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ficuxuyeckue Hapywenua npu done3nn FreHTUHITOHA

bonesnv lenmunemona (bI)) — 00H0 uz Haubosee msadicenvix U PamanbHbIX HACAeOCMBEHHbIX 3a004e8a UL HEPBHOU cucmembl. B cmambe
KPamKo 0ceeujeHbl UCopus U3yueHus 3a001e6aHUs, e20 KAUeable 0COOEHHOCMU U MEXAHU3MbL PA38UMUsL ¢ NO3UYULL ROCAOHUX docmudice-
HULL MOAEKYAAPHOIUL Ouonoeuu. Jlana xapaxmepucmuka Heiponcuxuampuyeckux nposeieruil bI, seasowuxcs enaéHvim UH8AAUOUIUPYIOUUM
paxmopom. Cucmemamuzuposansl NCUXUHECKUEe U IMOUUOHANbHO-601€6ble HAPYULCHUS, NPUBCOCHbI B03MOJICHbIE MEMOObl KOPPEKUUU KAUHU-
ueckux nposieaenuil BI. Oco60 noduepkHymo, 4mo 0451 OOCMUNCEHUs. HAUAYHUIUX Pe3YAbMAMO8 AeYeHUsl 8ANCHO 3aUMOOelicmEue PA3IUYHbIX
cneyuanucmos Kak memxcdy coboii, mak u ¢ poocmeeHHuKkamu 604vHoeo. Ilpedcmaenen onvim uzyueHus NCUXONamonN02U4eckKux nposieaeHull
BT 6 Hayurom yenmpe nesponoeuu PAMH, oceeujervt pe3ynsmamol KOMRAEKCHOR0 UCCAC008AHUS KOCHUMUBHBIX U HEeUPONCUXON0UHECKUX
Xapakmepucmuk acUMnRMOMHbIX Hocumeneil mymanmnoeo eena bI' uz epynnui pucka c nomousbto 6amapeu NCUX0A02UHECKUX MeCMOo8, Ho-
seliuux Memooos 31eKmpoHelpoPU3U0N02UU U HEUPOBU3YANUZAUUU, COeAaH 8bI800 O CYUECMBO8AHUU NPEKAUHUHECKOU cmaduu 3a601e6a-
Hust. Oceeujer coOCMEeHHbLI OnbIM HapmaKomepanuu HeluponCuXuampu4ecKux nposeaeHuil U KO2HUMUeHo20 deuyuma y nayuenmos ¢ br.

Karoueenie crosa: 6one3nv [enmunemona, neilponcuxuampuyeckue nposgAeHus, KOCHUMUGHbLI Oehuyum, CUHOPOM HAPYUleHUs YRPABASIO-
WUx YHKYU, acumMnmomuble Hocumenu 2ena 6oae3nu lenmunemona.
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Huntington’s disease (HD) is one of the most severe and fatal hereditary diseases of the nervous system. The paper outlines the history of stud-
ies of the disease, its key features and development mechanisms in terms of recent advances in molecular biology. The neuropsychiatric mani-
festations of HD, which are a major disabling factor, are characterized. Mental and emotional-volitional disorders are systematized; possible
methods for correction of the clinical manifestations of HD are presented. A special emphasis is made on the fact that cooperation between dif-
ferent specialists and with a patient’s relatives is of importance in achieving the best treatment results. The authors present their experience in
studying the psychopathological manifestations of HD at the Neurology Research Center, Russian Academy of Medical Sciences, and the
results of an integrated study of cognitive and neuropsychological characteristics of at-risk asymptomatic HD gene carriers, by using a battery
of psychological tests and the newest methods of electroneurophysiology and neuroimaging, and conclude that there is a preclinical disease
stage. The authors’ experience with pharmacotherapy for neuropsychiatric manifestations and cognitive deficit in HD patients is described.
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Bonesnb (xopest) ITentunrrona (bI') — HacneacTBeHHOE
XpPOHUYECKOE TMporpeccupylolliee HeilipoaereHepaTuBHOe 3a00-
JIeBaHWEe C MYJBTUCHCTEMHBIM TMOpakeHHeM T'OJIOBHOTO MO3Ta,
repenaonieecst o ayToCOMHO-JIOMUHAHTHOMY THUITy C IPaKTH-
yecku 100% IeHEeTPaHTHOCTBIO MyTAHTHOI'O Te€HA, OTIMYAIOIIE-
ecsl 0co0Olf TSKECThI0 M (haTaTbHOCTBIO TeUeHUs. BriepBbie
onucaHo B 1872 r. amepuKaHcKUM Bpayom JIK. [eHTMHITOHOM
[1]. PacnpocrpanenHocts BI' B Mupe coctaBisieT B cpeaHem
7—12 cnyvaeB Ha 100 Tbic. HaceneHus [2, 3]. JleOwoT 3abosieBa-
HUS TTPUXOAUTCSI OOBIYHO Ha 4—5-¢ aecsaTuaeTue XKu3Hu (cpe-
Huit Bo3pacT Havana Bl — ot 35 mo 44 ner [2]). Kak npaswiio,
3a00JIcBaHME pa3BUBaeTCs Ha MpoTskeHuM 15—20 yiet, xapakre-
pU3YSICh HEYKJIOHHBIM IPOrPecCUPOBAaHUEM MOTOPHBIX pac-
CTPOMCTB (MpeX/e BCEro XOpenueCKuX r’mrnepkKuHe30B), MCUXU-
YECKUX WM KOTHUTUBHBIX HApYIICHWIl BIUIOTH OO MPAKTUYECKH
TOJTHOM OO0E3IBIKEHHOCTH, KaXeKCUM W TPyOOl JIeMEeHIIVH.
B HacTosmiee BpeMs Kakue-11u60 3(pheKTUBHBIE 3THOIAaTOTeHEe~
THYecKre MeTobl JiedeHust BI' oTcyTcTBYIOT.

KapTtupoBaHue u mocienyoliee KIOHMPOBaHUE TeHa 3a-
0oJieBaHUST HA KOPOTKOM Tteve 4-it XpoMocoMbl (JIoKyc 4p16.3)
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SIBUJTUCh BAaXKHEWIIUM IlIarOM K MOHUMAaHUIO MOJIEKYJISIPHOM
ouonoruu BI' u pazpabotke ero stasionHoi JIHK-auarnoctuku
[4—6]. BI" pa3BuBaeTCs IpY HAIMIUY TMHAMWYECKON MYTALIMKA —
AHOMAJIBHOTO YBEJWYEeHUS («9KCMAaHCUM») TPUHYKIEOTHIHBIX
UTO3UH-aleHUH-TyaHUHOBBIX (CAG) TIOBTOPOB B TIEPBOM 2K-
3one reHa HTT [6, 7]. Unentudukanus rena bI' mo3Bosmia ¢
MOJIEKYJISIPDHBIX TO3ULUI OOBSICHUTh Pa3HOOOpa3HbIE 3HAYM-
Mble€ KJIMHUKO-TeHeTnyeckue koppensiuuu npu bIT [5, 8—12].
[Mponykrom rena HTT siBisieTcst 6€JIOK TeHTUHITUH C HEU3BECT-
Hoii dyHkuueit. [Tockonbky HykieoTuaHbli Tpuruier CAG ko-
IpYyeT aMUHOKUCIIOTY TyTaMuH, skcraHcuss CAG-TIOBTOpOB
MPUBOIUT K YITMHEHUIO Y U3MEHEHUIO0 KOHMOPMAaLMK TOJH-
[JIyTaMUHOBBIX 1I€TIel B COCTaBe FTeHTUHITUHA, IPUOoOpeTalollie-
ro HOBBIE, LIMTOTOKCUYEeCKUe, PyHKIMU [13, 14], yTo mpuBOAUT
K JIeTeHepaluu U THOeId HEMPOHOB U pa3pyllIeHUIO HEHPOHATb-
HBIX cBs3eit. B Hactosiiee Bpemst BI' OTHOCST K rpyrire «mojiu-
TJIyTAMUHOBBIX» KOH(GOPMALIMOHHBIX 0OJIe3HEel MO3Tra, CBSI3aH-
HBIX OOIIIHOCTBIO MyTallMii U CXOJCTBOM OCHOBHBIX MOJIEKYJISIP-
HBIX 3BeHbeB TaToreHesa [13, 15, 16], u paccMaTpuBaloT B Kadye-
CTBE «MOJEJIbHOIO» 3a00JIeBaHUsI MPU WU3YYEHUU MOJIEKYJISIP-



