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BBepeHune. MnotoHuyeckas guctpocus 1-ro tuna (MA1) — HacneacTBeHHOe, MeJieHHO NPOrpeccupyloLee MylbTUCK-
cTeMHoe 3a601eBaHNe C ayTOCOMHO-LOMUHAHTHBIM TUMOM Hace4oBaHus, 00YCNOBNEHHOE 3KCNAHCUEN TPUHYKNEOTUHBIX
(CTG),, noeTopoB B 3'-HeTpaHcaupyemoit obnactu reHa DMPK. Cpean knuHuyeckux nposisnenuii M1 BaxHoe mecTo 3a-
HUMAIOT CUMNTOMbI NOPAXEHMUSA LLeHTPaNbHO HEPBHOW CUCTEMbI, B YACTHOCTU KOTHUTUBHbIE M IMOLMOHANbHbBIE HApYLIEHHS .
Llenb uccnepoBaHma — oLeHUTL XapaKTep KOTHUTUBHbBIX U 3MOLMOHASIbHBIX HApYLWeHWI Yy NaLMeHTOB C pa3HbiMu opMa-
M MO1 1 nx BAMAHWE HA KAYECTBO XKMU3HMU.

Marepuansbl u meToppbl. 06cnegoBaHo 60 NALMEHTOB C reHeTUYeCKU NoaTBepaeHHo MA1 (cpenHuit BO3pacT naLMeHToB —
37,0 £ 12,4 ropa; u3 Hux 36 (60,0 %) myx4nH). Bcem naumeHTam NpoBOAMANCH HENPONCHUXONOrNYECKOe TeCTUPOBaHMe
c ucnonb3oaHneM MoHpeanbcKoi WKanbl OLEHKN KOTHUTUBHbIX YHKLMIA, KPATKOW WKaNbl OLEHKU NCUXUYECKOTO CTaTy-
ca, Apnenbpykckoii wkanbl III, TecToB Bekcnepa, nocTpoeHMs NyTH, CUMBOJIBHBIX U LUdPOBLIX MoganbHocTel, 10 cnos
Jlypuu, 6atapeun n06HOI AMCHYHKLUM, OLEHKA IMOLMOHANbHBIX HAPYLIEHUA C MOMOLLbLIO TOCMUTANbHOI LKA/l OLEHKH
TPeBOrM U LEeNnpeccuu, WKanbl anaTum, OLEHKA KayecTsa Xu3Hu — 36-Item Short-Form Medical Outcomes Study. Mar-
HUTHO-pe30HaHCHas Tomorpacus roloBHOrO0 Mo3ra nNpoBefeHa 53 nauueHTaM C OLEHKOI BbIPaXEHHOCTU NopaxeHus
6enoro BellecTsa ¥ aTpoduK Ceporo BelLecTsa.

Pesynbratbl. B nccneposanue BratoueHo 8 (13,3 %) nauneHToB ¢ BpoxaeHHoi, 19 (31,7 %) — petckoit, 33 (55 %) —
B3pocnoii popmoit MI1. Y rpynnbl nayueHToB ¢ BPOXAEHHON hOpMOIi Bbin camblii rpy0Oblil KOTHUTUBHbIA LeduLUT, 0CO-
G€eHHO B TeCTax Ha UCMONHUTENbHbIE YHKLMW U 3pUTENBHO-NPOCTPAHCTBEHHOE BOCNpUATUE. KOrHUTUBHbIE HApyLeHuUs
ObINK BbISBAEHBI M Y NaLMeHToB co B3pocion dopmoit MA1, HO MeHbleil CTENeHW BbipaxeHHOCTU. Mo cpaBHEHMIO
C KOHTpofieM y nauuenToB ¢ M1 3Haunmo yawe onpegensnacb anatus (p = 0,002), a He Tpesora u senpeccus. Mpu MA1
YCTaHOB/IEHO NMOpaX¥eHWe Kak 6enoro, Tak U Ceporo BelecTBa roJIOBHOMO MO3ra, BbifiB/IEHA CBA3b NOPAXEHUs CEpOro
BellecTBa ¢ genpeccueit (r=0,296) u anatueit (r=-0,291). Ha KauyecTBO MU3HW B BONbLUEI CTENEHW OKa3blBaN BAUSHUE
3IMouMOHanbHble HapylweHus (Tpesora, r=-0,577; penpeccus, r = —0,650; anatus, r = —0,545).

BoiBoabl. Y naunentos ¢ M11 He onpeaeneH TUNWYHBIA NATTEPH KOTHUTUBHbIX HapyWeHW , CTPafaloT pas3anyHble Ao-
MeHbl KOTHUTUBHbIX QYHKLWiA. Hanbonee BbipaKeHHbI KOTHUTUBHBIA AedUUUT XapaKTepeH AN rpynnbl NaLMeHToB
C BpoxaeHHOM hopmoit 3a6oneBaHus. BoisiBneHa cBA3b NOPaXKeHWs Ceporo BelecTsa roJJ0BHOMO MO3ra C 3MOLMOHaNb-
HbIMU HapyLWeHUAMM, HANMUYNE KOTOPbIX, B CBOK OYEPefb, CHUXKAET KauecTBO XM3HW nauueHTos ¢ MI1.

