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ATunnyHoe TeyeHune 60s1e3Hm NapKUHCOHA C KIMHUYECKUMU NPOAB/IEHUAMMU
60/1e3HM FeHTUHI TOHA Y NauueHTKuU ¢ aanenem 27 CAG-noBTopoB B reHe HTT

HukutnHa M.A.', Bparuna E.10.%, Tom60eBa [1.E.?, HazapeHnko M.C."?, XKykoBa H.I'.},
HypxxaHoBa K.®.', Llentp H.B.', Anu¢uposa B.M.’

I Cubupcruii 2ocyoapcmeennulii meouyunckuil ynugepcumem (Cu6l’ MY)
Poccus, 634050, 2. Tomck, Mockoeckuii mpaxm, 2

? Hayuno-uccneoosamenvckuil uncmumym (HUH) meouyunckou cenemuxu, TomMckutl HayuoHaibHulil UCCLe008amellb-
cxuti meouyunckuti yenmp (HUML]) Poccuiickoii akademuu HayK
Poccus, 634050, 2. Tomck, Habepeocnas pexu Ywatixu, 10

PE3IOME

Bonesns ['entunrrona (bI') — ayrocoMHO-IOMHHAHTHOE IPOTpeCCUpYIOIIee HEHPOAereHepaTHBHOE 3a00IeBaHHE,
MOJIEKYIAPHON MPHIMHON KOTOPOTO ABJIAETCS ANHAMIYECKAs My TaIlNs, CBI3aHHAs C SKCITaHCHEH TPUHYKICOTHAHBIX
CAG (uuTo3uH-aJeHUH-TYaHHH) OBTOPOB B TeHe reHTuHrTuHa (H77T). Amtenu ¢ 36-39 CAG-noBTopaMu mpu-
BOJISIT K HETIOJTHOW TIEHETPAaHTHOCTH U OoJiee MO3AHEMY HadaTy 3a00JIeBaHMs, TOT[a KaK KITMHUYECKNE CHMITOMBI
3a0oneBaHus 0053aTEIFHO PAa3BUBAIOTCS P KoudecTBe MOBTOpoB 40 u Oornee. B mocnennee BpeMs MosBIseTCS
Bce Ooublire JoKa3aTenbCTB 0 cBsi3u CAG-1IOBTOPOB B Anamna3oHe oT 27 10 35 (IpoMeKyTOUYHbIE aJIeNN) C OTACNTb-
HBIMH KJIIMHUYECKUMH TPOSBICHUSIMH, XapaKTepHbIMH 11 Bl

Hamu onmcan xiMHHYecKuil ciydyaid manueHTku ¢ ¢denorunoM Oone3nu I[lapkuncona (BII), orsromieHHbIH
CeMeIHBIM aHaMHE30M I10 JJAaHHO# TaTOJIOTMH 1 TPOMEeXyTOUHBIM ajuieneM ¢ 27 CAG-noBropamu. OCOOEHHOCTBIO
ObLIO paHHEe pa3BUTHE B Je0I0TE OOJNIE3HN TAKUX HEMOTOPHBIX MPOSIBICHHH, KAK KOTHUTHBHBIC U IICUXOTHYCCKHE
paccTpoiicTBa; paHHsIs AUCTOHUS B KUCTH M KaMIITOKOPMHUSL, a TakxKe ciabblii oTBeT Ha jeBojony. [Ipennonaraer-
cs1, 4TO MpoMexxyTouHsli amtens rena HTT moauunumpyer knandeckuid penorun bIT y 3Toii narueHTKy.

KiroueBble ci10Ba: napkuHCoHH3M, 6oiie3Hb [TapkuHCOHA, ABUraTebHbIC PACCTPONCTBA, O0e3Hb [ eHTHHITOHA,
skcnancust CAG-nosropos, HTT, HeliponerenepatuBHbie 3a001eBaHuUs, TEHETHKA.

KonpaukTt unTepecoB. ABTOPHI JEKIAPUPYIOT OTCYTCTBHE SIBHBIX M MOTEHIIMAIBHBIX KOH()INKTOB WHTEPECOB,
CBSI3aHHBIX C ITyOIMKanuel HaCTOSIIEH CTaTbH.

Hcrounuk ¢unaHcupoBanus. VccinenoBaHue BBINOIHEHO NpH moanepxke CoBeTa MO TPpaHTaM IPE3HACHTA
Poccuiickoit @enepaunu (rpant «KIMHUKO-3IHIEMUOTIOrHYeCKHe 0COOCHHOCTH HEMPOIeTreHepaTHBHBIX 3a00I1e-
Banui Tomckoit o0mactn» Ne MK-813.2019.7).

