aCUMOTOMHBIM» HOCUTEIIBCTBOM MYTAHTHOTO TeHa H 1T BBISBISIOTCS
Hecnenupuueckue JIBUTaTelibHble HapylleHus (HapylleHHe IUIaBHOCTHU
CHEASIINX ABUKEHUM TIIa3HbIX SI0JI0K, YBETUUYEHUE JIATCHTHOCTH U 3aMeJIJICHUE
CKOPOCTH CaKKaJ TJia3, JBUraTelibHOe OECIOKOMCTBO SI3bIKa U Jp.), a TaKkKe
cyOnenpeccuBHbIE W Jpyrue MHUHUMabHble ad(EeKTUBHBIE pPaCCTPOICTBA.
VYka3zaHHble U3MEHEHUs YK€ B 3TOM CTaguu conpoBoxaatorcs npu ¢MPTn-
WCCIICIOBAHUM TIOBBIIICHUEM CIIOHTAHHOM HEUPOHAIbHOW AaKTUBHOCTH B
00J1acTU MPABOTO MPEKINHBS U TOKPBIIIEUHONW YacTH MPaBON HUXKHEHN JTOOHOU

HU3BHUINHEI.

2. Y CUMITOMHBIX HOCHUTENEd MyTalMu Oo0Jie3HHM [ e€HTHMHITOHa ompenensieTcs
CTaTUCTHUYECKHU 3HAYUMas oTpuLaTeIbHasA KOppeIsLus MEXITY
BBIPAKEHHOCTHIO JIBUTaTEIbHBIX (cyOmkana UHDRS-Motor) 151
dbyukiuonanbHeix (cyomkanst TFC u  UHDRS-Function) napymieHuid.
BrlIsiBIIeHHBIE KOPPEISILIMOHHBIE CBSI3U MEXY 3HAUCHUSMHU KIMHUYECKUX KA
NOATBEPKAAIOT OOJIBIIYIO pOJIb JBUTATEIbHBIX HApyLIEHUH B OrpaHUYEHUU

(I)YHKHHOHaHBHOf/'I AKTUBHOCTH IMallUCHTOB C 0ome3HbI0 [ e HTHHTTOHA.

3. Tlo npanubiMm GMPTn, cnoHTaHHAs! HEelipoHaIbHAsI aKTUBHOCTh B IIPE/IeNIaX CETU
MAaCCUBHOTO peXuMa padOThl FOJIOBHOTO MoO3ra mpu 0OoJjie3Hu ['eHTUHTTOHA Y
MalMEHTOB-NPABIIEH CTAaTHCTUYECKHA 3HAYMMO OTJIMYAETCS IO CPABHEHHIO C
TPYIION 3J0POBBIX T0OPOBOJIBIIEB:

* B KJIUHUYECKON CTaguu OOJIE3HU MO CPABHEHHUIO C KOHTPOJEM UMEET MECTO
CHU)KEHHE CIOHTAaHHOW HEWpPOHAJIBbHOM aKTUBHOCTH B 00JIACTH JIEBOTO
NPEAKIUHBS, CPEAHUX OTHEJOB JIEBOM TMOSCHOW W3BUJIWHBI M MPaBOM
MapaleHTPaJIbHON JOIbKH, a4 TAKKE MOBBIIICHUE CIOHTAHHON aKTUBHOCTH B
00J1acTU OCTPOBKA MPABOTO MOTyIIAPHUs OOJIBIIIOTO MO3Tra;

* B KIIMHUYECKOUN CTAHMM IO CPABHEHUIO C «ACHMIITOMHBIM» HOCHTEJIHCTBOM

MYTallMi OTMEYAETCA CHUKECHHE CIIOHTAHHOM HEUPOHAIbHOW aKTUBHOCTHU B
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MPaBOM MPEIKINHBE, CPECAHUX W MNEPEIHUX OTAEIaxX JIEBOM MOSICHOMN

W3BWJIMHBI, MEIUAIIBHBIX OT/IeNIaX JIEBOW BepXHEH JIOOHOW M3BUIMHEL.

BruisiBIeHHBIE W3MEHEHHS CIIOHTAaHHOM AaKTUBHOCTH B CETH IIACCHUBHOTO
pexxuma  paboOThl  TOJOBHOTO  MoO3ra Iipu  Oonie3nn  ['eHTHMHITOHA
CBUJICTEIIbCTBYIOT O CJIOKHBIX (DYHKIMOHAJIBHBIX MEPECTPONKaX TOJOBHOIO
Mo3ra (TakMX KaK HayaJdbHOE TOBBIINICHUE HArpy3Kd Ha HEJOMHUHAHTHOE
NoJIylapue, peKpyTUPOBAHUE JIOMOJHUTEIBHBIX YYaCTKOB KOPBI OOJIBIIOTO
MO3ra W Jp.) MO Mepe Iepexojila HEeHWpOJETeHEpaTHUBHOIO IMpollecca U3

JIATCHTHOT O IICpro/Ja B KIIMHUYICCKU ONIPEACIIACMYIO CUMIITOMHYIO CTa/IUIO.