KnioyeBble cnoBa: MMOTOHUYeCKan ,U,VICTpO(bMﬂ 1-ro TMNA, KOFHUTUBHbIE HapyweHua, SMoLnOHaNbHbIE€ HAapYLWeHNs, Hen-
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Cognitive and emotional disturbances in adult patients with myotonic dystrophy type 1
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Background. Myotonic dystrophy type 1 (DM1) is a hereditary slowly progressive multisystem disease with an autosomal
dominant mode of inheritance, caused by the expansion of trinucleotide (CTG), repeats in the 3" untranslated region
of the DMPK gene. Among the clinical manifestations of DM1, an important place is occupied by symptoms of damage
to the central nervous system, in particular cognitive and emotional disorders.

Aim. To evaluate the type of cognitive and emotional impairments in patients with different forms of DM1
and their impact on quality of life.

Materials and methods. 60 patients with genetically confirmed DM1 were examined (average age 37.0 + 12.4 years;
36 (60.0 %) of them were men). All patients underwent neuropsychological testing using the Montreal Cognitive Rating
Scale, Mini-Mental State Examination, Addenbrooke’s III, Wechsler tests, pathfinding, symbolic and numeric modalities,
Luria’s 10 Words, Frontal Dysfunction Battery; assessment of emotional disturbances using the Hospital Anxiety
and Depression Rating Scale and the Apathy Scale; quality of life assessment — 36-Item Short-Form Medical Outcomes
Study. Brain magnetic resonance imaging was performed in 53 patients to assess the severity of white matter lesions
and gray matter atrophy.

Results. The study included 8 (13.3 %) patients with congenital, 19 (31.7 %) — childhood, 33 (55 %) — adult forms of MD1.
The group of patients with the congenital form had the most severe cognitive deficits, especially in tests of executive functions
and visuospatial perception. Cognitive impairment was also characteristic of the adult form, but to a lesser extent. Compared
to controls, patients with DM1 were significantly more likely to exhibit apathy (p = 0.002) rather than anxiety and depression.
In DM1, damage to both the white and gray matter of the brain was established, and a connection between damage to the gray
matter and depression (r=0.296) and apathy (r=-0.291) was revealed. The quality of life is largely influenced by emotional
disorders (anxiety, r =—0.577; depression, r = —0.650; apathy, r = —-0.545).

Conclusion. In patients with DM1, a typical pattern of cognitive impairment has not been identified; different domains
of cognitive functions are affected. The greatest cognitive deficit is typical for the group of patients with the congen-
ital form. A connection between damage to the gray matter of the brain and emotional disorders has been revealed.
The presence of the latter reduces the quality of life of patients with DM1.
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BBepeHue

Muotonuueckas auctpodpus 1-ro tuna (M1) — Ha-
CJIeICTBEHHOE MYJIBTUCUCTEMHOE 3a00JIeBaHNe, /11 KOTO-
pOro XapakTepHO IMOpaXeHUe IIeHTPaJbHON HEPBHOI
cuctembl (LIHC) ¢ pa3BuTeM KOTHUTUBHBIX U 3MOLIMO-
HaJIbHBIX HapyIieHui. 3aboJieBaH1E BEI3BAHO AKCIIAHCHE
TprHYKIEOTUAHBIX (CTG), MOBTOPOB B 3’-HETPaHCIUPY-
emoit oosactu reHa DM PK (dystrophia myotonica protein
kinase) [1]. YBenuueHue KoJIM4YeCTBA IIOBTOPOB B MyTaHT-
Hoit ipe-MPHK crniocoOcTByeT ee HaKOMJIEHUIO B sIApe
KJIeTKM U obpa3oBaHUI0 KoMmiuiekcoB ¢ PHK-cBsa3bI-
BalOIUMU OeJIKAMM, YIACTBYIOIIMMH B PETYJISILINN aIBTep-

HaTUMBHOTO crulaiicunra npyrux npe-MmPHK, uyto B utore
TMPYUBOIMT K aOeppaHTHOM SKCIIPECCUH psiia TEHOB U Hapy-
MIEHUIO BaXKHBIX BHYTPUKJIETOUYHBIX ITPOLIECCOB Y MEXKKJIE-
TOYHOTO B3aumoneictus [2]. U3mMeHeHue nx (pyHKUNU
BeJeT K HapyIICHUIO CMHANITUYECKOM aKTUBHOCTU (TE€HBI
RAB3A, SYNI), neiiporeHesa u cuHartoreHesa (red SLITRK),
paboTHI TiIyTamMaTepruueckux peuentopoB (reH GRINI),
arperauuu Tay-oenka (reH 7TAU) [3].
ITaToMopdoorn4ecky B roTOBHOM MO3Te Y TalMeH-
ToB ¢ MJI1 ObLIM OOHApPYKEHBI HAKOTJIEHUE U arperamnust
rurnepdochopuIMpoBaHHOro Tay-0ejika, obpa3oBaHue
BHYTPUHEWPOHAJbHBIX HEMPOPUOPUIISIPHBIX KITYyOKOB
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B TeJlaX HEPOHOB, KaK IPH JIOOHO-BUCOYHOI IEMEHIINH,
B cBsi31 ¢ yeM M/I 1 4acTMYHO MOXXHO OTHECTH K TeHeThYe-
CKU JIETEPMUHUPOBAHHBIM HepoIereHepaTuBHBIM 3a00-
JIEBaHWUAM, TaKWM Kak Taynatiu |2, 4]. OmHOBpeMEHHO IpH
M/I1 661 BBISIBJIEHBI M TaKue MOpGOJIOrnyecKre u3me-
HEHMSI, KaK JICKoapeos, pacliMpeHrue IepruBacKy/IIPHbIX
npoctpaHcTB BupxoBa—PoOuHa, 4To B 00JblIel CTeNeHU
XapaKTepHO IS 1LiepeOpOoBaCKYJISIPHOM MAaTONIOTUH [2].