Jnsa uurupoBanusi: Huxuruaa M.A., bparuna E.1O., 'omboesa /I.E., Hazapenko M.C., XKyxosa H.I'., Hypixa-
HoBa K.®., Ilentp H.B., Amuduposa B.M. Atunudnoe tedeHue 6one3nu [lapkrHCOHA ¢ KIMHUYECKUMHE TIPOSIB-
neHusiMu 0ose3nu ['eHTuHTrTOHA Yy MaruenTku ¢ amenem 27 CAG-nostopoB B reHe HTT. broanremens cubupckoii
meouyunwt. 2020; 19 (4): 235-240. https://doi.org/10.20538/1682-0363-2020-4-235-240.
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ABSTRACT

Huntington’s disease (HD) is an autosomal dominant progressive neurodegenerative disease. Its molecular cause
is a cytosine-adenine-guanine (CAG) trinucleotide repeat dynamic expansion in the huntingtin (H77) gene. Alleles
with 36-39 CAG-repeats are incompletely penetrant, as individuals might develop symptoms but typically with a
later age of onset. When repeats are equal or greater than 40, the symptoms of the disease occur. It is considered
that CAG-repeats in the “intermediate” alleles (27-35 repeats) also cause the symptoms of the HD.

We present here the case of a patient who has clinical phenotype and family history of Parkinson’s disease (PD),
but 27 CAG-repeats. The feature of this patient is early development of non-motor manifestations such as cognitive
impairment, psychotic disorders, early dystonia in a hand, camptocormia and poor response to levodopa. It is
believed that the intermediate allele of HTT gene might modify the clinical phenotype of PD in this patient.

Key words: parkinsonism, Parkinson’s disease, motor disorders, Huntington’s disease, differential diagnosis,
expansion of CAG-repeats, HTT, neurodegenerative diseases; genetics.
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BBEAEHUE

Bonesnp T'entunrrona (BI) — ayrocomHO-mommu-
HaHTHOE 3a0oJeBaHME, pa3BUBAIOLICECS BCIEICTBUE
MYTaIll{, CBA3aHHOH C IATOJIOTHYCCKUM YBEIHMYCHHU-
eM umciaa CAG-IOBTOpOB B NEPBOM 3K30HE I'€Ha I'€H-
tunrTiHa (HTT), KapTupoBaHHOTO B Jokyce 4p16.3. Ha
OCHOBE MYTAaHTHOro reHa HI7T cuHTE3UpyeTcs OIHO-
UMEHHBIN KPYIHBIH 0eNoK, UMEIOIIUi B CBOEM COCTaBE
YAJIMHEHHYIO LENOYKY W3 INyTaAMHHOBBIX OCTATKOB, B
pe3ynbTaTe 4ero MPOUCXOIUT (OPMUPOBAHUE MATOJNO-
THUYECKHUX CBSI3€H MEXTY MYTaHTHBIM F€HTUHTTHHOM U
JpyruMH OellKaMH, CIIOCOOCTBYIOIIUX LUTOTOKCUYHO-
CTH ¥ CEJICKTHBHOM THOETH HEHPOHOB II0JIOCATOTO TEa,
XapakTepHou nms 3a0oneBanus [1, 2]. BI' sBnsieTcst Hau-

0oJjiee paclpoCTpaHEHHBIM MOHOTI'€HHBIM HelpoJiereHe-
PaTHBHBIM PAacCTPOMCTBOM B MOMYJISIUAX €BPOMECKO-
ro poucxoxaeHus [1].