HBIX MEXaHU3MOB HEUPOIeTeHEPAIINH, a TAKKE BOITPOCOB ME/IH-
KO-TEeHETMYECKOTO KOHCYJIBTUPOBAHUSI U TPOTHOCTUIECKOTO
TECTUPOBAHMS B COBPEMEHHOI HeliporeHeTuke [17].
Mopdoaornyeckum cyocrpatom BI siBisitoTCST mporpeccu-
pyroLast ooIIrpHast JereHepaLys HEHPOHOB MOJKOPKOBBIX CTPY-
KTyp MO3ra, TMPEeUMYIIECTBEHHO HeocTpuatyma (IIUTTOBUIHBIE
HENpPOHBI), a TaKXKe LiepedpanbHOi Kophl (B ocHoBHOM IV, V u VI
cnoeB) [18]. HeliponereHepaliius, Ae3WHTErpaldst KOPbI U TTOMI-
KOPKOBBIX CTPYKTYP, I'pYObIii 1 HEOOpaTUMBbIiA I1cOaaHC HEHpPO-
MEINaTOPOB — HEMOCPEACTBEHHbIE MPUUUHBI Pa3BUTHUST KaK MO-
TOPHBIX MposiBieHnit BI” (xopenueckue runepKuHesbl, JUCTOHMSI,
HapyIIeHUsT TIIOTaHWsI, TU3apTpusi, OpaTuKIHE3WsI, PUTUITHOCTD,
OKYJIOMOTOPHBIE PACCTPOICTBA), TAK U IEMEHIINH 1 TICUXITYECKIX
HapyieHuit. HecMoTpst Ha 04eBMIHYIO BBIPAYXKEHHOCTD 1 XapaK-
TEPHOCTh MOTOPHBIX TposiBieHnii BI, uMeHHO Tncuxuyeckue u
KOTHUTHBHBIE PACCTPOUCTBA SIBJISIIOTCS] TJIABHBIMUA WHBAIMAU3U-
pyoiMu (hakTopaMu NpU JaHHOM 3a00JIeBaHUM, HaKJIaabIBast
HETaTMBHBIN OTITEYaTOK Ha KAa4eCTBO XXM3HU HE TOJIBKO TaIlueH-
TOB, HO W WICHOB X CEMEH U JINII, yXaXKNBAIOIINX 332 OOTHLHBIMU.
KorautuHsie pacctpoiictBa ipu BI' HocsT XapakTep mporpeccu-
pYIOIIeil IeMeHIIMU «IOAKOpKOBoro tuma» [19]. B ormimuume ot
KOPTUKAJIbHOI JEMEHIIMU albLIeiiMepOBCKOTO TUMA Y OOJIbHBIX
BI' Het BbIMageHMs1 BHICIIMX KOPKOBBIX (DYHKIIMI, OTHOCUTEIEHO
COXpaHHa MaMsITh (ITPEUMYIIIECTBEHHO CTpanaeT KPaTKOBPEMEeH-
Hasl, a He TOJITOBPEMeHHas! TTaMsITh), HANOOJIBIIINE TPYITHOCTH BbI-
3bIBAET BHITTOJIHEHUE 3324, TPEOYIOIINX BHUMAHUS M KOHILIEHTpa-
11U, BO3pacTaeT BpeMsi, HEOOXOAUMOe [UTSI OCYILIECTBICHUST KOT-
HUTHUBHBIX Harpy3ok (OpanudpeHusi), HabI0Aal0TCsl MPOTrpeccu-
pyIollye JTUYHOCTHBIE, MTOBEAEHYECKNE U SMOLMOHATbHO-BOJIE-
Bble HapyuieHust [20, 21]. TepmuH «cyOKOpTUKaJIbHAS IEMEHIINSI»
BecbMa YcJIoBeH [22], TOCKOIBKY OOBITHO MOPGhOIOTMYECKUE 13-
MEHEHUST MO3ra TIpY IeMEHIINU 3aTParuBaloT KakK MOJAKOPKOBbIE,
TaK U KOPKOBBIE CTPYKTYPHI [23], YTO 0OCOOEHHO OTUYETIMBO ITPO-
caexusaetcs npu BI. MHTepecHbI ncuxuyecKne U 3MOLMOHAIb-
Ho-BosieBble nposieieHus bI. Eme JIxk. [EeHTMHITOH oT™Meyat, yTo
y GOJTbHBIX HAOJTIONACTCST «TEHIEHITUS K OE3yMUI0, MHOTIA K TAKOI
dopme 6e3yMust, KoTopas BesieT K cyuuuay» [1]. MHorooOpasue u
HEpeIKoe COUeTaHWe HECKOJIBKUX TICHXOMATOJIOTUIECKUX CUH-
JIpOMOB y ofHoro nauuenTta ¢ bI' co3naer 3HaunTeIbHBIE TPYAHO-
cTU B X auddepeHimanmm, 4To KpaitHe 3aTpyIHsIeT Ioa0op aie-
kBaTHOU (hapmakorepanuu. [1o3ToMy BecbMa BaXXHO MPaBUIBHO
Ki1accuduupoBaTh 3Tu cuHApoMbl. [To MHeHuo A. Rosenblatt
[24], ommG0oYHO MyMaTh, YTO KOTHUTUBHBIE W HEMPOTICUXUATPH-
yeckue paccTpoiicta rmpu bI SIBISIIOTCST «BTOPUYHBIMEU» TI0 OTHO-
LIEHUIO K MOTOPHBIM MposiBieHusIM. Kak mokasaHo MHOTMMHU aB-
Topamu [25—27], nerkue KOrHUTUBHBIC U JTUYHOCTHBIC Hapyllie-
HUS (B YACTHOCTH, IEMPECCHsI) MOTYT HAabMI0AaThCsl Y HOCUTENIEH
MyTaHTHOTO TeHa BI" 3a MHOTO JIeT 1o 1e6roTa MOTOPHBIX ITPOSIB-
neHuit 3aborneBanus. He monTBepmwiach M ObITOBaBIasi paHee
TOYKA 3pEHUsI, YTO TICUXUATPUIECKUe CUHAPOMBI (apheKTUBHBIE
paccTpoiicTBa, B TOM 4YKCJIe JETPeccusi, MaHUU U OUTIONSIPHBIE
HapylleHusl, 00CeCCUBHO-KOMITYIbCMBHBIE PACCTPOICTBA, Mapa-
HOWSI U T. 1.) HaxoAgTcs y nauueHToB ¢ bl B «wiaTeHTHOM» cocTO-
STHUW Y MaHU(DECTUPYIOT BCIIGACTBUE SCTBUST MyTAaHTHOTO T'eHa.
OueBUIHO, YTO OOIIMPHBIN 1IepeOpabHBIN HelpoIereHepaTB-
bl Tiporiecc pu BT oOycroBnuBaeT yHUKaTbHOE COYeTaHUE
TICUXUYECKUX HApYIIEHUI, KOTOPbIE HE YKIaAbIBAIOTCS] B KIMHU-
YEeCKYI0 KapTUHY «UMCTOM IIM30(MPEeHUN» UM «9UCTOM Jerpec-
CHW» KaK OTIETbHBIX HO30JI0TMYeCKMX (hopM. B ¢BsI31 ¢ aTUM 1151
mondopa aneKBaTHBIX METOIOB KOPPEKIIMHU Helporicuxuarpude-
ckue cuHapombl ripu BIT 1ienecoobpa3Ho Tofpas3nesnsith Ha TPU
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TPYIIIBL 1) TICMXWYeCKre HapyIIeHMs, COOTBETCTBYIOIIUE UIHO-
MaTUIECKUM pacCTPOCTBAaM, BCTPEUAIOLIUMCS B OOIIICH MTOITYIIsI-
LMK, 2) CUHAPOMBI, YHUKabHbIe 1151 BI' 1 Apyrux KopkoBo-To-
KOPKOBBIX HelipofereHepaTUBHBIX MPOLECCOB; 3) Hecneuduye-
CKMe TICMXMIEeCKHe pacCTPOMCTBA, BCTpeyarolyecs y Il Oe3 11e-
peOpaibHOl TTaToJIOTMU B aHaMHe3e [24].