[Monumopdu3M reHeTUYeCKMX HapyIICHUI 1 MaTo-
MOpP(}OJIOrnYecKUX HaX0I0K OOYCIOBIMBAET CJIIOXKHBIN
MaTTepH KJIMHUYECKOI KapTUHBI KOTHUTUBHBIX HapyIlle-
HUI MpU pa3HbIx popmax M1 1. ¥V manyeHToB ¢ BpoXKAEH-
HOI1 (hOpMOi1 TPOAEMOHCTPUPOBAHO HAPYIICHUE T100aJTb-
HBIX KOTHUTUBHBIX (ODYHKIIMIA, YTO PSIA aBTOPOB OTHOCSIT
K HapyIIeHUIO pa3BUTHS [, 6]. Y MaLMeHTOB Xe ¢ HaJaJIoM
00JIC3HH B IETCKOM 1 B3POCJIOM BO3pPAaCTe, a8 B HEKOTOPBIX
ciIydasix ¥ B ITO3IHEM, IIPY IIPOBEICHUM HEWPOIICUXOJIO-
TMYECKOI0o TeCTUPOBAaHMS ONPEIC/ISUINCh 3HAYNTEIbHBIC
HapyILIEeHYs TTaMSITH, 3pUTEIbHO-IIPOCTPAHCTBEHHOTO THO-
31ca, YTO HAIIOMMHAET MPOSIBJICHUSI KJIaCCUUECKUX (hopM
HelpoaereHepaTUBHBIX 3a00JIeBaHMIA, MTHOTAA pa3BUBAJICS
MTOJTHOIICHHBIN (DEHOTHUIT ITOBEIEHYECKOM (POPMBI TOGHO-
BucouHoit nemeHuuu [5]. [MamuenTts ¢ M1 1 neMoHCTpU-
pOBaJIM BBIpaXKEHHYIO allaTUio, YTpaTy CIIOCOOHOCTH
K CUMIIATHU U SMITaTUH, PACTOPMOXKECHHOCTh ITOBEICHMS,
KOTOPBIE, B CBOIO OYepElb, TUITMYHBI IJIs ITOBEACHUECKOM
(bopMBbI TOOGHO-BUCOYHOIM IEMEHIIMHI, OMHAKO Y ITallEHTOB
¢ M/I1 He HabMIOOAIOCH CTEPEOTUITHOTO U PUTYATBHOTO
MOBEJCHMS, HAPYILICHUI TTMIIEBOrO MOBEIECHMSI, XapaK-
TepHBIX IJI HaHHOU (opMbl AemeHuuu [7, 8]. B To ke
BpeMs1 y mauueHToB ¢ M1 1 onucaHbl HapylLIeHUs MaMsITH,
KOTOpBIE HE MOTYT TPaKTOBAaThCSI BOBJIIEYEHUEM TOJIBKO
JIOOHBIX ¥ BUCOYHBIX JOJICH, YTO CBUIETEILCTBYET O OoJiee
reTepOreHHOM XapaKTepe MOPakeHUs BEIeCTBAa TOJIOBHOTO
MO3ra y TaHHOM I'pymIibl 00JIbHBIX [9].

Ha ¢one uMerommxcss KOTHUTUBHBIX HapyIICHU,
CHIWZKEHMSI MTHUIIMAaTUBHOCTH, CIIOCOOHOCTH TUTAaHUPOBaA-
HUS U IPUHSATUS pelIeHU y MHOTUX nalueHToB ¢ MJI1
MPOCIEKUBAIOTCST YSPThI M30ETaIOIIEeT0 PACCTPOICTBA JIMY-
HOCTU, MPOSIBJISIONINECS] HeXeJaHWeM 3aBOJWTb HOBbIE
3HAKOMCTBA, OTCYTCTBMEM MHTUMHBIX OTHOIICHUI M3-3a
cTpaxa ObITb OTBEPIHYTHIMU, M30eraHMEeM PabOThl, OCHOBAH-
HOI Ha MEXJIMYHOCTHBIX B3aMooTHoueHusx [10]. B cBoro
oyepelb JUYHOCTHBIE HapylIeHUs MOTYT MPUBOIMUTH
K pa3BUTHIO ah(PEKTUBHBIX PACCTPOICTB, HO B HACTOSIIIIEE
BpeMsI IIPEII0JIaraeTcsl, YTO TPEBOXKHBIE U IETTPECCUBHBIC
CHMITOMBI y anreHToB ¢ M/ 1 yalie BeIpaXkeHbl He3Ha -
YUTEJIbHO, a SMOIIMOHAIbHBIC HAPYIIICHUST MOTYT OBITh KaK
peaxiyeli Ha caMo 3a0oJieBaHUE, TaK U CJICACTBUEM IO-
paxenust LIHC [11].