Uucno xormmii CAG-1IOBTOPOB Y 3JOPOBBIX HH/IUBH-
noB BapeupyetT oT 10 go 35, a Hanmuuwe, MO MeHbBIIEH
Mepe, ogHoro ajens ¢ uucioMm 36 CAG-noBTOpPOB B
rene HTT npuBonut k pazsuruto bI'. Hocurenu annenei
B mnpenenax 36-39 CAG-moBTOpOB XapaKTepHU3yHOTCS
HETIONTHOM IICHEeTPAaHTHOCTHIO 3a00JI€BaHUs, a IKCIIAH-
cus 40 u 6onee uncia CAG-noBTOpOB NPUBOAUT K pas-
BUTHIO TIOJTHOW KIMHW4YeCKoW kapTuHbl BI'. BeipaxkeH-
HOCTh CHMIITOMaTHKM U paHHUH AeOI0T 3a00ieBaHUs
MIPOMOPLIHOHAIBHO KOPPEIUPYIOT C YBEIMYSHUEM YHUCIIa
CAG-noBTopos [3].
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HocurenbcTBo Tak Ha3bIBa€MBIX MPOMEXKYTOUHBIX
amened (intermediate alleles, [As), paH)XKHPOBAaHHBIX B
npenenax 27-35 CAG-1IoBTOpOB, XapaKTepHO s (e-
HOTUIIMYECKHU 3[0POBbIX MHIUBUAOB. OTHAKO B IIOCIEN-
Hee BpeMs MOSIBISIIOTCS PaOOTHI, OTMEUAlOIie B HEKO-
TOPBIX CITydasX KOPPEISIHI0 MPOMEKYTOYHBIX ajuiesnen
C eJIBa 3aMETHBIM (CyOKITMHHYECKUM), & UHOTIa SBHBIM
(enotunuueckum mposisieaneM Bl [3, 4]. Tunmunoe
JiBUTaTeNnbHOE paccTpoiicTBo npu BI' xapakrtepusyercs
KakK TuIep-, Tak U THIOKWHE3UeH, MpuyeM TunepKuHe-
3us OoJiee BhIpak€Ha Ha paHHUX CTaAUsAX 3a00JI€BaHUS.
Tem He MeHee NpU NMEPBUYHONW aKWHETUKO-PUTHIHON
¢opme BI' (Bapuant Bectdans), manudecTupyoe,
yale BCero, B MEpBbIe JBa AECATHIETHS XKU3HHM U Xa-
pakTepusyloliencs HeOJIaronpusATHBIM UCXO0A0M, THIIO-
KHHE3Us IpeodiaaeT ¢ caMoro Hadana [5].

Amnemn ¢ 36-39 CAG-moBTOpaMu, KOTOPHIE CBSI-
3aHbI C HEMOJIHOW NeHeTpaHTHOCThI0 BI', BcTpewarores
C JIOCTaTOYHO BBICOKOW YacTOTON CpelH HaceleHUs B
nenom. Tak, cormacHo nccienoBannto C. Kay u coaBr.,
cpenu 7 315 MHANBHUIOB €BPONENCKOTO MPOUCXOKICHUS
n3 CIIA, Iornmananu u Kanage! Ha kaxkasie 400 yesio-
BEK IPUXOIUTCS OJWH HOCHTENb MyTanuu Bl (31O co-
OTBETCTBYET pacrpocTpaHeHHOcTH 250 Ha 100 ThIC. Ha-
cenenus) [6, 7]. Yame Bcero B UCCIIEIyEMBIX KOTOPTax
BCTpeyanuch MHAMBUIBL ¢ uucioM CAG-1oBTOpOB
36-37 (36 — 0,096%; 37 — 0,082%; 38 — 0,027%; 39 —
0,000%; >40 — 0,041%). IlonydeHHble AaHHBIE TOBO-
PAT O HENOOLIEHKE UCTHHHOM pacnpoCTpaHeHHOCTH BI'
[8]. K coxanenuto, aHanoruyHble OLEHKH pacipocTpa-
HEHHOCTH HocuTesbeTBa dkcnaHcuu CAG-TIOBTOPOB y
JKUTENEe pa3HbIX pernoHoB Poccuu OrpaHuveHsbl, YTO
o0yciIoBIMBaeT HEOOXOMUMOCTE TIpOBeAeHHs Bceepoc-
CHUIICKOT0 AMIMIEMHOIOTMYECKOTO UCCIIEOBAHUS.

OTHOCHUTENHFHO IPOMEXKYTOUHBIX ayenei rena H1T
YCTaHOBIIEHO, 4yTO oAnH HOocuTenb [As (27-35 CAG-mio-
BTOPOB) MPHUXOAUTCS Ha 16 0OCIEIOBaHHBIX JIUI. DTO
0c000 aKTyaJIbHO, TaK KaK MMEHHO HOcUTenu [As sB-
JISTFOTCSl UICTOYHUKOM BO3HHUKHOBeHMsI myTammu BIT de
novo (COpaguvecKux ciydaeB 3a0oyieBaHuUs) B MOCIIe-
JYIOIIUX TTOKOJIEHUSIX, YTO Jocturaet 5—14% ot oOmie-
ro uucia nanueHtoB ¢ bBI' [9]. CornacHo AaHHBIM 3MH-
JIEMHOJIOTMYECKOTO MCCIEIOBAHUs, YacTOTa ajulesied B
MIPOMEKYTOYHOM JMarna3oHe y xxurenei Poccun cocras-
nset 2,6% [10]. HocTaTouHo BBICOKAsA YacTOTa «IIpOMe-
JKYTOUHBIX» aJUIeNIel perucTpUpyeTcs U Cpeau OONbHBIX
C IPYIMMHU HEBPOJIOTUYECKMMHU 3a00JI€BaHUAMU: [0
3,5% y nmanuenToB ¢ 6one3nbio [lapkuHCOHA, MOCTHUTAs
MaKCHMAaJIbHOW 4acTOThI 6,0% y MaIueHTOB ¢ OOJIE3HBIO
Anprreiimepa [11, 12].