1-s rpymna. /lenpeccuu — xapakTepHOe KJIMHUYECKOE MPO-
sienne BI, BcTpedatorcst Gonee yem y 50% GonbHbIX [28, 29].
Yacrota cynunnoB Ha (GoHe aenpeccuu y 60abHbIX BIT mpeBbI-
[IaeT TAKOBYIO B MOMyasaiuu B 4—6 pas [30]; cymumasl otMeya-
fotcst B 5—10% otaromeHHbix o bI' cemeii [31]. Y HocuTenei
MyTaHTHOTO reHa bI” nernpeccust u cyonemnpeccust MOryT HaOJIIO-
natbes 3amonro no aebiota BIL IMokazano [32, 33], uto mempec-
cuBHBIN cuHIpoM ipu BIT accommmupoBaH co CHIDKEHUEM MeTa-
00JIM3Ma IIIOKO3bl B TIPEMOTOPHOM U OpOUTO(PPOHTATIBHON KO-
pe (1Mo JaHHBIM MO3UTPOHHOI 9MUCCUOHHON ToMOorpaduu), 4TO
COOTBETCTBYET HaxolIKaM y TaIlMeHTOB ¢ Jerpeccreit 6e3 mep-
BUYHBIX HelpolereHepaTuBHBIX HapylieHuit [33]. Dto menaer
BI' menHoli MoAeNblo ISl U3yYeHUsI TTaTOTeHe3a MANoIaTuIe-
CKUX aempeccuid. JIIsi MeIMKaMEeHTO3HOM KOPPEKIIMU JeTpec-
cum y 60JbHBIX BI” MOTYT McIoIb30BaThCs TPAKTUUECKU BCE T
xe aHntuaernpeccantsbl (AJLIT), 4To U NMpU UIMONATUYECKUX JIe-
MPECCUSIX: CEJIeKTUBHbBIE MHTUOUTOPHI 0OPAaTHOTO 3aXBaTa Cepo-
toHnHa — CHUO3C, ceneKTUBHbIE MHTMOUTOPBI 0OpaTHOTO 3a-
XBaTa CEPOTOHMHA U HOpaApeHaNINHa («IBOMHOTO ACUCTBUS») —
CHUO3CH, rerpanmkinueckue AIT. OgHako mombop mpemna-
paToB JOKEH MPOBOAUTHCS CYTy00 MHAMBUAYAJIbHO, C YYETOM
0COOEHHOCTEeI Helporncuxuarpuuyeckoro cuHapoma npu bl
B uyacTHOocTM, KpaliHe oCTOpoXHO cienyeT HasHayaThb AJIIT-
CTUMYJIATOPBI ((PJIyOKCETUH) B CBSI3U C MOBBIILIEHHON «CYUIIM-
JaJIbHOM TOTOBHOCTBIO» manueHToB ¢ bI. K coxanenuio, B au-
TepaType KpaiiHe HeIOCTaTOYHO JaHHBIX O mpuMmeHeHuu AJITT
npu BI, kakux-1m60 cylecTBeHHbIX MCCIEI0BAHUI 10 HACTOSI-
1LIET0 BPEMEHU He MPOBOAWIOCH, TOATOMY 3a4acTylo MpernapaThbl
MOA0MPAIOTCSI METOJIOM «ITPOO 1 OLIUOOK».

Manuu u ounoaspuvie paccmpoiicmea B «4UCTOM BUIIE»
BcTpevatotest y 5—10% GonbHbIX [34]. OHU MOTYT OBITH TIEPBBIM
CUMIITOMOM 3aboJjieBaHus. MaHuakaiabHble TiposiBieHust bl —
TSKKOE MCTIBITAHUE JIJIS1 POACTBEHHMKOB MAIIMEHTOB M yXaXK1Ba-
JOIIMX 32 HUMM 1L, OCHOBHBIMU MPOSIBICHUAMU 3TUX addek-
TUBHBIX pacCTPOMCTB Mpu BT ABIAI0TCST MOBBIIIEHHBIN (POH Ha-
CTPOCHHUSI, PA3IPaXKUTCIBHOCTh (THEBIMBOCTh), UMITYIbCUB-
HOCTb, TIOBBIIIEHHAsT aKTMBHOCTb, CHIDKCHUE TOTPEOHOCTH B
CHE, CaMOYBEPEHHOCTb M CWJIBHO 3aBBIIICHHAs CaMOOIICHKA.
J17151 GONIBIIMHCTBA ClTydyaeB MaHUaKaJIbHBIX MposiBieHui npu bI
XapaKTepHO OTCYTCTBHME 3JIEMEHTOB KJIACCMYECKON KIMHMYE-
CKO¥1 Tpraabl MaHMi1 (TTOBBIIIEHHBIN (POH HACTPOCHHMS, TTApaHO-
WIATBHBIN TUT MBIIIJICHUS, TUTIIEPAKTUBHOCTB). Bechma T4~
Ha OBICTpasi CMEHa pa3HBIX MOMAJIBHOCTEH OUITOISIPHOTO CHUH-
npoma (OT MaHUU K ACTIPECCUH 1 0OpaTHO); HEPEIKO OUITOISIP-
HbIE MPOSBJICHUS Y NALUEHTA CYLLECTBYIOT OZHOBPEMEHHO, YTO
3aTPYAHSIET OLEHKY KJIMHMYECKOTOo CMHAPOMAa U TOA0Op aaek-
BaTHOU Tepanuu. Mapmakosornyeckass KOPPEKIUs BKIIOYAeT
Ha3HaueHUe MPEeTrapaToB BAIBIIPOEBOI KUCIOTH M HEUPOJIeTITH -
KOB — «KOPPEKTOPOB MOBEACHUsI» (COHaMaKc, HeyinenTuia). B To
Ke BpeMs Tpenapathl JUTus HeaddhekTuBHbI pu bl 1 mioxo
nepeHocATcst [24], 4TO SBJISETCS JIMIIHUM JOKAa3aTeJIbCTBOM
«CUMIITOMAaTUYHOCTU» MaHUaKaJabHOro cuHapoma npu bI.

Ilepeuunvie ncuxo3vt — pazHOOOpa3HbIe «IIM30(PPEHOMNO-
JNoOHBIe» TposiBiaeHus1 bI, He mo3BossIoNIME, OHAKO, KOHCTA-
THPOBaTh HAJIMYKME Y TALMEHTOB WIMOIATUYECKON IM30odpe-
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HUU, TTIOCKOJIBKY CaMO 3TO TIOHSITHE JI0 CUX TIOP TUCKYTHUPYeTCS,
TJIOXO OYepUYeHO U crucTeMaTu3npoBaHo. bpenossie nnen (6pen
PEBHOCTH, HAJIMYUSI TTAPA3UTAPHOTO 3a00JIeBaHUS, TIOCTENIEHHO-
IO «pa3pylleHHs Teda» U Ip.) BcTpeyaloTes y 11% malueHToB,
rajunonHamun — y 2—3% [29, 35, 36]. LlluzobpeHomono0HbIH
curapom nipu BI' Hepenko BKIIIOYAaeT U TaKWe TIPOSIBIICHUST, KaK
TTapaHoiisi, CBEPXIIEHHBIE UMIEU, Pa3IPaKUTETLHOCTD, arPeCCUB-
HOCTB (BIUIOTB [IO K€CTOKOCTH TI0 OTHOIIIEHUIO K OJTM3KUM), M-
MyJIbCUBHOCTD, 9POTOMAaHMUSI, XOTSI JAHHBIE CUMITTOMBI MOTYT Ha-
OmoaThesl Kak MpU OUIONISIPHBIX PAacCTPOMCTBAaX, TaK U MPU
CUHIpOME HapylueHusl ynpasistomnx ¢byHkumid. [Ipu MHOrMX
TMEePBUYHBIX TICUXOTUYECKUX PACCTPOMCTBAX y MarueHToB ¢ bl
3(bheKTUBHBI HEWUPOIETITUKYN, XOTS HEPeaKO OpemoBble WIeH
BecbMa TPYIHO MOAAIOTCS MeTMKaMeHTO3Ho! Tepanuu. Hanbo-
Jiee TIOMYJISIPHBI aTUTTUYHbIE HEHPONENTUKY (OaH3auH, 3UT-
pacuaoH, KBeTUAMMH, PUCTIEPUIIOH) Oaroaapsi MX BbICOKOM a¢-
(GEeKTUBHOCTH, PEIKOCTH MOOOYHBIX HEMPOJENTUYECKUX SIBIIE-
HUI (IT0 CPaBHEHUIO C TPAJAUIIMOHHBIMU HEUPOJICTITUKAMU) U
TTOJIOXUTEILHOMY JIEMCTBUIO HA XOpeWdeCKUe TUTIEPKIHE3HI.