MN3mMeHeHHsT B CIIOHTAHHOW AKTHMBHOCTU CETH IMACCUBHOIO pPEXUMa pPadOThI
TOJIOBHOTO MO3ra Tpu 0Ooyie3HH ['€HTUHTTOHAa HMEIOT B3aUMOCBS3b C
KIMHUYECKUMHM  XapaKTEPUCTUKaAMU 3a00JieBaHUST U MOTYT  CIY>KUTh
HEWPOBU3YAIN3ALIMOHHBIMH KOppensaTamu HApYLICHUHN 3pUTENBHO-
MPOCTPAHCTBEHHBIX  (DYHKIUNA, SMOLMOHAIBHOTO TOBEJICHUS, MaMATH,
MJIAHUPOBAHUSI M KOHTPOJISI ABUTATEIbHBIX aKTOB, OOpabOTKM W HMHTETpalUU

MOJIy4aeMOW FOJIOBHBIM MO3TOM KOMILJIEKCHOM MH(OpMaLIHH.
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HNPAKTUYECKHUE PEKOMEHJALIUU

1. PMPTn moxkeT npUMEHSTHCS B KAUECTBE IIEHHOTO HEMPOBU3yaTU3allMIOHHOTO
METO/Ia, MO3BOJISIONIET0 OOBEKTUBU3UPOBATh TEUEHUE HEUPOAETCHEPATUBHOIO
npoiiecca U Xapakrep (PyHKIHOHAIBHBIX HEUPOIIJIACTUYECKUX MEPECTPOEK MPH
JMHAMUYE€CKOM HaOJI0ICHUH 3a MallMeHTaMu ¢ 001e3HbI0 [ eHTHHTTOHA.

2. Merog ¢MPTn moxker OBITh PEKOMEHIOBAH [Jis BKJIIOUEHHS B aJITOPUTM
paHHEel MPU>KU3HEHHON JTTUATHOCTHUKU JIOKJTMHUYECKOU cTaguu
HEWPOJIETEHEPATUBHOTO Ipolecca y HOCUTENIE MyTaHTHOro reHa HTT. Oto
MOXET IOMOYh B (OPMHUPOBAHUM TPYIN «BBICOKOTO PHUCKa» C IENbIO
peanu3aluu CIeNUaIbHBIX MporpaMM HAOMIOJAEHUST U OCYLIECTBICHHUS B

OyIlylieM CTpaTeruu MPEeBEeHTUBHON TEpPaIUH.
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CIIUCOK COKPAILIEHUN

AHM — acuMITOMHBIN HOCUTENb MyTauuu bI’

BI' — 6one3ns ['eHTHHTTOHA

BbO3 — 6ann OTAromEHHOCTH 1O 3a00JIEBaHUIO

NTMPT — nuddy3uonno-trenzopuas MPT

MPT — MarHuTHO-pe30HaHCHAsi TOMOTpadus

CHM — cuMnITOMHBIN HOCUTENb MyTauuu bI’

CII — ceTp nokos

CIIPPI'M — ceTb macCUBHOIO pexrumMa pabOThl TOJOBHOTO MO3Ta

GMPT — pynkunonansuass MPT

GMPTn — pynkunonansHas MPT nokost

CAG — uuTO3MH-aIcCHUH-TyaHUH

EHDN - European Huntington's Disease Network (EBpomeiickas ceth 1m0
n3zyuyenuto bI)

FWE — Family Wise Error (ommOka mepBoro poja ¢ yd€ToM IMOIMpaBKU Ha
MHOKE€CTBEHHBIE CPAaBHEHMUS)

MNI - Montreal Neurological Institute template (cranmapTuzupoBaHHOE
CTEpPEOTaKCHUUECKOE  MPOCTpaHCTBO  Monpeansckoro  HeBpomnoruueckoro
WNHuctutyTa)

SPM — Statistical Parametric Mapping (mporpamMma CTaTUCTHYECKOTO
napaMetrpuueckoro kaprupoBanusi MPT-n3o0paxxennit)

UHDRS — Unified Huntington’s Disease Rating Scale (Yaudumnupoannas mikana

olleHKH 00J1e3HH ['@HTUHITOHA)
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HNPUJIOKEHUSA

INKAJIA HADS-SIS
(TOCIIUTAJIBHASI IIIKAJIA TPEBOTI'M M JIEIPECCUA B KOMBUHAIIMA CO
IIKAJIOH CHEHUTA 1O OIIEHKE PA3JIPAXKUTEJIBHOCTH)

607B11y10 4acTo BpeMs OT COBCEM HE
4acThb BpPEMCHHU, HCIIBITBIBAIO
BpPEMCHU HHOTrJa

v v v v
1. 51 ucnbITHIBaIO HAPSDKEHHOCTDH, MHE HE T10 cebe: |:| |:| |:| |:|

ONpeneN€HHO, HHOTIA HTO 3TO TaK JIUIIb 3TO COBCEM
9TO TaK TakK B MaJiou HE TakK
CTEIICHU

v v v v
[] [] [] []

2. To, 4TO MPUHOCHIIO MHE OOJIBIIIOE yIOBOJBCTBUE, U celyac
BBI3BIBAET Y MEHS TaKOE e YyBCTBO:

ONpEeNeNnEéHHo, [a, 9TO TaK, HWHOTAA, HO O9TO  COBCEM He

9TO TaK, U HO CTpax He MeHS He UCIBITHIBAIO
CTpax 0O4eHb OYEHb 0OecrmoKouT
CUJIbHBIN CUJIbHBIN
3. S ucneITHIBalO CTpax, Kaxercs, OyITO YTO-TO y>KaCHOE BOT- |:| |:| |:| |:|