B maHHOI cTaThe npecTaBlIeH KINHUYECKUH CIlydal
MANAEHTKA ¢ (EHOTUTIOM, B 3HAYUTEIFHON CTENICHHU CO-
BMECTHMBIM C aKUHETHKO-PUTHUIHON (GopMoil Oone3Hu

[NapkuHCOHA, HO C OCOOCHHOCTSIMH, ITO3BOJISIOIIAMU
MPEIOIIOKHTE, YTO MPOMEKYTOUHBIE ayutenn reHa H1T
(27 CAG-1ioBTOpOB) MOAMMDHIMPOBAIH KIACCHUYECKUI
¢enorun BII.

KAMHUYECKUN CYYAH

[TanmenTtka K. B Bo3pacre 54 net oTMeTHIIa MTOSBUB-
IIyrocs o0IIyro cliabocTh, OBICTPYIO YTOMIIIEMOCTD, 3a-
MEIJICHHOCTh IBIDKCHHH, YTO CBSA3BIBAJIA C IICPEHECEH-
HBIM CTPECCOM, IOATOMY 33 METUIIMHCKON TOMOIIBIO HE
oOpamanace. B Teuenue cneayronmx 2 jet (k 56 ronam)
MIPUCOEINHIIIACH IUI0Xasl YIPaBISIEMOCTh JIEBOH PYKOH,
Meniaroniasd npu ABMKEHUU U BBITIOJTHCHUU KaKI/IX—JII/I6O
LIeJICHANPABJIECHHBIX JIEHCTBUN, HENMPOU3BOJIBHBIM CIH-
OanueM nanbleB. Taxke HaOII0AAICS TPEMOP TOJIOBBI U
BEK, YCHUIIMIACh TUTIOKUHE3HS MIPU BCEX BUAX JICSATENb-
HOCTH, HAOJIONAINCHh YXYIIICHHE MMOYepPKa, YCHICHUE
3arnopoB (KOHCTHUIIALIKS), BO3POCIO HapylIeHHE OOOHS-
HUS BIUIOTH 10 QHOCMHUU, OECIOKOMI HMOCTOSHHO CHH-
JKCHHBIN (OH HACTPOCHHSI.

[Ipr ocMoOTpe HPUCYTCTBOBAIH THUIIOKUHE3US W TH-
MIOMUMUS, a TaKXKe oOparman Ha ceOst BHUMAHUE JIETKUI
HaKJIOH TYJIOBHIIA Brepe] (KaMIITOKOPMUS) H HEMHOTO
BrpaBo (cumrnroM [In3aHCKO¥ OalllHHW), MOXOJKA MEI-
KHMH, MIapKafoIIAMHU IaKKaMH, HapyIIeHHEe KOHTPOIIS
OanaHca (penkue majgeHus 10 1 paza B 3—6 Mec) u He-
VKJIFO)KECTh B TOHKOH MoTOpuke. CHMIITOMBI 3aboiie-
BaHUs Mpeo0IIajiaiv ¢ JIEBOW CTOPOHBI Tella M B JIEBBIX
KOHCYHOCTSX.