Obceccusno-xomnyavcuenwiii cunopom (OKC) — xapakrep-
HOe HelporcuxuaTpuyeckoe mnposineHue bI, Bcrpeuaercst B
20—50% nabmoneHuii (B 3aBUCUMOCTU OT MCIOJb3YeMBbIX JHar-
HocTuYeckux mKkan) |35, 37, 38]. OnHako KIMHUYECKUE CUMIITO-
Mbl OKC — rrepceBepalini, HaBsI3YMBbIE MBICTH Y TTOCTYITKY, P~
TYaJIbl, YIPSIMCTBO — SIBJISTIOTCST TaKyKe OCHOBOI CHHZIpOMa Hapy-
IIeHusT yrpasistionmx GyHkumii (executive dysfunction syndrome —
EDS), uTo mimocTpupyeT BCIO CI0KHOCTh M YHUKAJIbHOCTD HEli-
poricuxuatpuyeckux paccrporicts npu BIL B Hamumx HaoOmone-
Hustx HepenkuM nposieieHrueM OKC npu BI' 6b110 HaBsi3unBOE
MbIThe pyK. OKC y 6osbHbIX ¢ BI' ycyryosiercst KOTHUTUBHBIM
nedbutmtoM. Koppexktms OKC nipu BI' BkiTiouaeT mpuMeHeHue
CHO3C u CUO3CH, micuxoTeparuio, B TOM YUCIE CITeLNaTb-
HbIE THEBHbIE TTPOTPAMMBI, a TAKXKe TTOMOIILIb WIEHOB CEMbU C 11e-
JIbIO BHITECHEHWSI HAaBSI3UMBBIX MBICJIEN U MOCTYIKOB.

2-ga rpymna. EDS — nau6osnee TunuyHoe HeiiporcuxuaTpu-
yeckoe nposiBiieHre bl HabMonaeTcss MpakTUYECKU y BCex Malu-
eHTOB [24, 39, 40]. PanHee m1s ero 0603HAYCHUS TTPUMEHSIIICS Tep-
MWH «CUHAPOM JIOOHOI momm» [40, 41]. YaeHue 06 yIpaBIIsSiIOIIIX
¢yHKIMAX Mosra (executive functions — B 3apyOexkKHOI aHIJIO-
SI3bIYHOI JIUTEpaType) pa3BUBAETCsl B MOCIETHUE IECITUIETHS, B
OTEUECTBEHHOI JUTEpaType OHO HALIO OTpaXXeHue B paboTax
HetiporicuxosioroB A.P. Jlypust u E.JI. Xomckoii [42, 43] npume-
HUTEJILHO K (DYHKITUSIM PETYJISIIAN, TIPOTPaMMHUPOBAHUSI U KOHT-
pOJIST TICUXWUUYECKUX TIPOLIECCOB MPePOHTABHBIX OTIETIOB JI00-
HOM KOpBL. YrpapJsitolye GyHKIIMN 00eCIIeYrBar0T CaMOCO3Ha-
HUe, TJIaHUpOBaHKE, CAMOKOHTPOJIb, CAMOOLIEHKY [44] u neiicT-
BYIOT HA MOTOPHOM, BEpPOATbHOM, KOTHUTMBHOM U SMOLIMOHAJIb-
HoM ypoBHsix. [Tpu BI' HapyiieHue yrpaBisitonmx GyHKIUA Tpo-
WCXOIWT Ha BceX ypoBHsIX. Kimmamueckum BoipaxkeHuem EDS sB-
JIAI0TCST XapakTepHble mist bl amatust, Ge3bIHUIIMATUBHOCTD,
aCMOHTAaHHOCTh, Pa3IPaKUTENbHOCTb, THEBIUBOCTb, arpecCcUB-
HOCTb, PACTOPMOKEHHOCTb, 00CECCUBHOCTb, UMIYJIbCUBHOE TMO-
BeJieHUe, CHYDKEHUE HABBIKOB CAMOOOCTY>KMBAHMSI, SMOLIMOHAITb-
Hasl YIUTOIIEHHOCTb, TiepceBepaliii. MHOTHE U3 3TUX CUMITTOMOB
HaOJTIOMAIOTCST TIPY UITUOTIATHUECKUX TICMXOTIATOJIOTUIeCKIX CUH-
npoMax — adeKTUBHBIX paccTpoiicTax, mm3oppennu, OKC.
Anatust y 6onbHbIX BIT — Hambosee xapakTepHoe TPOSIBJICHUE
EDS, yacto napamokcajbHO COYETAeTCs ¢ pACTOPMOXKEHHOCTBIO,
JOCTaBJIsisi OOJIbIlIe HEYIOOCTB POACTBEHHUKAM IallMeHTa, YeM
camoMy GosbHOMY. [TOBBIIIIEHHAsT pa3npaXkUTeTLHOCTh U pa3HO-
o0OpasHble nepceBepaluu (MOTOPHbIE U BepOAbHBIE) SBISIOTCS
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IpyruMU pacripocTpaHeHHbIME cumntomamu EDS. Koppekimst
EDS y 6onpubix BI' mpencrapnsieT caoxHyto 3amady [41] u BKito-
yaeT B cebs1 mpumeHeHue AJIIT, mpeumyiectBenHo CHUO3C u
CHUO3CH, HeiiposienTUKOB, B psiae ciaydaeB amperaMuHoB. Mme-
IOTCSI COOOIICHMSI O TTOJIOKUTEIbHOM NEHCTBUM TPOM3BOIHBIX
aMaHTaJlMHa B OTHOLLEHUH TIepceBepalinii, pACTOPMOXEHHOCTU 1
arpecCUBHOTO TIOBENIEHNST Y TaKUX MAIlueHToB [45]. MenukameH-
TO3Hasl Tepanust Hanbosee 3(pheKTUBHA B COUETAHUU C TICUXOTe-
panueii, THEBHBIMU MPOTpaMMaMU TSI TTAIIUEHTOB.

3-4g rpynna. Bkitouaer Takue Hecreluduueckrue CUHAPO-
MBI, KaK deaupuil, cexcyaibHple paccmpoiicmed, 0emMopaiu3auus,
uncomnuu. Jlenupuo3Hblii Opel HaOI01aeTes yale Kak OCaoX-
HeHMe WHTePKYPPEHTHBIX 3a00JIeBaHUI U TPaBM, COTYTCTBYIO-
mux BI' (kpaitHsas cTemeHb Kaxekcuu, MHMEKINN C BBICOKOM
JIMXOPAIKOM, 1iepeOpasibHbIe TPaBMbI Ha (hOHE MaJeHUit), U Tpe-
OyeT HEOTJIOXKHBIX MeponpusiTuil. Jlemopanuzaius (6e3Bosine)
SIBJISIETCS] €CTECTBEHHOM peakliMeil malueHTa, CTpaJarollero Ts-
KeJIbIM, (baTaJbHBIM 3a00JIeBaHMEeM, Ha CBOW JMarHo3, MHBA-
JINTHOCTD M BBIHYXIEHHYIO CMEeHY 00pa3a Xu3Hu (yxon ¢ pabo-
ThI, OTKa3 OT TPUBBIYHBIX 3aHATUI U T. 1.). YTpara BOJIEBOTO
KOHTPOJISI, KaK U JeTNpeccHsi, MOXeT MPUBECTU K CyULIMIANb-
HbIM nonbITKaM. CeKcyaabHble pAaCCTPOICTBA Yallle BbIpaXxaroT-
Cs1 B BUIIE TMIIOCEKCYAJIbHOCTH M aHOPTra3MHUK, HO BO3MOXHA 1
HEKOHTpoJIUpyeMasl TurepcekcyaibHOCTh. MHCcOMHUS (pac-
CTPOKCTBO CHA) B BUJIE TPYIHOCTE! 3aChITIaHUsI, PAHHUX TPO0Y-
KIeHWI, UHBepCUU CHa oueHb yacTo comytcTByeT BI. Koppek-
M MHCOMHUM Yy 60bHbIX BI 3auacTyio mpencrasisieT HEempo-
cTyto 3anavy. beHzonmmazenuHbl (KpoMe KJOHasenama), Kak
npaBuiio, HeadbekTuBHbI [24], 6ot abdekt natot AT ¢
CENaTUBHBIM NIEeHCTBUEM (MUAHCEPWH) W HEHPOJIENTUKU, CHO-
TBOPHBIE W3 TPYIIITHI TUKIOTMHUPPOIOHOB (30MUKIIOH). Dddek-
TUBHBI THEBHBIE POTPAMMBI, JAIOMINE HArPy3Ky B CBETJIOE Bpe-
MsI CYTOK, UYTO HEPEAKO MO3BOJISIET MallMeHTaM IPEOnoJIeTh
JHEBHYIO APEMOTY U HallaAUTh HOUHOI COH.