BOT MOXKET CIIYUYUTLCA:

ONpefeN€éHHO, HWHOTJa 3TO  3TO TaK JUIIb  3TO COBCEM
3TO TaK TakK B MaJIon HE TakK
CTENeHHU

4. 51 BEIXOXKY U3 ce0s U KpUUy UM OTPBI3AlOCh HA APYTHX:

OHpe[[eHéHHO, HHOrga 3To 3TO TaK JINIIb COBCEM HC
3TO TaK Tak B MaJIoi cnocobeH
CTCIICHU

v v v v
[] [] [] []

5. 5 cnoco6eH paccMesThesa U YBUAETh B TOM WM HHOM
COOBITHH YTO-TO 3a0aBHOE:



6. 5 TepnenuB ¢ APYTUMHU JIOIBMU:

7. 51 ucnpITEIBatO 60APOCTH:

8. S cepxxych Ha ce0sl U pyrarch caM Ha cebsi:

9. 5 nerko Mory cecTsb U paccIabUTbCA:

10. MHe kaxeTcs, 4To 5 CTal BCE AeNIaTh 0YEHb MEJJICHHO:

11. S uyBcTBYI0, OYATO I MPUUUHSIO BpE caMoMy cebe:
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MIOCTOSIHHO 607B11y10 HHOT/a KpaiiHe

4acThb peaxo
BpEMEHU

v v v v
[] [] [] []

HHUKOT'1a HCYaCcTo HHOTJa MPaKTUICCKU

BCE€ BpeMs

v v v v
[] [] [] []

ONpeieN€HHO, HWHOTJa 3TO
3TO TaK TaK

JIMIb U3peaKa COBCEM HEC
9TO TaK TakK

v v v v
[] [] [] []

ONpeneN€HHO, HWHOTJa 3TO
9TO TaK TaK

JUIIb U3peJKa  COBCEM HE
3TO TaK MOTY

[] []

IIPaKTUYECKH O4YEHb
BCE BpeMs 4acTo

v v v v
[] []

UHOT 1A HUKOT 1A

v v v v
[] [] [] []

OIpeneN€éHHO, HWHOIZA 3TO
9TO TaK TaK

JIMIIb U3peaKa COBCEM HE
9TO TaK TakK

v v v v
[] [] [] []

TIOCTOSIHHO 0OJBIIYIO

BpeMs OT KpaiiHe
4acThb BPEMEHU U HE penko
BpEMEHHU TaK 4acTo

vV Vv v v



12. Becrioko#HBIE MBICIIN KPYTSTCA y MEHsI B FOJIOBE:!

13. 51 He cnexy 3a CBOCH BHEIIHOCTBIO:

14. MeHsl mocemarT MBICIIA O HaHECEHUH BpeJa caMoMy cele:

15. 5 ucobpITHIBAIO HEYCUAYNBOCTH, CJIOBHO MHE ITOCTOAHHO
HYXXHO OBUTATbHCA:

16. Mou nena (3aHATHSI, yBICUEHU) MOTYT IIPUHECTH MHE
YyBCTBO yIOBJIETBOPEHHUS:

17. 51 9yBCTBYI0, YTO MOTY IIOTEPSTH KOHTPOJIb U yIapUTh HIIH
HIPUYHHUTE BpeJ KOMY-ITHO00:

18. 51 uyBCcTBYI0 KaKOH-TO CTPaxX U BHYTPEHHIOIO APOXKB,
CJIOBHO y MeH "4T0-TO 0OpbIBaeTCs BHYTpHU':
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[] []

OIPEIENEHHO, s HE
3TO TaK YAETSIO
ITOMY
CTOJIBKO
BPEMEHH,
CKOJIBKO

HYKHO

v v
[] []

WHOT1a HE TakK

qacTo

v v
[] []

Onpenen€HHo,
9TO TaK

HaBepHoOE,
3TO TaK

v v
[] []

TOYHO TaK Jla, HO HE B
)Ke, Kak U TaKkoM
00BIYHO CTETEHHU,

KaK paHblIe

v v
[] []

HHOTJA BpeMs OT
BPEMEHH,

HC 4acCTo

v v
[] []

COBCEM HET BpeMs OT

BpEMEHHU

v v
[] []

[]

MOXET OBITh, 5
CTaj MEHbIIe
YAETSTh 3TOMY
BHUMaHUs

v

[]

KpaiiHe peJKo

v
[]

JIMIIb B
HEKOTOpOH
CTENEeHH 9TO

TakK

v
[]

3HAYUTEIILHO
MECHBIIIE, YeM

0OBIYHO

v
[]

v
[]

JIOBOJILHO
4acTo

v
[]

[]

ST CIIeXKY 32

co0oi1 Tak
K€, KaK U
paHblle

v

—

[]

—

COBCEM HET

v
[]

COBCEM HC
HCIIBITBIBAIO

v
[]

COBCEM TaK
HC CUHTaro

v
[]

HHUKOT'1a
A4
[]

OYCHb
qacTo

v
[]