[Tanmentke ObLIO MpOBeJeHO oOcienoBaHue. Mar-
HUTHO-PE30HAHCHAas ToMmorpadus TOJOBHOIO MO3ra:
MPU3HAKKM MUKPOAHTHONATUU C pacllupeHueM Oa3zalib-
HBIX LUCTEPH, YMEPEHHas arpoQus KOpbI JOOHBIX U
TEMEHHBIX [J0JIel, PUHOCHUHYCHUT. DleKTpodHuedao-
rpadus (3I'): n3-3a BBICOKOI IBUTATEIBHON aKTHBHO-
ctu Ha DO unmer HanokeHne Muorpammsel. Ha rumep-
BEHTHJIILUIO 3apETUCTPUPOBAHBI OTJCIBHEBIC IICMEHTHI
AMUIETTUPOPMHON aKTUBHOCTH B BHAE OCTPBIX MOTEH-
[IAJIOB, KOMIUIEKCOB «OCTpas — MEIJICHHAs] BOJHA» B
JICBOW IEHTPATBHO-BHCOYHOW 0O0JIACTH; MPHU3HAKU HP-
PHUTAINH MOJKOPKOBEIX M CTBOJOBBIX CTPYKTYP TOJIOB-
HOTO MO3Ta. YPOBEHb B KPOBH CIEAYIOMIHX IOKa3aTe-
Jeil: aHTUTeNa K PelenTopy THUPEOTPOITHOTO TOPMOHA
2,3 MkME/n; cBoGonubIid THpokcuH T4 12,7 HMounb/7;
aHTUTeNa K THpeonepkcunase 3,3 ME/mn (maboparop-
Hble aHaNu3bl). Onpe/eneHue aHTUTeHa BUpyca renaru-
ta B u Bupyca C B kpoBu: oTpuuarensHo. Ilpu mpo-
BEJICHMH OOMIETO0 M OMOXMMHMYECKOTO aHallu3a KPOBHU
MATOJIOTUH HE BBIBICHO. YJIBTPa3BYKOBOE HCCIECIOBA-
HUE [UTOBHIHOM >KEJIe3bl U MAPAIIUTOBHIHBIX XKEJe3:
muddy3Hble M3MEHEHUS IIUTOBUIHON Kenme3bl Jly-
IUIEKCHOE CKaHMpOBaHME OpaxuonealbHbIX apTepuil ¢
LOBETHBIM JOMIUICPOBCKUM KapTHPOBAHHUEM KPOBOTOKA:
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MPU3HAKK aTepOCKJIepo3a COHHBIX apTepuil O6e3 3Hauu-
MOr0 CTE€HO3MPOBAHUS; U3BUTOCTh COHHBIX apTepuil C
00enX CTOPOH C KOMIIPECCHEH SPEeMHBIX BEH; IpH3HA-
KM 3KCTPaBa3ajJbHOIO JUHAMHUYECKOI'O BO3IEHCTBUS Ha
II03BOHOYHBIE apTepuu. KoMIiekcHoe ynbTpa3ByKoBOe
HCCIIeIOBaHIE OPTraHOB OPIOIIHOM MOJIOCTH: YMEPEHHBIE
muQQy3HBIC N3MCHEHHUS MEUCHM; NPH3HAKH XPOHHUE-
CKOTO XoJenuctuTa. PeHtreHorpadus kucreit: nedop-
MuUpylomui octeonopo3 1-i crenenu. Koncynbranus
odTampMoJIOTa: THIEPTEH3UBHBIH apTepHOIOCKIEPO3;
HauaJlbHasl KaTapakTa 00OUX TJ1a3; AECTPYKILUS CTEKIIO-
BUJHOTO Tena oboux ria3. KoHcynpTammsa Tepamesra:
TUIEePTOHNYECKass OONe3Hb, 2-1 CTausl; XpOHHYECKas
cepleydHasl HeZJ0CTaTO4YHOCTh, 0 cTanus, puck 2; rumnep-
TOHMYECKas 00JIE3Hb C IPEUMYIIIECTBEHHBIM ITOPAXKEHU-
eM cepana 06e3 3aCTOWHON CepAeYHON HeJOCTATOYHOCTH.
OcmMmoTp Bpaya-xupypra: KOHCTUIALMS, CKOJIUO3 IpyI-
HOT0, IOSICHUYHOT'O OT/Ie1a N03BOHOYHHUKA.

Ha ocHOBaHMM IIPOBENCHHOTO OCMOTpPa U OOBEKTHB-
HOT'O MCCIIeIOBaHMsI OBUT YCTAaHOBJICH TUArHo3 0OJIe3HU
[Mapkuncona (BIT), Tak KaKk CHMIITOMBI COOTBETCTBOBA-
JI1 OCHOBHBIM JTMaTHOCTUYCCKUM KPHUTEPHSIM 3a00JIeBa-
HUS: HATMYKNE BBIPAKEHHON TMIIOMUMHU, THIIOKWHE3US,
PUTHIHOCTh M YyBCTBO HEJIOBKOCTH C Mpeo0JiafiaHHEeM
CHUMIITOMOB B JIEBOHM IMOJIOBHMHE TeJa U JIEBBIX KOHEYHO-
CTSIX, @ TAK)KE HapyIIEHHE MMOXOAKH 10 TUITY MTapKUHCO-
HUYECKOH, HaJIM4ue NOCTypaJIbHOW HEyCTOMYUBOCTU. Y
nanuenTku aereit Het. Co cioB 00JIbHOH, y OpaTta MaMbl
takke Obu1a BIT B Bo3pacTe okoso 65 net. OgHaKo UCTO-
pusi O0JIe3HH POACTBEHHUKA MAlMEHTKH HEIOCTYIIHA.
[ManmenTke OBLIM HA3HAYEHBI MTPEMapaThl aTOHUCTOB J0-
(haMHHOBBIX PEIEITOPOB U aMaHTAHHBI (IIPAMHIICKCOIT
4,5 mr/cyt, amantaaus 150 Mr/cyT).