BbIpakeHHOCTh HEUPOTCUXMATPUIECKUX PACCTPOICTB
npu BI" mHOTHA MOCTUTAeT TaKOU CTeTIeHU, YTO HEKOTOPHIE aB-
TOPBI BBIACNSIIOT, TIOMUMO TUMWYHOW TUMEPKUHETUIECKOI,
TcuxuyecKyio hopmy 3ab0oeBaHUs, IPU KOTOPOU MICUXUIECKUE
HapyIIeHUs Pe3KO MPeBATUPYIOT HaJ MOTOpHbIMU [46]. HanbGo-
Jee peabedHO TMCUXUYECKUE HapyUIEeHUsl MPOSIBISIIOTCS TMpU
oBeHUbHOU (hopme BI' (BapuanT Bectdans), nedrotupyromieit
B Bo3pacte 10 20 JIeT 1 TIPOSIBIISIONIENCS] aKUHETHKO-PUTUTHBIM
CUHIPOMOM C HEPE3KO BBIPAXKEHHBIMU (VTN OTCYTCTBYIOIIMMMU )
TUTepKUHEe3aMM, HepeaKo HaOIIoNAIoTCsI MUOKJIOHUU U JIHU-
JIENITUYECKUe MPUTIAAKHY, TpyOeiiliue HapyIIeHUs] MHTeJUIeKTa U
Mcuxuku [2, 47]. Ora arunuuHasi ¢popMa 3a00J1eBaHMSI TPOTEKa -
eT HauboJjee 3JI0KaYeCTBEHHO U OBICTPO MPUBOAMT K CMEPTH;
KaK MpaBWIO, OHA BCTPEYAETCsl TPU MHOTOKPATHOM HacJjie[oBa-
HUU 10 MYXCKOW JUHUU (9G@PEKThl aHTULIUNALMUU U «OTLOB-
cKoit mepenaun»). FOBeHmnbHasa popma BI' — sipkas wimoctpa-
LMS 3aBUCMMOCTU BBIPAXEHHOCTU KJIMHUYECKUX TMPOSBICHUI
BI' oT KOJIMUYECTBEHHBIX XapaKTePUCTUK MYyTallMU (IKCHaHCUS
TpuHYKIeOTUTHBIX CAG-TIOBTOPOB CBBIIIE 60 KOTIHIf).

Ha niporskenun 20 et B HelpOTeHETUIECKOM OTIeJICHUN
Hayunoro nuentpa Hesposnorun PAMH (HLUH PAMH) na6nmona-
1otcs cBbie 400 cemeii, orsaromennsix mo bI. Hetliporicuxuat-
pUYECKHEe pacCTPONCTBA 3apeTMCTPUPOBAHBI MPAKTUUECKU B Ka-
xaoM ciydae manudectHoit BIL. bosee yem 75% GonbHBIX TpeGO-
Bajlach MOMOIIb MCUXUaTpa Wi Heliporicuxosnora. Cyuiuaanb-
HBbIE TOMBITKK 3aperMCTPUPOBaHbl B 7% 0OC/EI0BAHHBIX CEMEN,
YTO COOTBETCTBYET JaHHBIM JinTepatypsl [31]. ¥ 9—10% GonbHBIX



MMeJach IMU30(GPEHONOA00HAsI CUMIITOMATHKA (TapaHOUSIIbHOE
MBIIIJIEHUE, CBEpXLIEHHbIe uaeu, Open n KoHpadysaimu). Hau-
0osee yacTbIMU TIposiBieHusiMu EDS Obutn amartusi, pactopMo-
JKEHHOCTb, BepOaibHbIe MepceBepalu, 00CeCCUBHOCTh, HEpeI-
Ko npossisiBiiasicst pazsepHyTbiM OKC. YV yeTBepTH mauyeHToB
KOHCTaTUPOBaH OOJIBLLION IEMPeCCUBHBINM CUHIPOM, CyOaerpec-
CHUU C MOMOUIBIO crienuaibHbIX Kal (lamwisToHa, beka, bana-
I0BOI1) BBISIBJISLTMCH MPU OCMOTpe 1MouTH y 50% maireHToB.

B Hacrosiee BpeMs: uaeHTHU(UKALWS CIEHIMPUUESCKUX
MapKepoB «IIpef0oJIe3H» U paHHEH CTaauu OOJIC3HU, a TaKXkKe
MapKepoB MPOTrPeCCUPOBAHUsT HeipoAereHepaTUBHOIO Tpoliecca
TPU3HACTCST OMHOM U3 KITIOUEBBIX 331a4 COBPEMEHHBIX HEpOHa-
yK. Hamu mpoBeneH KOMIUIEKCHBIN KIMHUKO-UHCTPYMEHTAb-
HBII aHATTN3 OCOOEHHOCTE! HEBPOJIOTMIECKOTO, KOTHUTUBHOTO U
HEeMPOTICUXOIOTUUECKOTO MPOGWIST aCUMIITOMHBIX HOCHUTENei
mytaHTHoro reHa BI' [25]. Ha ceromHsiiHuit neds B 109 otToOpaH-
HBIX CEMbsIX 00cenoBaHbl 116 60MbHBIX U 125 MX pOICTBEHHUKOB
W3 IPYMITBI prcKa (Bo3pacT — ot 18 1o 56 jieT, cpemHuii Bo3pact —
35,5+17,6 rona). Y 48 KIMHUYECKU 3M0POBBIX JIUI] U3 TPYIIITBI PU-
CKa BBISIBIEHO HOCUTENbCcTBO TeHa B, Takum obpasom, oHu nume-
10T npaktuuecku 100% BepOSITHOCTb Pa3BUTHS 3a00JICBaHUSI HA
MPOTSKEHUU XU3HU. DTUM MaleHTaM MPOBEeeHO PACIIMPEeHHOE
Heliporicuxoioruyeckoe (6arapesi KOTHUTUBHBIX U TICUXOJIOTHYe-
CKUX TIKAJI ¥ TeCTOB) U Helpodusnoaornieckoe (KOrHUTUBHBIE
BbI3BaHHBIE TToTeHIMATBI P300 1 ypoBeHB MOCTOSTHHOTO TIOTEH-
muana mosra — YIIIT) obciaenoBanue ISl BBISIBIEHUS] MapKepOB
«IIPEKJIMHUYECKOI» cTanuu 3aboseBaHusl. Y Hocutenel reHa BI'
TIPU MCUXOJIOTUIECKOM TECTUPOBAHUM OOHAPYKEHO JOCTOBEPHOE
HapyllleHUe KOTHUTUBHBIX (DYHKLMIA — MaMsITH, MPaKTUYECKOTO U
a0CTPaKTHOTO MBILIUIEHUST, 00beMa 1 KOHILIEHTPAIIMY BHUMAHWSI,
JIMIHOCTHBIE U3MEHEeHWsI, BKJIIOYABIINE TOBBIIIEHHYIO TPEBOX-
HOCTb, HETaTUBU3M, NETPECCUBHOCTb, HEPENKO DPACTOPMOKEH-
HOCTb, acolMaibHOe MoBeaeHue. [1pu uccienoBaHMM KOTHUTUB-
HBIX BbI3BaHHBIX ToTeHIMaaoB P300 y 75% Hocuteneit reHa bI'
BBISIBJIEHBI CHVDKEHUE aMITUIUTY/IbI U YUTMHEHUE JIATEHTHOCTU MU~
ka P300, monTBepxparolvie paHHWE MPU3HAKM KOTHUTHBHOMN
muchyrkimu. Y 29 (80,6%) u3 36 Hocuteneii reHa BI, kak u y
0oJIbHBIX C pa3BepHyTOI cranueit bl BoisiBieHo cHukenue Y111,
CBUIETENBLCTBYIOLIEE O paHHEH peayKUMW YPOBHSI DHEpreThye-
CKOTo MeTabosiM3Ma Mo3ra. YkazaHHble U3MEHEHUS BbISIBISUIUCH
npuMepHo 3a 6—8 et no mpenmnoiaraeMoro ne6iora bI, Berauc-
JIEHHOTO C TIOMOIIIBIO KOPPEISIIIMOHHON KPUBOW MEXIY YMCIIOM
CAG-110BTOpOB ¥ Bo3pacTtoM niebiota bI' B 06cnenoBaHHOI paHee
rpyrie u3 200 6ombHBIX BIL Takum 06pa3om, TToTyIeHbI pe3yJibra-
ThI, TIO3BOJISIIOIINE CIENaTh BBIBOI O PA3BUTUM TOHKMX TICHXOMa-
TOJIOTUYECKUX U3MEHEHUIA Y HOCUTEJICH MyTalluM 3a[10JIT0 10 Ma-
HUbecTaly pa3BepHyToit KapThHbl BI' 11 cyniecTBoBaHMM 1ocTa-
TOYHO TIPOJOJIKUTEIIEHON CTaIuU «IIPea00Ie3HN», UTO TTOATBEP-
JKIAETCST MHOTOUYMCIICHHBIMU TAHHBIMU JIUTEpaTyphl [26, 27, 48,
49]. B mepcriekTuBe TIAHUPYETCS UCIIONL30BaTh APYTHUE HOBEii-
11IMe METObI 7SI BBISIBJICHUSI MApKEPOB «IIPeI00Ie3H» U AedioTa
MaToJIOTMYECcKOro mnpotecca. Tak, HaMU HayaTo HCCIeJOBaHUE
MmanyeHToB ¢ MaHubecTHOM BI' 1 acMMIITOMHBIX HOCUTEIIEil My-
TaHTHOTO TeHa BI' ¢ moMoIIbI0 BOKCET-OpUEHTUPOBAHHOM MOp-
domerpun (BOM) — TexHOIOTHY HEMPOBU3yaTM3aIIMK Ha OCHOBE
MaTeMaTUIeCKON MOJIeNTM, BHICTPANBAEMON 110 JaHHBIM MarHUT-
HO-pe3oHaHcHo# Tomorpaduu (MPT), mo3Bosnsmoiieii KonmyecT-
BEHHO OLEHUTb MUHUMaJbHble M3MEHEHMsI oObeMa BellecTBa
Moa3ra B Jlto6oM ero peruoHe [50], Tak Kak, Mo JaHHbIM psiia aBTO-
poB, oOHapyxxeHue aTpoduu B 00JaCTU CTpUaTymMa, OCOOEHHO B
XBOCTaTOM S$IZIpe, BOBMOXHO 3a MHOTO JIET 10 OKMIaeMOil MaHM-
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(ecrauuu BT [S51] 1 5T U3MEHEHUSsT KOPPETUPYIOT € AEOI0TOM U
TPOTPeCCUPOBaHNEM 3a00NeBaHMsI, OCOOEHHO CTETIeHbIO BbIpa-
xenHoctu EDS [52]. [Tpu o6cnenoBanuu 12 60abHbIX BI' 11 2 HO-
cuTeseit MyTaluu MOJTy4YeHbl MpeaBapUTebHbIEe TaHHbIE, 1EMOH-
cTpupylolye cyiiecTBoBaHue psina BOM-xapakTepucTuk, pas-
JIMIHBIX Y HOCWUTENIe MyTalluu ¥ MaHU(ECTHBIX OOJBHBIX, YTO
TTO3BOJISIET OTCIIEKUBAThH TeUEHUE 3a00IeBaHUS.