19. JIrogu MeHs Tak pa3gpaxaroT, YTO MHE XOUEeTCsS TPOMKO
XJIOTIHYTb ABEPBIO MU YAAPUTH YTO-HUOYAb:

20. Y MeHs CIIy4aroTcs IPUCTYIHI MaHUKU:

21. 51 Mory MOJTyYUTH yAOBOIBCTBHE OT XOPOIIEH KHUTH,
paano- WK TeIePOrpaMMBbI:

22. B nocnenHee BpeMs s 3II0Ch caM Ha ce0s:
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J1a, 4aCTo
OYEHb YaCTO
4acTo

OYCHBb 4acCTo
9TO TaK

v
[]

Jla, UHOT1a
\4
L]

JOBOJIBHO
qacTo

v
[]
v
[]

JIOBOJILHO
qacTo

v
[]

TOJIBKO B
HEKOTOPBIX
ClIydasx

v
[]

HE TaK yX
9acTo

v
[]

v
[]

HE TaK yX
9acTo

v
[]

COBCEM HET

V—
[]

COBCEM HE
OBIBaeT

v
[]

OYEeHb
peako

v
[]

COBCEM HET

v
[]
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TecT Ha GeryIOCTh peur B paMKax OJIHOM KaTeropuu (AKUBOTHBIE)

B sTom 3alaHU1 YUYAaCTHHUKA MIPOCAT HA3BATh KaK MOKHO 0oJIbIIIE )KUBOTHBIX 34 OIHY MUHYTY.

HNucTpykuuun

Ckaxure: “4 xomen 0wl eac nonpocumv, Ymoodbl 6bl HA36AAU MHE CHIOJILKO PA3ZHBIX
HCUBOMHBIX, CKOIbKO npuxooum Bam e zonoey ¢ maxkcumansnoit ckopocmuio. Ilpooonscaiime
00 mex nop, noka 1 eac He ocmanoenrw. Ecmw nu 'y Bac eonpocwt?”

He naBaiite camonpon3BOIbHO HUKAKUX MOJCKA30K WM MpuMepoB. OTBEThTE Ha BCE BOMPOCHI
Y4YaCTHHKA U KOTJa BbI IOMMETE, UTO OH TOTOB, CKAXKUTE:

“I'omoewvr? Hauanu!”

Ha‘-IHI/ITe OTC‘-IéT BpCMeHI/I. 3aHI/IH_II/ITe BCC CJIOBA HA3BAHHBIC I/ICHI:ITyCMbIM, JaXXE €CJIN OHU
HEBEPHBIE WIM IOBTOPAIOTCS. Eciu ydacTHHMK 3aBeplIaeT Ipexae, YeM MUHYTa 3aKOHUYECHA,
MOOUIPUTH e€ro/ee K mpojoiikeHuro. Ecau oH momuut 15 cekyHn u Ooliee, TOJICKAXKUTE €My,
ckazaB: “llomnume, umo Bul nazvieanu mne rcueommuuix”

OcTaHoBHUTE Y4aCTHHKA 11O OKOHYAaHWIO MUHYTBI.

IloacuéT 0a110B

* Tak kak ObIcTpas 3allUCh CJIOB OYEHb YacTO OEcropsAoYHa M MX OBIBAET CIOXKHO
NIPOYUTATh, MOJACUET OAIOB OKEH MPOM3BOIUTHCS HE3aMEIJIUTENBHO, TIOKa OTBETHI
YYaCTHHKA CBE)XHU B TIAMSATH.

* Cuer - 001Iee KOJTUYECTBO JIOMYCTUMBIX OTBETOB, HAUMHAIOIIUXCS C MPABUIBHON OyKBBI
mo ucxoay moaxona. OOmuit cuér, pa3aenéHHbli Ha 15-CeKyHIHBIE HHTEPBANBI, TAKKE
POTOKOJIUpYETCs B (hopMy mojicuéra Oasos.

* Eciau y4acTHHMK IOBTOPSET CJIOBO, KOTOPOE OH YK€ TOBOPHI, IOJCYUTHIBAUTE TOJIBKO
NepBOE YIOMUHAHKE KaK MPAaBUIbHOE, OCTAIBHBIE CYMTAIOTCS KaK OIMIMOKU ITOBTOPCHHUS.

* Ecnu ucneiTyemMblli Ha3bIBAET CIIOBA, KOTOPHIE HE OTHOCSTCS K KaTE€rOpPUH >KUBOTHBIX,
OHMU JIOJIKHBI OBITh 3aCUUTAHBI KAK OIIUOKHA UCKAXKEHUS.

* JlomycTUMBI BCce NPEACTABUTENN IAPCTBA XKUBOTHBIX (2 MMEHHO, HACEKOMBIE, MTHLIBI,
PBIOBI, pENTUINU U T.1.).

* Ecnu 611 Ha3BaH 0000IIAIOLINIA TEPMUH (HATIP., KITULAY), 3aCUUTAUTE OTBET KaK
paBWIbHEIN. OHAKO eclu ObUTH HAa3BaHBI O0OOIIAOIINIA U YTOYHSIOIIUNA TEPMUHBI
(mamp., Tuna, Ipo3, BOpobeii), To He 3acUnThIBaiiTe 00001matonuii TepMuH BooOIIE (HO
HE CUMTANTE ero KaK OMMUOKY), @ YTOUHSIONUE TEPMUHBI TOCUUTANTE KaK PABHILHBIC
OTBETHI, BHE 3aBUCIMOCTH OT TIOPSIKa HA3BaHHBIX TEPMHUHOB (HAIp., ITUIIA, TPO3I,
BOpoOeit = 2 6aruia; qpo3n, BopoOei, ntuma = 2 6ana).