UYepes monroaa (B 57 net) Ha poHE IPHHUMAEMOIL Te-
panuu KeHIIMHA OTMETHJIa 3HAYUTEIbHOE YXYALICHNE B
BUJIE YCHJIMBIIETOCS HACHJILCTBEHHOI'O HAaKJIOHA TYJIOBU-
Ia BIOpaBO U BHepen. Bo BpeMs ocMoTpa HaOmomacs
JIETKAWA MOCTYpalbHBIA MU KMHETHYECKUI TPEMOpP BepX-
HUX KOHEYHOCTEW 0e3 Tpemopa IMOKOs, HeBhIpaKCHHBIN
TpeMOop TOJIOBHI M BeK. Habmonanacs puragHoCTs ¢ TIpe-
o0ajaHreM B JIEBBIX KOHEUHOCTsIX. bpannknHesus Obuia
YMEPEHHO BBIPQ)KEHHON, HO OUYEBHIHOM, COXPaHsSNIACh
mapkatormas noxoaka. Iloctypansaeie pediexcer OpuTH
HapymeHb! (MOSABUINCH TaJIeHH), OJTHAKO COXPaHsIaACh
BO3MOXHOCTh XOAWTH 0e3 moctopoHHei momoinu. Co-
TJIaCHO BaJIMIU3UPOBAHHBIM KIMHUYECKUM HHCTPYMEH-
TaM: 0 YHU(PHUUHUPOBAHHON PEHTHHIOBOM IIKaje OLeH-
KU JBUTATEeNbHBIX MposBiIeHUH Oone3nn IlapkuHcona
MDS-UPDRS III — 39 6amnoB, mo YHUPHUIHPOBAHHOMH
PEUTUHTOBOM IIKaJe OLEHKHU ABHUIraTelIbHBIX IPOSBIE-
uuii 6one3nn ['earuarrona UHDRS 111 — 24 Garna.

B cBs13u ¢ yxyamenneM cocTosHuUS (YCHININCH CKO-
BaHHOCTh M THUTIOKUHE3HUs) K CXeMe MPOTHUBOIAPKUHCO-

HUYECKOH Tepamuu ObUT J0OaBJICH Ipernapar JIEBOIoIa
(kapbumona, sHTaKammoH) B no3e 300 Mr/cyT, peKOMeH-
JloBaHa JieueOHast (pu3KyIbpTypa. Takoi (hapMakoioru-
YecKHi TOAXOJ Jal He3HAUYMTEIbHOE YITydIIeHHE CO-
CTOSIHHS: YMEHBIIWINCH PUTHIHOCTD, KAMIITOKOPMIES U
yry4mmiach noxonka. Ilocie nabeknuit 6oTymuHIYE-
CKOTO TOKCHHA THITa A C IIeTTbI0 KOPPEKIIMU KaMITTOKOP-
MHUH HE TIOCJIEIOBATIO0 KIMHUYECKU 3HAYUMOTO MTOJIOKH-
TEJIFHOTO pe3yibTaTa.

HecMmoTpst Ha Hann4Me OCHOBHBIX CHMIITOMOB, CO-
orBercTByronmx bIl (Opagukunesusi, pUTHAHOCTH U
HOCTypaibHasi HEyCTOMYMBOCTB), uepe3 4 roja mocie
MOSIBJICHUS] TICPBBIX JIBUTATECIBHBIX CHMIITOMOB Iia-
LIMEHTKa UMeNla P HECOOTBETCTBYIOLIUX Kilacchuye-
ckoil kaptuHe BIl HemoTopHBIX mposBieHuil. Cpeau
HUX BBIp2XCHHbIC KOTHUTHBHBIC HapymieHus (13 Oain-
noB 1o MoCA-recty u 18 6amnoB mo MMSE, uro co-
OTBETCTBYET YMEPEHHO BBIPQKEHHOH JIEMCHIINH),
BBIPOKCHHBIE ~TPEBOKHO-ICTIPECCHBHBIE HApYIICHUS
(cormacro HADS, mo cy6mkane «tpeBoray — 12 Oai-
noB, cybmkane «uaenpeccusi» — 13). Hanmnawe cywmm-
JATBHBIX MBICICH, 06e3 CyHIMIaTbHOTO MTOBEICHUS, CO-
rnacHo onpocHUKy C-CSSR, rammonunanuii He ObUIO.
Taxoke oOpamraer Ha cebs BHUMaHHE MOJIOJION BO3pAcT
JebrTa, cuuTaeTcs, YTo CpelHuil Bo3pacT aedroTta bIT
cocraBisieT 65 nert, u Tonbko B 10-15% ciydaes 3a60-
neBanue aeOroTHpyeT panbiie [13]. Cpeau MOTOPHBIX
HapyIIEeHU He BIUCBHIBAIOTCS B KIMHUYECKYIO Kap-
TUHY OOJIe3HM Takue JBUraTelIbHbIe CHUMIITOMBI, Kak
pa3BuBLIasca B TeueHHe 3 JeT ¢ aedroTa 3aboneBaHus
KaMIITOKOPMHUS, UMEIOLIUICS TPEMOD TOJIOBBI, HATUYHe
HEIPOU3BOJBHBIX CTUOATENBHBIX ABIKCHUH B MANbIaX
JEBOM pPyKH A0 Hadaia MPOTHBOIIAPKHHCOHUYECKOU
Tepanuy.