[pu KoppekImy MCUXOMaTONOTMIeCKNX HAPYIIEHU! y Tia-
LIMEHTOB ¢ MaHudecTHOI BI' MBI ciiemyemM cTpaTerusiM, onmmcaH-
HBIM BbIllIe. M3 HEIPONeNTUKOB MPUMEHSIIOTCS] B OCHOBHOM THa-
MpUJ, TAIONEPUIOI, BCE Yallle NCIOJIb3YIOTCSI aTUTTUYHbIE HEUPO-
JIETITUKM, 0ocoOeHHO oytan3arnuH (3uripekc, Eli Lilly, CILIA), koTo-
phIii Takke 3(HEKTUBHO TIOAABISIET XOPENIeCKe TUTIEPKITHE3BI.
YyuTbiBas, yTO NICUXoIarosornyeckue nposiieHus: bI' ycyryons-
I0TCSI UMEIOLIVMCSI KOTHUTUBHBIM Ie(PUIIUTOM, B CXeMy JICUSHUS
BKJTIOYAIOTCSI MTPernapaThl, CIOCOOHBIE BO3IEHCTBOBATh HA KOTHU-
TUBHbIe (DYHKIIMU U IO BO3MOXKHOCTH TPUOCTAHABIMBAThL PO-
rpeccUpoBaHue IeMeHIIUU. Mbl MpUMEHsIeM aKaTUHOJI MEMAaHTUH
(Merz, Tepmanus) B cyrouHoii go3e 20 mr (o 10 Mr 2 pa3a B cy-
TKM). JlaHHBII TIpenapar siBiIsieTCs POU3BOAHBIM aMaHTaIuHA U
KaK aHTaroHUCT riyramaTHbIx NMDA-perenTopoB oka3biBacT
AHTUIKCANTOTOKCUUYECKOE eHCTBUE. DKCAUTOTOKCUUHOCTD UMe-
eT 00JIbllIoe 3HAaYeHUE B PA3BUTUM HEUpOIEreHepaluu U TeMeH-
umu 1ipu bl moaToMy akaTUHO MEMaHTUH MOXKET ObITh MOJIE3EH
npu BI' Kak HelpoNpOTeKTUBHEIN areHT [53, 54|, uyTo TIoaTBEpP-
JKIAETCST JAHHBIMU IIOCJIEIHUX UCCIIeNoBaHuii [55, 56]. Mbl Takxke
paccMaTpuBaeM akaTUHOJ MEMaHTUH B KaueCTBE MOTEHLIUATbHO-
TO CPeACTBA MPEBEHTUBHON HEMPONPOTEKIIMU LTS ACUMIITOMHBIX
HocuTesieil reHa bI” U3 rpymiibl prcka ¢ 1e/bio OTAATEHUS KIMHU-
yeckoit Manubectaumu BI' [57]. YuuteiBas Gosbliioe 3HaYeHUE
XOJIMHEPTUIECKON HEMOCTATOYHOCTU (BCIIENCTBUE TUOEIN XOJM-
HEPruYecKrX MHTePHEPOHOB CTpUaTyMa) B MaTOreHe3e HapyIie-
HMII KOTHUTUBHBIX U TICUXUYecKux ¢yHkuumii npu BI' [58], mns
KOPPEKLMHU XOJIMHEPTUUecKOoro neduluTa Mbl IPUMEHSIEM pUBa-
cturmMuH (9KcesoH, Novartis Pharma, IlBeituapusi) B (opme
TpaHCAEPMaIbHOW TepaneBTUYECKOW CUCTeMbl (ILIACThIPb
4,6 mr/24 1 1 9,5 Mr/24 ). TIpenapat yno6HO 103UPOBaTh, OH XO-
polIIo TiepeHOCUTCsT OOMbHBIMU. Takum 06pa3oM, coueTaHue aka-
TUHOJIAa MEMAaHTHHA U 9KCEJIOHA, SIBJISIIONIEeeCsT KITaCCUUECKUM ISt
JleueHus1 001e3HU AJblireiiMepa, MPUMMEHUMO U B KOMITJIEKCHOM
Tepary KOTHUTUBHBIX M TICUXMYECKUX paccTpoicTB mpu BI. Mbr
TaKXXe MMEEM TOJIOKUTEIbHBIN OMbIT CTAOUIUM3alUU KOTHUTUB-
HbIX (pyHK1MH y 6onbHBIX BI' cemakcom (MHIILL «ITenToren») —
0,1% v 1% wnaszanbHbie Karuii [59]. CeMakc — OpUTMHAIBHBIN OTe-
YeCTBEHHBII TpernapaTt, pa3paboTaHHbIi B MHCTUTYTE MOjeKy-
JisipHoit reHeTuku PAH, sBisitoruiicst aHagoroM ¢dbparmeHTa ai-
peHokopTukoTporHoro ropmMoHa (AKTI'4-10), mosHocTbio JU-
IIEeHHBII TOPMOHAJIBHON akTWUBHOCTH [http://www.semax.ru].
[Mpemapar o61amaeT HOOTPOITHBIMU CBOMCTBAMM, BIMSIET HA TIPO-
1iecchl GOPMUPOBAHUSI TAMSITA ¥ O0y4IeHUsI, OKa3bIBAET HECTICLIN -
(ryeckoe HeMpOIPOTEKTUBHOE JIEICTBUE.

TakuM 00pa3oM, Mbl MOMBITAJIMCH OTPA3UTh BCIO CIIOX-
HOCTb U MHOTOTPAHHOCTb MCUXOMATOJOTUYECKUX PACCTPOMCTB
npu BbI. HecomHeHHO, 11000i1, gaxe OTHOCUTEIbHBIN YCIex
KOPPEKIIUY 3TUX HAPYIIEHU IPY TaKO TSKeIoi U haTaabHOM
MaTOJIOTUU UMeeT OoJbIIoe 3HaYeHre. 3a710TOM KBaTuUIIupo-
BaHHOM IICUXOHEBPOJOTMYECKOMN ITOMOIIM 3TOM KaTeropuu Ia-
LIMEHTOB SIBJISIETCSI TOCTOSIHHOE B3aMMOJIEHCTBUE HEBPOJIOTOB,
MCUXUATPOB, MCUXOJIOTOB, COLMAIbHBIX PAaOOTHUKOB Ha BCEX
JTarax JeyeHus: U HaboaeHus 601bHbIX. BecbMa BakHa Takxke
BCECTOPOHHSIS TOIEePKKA MAllMEeHTa WIeHAMU CEMbU.

49



NERUKA

1. Huntington G. On chorea. Med Surg Rep
(Philadelphia) 1872;26:317—21.

2. Bates G., Harper P., Jones L. Huntington's
Disease. New York: Oxford University Press,
2002;558.

3. Folstein S.E. Huntington’s disease: a disorder
of families. Baltimore: The Johns Hopkins
University Press, 1989;251.

4. Gusella J.E,, Wexler N.S., Conneally P.M. et
al. A polymorphic DNA marker genetically
linked to HD. Nature 1983;306:234—8.