* He 3acuuThIBaiiTe MOPO/IbI OAHOTO BUAA (HAMp., pa3Hble MOPOabl cO0AK), HO HE CUMTANTe
ux omuoOkamu. J{pyrue Buabl pa3penieHsl (Hamp., BUIbI OTHIL, pblO, MeaBeACH U T.1.).

Ecyin Ha3BaHBI aJbTepHATHBHBIE (OPMBI MYKCKOI'0/2KEHCKOI0 PO/ia, 3aCYUTANTe NePBbIi BADUAHT
KaK NPaBHIbHBIN 0TBET, 2 OCTAJIbHbIE CJI0BA — He CYMTAlTe, HO He 3ACYUTHIBAHTE HX KAaK OIIMOKH.
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Tect Ha comocTaB/IecHHUEe CUMBOJIOB U LU(P

B oToM mnunchMEHHOM 3aJjaHMM YYaCTHHKY BBIAAETCSA JIMCT OymMarn C CHMBOJAMH, KOTOPBIE COOTBETCTBYIOT
onpexnenéunoil mudpe. TpedyeTcs, YTOOB YHaCTHUK COBMECTHI CHMBOJBI M IHU(PHI, HANMCAaB COOTBETCTBYIONIYIO
udpy Moa NMpUBEAEHHBIM CHMBOJIOM. VMeeTcs d4eThipe mapajuielbHble BEPCHH, KOTOPbIE JOJDKHBI IPUMEHSITHCS
MIOCTIEIOBATENBHO JUIA €XKETOTHOTO TECTUPOBAHUSA, 9YTOOBI H30exaTh 3¢ (eKTa TPEeHUPOBKH.

HNucrpykumnn
HOMeCTI/ITe JIUCT C OTBE€TAMHU Hepen I/ICHBITyeMLIM nu HpOI/ISHeCI/ITeI

“Hoocanyiicma, nocmompume Ha zpaghvl esepxy cmpanuyst. Kax Bvt eudoume, xkaxcoasn zpaga é éepxuem paoy
cooepycum cumeoin, a Kaxcoas zpaga cnuzy cooeprcum nomep. Tenepb nocmompume Ha cieoyiouiyio CmpoKy
epagh.” (ykaxure Ha TEpBBIA psan Tpad O0e3 HOMEPOB). “Bal 00712icHbl 3anonHUmMbL Kaxycoylo nycmylo zpagy
yughpoi, Komopaa coomeemcmeyem Kancoomy CUMEony, KaKk Imo noKaA3ano ceepxy cmpanuysl.” (yKaXUTE Ha
KItod K Tecty) “Hanpumep, ecnu vl nocmompume Ha nepevlii cumeon...” (YKaXUTE Ha TEPBBHIA CHMBOI B
nepBoM psgy rpad 6e3 uudp) “...u 3amem Ha K1IOU K mecmy, 6bl yeuOume, Ymo IMom cuM601 udém 6 nape c
yugpoui ‘1’ (oTMeTHTE AaHHYIO Tapy B oTBeTax). “Takum oépaszom, 6wl 3anuwiume ‘I’ 6 Oannoul zpaghe”
(manmmmte ‘1’ B rpade). “Cnedyrowjuii cumeon” (ykaxure) “udém e nape c yugppoit ‘5’°, cnedosamenvno, Bol
00J13icHbl nomecmumsp ‘5’ ¢ zpagpy.” (HanumuTe 5’ Bo BTopol rpade) “Teneps ckarxcume, kakasa yugpa oonycna
ovimy 6 Imoil cpaghe?” (ykaxure Ha TpeTbi0 Tpady).YUacTHUK IOMKEH cKa3ath ‘2”. Ecim OH Ha3bIBaeT
HENPaBUIbHYIO IH(]PY, 0OBICHUTE eMy ero OMIMOKY U, €CIH 3T0 OyAeT HEOOXOIUMO, TOBTOPUTE HHCTPYKIIUHU eIIé
pas.

* NB: Bblllleyka3aHHbIE WHCTPYKIMU OTHOcsATca K IlapamnensHoit @opme | M MOMKHBI  COOTBETCTBYIOUIMM 00pa3oM
NPUMEHSTHCS K IPYyTUM (hopMam.

Korga BeI yOenuTech, 9TO YIaCTHHK MOHSUT 3a/laHue, ckaxure: “Teneps 0 mpeHuposku 3anoanume zpagol 00
060iiHOI Munuu...” (YKaXUTE HA TBOUHYIO JIMHAIO) “... K020a 00il0éme 00 Heé, ocmanosumecs..”

Cpa3zy ke mompaBisgiiTe T00bIe OIMMOKH, CIACNTaHHBIE BO BPEMsI 3TOH TPEHHPOBKH, OOBSICHUTE HX YYaCTHUKY.
WHCTpyKIMu 1ipyu HEOOXOAMMOCTH MOTYT OBITH ITOBTOPEHHI, 10 TE€X IOp, ITOKA MCIBITYEMBIH HEe MOWMET 3a7aHMe.
Ecnu ncnsiTyeMblil He MOXKET 3aKOHYHMTH TPEHHPOBOYHOE 33/1aHNE WM YETKO HE TIOHUMAEeT 3a/laHue, He IPOBOINTE
OCTaBIIYyIOCS 4acTh TECTA.