C nensro quddepennmansHoro nuaruosa bIl ¢ apy-
THMH JIBUTATEIBHBIMHA PACCTPOHCTBAMH, TIPOSBISIONIH-
MHCS TapKUHCOHU3MOM, OBUT IPOBEICH PsA HEBPOJIO-
THYECKHUX TecToB. OTMeuanocs HeOOIbIIOe 3aMeTICHHE
WHUIIMAPOBAHUS M TUIIOMETPHS CaKKaJl, HO JBYDKEHUS
a3 ObUTH B MOJIHOM 00OBEME B OTJIMYHE OT TpOrpec-
CHPYIOIIET0 HAaTBAJACPHOTO Mapaliuda, IpH KOTOPOM
TaKke HaOMI0faeTcs MOCTypasbHas HEYCTOMYMBOCTS.
[TanmenTka Mornia yJepKUBaTh BBICYHYTHIM SI3bIK B Te-
yenue 10 ¢ 6e3 npuiiokeHus: ocoObIX YCHIIUHK (B OTIIH-
yue ot Oosie3nu Bunbcona — KonoBanosa). OTMevanuch
TOJIBKO JIETKHE BEreTaTUBHBIE CUMITOMBI (Iu(dy3HBIN
TUIEPTUAPO3, TUIIEPCATTUBALIMS, YMEPEHHO BbIpaKeHHAs
CYXOCTb BO PTY, 3aIIOpBI B OTIHYUE OT MYJIbTHCHCTEM-
HoW aTpodun). g quddepeHnanbHONR AMArHOCTUKH
mexay BI' m BIl ObuT mpoTecTHpPOBaH IIA0EIUTAPHBINA
pedekc BapTenOepra, IpOsIBIISIONIUICS BIPAXKEHHBIM
CMBIKaHHEM BeK IIPH yaape MOJOTOYKOM MO riiadernie
(TIepeHoCHIIe) M CYUTAFOIIUICS OOIUTaTHBIM IIPU3HAKOM

238 Bulletin of Siberian Medicine. 2020; 19 (4): 235-240



Cyyan us KAMHUYECKOM MPaKTUKK

BII. 'maGennsapHbIil peduieke y MalMeHTKH MoKa3ai ObI-
CTpO€ MPUBBIKAHUE U OTCYTCTBHE BBIPA)KEHHOI'O CMbIKa-
HUS BEK NP yAape M0 HaJIepeHOCHIO.

N3-3a oTCYTCTBHS IpaMaTH4eCKOro OTBETa Ha Ipe-
napaThl JIEBOAOIbI, XOTS OYEHb BBICOKHE J03bI HE HUC-
MBITHIBAIIUCH, W HAUYUS KIMHUYECKUX TPOSBICHUH,
HexapakTepHBIX 11 nmanueHtoB ¢ BII, a Gomee xapak-
TEpHBIX JJs NposBIeHUN BI', BBINOIHEH MOJIEKYJSp-
HO-TeHeTH4eckuil ananu3 reHa HTT. B pe3ynbrate ero
BBIITOJTHEHUS Y IAIIMEHTKH HJICHTU(HINPOBAHEI aJUIeIH,
csizanHble ¢ 27-M u 20-m CAG-noBTOpamu. Moieky-
JsIpHO-TeHeTHuueckoe uccnenosanue unuciaa CAG-nosro-
poB redHa HTT npoBOAWIN C MOMOIIBIO MOJUMEPA3ZHOU
LEIMHOW peakuu ¢ (GpIyopecleHTHO-MEUCHHBIMU Tpaii-
MepaMH coriiacHO mpoTokoxy M. Bastepe, W. Xin [14].