Hapsiny ¢ KOTHUTUBHO-3MOLIMOHATBHBIMU HapylIe-
HUSMU 1J1s TaneHToB ¢ MJI 1 xapakTepHbl HelipoBU3ya-
JI3aLIMOHHBIC TPU3HAKM TIOPAKEHUST BEIIECTBA TOJIOBHOTO
MO3ra: FeHepaIn30BaHHOE IMopaXkeHue OeJIoro BelllecTBa,
aTpodHsi CEporo BEIIECTBA B Pa3IUYHBIX KOPKOBBIX PErHO-

Hax, 0a3albHbBIX siapax u Tanamyce [12, 13]. I1pu oueHke
B3aMMOCBSI3U HEMPOBU3yaTu3allMOHHBIX U3BMEHEHUI B TO-
JIOBHOM MO3Te C KOTHUTUBHBIMU U MOBEAEHYECKUMMU Ha-
pyuweHusmu npu MJI1 3a nocaegHue 20 JeT MOJydeHbI
npoTuBopeurBbie pe3yabrathl. Y.G. Weber u coaBt. (2010)
OTMETUJIU HaJIMYMe B3aMMOCBSI3U MEXIY MOpaXeHHEeM
0eJIoro BelllecTBa FOJIOBHOTO MO3Ta M HEMPOKOTHUTUBHbI-
mu cumntomamiu [13]. E Caso u coast. (2014) moarBepau-
JIA CBSI3b MEXKITy KOTHUTUBHBIM e(DULIUTOM U TTOPaKeHU -
eM OeJloro BelllecTBa IOJIOBHOTO MO3ra, HO He CepbIM
BemectBoM [14]. R. Levy u coaBt. (2006) oO6HapyXuin
CBSI3b MEXIY HATMYMEM ACTPECCUM Y UBMEHEHUSIMU OeJo-
ro BellleCTBa B 00J1aCTH MOCTa FOJIOBHOTO MO3ra, arnaTuei
1 00beMOM TTpebPOHTAIbHOI KOPBI ¥ Oa3aJIbHbBIX TAaHIJIUEB,
YTO MOXET CBUIETEbCTBOBATH B MOJIb3Yy ITEPBUYHOIO Xa-
pakTepa AJaHHBIX HapyweHui mpu M1 [15]. A. Bajrami
u coaBT. (2017) He oOHAPYXKWIM CTaTUCTUYECKU 3HAYUMOI
KOPPeJIIIUY MEXITYy pe3yIbraTaMUu TeCTUPOBaHUs 110 MOH-
peanbcKoi 1IKaje, OLEHUBAONIEH 001N KOTHUTUBHBIN
CTaTyC, ¥ CTETIEHbIO MOpaXKeHMsT OEJI0ro BellleCTBa 110 TaHHBIM
MarHuTHO-pe3oHaHCHO# Tomorpaguu (MPT) ronoBHoro
Mmosra [16]. CoracHO JaHHBIM JIMTEPATYPhI, POCCUICKIMU
HCCIIEIOBATENISIMU TOXE TTPOBOIMIIOCH TECTUPOBAHUE KOTHU-
TUBHBIX HapyIIEHWI Ha HEOOJIbIION BHIOOPKE MAIlMEHTOB
¢ MJI1 (n = 20). KoHcTaTpoBaHO HapylleHHe Pa3InYHbIX
JOMEHOB KOTHUTUBHBIX (DYHKIIMIA, YTO yKa3bIBacT HA 3a1H-
TEPECOBAaHHOCTh PA3IMYHBIX CTPYKTYP TOJJOBHOT'O MO3Ta ITpU
MJI1, HO He ObLIO BBISIBJIEHO CBSI3M KOTHUTUBHBIX HApYLLIEHUI
C BO3pacTOM MallMeHTOB, CTETIEHbIO TBUTATEIbHbBIX HApyILIe-
HUI 1 HEHPOBU3yaTU3aLlMOHHBIMU TaHHbIMU [17].

TakxuM oOpa3oM, HCClieNOBaHUS, HallpaBJeHHbIE
Ha OLICHKY KOTHUTUBHO-3MOLIMOHAIBLHOTO cTaTyca 00J1b-
IIMX BBIOOPOK MaLIMEHTOB ¢ yueToMm (opMbl M/ 1, orpe-
JeJIeHUEe B3aMMOCBSI3M SMOILMOHAIbHBIX HapylIeHUI
C KOTHUTUBHBIMM, YTOUHEHUE BIUSHUS T€X U NPYTUX
Ha Ka4yeCTBO XXU3HU OOJbHBIX, SIBJISIOTCS aKTyaJbHBIMU
B CBSI3M C HEOJHO3HAYHOCTHIO paHee OIyOJMKOBAHHBIX
pe3yJIbTaTOB MCCIeNOBaHUI, HEOOXOMUMOCTbBIO PAHHETO
BBISIBJIEHUST M KOPPEKIIMU KOTHUTUBHO-3MOLIMOHATbHBIX
HapyIlIeHUI, YTO CIIOCOOCTBYET YJYUIIIEHUIO KayecTBa
KU3HU nanueHToB ¢ M 1.

Ieab uccaenoBaHus — OLICHUTh XapaKTep KOTHUTUB-
HBIX ¥ SMOIIMOHAJIbHBIX HAPYILIEHUI Y TAallUEHTOB C pa3-
HbIMU popMamMu M/ 1 1 ux BIMsIHME Ha KAaYeCTBO JKU3HU.