Ilocme TPCHUPOBOYHOTO 3a/laHUA, HpOL[OH)K&fITC TECTUPOBAHNEC, CKa3aB:

“Kozoa s ckaycy ‘Hauanu!’, 6vt Haunéme nucams yugpol — mouyHo mak ixce, KAK ImMo oenanu ceivac, Hoka a

éac ne ocmanogun. Ilomnume, umo Bam nado pabomams HAcCmMOIbKO ObICMPO, HACKOILKO IMO 803MOIHCHO,
nepexoos om 00HOU cmpoKu K Opyzoul 6e3 nponyckoe zpagh. Ecnu Bot oonycmume owiuoKy, He cmupaiime eé,
npOCMO Hanuwiume NPAsUNLHLLI omeem nosepx ouwiuoku. 'omoewvt? Hauanu.”

HaunuTte oTcuéT BpeMeHU W OCTAaHOBUTECH, Korma mpodaét 90 cexynn, ckazaB “Cmon!”. Y10CTOBEPHTECH, UTO
YYaCTHHK HE TPOJoKaeT padorars. Eciau ucnpITyeMBbIid IporrycTii rpady, o0OpaTuTe ero BHUMaHUE Ha 3TO TOIBKO
TIPH IIEPBOM IPOITYCKE.

IMoacuér 6a10B

Heobxommmo moacumrarh ciexyiomee: a) oO0Imee KONMMYECTBO MPaBUIBHBIX OTBETOB 32 90 cexyHA
MPOBeIeHUS TecTa (T.e. He BKII0Yas IEPHOJ] TPSHUPOBKH), U 0) 001Iee KOJTUIECTBO OMHIOOK (T.€. KOTaa
YYacTHHUK Halucal HEMPaBUIbHYIO IUPY).

OIIII/I6KI/I, HCIIPABJICHHBIC CAMUM YUYAaCTHUKOM, JTOJIKHBI OBITh 3aCUMTAHBI KaK MIpaBUJIBHBIC OTBETHL.

[Ipomycku rpad He cauTaroTCs OMMOKaMu, HO M HE BKITIOYAIOTCS B OOIINH CUET MPAaBUIBLHBIX OTBETOB.

® UYroObl HEe 3aHIDKATh KOJIMUYECTBO MPABUJIBHBIX OTBETOB YYAaCTHHKA H3-3a €ro IIIOXOT0 MOTOPHOIO
KOHTPOJS,, HEUETKO IPONUCAHHBIE OTBETHI JOJDKHBI OBITh 3aCUMTaHbl KaK IpPaBUIIBbHBEIC, €CIH TIPU
COBMECTHOM NMPOBEPKE ¢ YIACTHUKOM, OH Ha3bIBaeT NPaBHIbHYIO HU(PY
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YauduupoBaHHas 1IKajaa OleHKH 00je3Hu [ eHTHHTTOHA
JIBUT'ATEJIbHA A OLIEHKA
JIBYOKEHUS TIIa3HBIX 00K (TOPHU30HTATIBLHO/BEPTUKATIBHO):
0 = nosiHble (HOPMAaJILHEIE)
1 = TomuKk000pa3HbIE ABMKCHUS
2 = pepBIBUCTHIE ABUKEHUSI/TIOIHBIA 00BEM
3 = OrpaHUYeHUE JBUKECHUN
4 = IBUKEHUS OTCYTCTBYIOT
WNuunmanus cakkaj (TOpU30HTaIbHO/BEPTUKAIBHO):
0 = HOpMaJIbHaA
| = yBenu4eHue TOJIbKO JJATEHTHOCTH
2 = HAYMHAIOTCS MOABIIEMOE MOPTaHUE WITH ABUKEHHUS TOJI0BOM
3 = HEeNoJaBJIsAEMbIC IBUKEHHUS TOJTOBOU
4 = HEBO3MOKHO MHUITUUPOBATH CAKKaIbI
CxopocTh cakkaj (TOpU30HTAbHO/BEPTUKAIIBHO):
0 = HOpMalIbHaA
1 = nerkoe 3ameIeHUE
2 = yMEepeHHO€E 3aMeJICHUE
3 = 3HaYMTENILHOE 3aMeJICHIE, ITOJHBIN 00beM
4 = HeMOJHBIN 00BEM
Jnzaprpus:
0 = HOpMa
1 = He4YeTKOCTh, HET HEOOXOAUMOCTH TTOBTOPSTH
2 = IOJKEH MOBTOPAThH, YTOOBI OBITH TOHATHIM
3 = GobIas 4acTh PEYM HEBHATHA
4 = anapTpus
BriBeieHue s3b1ka U3 MOJIOCTH PTa:
0 = MOXeT yJIep>KUBATh SI3bIK MTOJTHOCTHIO BBIBEICHHBIM 10 cek
1 = He MOXKeT yAep>KUBATh SA3bIK MOJHOCTHIO BEIBEACHHBIM 10 cex

2 = HE MOXET YACPKUBATD A3bIK TOJTHOCTHIO BBIBEACHHBIM 5 cek
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3 = He MOXXET IOJIHOCTBIO BEIBECTH SI3BIK

4 = He MOXET BBIBECTH SI3bIK 3a I'yObl (U3 MOJOCTH PTA)
[ToctykuBaHue nanbiiamu (cjiaeBa/crpana):

0 = HopmMma (>15/5 cek.)