3AR/IIOMEHUE

®enorun nauveHTKH K. B OCHOBHOM COOTBETCTBO-
Ban Oone3nn [lapkmHcoHa. CoriacHO KIMHUYECKAM
IUAarHOCTUYECKUM KPHUTEpUsIM MexXTyHapoaHOro 00-
mecTtBa Oone3nm [lapkwHCOHAa W APYrHX ABHTATENb-
HeIX pacctpoiictB (The International Parkinson and
Movement Disorder Society qnst BIT), ObuH BBISBICHBI
TUTIOKUHE3Us, aCHMMETPUYHAS MBIIIEYHAS! PUTHIHOCTh
W MOCTypajibHasi HEYCTOWYMBOCTh, TPU U3 OCHOBHBIX Xa-
paxtepuctux BIl. OgHako Ol 0OHapyskeH B Xone 00-
CJIEJIOBAHUS OJIH U3 KPUTEPHEB UCKIFOUEHUS (KpacHBII
(bnaxxok) — paHO pa3BUBMIASACS AEMEHIHS C HApyIICHH-
MU MaMATH U pedd. [Ipu KIMHUYECKOM HCCIeIOBaHUN
CUMIITOMBI 3a00JieBaHMA OoJiee TOJIHO OLEHUBAIUCH
¢ nomompio mkanel UPDRS, yem mo mkane UHDRS.
Taxoke KITMHUYECKas KapTHHA COOTBETCTBOBAJIA MOIAEP-
JKUBAIOIIMM KPUTEPHSM, U II03TOMY OBLT BepH(pHITUPO-
BaH JMArHO3 KIMHUYECKH YCTaHOBIEHHOHN BII.

[MpuHrMas BO BHUMaHHE TOT (DAKT, YTO HMPOMEXKY-
TOYHBIC AJUIENH reHa 17T OKa3bpIBalOT 3aMETHOE BJIHS-
HHUE Ha YXyIIIEHHEe MOTOPHBIX W KOTHUTHBHBIX (YHK-
uuii [ 1], mpeacraBnsieTcs BEpOSTHBIM, 4TO Hanmudue [As
B T€HOTHIIE 3TOW MAIMSHTKH MOAUDHUITUPYET KilacCHYe-
ckuii heHOTHU. B COOTBETCTBUY C 3TUM pe3yJIbTaThI IJla-
OemusipHOTO peduiekca MAMEHTKH TMOoKa3alld OBICTpoe
IIpUBBIKAHUE, Kak U y nanueHros c¢ bI', Torga kak npu
BIl npuBsikanus He Habmogaercs [2, 4]. Bonee Toro,
HECMOTpPSA Ha TO YTO KJIMHUYECKUH (DEHOTHI MaIMeHT-
KH B OCHOBHOM cooTBeTcTBOBajl BII, oTMedeHa paHHss
JUCTOHMSI, KOTJIa ellle MallMeHTKa He oyyaia 1opamMu-
HEPruyecKue NPOTUBONAPKUHCOHUYECKHE TpenapaThl.

Takum oOpa3om, MpUHKUMAask BO BHUMaHHE PAHHIOIO
JUCTOHUIO, TJIOXYI0 PEaKIHUI0 MOTOPHBIX CHMITOMOB
Ha JIEBOJIOIY M PE3yJIbTAaThl HEHPOICHUXOJIOTHYECKOTO
TECTUPOBAHUS, CBUAETEIBCTBYIOLIUE O HATUYUU IPUCY -
mux bI' npu3HakoB, a Takke KIMHUYECKHUE KPUTEPHUH,
MOXKHO CZeNlaTh BBIBOJ, YTO HOCUTENIbCTBO [As rena

HTT moaudunmpyet dernorun BI1 y naHHOW manueHT-
k. B MUpOBOI IpaKkTHKE ONMUCAaHO HECKOJIBKO MOJ00-
HBIX CJIy4aeB, 4TO, O€3yCIIOBHO, BBI3BIBAET MHTEPEC C
TOYKH 3PEHHST HEOOXOIUMOCTH MEINKO-TEeHETHIECKOTO
KOHCYJIbTUPOBaHUS Kak sl AuQQepeHIIMaIbHON ara-
THOCTUKH 3a00JIeBaHUS, TaK U OICHKH PUCKA Y WICHOB
ceMbu marueHTa. OJHAKO Ha JAaHHOM JTalleé BakKHO
HAKOTUJIEHHUE JAaHHBIX 00 OCOOEHHOCTSAX KIMHHYECKUX
IPOSABICHUM HOCHUTEIEH IIPOMEXKYTOUYHBIX aJulelel
reHa TeHTUHTTHHA JUIs 0oJiee TIOJTHOW XapaKTepUCTUKU
cyOdeHoTHmnos.
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