Martepuanbi u metopbl
B uccnenoBanue BKioyeHo 60 mamyeHToB OT 18 jer
U cTapiie, crpagarmoiyx M 1. B 3aBucuMoctu ot Bo3pacra
nebroTa 3a00J1eBaHMsI MALIMEHTHI OBbLIM pacripeaeacHbl
Ha 3 IrpymiIbl:
1) mauyeHTHI ¢ BpoxaeHHO# hopmoit M/11 (medrot o 1 mec)
(n=238);
2) ¢ netckoit hopmoiit MJI1 (rmammeHTs! ¢ MHGaHTUIBHON
(me6roT 1o 10 neT) (n = 8) U OBEHWIbHOM (Ae0I0T
ot 10 go 20 net) (n = 11) popmamn);



Opueunanvhsie uccaedosanus | Original reports

HepBHo-mbiweyHbie 5OJIE3HH

3) ¢ B3pocoii popmoit M/I1 (maryeHThI ¢ Ki1acCuYecKoi

(me61oT mocJe 20 jet) (n = 27) 1 mo3aHe (aed1oT Mmo-

cie 40 ner) (n = 6) dopmamn) [18].

KputepussMu BKIIOUeHUST ObUIM T€HETUYECKU TOM-
TBepxkaeHHasa M/11 1 oTCyTCTBHE COMYTCTBYIOLINUX HETPO-
JlereHepaTUBHBIX U Apyrux 3adoneBanuit LIHC (MHCYIBTHI,
TpaBMBbl, MHbeKIMK). BceM malmeHTaM npoBeeH KayeCTBeH-
HBII MOJIEKYIsIpHO-TeHeTnueckuii aHanu3 JIHK, B pe3ynb-
TaTe KOTOPOTO BBISIBICHO yBeauveHue yncia Kormuit CTG-
noBTopoB (>50) B 3’-HeTpaHcaupyeMoit oonacty reHa DMPK.
KpurepueMm nckimoueHus1 ObLI0 HATMYKE TIPOTUBOIIOKA3aHUH
K npoBeaeHuo MPT ronoBHoro mosra.

HccnenosaHue o1o0peHo 3TUYeCKUM KomuTeToM Poc-
CUIICKOI0 HAalIMOHAJILHOI'O MCCIEA0BATEIbCKOTO MEULIMH-
ckoro yauuBepcutera uMm. H. M. TTuporosa, oT Bcex UCIIbI-
TyeMBbIX OBbLIO MOJTYYeHO MUCbMEHHOE NHGMOPMUPOBAHHOE
corjlacie Ha yJyacTue B UCCIIeJOBaHUU.

Ipynimy KoHTposT cocTaBUIU 22 300POBLIX J0OPOBOJIb-
112, KOTOPBIM MPOBEIEHO HEHPOIICUXOJIOTMIECKOE TECTUPO-
BaHUE, aHAJTOTMYHO BBITTOJIHEHHOMY MarueHTam ¢ MJI 1.

Bcem manveHTaM nmpoBeneHa olieHKa BIPaXKeHHOCTU
MOPaXKEHUST MBI C TTOMOIIbIO CIIeLMAIM3UPOBAHHOM
wkaabl MIRS (Muscular Impairment Rating Scale — mika-
JIa OLIEHKU MBIIIEYHbIX HapyllIeHUl), rae 1 — oTCyTcTBUe
MBIIIEYHOT'O MTOBPEXKIEHNS, a 5 — BbIpaXkKeHHas1 JUCTaIbHAas
U MIPOKCHUMaJIbHasl CJ1ab0OCTh B KOHEYHOCTSIX.

Heiiponcuxogoruyeckoe Tectupopanue. OO11I1iA KOTHU-
THUBHBIM CTAaTyC OLIEHMBAJICS C TIOMOIIBI0 MOHpealbCKOit
IIKaJIbl OLEHKU KOTHUTUBHBIX (GyHKUU (Montreal
Cognitive Assessment, MoCA), KpaTKoi1 IIKaJabl OLIEHKU
ncuxudeckoro cratyca (Mini-Mental State Examination,
MMSE), Annenopykckoit mkansl 111 (Addenbrooke’s
Cognitive Examination I1I, ACE-III).

Hcnonb3oBaHue ogHoBpeMeHHO ka1 MoCA 1 MMSE
00YCJIOBJIEHO T€M, YTO TECThl MOTYT 00J1a1aTh pa3InYHON
YYBCTBUTEIBHOCTBIO B BBISIBJICHUM KOTHUTUBHBIX Hapyllie-
HUI IpU pa3HbIX 3a00eBaHusIX. B MoCA 06oJbliie 3agaHuii
Ha 3pUTEIbHO-MPOCTPAaHCTBEHHbIE (DYHKIIMM, HO MEHbIIIE
3agaHuil Ha opueHTauuio, yeM B MMSE [19]. Tak kak
Ha MOMEHT MCCJIEIOBaHMS He 10 KOHIIa ObLI ompenesieH
Mnpo¢uib KOTHUTUBHBIX HapyllleHUH y mauueHToB ¢ M/I1,
OBLIIO HEM3BECTHO, KaKasl U3 IIKaJl ONTUMaJIbHEE B KAUECTBE
CKPUHWHIOBOTO MHCTPYMEHTA.