5. Wexler N.S., Lorimer J., Porter J. et al.
Venezuelan kindreds reveal that genetic and
environmental factors modulate Huntington's
disease age of onset. Proc Natl Acad Sci USA
2004;101:3498—503.

6. The Huntington's Disease Collaborative
Research Group. A novel gene containing a
trinucleotide repeat that is expanded and unsta-
ble on Huntington's disease chromosomes. Cell
1993;72:971-83.

7. WUnnapuomikux C.H., UBaHoBa-CMoueH-
ckasg M.A., Mapkosa E./I. u np. AHanu3 sKc-
TAHCUU TPUHYKJIEOTUIHBIX TIOBTOPOB KaK HO-
BOTO MeXaHU3Ma MyTalllK Mpu xopee [eHTuHr-
TOHA: TEOPETHUYCCKUE U TTPUKITATHBIC ACTICKTBI.
lenetrka 1996;32:103—9.

8. Warby S.C., Montpetit A., Hayden A.R. et al.
CAG expansion in the Huntington disease gene
is associated with a specific and targetable pre-
disposing haplogroup. Am J Hum Genet
2009;84:351—66.

9. Andrew S.E., Goldberg Y.P., Kremer B. et al.
The relationship between trinucleotide (CAG)
repeat length and clinical features of
Huntington’s disease. Nature Genet
1993;4:398—403.

10. Langbehn D.R., Hayden M.R., Paulsen J.S.
CAG-repeat length and the age of onset in
Huntington disease (HD): a review and valida-
tion study of statistical approaches. Am J Med
Genet B Neuropsychiatr Genet
2010;153B:397—408.

11. Aziz N.A., Jurgens C.K.,

Landwehrmeyer G.B. Normal and mutant HTT
interact to affect clinical severity and progres-
sion in Huntington disease. Neurology
2009;73:1280-5.

12. Illarioshkin S.N., Igarashi S., Onodera O. et
al. Trinucleotide repeat length and rate of pro-
gression in Huntington's disease. Ann Neurol
1994;36:630—5.

13. Ross C.A. When more is less: pathogenesis
of glutamine repeat neurodegenerative diseases.
Neuron 1995;15:493—6.

14. Ross C.A., Tabrizi S.J. Huntington's disease:
from molecular pathogenesis to clinical treat-
ment. Lancet Neurol 2011;10:83—98.

15. Paulson H.L. Protein fate in neurodegener-
ative proteinopathies: polyglutamine diseases
join the (mis)fold. Am J Hum Genet
1999;64:339—45.

16. Unnapuomkun C.H. KoHpopmalimoHHbIe
6oae3uun Mosra. M.: AAnyc-K, 2003;248 c.

17. Kmomraukos C.A.,

WBanosa-Cmonenckas M.A., Hukonbckast H.H.
U Ip. DTUYECKKE TTPOOIeMbl METUKO-TCHETH -
YeCKOTO KOHCYJIBTUPOBAHUS (Ha IPUMEPE XO-
peu Tentunrrona). PM2K 2000;2:32—6.

18. Cowan C.M., Raymond L.A. Selective neu-
ronal degeneration in Huntington's disease.
Curr Top Dev Biol 2006;75:25—71.

19. Albert M.L. Subcortical dementia. In:
Alzheimer’s disease: senile dementia and related
disorders. New York: Raven Press,
1978;7:173—80.

20. Brandt J., Folstein S.E., Folstein M.F.
Differential cognitive impairment in
Alzheimer's disease and Huntington's disease.
Ann Neurol 1988;23:555—61.

21. Burns A., Folstein S.E., Brandt J. et al.
Clinical assessment of irritability, aggression,
and apathy in Huntington and Alzheimer dis-
ease. J Nerv Ment Dis 1990;178:20—6.

22. SIxno H.H. AkTyaibHbIe BOITPOCHI HEHPO-
repuatpuu. B kH.: JlocTizkeHUs B Heliporepua-
Tpuu. [Mox pen. H.H. SIxno, N.B. JamynuHa.
M.: N3n-Bo MMA, 1995;9-29.

23. Arango-Lasprilla J.C., Rogers H.,
Lengenfelder J. et al. Cortical and subcortical
diseases: do true neuropsychological differences
exist? Arch Clin Neuropsychol 2006;21:29—40.
24. Rosenblatt A. Neuropsychiatry of
Huntington's disease. Dialogues Clin Neurosci
2007;9:191-7.

25. KmonrHukoB C.A. JInarHocTuka xopeu
TeHTUHTTOHA Ha MOKJIMHWYECKOM CTAINK 1
MIPY AaTUTTMYHBIX BapUaHTaX 3a00J1eBaHUsI
(KJIMHUYECKKE U MOJIEKYJISIPHO-TeHETUUECKUE
corocTtaBlieHus ). ABToped. IKC. ... KaHI. Me/.
Hayk. M., 1998;28 c.

26. Brandt J., Shpritz B., Codori A.M. et al.
Neuropsychological manifestations of the
genetic mutation for Huntington's disease in
presymptomatic individuals. J Int Neuropsychol
Soc 2002;8:918—24.

27. Duff K., Paulsen J.S., Mills J. et al. Mild
cognitive impairment in prediagnosed
Huntington disease. Neurology
2010;75(6):500—7.

28. Shiwach R. Psychopathology in
Huntington’s disease in patients. Acta Psychiatr
Scand 1994;90:241—6.

29. Paulsen J.S., Ready R.E., Hamilton J.M. et
al. Neuropsychiatric aspects of Huntington’s
disease. J Neurol Neurosurg Psychiatry
2001;71:310—4.

30. Shoenfield M., Myers R.H., Cupples R.A.
et al. Increased rate of suicide among patients
with Huntington’s disease. J] Neurol Neurosurg
Psychiatry 1984;47:1283—7.

31. Lipe H., Schultz A., Bird T.D. Risk factors
for suicide in Huntingtons disease: a retrospec-
tive case controlled study. Am J Med Genet
1993;48:231-3.

32. Mayberg H.S., Starkstein S.E., Peyser C.E.
et al. Paralimbic frontal lobe hypometabolism in
depression associated with Huntington’s dis-
ease. Neurology 1992;42:1791—7.

33. Baxter L.R., Mazziotta J.C., Pahl J.J. et al.

Psychiatric, genetic, and positron emission
tomographic evaluation of persons at risk for
Huntington’s disease. Arch Gen Psychiatry
1992;49:148—52.

34. Mendez M.E Huntington’s disease: update
and review of neuropsychiatric aspects. Int J
Psychiatry Med 1994;24:189—208.

35. Craufurd D., Thompson J.C., Snowden J.S.
Behavioral changes in Huntington’s disease.
Neuropsychiatry Neuropsychol Behav Neurol
2001;14:219-26.

36. Cummings J.L., Mega M., Gray K. et al.
The neuropsychiatric inventory: comprehensive
assessment of psychopathology in dementia.
Neurology 1994;44:2308—14.

37. Marder K., Zhao H., Myers R. et al. Rate of
functional decline in Huntington’s disease.
Huntington Study Group. Neurology
2000;54:452—8; correction, 54:1712.

38. Anderson K., Louis E.D., Stern Y. et al.
Cognitive correlates of obsessive and compulsive
symptoms in Huntington’s disease. Am J
Psychiatry 2001;158:799—801.

39. Cummings J.L., Benson D.FE Psychological
dysfunction accompanying subcortical demen-
tias. Annu Rev Med 1988;39:53—61.

40. Lyketsos C.G., Rosenblatt A., Rabins P.V.
Forgotten frontal lobe syndrome or “executive
dysfunction syndrome”. Psychosomatics
2004;45:247-55.

41. Rosenblatt A., Anderson K.,

Goumeniouk A.D. et al. Clinical management
of aggression and frontal syndromes in
Huntington’s disease. In: Mental and behav-
ioral dysfunction in movement disorders.
Totowa, NJ: Humana, 2002:427—41.

42. Jlypust A.P. Boiciime KOpKoBble (hyHKIMKU
YyeJioBeKa U MX HapYIIECHUS TTPH JIOKAJTbHBIX
MopaXkeHUsIX Mo3ra. 2-e usn. M., 1969;504 c.
43. Xomckas E.JI. Heiiponicuxosorus. 4-¢ u3a.
CII6.: TTurep, 2005;496 c.

44. Pennington B.F., Ozonoff S. Executive
functions and developmental psychopathology.
J Child Psychol Psychiatry 1996;37(1):51-87.
45. Drayton S.J., Davies K., Steinberg M. et al.
Amantadine for executive dysfunction syn-
drome in patients with dementia.
Psychosomatics 2004;45:205—9.