1 = cnerka 3ameJieHo, CHIbKeHUE aMIIuTyasl (11-14/5 cek.)
2 = ymepeHHo HapyiieHo (7-10/5 cek.)

3 = BeIpakeHHbIe HapyuieHus (3-6/5 cek.)

4 = ¢ TpynoM BeinoauHset 3aganue (0-2/5 cek.)
[Iponanusi/cynuHanust KUcTH (cieBa/crpana):
0 = HOopMma

1 = cnmerka 3amejIeHO U/WIIM HEPUTMHUIHO

2 = yMepeHHO 3aMEeJICHHO U HEPUTMHUIHO

3 = 3HAYMUTEIIBHO 3aMEJIJICHO M HEPUTMUYHO

4 = He MOXET BBIITOJIHUTD

Tect Jlypus:

0 =>4 3a 10 cek, 0e3 moaCcKa30K

1 =<4 3a 10 cek, 60e3 moICKa30K

2 =>4 3a 10 cek ¢ noackazkaMu

3 =<4 3a 10 cek ¢ noackazkaMu

4 = He MOXET BBIITOJIHUTD

PurugHocTts - pyku:

0 = orcyTcTBYET

1= BbIpaxKCHa CJICITKa UJIN IMOABJIACTCA TOJBKO IIPU aKTHBU3AllUH

2 = OT MATKOW 0 YMEPEHHOU

3 = BeIpaK€HHAasl, MOJHBIM 00bEM JIBHKECHUM
4 = BpIpa>X€HHAs C OTPAHUYEHHUEM JBHKEHUM
bpanukunesus - Teno:

0 = HOpMa

1 = MUHUMAaNTBEHOE 3aMeIJIeHue (HopMa)

2= HEMHOTI'O, HO O4CBHUIHO 3aMCIJICHO
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3 = yMepeHHOe 3aMeIJICHHE, HEKOTOpast 3aJIepKKa MPU UHUITUAIIUU JIBHXKCHUS
4 = 3amMeTHOE 3aMeJICHHE, ITTUTEIbHAs 3aJIepKKa MPU UHUITUAIIUN JIBHXKCHUS
MaxkcumanbHas TUCTOHUSA:

0 = orcyTcTBYET

1 = BbIpaXkeHa CJIeTKa/HEMOCTOSHHO

2 = MArkas/pacrnpocTpaHEHHas WK YMEPEeHHas/HEMOCTOSIHHAS
3 = yMmepeHHas/pacipocTpaHeHHAs

4 = BpIpakeHHas/IJIUTEIbHAS

MakcuManbHas xopes:

0 = orcyTcTBYET

1 = BbIpaXkeHa CJIeTKa/HEMOCTOSHHO

2 = MArkas/pacrnpocTpaHEHHas WK YMEPEeHHAas/HEOCTOSTHHAS
3 = yMepeHHas/pacipocTpaHeHHAs

4 = BpIpakKeHHas/IJIUTEIbHAsS

[Toxonxa:

0 = HOopMaJibHAs TTOXO0/JIKa, HOpMaJIbHasi TOCTAHOBKA HOT

1 = mmpoKo paccTaBisieT HOTH U/UIN TOXOJKa 3aMe/IJIeHa

2 = IIUPOKO pacCTaBIsET HOTH, TOXOKA 3aTPyIHEHA

3 = XOJIUT TOJBKO C MOIACPIKKOM

4 = He MOXKET XOAUTh

TannemHas xoan0a:

0 = HopMa Ha nipoTsikeHuu 10 maros

I =0t 1 10 3 OTKJIOHEHU OT NPSAMOM JTUHUU

2 =>3 OTKJIOHECHUI

3 = HE MOXET 3aBEPIIUTH TECT

4 = He MOXET BBITIOIHATH TECT

TecT Ha peTpPONyIbCUIO:

0 = HOpMa

1 = caMOCTOSITENTbHO IPUHUMAET UCXOTHOE MOJIOKEHHE

2 = ymaJeT, €CIM HUKTO HE MOJXBATUT
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3= TCHACHIHNA K CIIOHTAaHHBIM ITaACHUAM

4 = He MOYET CTOATh

JluarHoctTudeckasi yBepeHHOCTh

0 = HOopMa (HET HapyIlIECHH)

1 = Hecnenuduyeckue MOTOpHbBIE HapyIieHus (yBepeHHOCTh MeHee 50%)

2 = MOTOpHBIE HapyIIEHUs, KOTOopble MOryT ObITh mpusHakamu bI' (50 — 89%
YBEPEHHOCTH )

3 = MOTOpHBIE HapylIeHUs, KOTOPhIE, CKOpPEE BCEro, SIBJISIOTCS Mpu3Hakamu bI’
(90 - 98 % yBepeHHOCTH)

4 = MOTOpPHBIEC HAPYIIECHHUSI, KOTOPbIE OJHO3HAYHO SBJISIIOTCS mpu3zHakamu BI'( > 99

% YBEpEHHOCTH)