PaznuuHble JOMEHBl KOTHUTUBHBIX (DYHKIMI TaKXKe
OBLIN OLICHEHBI C TIOMOIIIBIO CIIeIIUATM3UPOBAHHBIX LKA,
BHuMaHMe olieHUBaIOCh ¢ TOMOIIBIO MOIIKAT BHUMAHUS
u opueHtauuu ACE-III u tecta Bekciepa, cyorecta V
«IToBTOpEeHUe 0OpaTHOI MOCIEenOBaTEIbHOCTU LUMP»,
Tecta noctpoeHus mytu (Trail Making Test A). s uc-
cle0BaHUS UCTIOJIHUTENIbHBIX (DYHKIMA MPUMEHSUINCH
baTapes TOOHOI TUCHYHKIINMU, TTOAIIKAJIA OETJIOCTH peun
ACE-III, tect nmoctpoenust nytu (Trail Making Test B),
TeCT CUMBOJIbHBIX U LIUGPOBBIX MoaajibHOCTe!. [1amMsaTh
OlLICHUBAaJIaCh C IOMoOILIbI0 ToamKkansl namatu ACE-III,
Tecta 3ayuuBaHus 10 cios Jlypuu u Tecta Bekcnepa, cyo-
tecta V «IloBTOopeHue TpsIMOii IOCIeI0BaTEIbHOCTH

1uhp». 3pUTETBHO-TIPOCTPAHCTBEHHBIE (PYHKIIMY OlIEHUBA-
JIMCh C TIOMOIIIBIO 3pUTEIBHO-TIPOCTPAHCTBEHHOM MOIIIKAJIBI
ACE-III, tecta Bekcnepa, VI cyorecta «BocnpousseneHue
TeOMETPUYECKMX (PUTYP», TECTA PUCOBAHMST YACOB.

BbipakeHHOCTh anaTUM OLEHUBAJIACH C TOMOULIBIO
mKasel anatvu [20]. J1J1s1 BeISIBIEHUS TPEBOTH U IETIPECCUU
HCIIOJIb30BaIaCh rOCIIMTAIbHAS IIIKaIa TPEBOTU M IETIPEC-
cuu (I'LT/). KauecTBO KM3HU OLIEHUBAJIOCh C TOMOIIBIO
AHKEThl OLIEHKM KadecTBa xku3Hu 36-Item Short-Form
Medical Outcomes Study (SF-36), cocrosteii n3 2 6J10KOB:
ncuxuyeckoe v puzndeckoe GyHKIIMOHMPOBAHUE.

HeiipoBuzyamuzamus. MPT rosoBHoro mosra npoBo-
nunack 53 nauveHtam ¢ M1 Ha MarHUTHO-PE30HAHCHOM
ToMmorpade Magnetom Avanto Simens Healthineers (Iep-
MaHUs) ¢ BEIMYMHON MarHUTHOM uHaykuuu 1,5 T ¢ uc-
MoJib30BaHUEM TrojloBHOM KaTymku. Ilporokon MPT
Bkmtovaa T1-, T2- u T2-FLAIR-B3BeleHHbIE M300paxke-
Hus. [unepuHTeHcUBHOCTHL Gestoro BeuectBa (TMBB)
oueHuBazach 1o mkane Fazekas (F): FO (koHTpoab) — oT-
cyrctBue TMBB, F1 — enunnunHbie oyaru, F2 — Haauune
KaK eIMHUYHBIX, TAK U YaCTUYHO CJIMBHBIX o4yaros, F3 —
CIMBHBIE ouaru [21], a TakxXe IO TpeAcTaBIeHHOCTH
B Pa3JIMYHBIX 00JIACTSIX MO3Tra: J0OHOI, TeMEHHOI, BUCOY-
HOM, 3aThIJIOYHOM, TIEpUBEHTPUKY/ISIpHO. KommyecTBeHHast
OlleHKa aTpo¢UM KOPHI TOJIOBHOIO MO3ra IPOBOAMIACH
¢ nomoupio mkajbl Global Cortical Atrophy (GCA), Ko-
TOpast UCIIOJIb3YETCS TSI OLICHKHM 1iepeOpaibHO aTpodun
y HallMEHTOB C HEMpoaereHepaTUBHBIMK 3a00JIeBAHUSIMU
M TIpeaycMaTpuBaeT OLEHKY 13 pa3HbIX 30H TOJIOBHOTO
Mo3ara. Takke B MCCJIeIOBAaHMM MCIIOJIb30BaJlach IIKaia
aTpoduu MeauaabHBIX OTIAEI0B BUCOYHOM gonu (Medial
Temporal lobe Atrophy, MTA), BKJIfouawlilas OLEHKY
oT 0 1o 4 GaioB, a IJIs OLIEHKW TEMEHHOU atpodun —
mkajga Koedam (Posterior Atrophy Score of Parietal
Atrophy), BKkitoyatoias oleHKy ot 0 1o 3 6amios. [Tauu-
€HTOB OLICHUBAJIX IO OTCYTCTBUIO WJIM HAJTUYMIO aTpodUun
nmo6oit crenenu. KontponbHoii rpynne MPT rojioBHoro
MO3ra He ITPOBOAMIACE.

JonoanureibHOE 00cie0BanKe. BceM mateHTaM mpo-
BeJIcHa JIabopaTopHasi AMarHOCTHUKA C OTIpeeSIEHUEM YPOB-
Hell NIMKUPOBAaHHOTO TeMOIJIO0OMHA, X0JIeCTepUHA, TUPEO-
TPOITHOTO TOPMOHA Y TUPOKCHHA.