46. Rosenblatt A., Leroi I.

Neuropsychiatry of Huntington's disease and
other basal ganglia disorders. Psychosomatics
2000;41:24-30.

47. Biglan K., Shoulson I. Juvenile-onset
Huntington disease: a matter of perspective.
Arch Neurol 2007;64(6):783—4.

48. Tabrizi S.J., Langbehn D.R., Leavitt B.R. et
al. Biological and clinical manifestations of
Huntington's disease in the longitudinal
TRACK-HD study: cross-sectional analysis of
baseline data. Lancet Neurol 2009;8:791—801.
49. Rupp J., Blekher T., Jackson J. et al.
Progression in prediagnostic Huntington dis-
ease. J Neurol Neurosurg Psychiatry
2010;81:379—84.

50. Whitwell J.L., Josephs K.A. Voxel-based



morphometry and its application to movement
disorders. Parkinsonism Relat Dis
2007;13(Suppl. 3):S406—16.

51. Kassubek J., Juengling E., Ecker D.,
Landwehrmeyer B. Thalamic atrophy in
Huntington’s disease co-varies with cognitive
performance: a morphometric MRI analysis.
Cerebral Cortex 2005;15:846—53.

52. Peinemann A., Schuller S., Pohl C. et al.
Executive dysfunction in early stages of
Huntington’s disease is associated with striatal
and insular atrophy: a neuropsychological and
voxel-based morphometric study. J Neurol Sci
2005;239:11-9.

53. Lee S.T., Chu K., Park J. et al. Memantine
reduces striatal cell death with decreasing cal-
pain level in 3-nitropropionic model of

Huntington's disease. Brain Res
2006;1118(1):199—-207.

54. Anitha M., Nandhu M.S., Anju T.R.
Targeting glutamate mediated excitotoxicity in
Huntington's disease: neural progenitors and
partial glutamate antagonist — memantine.
Med Hypotheses 2011;76(1):138—40.

55. Ondo W.G., Megjia N.I., Hunter C.B.

A pilot study of the clinical efficacy and safety
of memantine for Huntington's disease.
Parkinsonism Relat Dis 2007;13(7):453—4.
56. Hjermind L.E., Law 1., Jonch A. et al.
Huntington's disease: effect of memantine on
FDG-PET brain metabolism?

J Neuropsychiatry Clin Neurosci
2011;23(2):206—10.

57. Unnapuowmkun C.H., Knomnukos C.A.,

NERUKA

Bpoutes JI.B. u ap. [1peBeHTUBHAs Heilporipo-
TEKIIMsI IPU HelpoJiereHepaTUBHBIX 3a001eBa-
HMSIX: UCTIOJIb30BaHKME AaHTATOHUCTOB TTyTa-
MaTHBIX PELENTOPOB (0030p JIUTEPATYypPhl U
coOCTBEHHBIH ombIT). HeBpo xXxypH
2006;5:47—54.

58. Pisani A., Bernardi G., DingJ. et al. Re-
emergence of striatal cholinergic interneurons
in movement disorders. Trends Neurosci
2007;30(10):545-53.

59. Hukonbckas H.H., ®enun I1.A., UBano-
Ba-CmoneHckas M.A. u np. KnuHuko-Heiipo-
(usnonornyeckas orneHka 3¢hHeKTUBHOCTU
cemakca Mpu JeYeHU Xopeu [eHTUHTTOHA.

B ¢6.: V Poccuiickuii HalMOHAIbHBIN KOH-
rpecc «YenoBek u JiekapcTBO»: Tes. moki1. M.,
1998:336.

M.M. Omunak, A.}O. Ememun, B.1O. Jlo63un, C.B. Bopoones, B.H. Kuceses
Kaghedpa nepenvix 6oaesneit @I'BOY BIIO «Boenno-meduyunckas akademus um. C.M. Kuposa»

Munoboponst Poccuu, Cankm-Ilemepoype

CoBpeMeHHble BO3MOXHOCTH HelpoBu3yanu3auuu
B AN epeHUHaNnbHON ANArTHOCTHKE KOTHUTHBHDIX

HapyWweHun

Ilpusedenvr pe3yromamoi cobCmeeHHbIX UCCACO08AHULL U 0000UjeHHble 0aHHble AUMEPAmYpPbl 0 3HAYEHUU Memo008 HelUposuU3yaru3ayuy 8
duazHocmuke KOGHUMUBHbIX HApYUleHUll pazauuHoeo eeHe3a. Ocoboe eHUManUe Y0eaeHo 8alNCHOCMU NPUMEHEHUs CO8PEMEHHbIX OUASHOCMU-
UeCKUX Memooo8 QYHKUUOHAALHOU HelPOBU3YaNU3aUUU KaK npy PAHHUX, MAK U NpU KAUHUMECKU PA36EPHYMbIX hopMax OemeHyuil: npu
bone3Hu Anvueeiimepa, cocyoucmoii OeMeHyuU U CMeUlanHol Namoioeuu.

Karoueenie crosa: koenumugHble Hapyuienus, 601e31b Anbyeelimepa, Heipogu3yaiu3ayus, mpaKmozpagus, mophomempus.
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Current capacities for neuroimaging in the differential diagnosis of cognitive impairments
M.M. Odinak, A.Yu. Emelin, V.Yu. Lobzin, S.V. Vorobyev, V.N. Kiselev
Department of Nervous System Disease, S.M. Kirov Military Medical Academy, Ministry of Defense of the Russian Federation, Saint Petersburg

The authors give the results of their investigations of and the generalized data available in the literature on the significance of neuroimaging tech-
niques in the diagnosis of cognitive impairment of different origins. Special attention is given to the importance of applying current diagnostic
methods for functional neuroimaging both in early and advanced dementias: in Alzheimer's disease, vascular dementia, and mixed pathology.

Key words: cognitive impairment, Alzheimer’s disease, neuroimaging, tractography, morphometry.
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B coBpeMeHHOI HEBpOJIOTUY MPOOIeMa JUAaTHOCTUKHU U
JIeYeHUs KOTHUTUBHBIX HApYILIEHUI 3aHUMAET OJHO U3 Beay-
mux MecT. PacripocTpaHeHHOCTDb AEMEHIIUM Y JIUIL ITOKUIIOTO
Bo3pacrta B EBporie cocraBisieT B cpefaHeM 6,4%. T1o naHHBIM
KpYITHOTO aeMorpaduueckoro uccienoBanus [14], cerogHs B
MUpe HacuyuTbiBaeTcsl 24,3 MJH TAIMEHTOB C IEeMEHIIMEH,
€XETroJHO perucrpupyercs 4—6 MJIH HOBBIX ciaydaeB. Jlaxe
3TU Cepbe3Hble LUGbPbI, MO-BUAUMOMY, MOJHOCTbIO HE OTpa-
XaloT peajbHYyI0 3a00J1eBaeMOCTh, TaK KaK He YIUTHIBAIOTCS
JINIIa ¢ HEIEMEHTHBIMU KOTHUTUBHBIMU HapyIICHUSIMH, KO-
TOpble TpeOYIOT He MEHBIIETO BHMMaHHUS B MOBCEIHEBHOI
KJIMHUYECKOW MPaKTUKE.

Cpeny OCHOBHBIX MPUYMH BaXXHOTO COLIMAIbHO-2KO-
HOMUYECKOTo 3HaYeHMsI MpoOJeMbl KOTHUTUBHBIX Hapylle-
HUU MOXHO BBIAEIUTH: 1) BBICOKYIO CMEPTHOCTb; 2) CylIECT-
BEHHbIC DKOHOMUYECKHUE 3aTPaThl KaK OOIlEeCTBa, TaK U UH-
IUBUOAYYMa B CBSI3U C 3a0oJyieBaHUEM; 3) TUMEPANATHOCTUKY
1epeOpOBaCKYISIPHOM TMAaTOJOTUM KaK OCHOBHOM TPUUMHBI
KOTHUTUBHBIX HAPYLIEHUI U B TO XK€ BpeMsl TMIIOLUArHOCTH-
Ky (ITO3IHIOI0 AUATHOCTUKY) KOTHUTHUBHBIX HAapYyLIEHUI MPU
AKTyaJIbHOU COCYUCTON MaTOJIOTUU TOJIOBHOTO MO3ra; 4) He-
IOCTATOYHYI0O YYBCTBUTEJIBHOCTb U CHEUUDUYHOCTb MPU-
KW3HEHHBIX MuddepeHInaTbHO-INAarHOCTUYECKNX MapKe-
POB KOTHUTHMBHBIX HapylIeHUIi; 5) Mo3aHee Havalo Tepa-
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