IIkaJia o0mel pyHkuuoHaabHou cnocoOHoctu (UHDRS)

3aHsITOCTH 0 = HEeBO3MOXKHa
]l = TONbKO MUHUMAJNbHAS 3aHATOCTH
2 = CHHXCEHHE TOJIEPAHTHOCTH K OOBIYHBIM
Harpys3kam
3 = HOpMa
dunHaHCOBBIC OeIa 0 = HEBO3MOXHEI
1 = 3HauyuTenbHAsI MOMOIIH
2 = HeOoJIbpIIAas ITOMOIIb
3 = HOpMa
OO0s3aHHOCTH nmo | 0 = HeBO3MOXHBI
JOMAIIHEMY XO34MCTBY | | = HapylIeHHl
2 = HOpMa
IToBcenHeBHas 0 = moaHas 3aBUCHUMOCTDH
aKTHBHOCTh 1 = TONBKO AJE€MEHTAapHBIC BEIIU
2 = MUHUMAJIbHbIE HAPYIICHUS
3 = HOpMa
YpoBeHb okazaHus | 0 = MOCTOSHHBIN yXOJ ONBITHOTO MEepcoHala
TTOMOIITH 1 = oM UM NOCTOSHHOE HAONIOIeHUE
2 = 1oM
Bcero 6amnon Ot 0 mo 13.
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YauduupoBaHHas 1IKajaa OleHKH 00je3Hu [ eHTHHTTOHA

OYHKINOHAJIbHA OLHEHKA

JIns cnemyromux 25 BOIIPOCOB, MOXKAITYICTA, UCIIOIb3YHITE:

l = na

0 = Her

Mor 0blI CyOBEKT HaHATHCS Ha OIIAYMBAEMYIO pabOTy MO CBOEH CHEUATbHOCTH?
Mor 66l CyOBEKT HAaHATHCS Ha JIFOOYI0 OIIayuBaeMyto padbory?

Mor Obl cyOBEKT yCTPOUTHCS BOJOHTEPOM MIJIM Ha JIFOOYI0 HEOIJIauMBaeMYIO
paboty?

Mor Obl  CyOBEKT  yHpaBISITBCA  CO  CBOUMHU bUHAHCOBBIMHU
(exemMecsIYHBIMM) AeflaMu 0e3 4bel-Tu060 MOMOIIH ?

Mor Obl cyOBEKT MOKYNaTh MPOAYKTHI 0€3 ubeil-1100 nmoMouiu?

Mor Obl cyOBeKT oOpamaTbCsi C HAJIMYHBIMUA JE€HbIaMUd B MarasuHe Kak
ITOKYIIaTeIb?

Mor 06l CyOBEKT CIeqUTh 3a A€TbMH 0€3 Ubel-11u00 nomMoIu?

Mor 6bI cyOBEKT 0€301aCHO U HE3aBUCUMO YIIPABISATh aBTOMOOHIIEM?

Mor 65l CyOBEKT BBIIIOJHATH pabOTy Mo AOMY 0€3 ubei-11u00 momoru?
Mor OBl CyOBEKT ympaBisiTbCSl CO CBOEH TPA3HON OJek0il (CTUpKa/9ucTKa) 0e3
Ybei-IM00 moMouu?

Mor 66l y4aCTHUK NPUTOTOBUTH ceOe ey 0e3 ubei-mubo momouiu?

Mor Obl cyOBEKT MOJIb30BATHCS TeNEe(POHOM 0€3 Ubel-Tn00 MOMOIIH?

Mor Obl CyOBEKT IPUHUMATH JIEKapcTBa 0€3 Ubeh-1100 moMoru?

Mor Obl CyOBEKT CAaMOCTOSITEILHO IPUHUMATD €11y ?

Mor 05l cyOBEKT o11eTbes 0€3 ubel-1100 momomu?

Mor Obl CyOBEKT MBIThCS 0€3 UbeH-TU00 MOMOILN?

Mor Obl CyOBEKT MOJB30BAThCA OOIECTBEHHBIM TPAHCIOPTOM 0€3 Ybeh-T100
romoutu?

Mor 6Bl CyOBEKT IPOTYJIUBATHCS B OKPECTHOCTAX 0€3 Ubei-Tn00 MmomMoImu?

Mor Obl cyOBEKT XOAUTH 0€3 MaJeHH?
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Mor 65l cyOBEKT XOOUTh 0€3 Ubeil-IN00 MOMOIIH?

Mor Obl cyOBEKT mpHUUecaTh BOJIOCHI 0€3 Ybel-Tn00 TOMOIIIH ?

Mor 0bl CyOBEKT MepeABUTraThbCsl MEXIY KpeciamH (IepecakuBaThCA U3 OJHOIO
Kpeclia B ipyroe) 6e3 ubei-nn6o nmomomiu?

Mor Obl CyOBEKT JIOKHUTHCS U BCTaBaTh C KPOBAaTH 0€3 Ybel-Tn00 MOMOIIH?

Mor OBl CyOBEKT NOJB30BATHCS TYaJleTOM/CTYJIbUYaKOM/YTKOH 0€3 4beil-nbo
ITOMOIIH ?

Bo3mosxHO 11 1omMa o0ecrieunBaTh yxo7 3a CyObeKToM?