PesybraThl IpoBeIcHHOTO J1aOOPAaTOPHOTO TECTUPO-
BaHUSI IPOJIEMOHCTPUPOBAJIH ITOBBIIICHUE YPOBHSI TTTMKK-
poBaHHOTO remMorioouHa y 5 (8,3 %) mauueHToB, Ha Oc-
HOBaHMU Y€ro UM ObUT TMarHOCTUPOBAH caXapHbIi quadeT
2-TO0 TUMa. YPOBEHb XOJIECTepPHMHA OBbLI IOBBIIICH
y 12 (20 %) natmenToB. Y 6 (10 %) maleHTOB B CBSI3U C HU3-
KUM YPOBHEM THMPOKCHUHA U MOBBIIIEHHBIM YPOBHEM THPEO-
TPOITHOTO TOPMOHA ObLT AMaTHOCTUPOBAH TUIIOTHPEO3.

PesynbraThl 1aOOpaTOPHBIX TECTOB HE MMEJIN CTaTH-
CTUYECKM 3HAYMMOM B3aMMOCBSI3U C pe3yjibraTaMu Heil-
poricuxojorndyeckoro rectuponanus (mo MoCA, MMSE,
ACE-III, TIITI), ¢ BEIpaxkeHHOCTbIO aTpo(UU CEPOro
BeniecTBa (1o mkajge GCA) U cTeneHbIo MopaxkeHust 6e10-
ro BeuectBa (1o mkane Fazekas) ronmoBHoro moara.

TOM 14

15



TOM 14

16

HepBHo-Mblweynbie BONTE3HU

Opueunanvhsie uccaedoeanus | Original reports

Ha MoMeHT npoBeieHUST HEWPOIICUXOJIOTUIECKOTO
00cJieIOBaHUS Y TTALIMEHTOB HE OBLJIO BbIPaskeHHBIX
HapyLIeHUI 3peHMsT, KOTOpbIe ObI MEIIaJIM TECTUPOBA-
HUIO.

CratucTnyeckuii aHaam3 AaHHpiX. CTaTUCTUYECKUIA
aHaJIU3 MPOBEIEH C MMOMOLIBIO ITporpaMMHoOro rmakera SPSS
Statistics Bepcun 26.0 (IBM, CILIA). OcHOBHOM omuca-
TEJIbHOM CTaTMCTUKOM JIJIs1 KATETOPUAIbHBIX M TIOPSIIKOBBIX
IepeMEHHBIX OBUIM YacTOTa U MTPOLICHTHAS TOJS, IS KO-
JIMYECTBEHHBIX ITIEPEMEHHBIX — MeJMaHa 1 KBapTwin. Bo
BCEX CJIyYasiX MCIOJIb30BaJU IBYCTOPOHHUE BapHaHThI
CTaTUCTUYECKMX KpuTepreB. HysieBylo rurore3y oTBepra-
JIX TIpU ypoBHe 3HaUnMMocTu p <0,05.

KadecTBeHHBIE ITOKA3aTeJIN 110 YPOBHSIM IPYIIITUPYIO-
IIMX MEPEMEHHBIX CPABHUBAJIN TIPH ITOMOLIM KPUTEPHS >
IMupcona i TouHoro Kputepust Puiirepa, KOJIUIESCTBEH-
HbIe ITOKa3aTeJId — IMPU TTOMOIIY KpuTepust MaHHa— YUT-
Hu wii Kpackena—Yosutuca, anocTepuopHbIe TTOMapHbIe
CpaBHEHMSI TIPOBOIUIIM C IIOMOIILIO KpUTepusi MaHHa—
YutHu. J1J1s1 OLIeHKM B3aMMOCBSI3U MOKa3aTesieii NCIOb-
30BaJId KOPPEJSIIMOHHBIN aHaau3 CriipMeHa.

Pe3ynbrarbl

O6mas xapakrepuctuka rpymn. O6ciaenoBaHo 60 marm-
eHtoB ¢ M1 1, u3 Hux 24 (40 %) xxeHuuHbI ¥ 36 (60 %) Myx-
YYH, CpeIHUIA BO3pacT nauueHToB coctaBui 37,0 + 12,4 rona.
B rpyrniny KoHTpoJ1s1 BOLLIO 22 310pOBBIX 100POBOJIbLIA, U3
HuX 14 (63,6 %) xeH1H U 8 (36,4 %) My>X4UH, CPEIHUIA
Bo3pacT — 30,9 £ 10,3 rona.

B pamkax obcnenoBaHus ObLTM C(POPMUPOBAHEI Clie-
JYIOIIME IPYIINLL; MMALIMEHTHI ¢ BPOXICHHOM (OpMOli 3a-
6oneBanus — 8 (13,3 %), ¢ nerckoii hopmoit — 19 (31,7 %),
¢ xiraccuueckoit hopmoit — 33 (55 %). CpenHsist IpoIoI-
KHUTEJIBHOCTh OT Ne6loTa CUMIITOMOB 3a00JieBaHMS 10
BKJIIOYEHMS B MCCllefoBaHue cocTaBuia 16,6 + 10,8 roga.
YV naumeHToB ¢ pazHbiMu hopmamu M/I1 Gbu1a onpeaene-

Ha CTaTUCTUYECKM 3HauYMMasl pa3HHUIIa Bo3pacTa U IIpo-
JTOJDKUTEIBHOCTU CUMIITOMOB 3a00JIeBaHUSI ITPY BKITIOUE-
Huu B ucciegoBanue (p <0,001) (tabm. 1).

IMamuenTsl ¢ B3pocioii ¢opMoil 3a00eBaHUs ObLIU
CTaTUCTUYECCKU 3HAYMMO CTaplile MaIllMeHTOB C IETCKOM
M BPOXIEHHOI (hopMaMu, KOTOpHIE, B CBOIO OYepelb,
HE pa3Inyajnuch MeXIy co0oii Mo BO3pacTy Ha MOMEHT
BKJIIOYCHUS B UcciaenoBaHue. Hanbombliyo mpomossKu-
TEJIBHOCTh CUMIITOMOB OOJIE3HU UMEJIH MAIlIUEHTHI C BPOXK-
IIEHHOM (hopMoii 3a001eBaHsI, KOTOpasi ObLIAa CTATHUCTH-
YeCKM 3HAYMMO OOJIbllle, YeM Y IallMeHTOB C ASTCKOM
M B3pOCJI0ii hopMaMu, OMHAKO MEXIY TOCIEIHUMM 3Ha-
YUMBIX Pa3JIMYMii BBISIBIIEHO He OBLIO.

Ipu olieHKe BBIPasKEHHOCTH TTOPAXKEHMST MBIIIII C T10-
Mobo mkaiasl MIRS 1 6amn Habpamm 5 (8,4 %) nanyeH-
TOB, 2 6amia — 14 (23,3 %), 3 6amna — 21 (35 %), 4 6amia —
8 (13,3 %), 5 6anIoB, CBUICTEIBCTBYIOIINX O BEIPAXKEHHOM
nIBUTaTebHOM nedunmte, — 12 (20 %).

Menee nonoBuHbI (25 (41,7 %)) MalMEHTOB MTOIYYIIHA
cpeaHee crieabHOoe 00pa3oBaHKe B 0011Ie00pa30BaTeIbHOM
1LIKOJIe 0€3 NaTbHENILIEro 00ydeH!Us B y4eOHbIX YUPEXKICHUSIX,
npyrue 25 (41,7 %) — Boiciiee. Cemb (11,7 %) mareHTOB Ha
MOMEHT ITPOBEICHMS MCCIISIOBAaHMS 00yJaIrCh B KOJUISIKE
WM MHCTUTYTE, a 3 (5 %) Melu TOJIBKO cpeaHee 00pa3oBa-
Hue. Ha MOMEHT BKITIOUEHMS B MICCIIEIOBAHKE PAOOTa/IM JIUIITh
23 (38,3 %) nmanmenTa, u3 HuX 9 (39,1 %) 3aHUMaIM TOJIK-
HOCTH YUUTeJIs], Bpaya, MHXKeHepa, I0pUCTa, YIIPaBJISIOIIETo.
Yersepo (17,4 %) maluyeHTOB MMEIH JIEJI0 C PEMOHTHBIMU
pa6otamu, 3 (13,1 %) sTBASITACH COTPYIHUKAMK OMOIMOTEKH.
Ocranbhbie 7 (30,4 %) naiyieHToB ObLIM TPYIOYCTPOSHHI 10
CJICIYIONIMM CIIEIUAIbHOCTSIM: BOAUTE b TAKCH, OXpaHHUK,
ornepatop, JabopanT. B 6pake coctostim 19 (31,7 %) matyieH-
TOB, U3 KOTOPbIX 17 — ¢ nedbrotoM M/1 1 Bo B3pociioM Bo3pac-
Te, 2 — ¢ nedroroM M1 1 B neTrckoM Bozpacte. CTOUT OTMETUTD,
YTO HU OJVH TALIMEeHT C BpoxKAeHHOI hopmoit M/11 He ObL1
B OpaYHbIX OTHOIICHMSIX.

Ta6maua 1. Pacnpedenenue no 6o3pacmy nayuermos ¢ paiutHsiMu Gopmamu MUomoHu4eckoil ducmpoguu 1-eo muna

Table 1. Age differences in patients with various forms of myotonic dystrophy type 1

Form of myotonic dystrophy type 1

Parameter

BpoxkaeHHas (n = 8)

nerckas (n = 19)

B3pocaas (n = 33)

BOSpaCT Ha MOMCHT

tectupoBanus (Me [Q1-Q3; 30 2% 44 <0.001
MUH.; MaKc.|), JleT oA, o o <0,001 P2_3_ >
Age at time of testing (Me [Q1—Q3; [24—36; 22; 36] [21—34; 18; 50] [39—50; 27; 68] Py_;= 0,001
min; max]), years
JUTeIbHOCTD CUMIITOMOB 3a-
0oJIeBaHUST HA MOMEHT TECTUPO-

30 17 11 P~ <0,001
Banus (Me [Q1—Q3]), neT [23-36] [8-22] [9—17] 0,001 p11_23= 0,026

Disease symptoms duration at time
of testing (Me [Q1—Q3]), years
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Taoauna 2. Pesyavmamot OueHKU KOZHUMUGHbIX (DYHKUULL Y RAUUEHMOE C PAZHbIMU OPMAMU MUOMOHUMECKOU ducmpoguu 1-20 muna
Table 2. Results of cognitive assessment in patients with various forms of myotonic dystrophy type 1

Form of myotonic dystrophy type 1

Rating scale

BpoXKIeHHas (n = 8)

nerckas (n = 19)

B3pocias (n = 33)

, 17 26 27
MoCA, Me [Q1; Q3] (152201 2508 ah7] 0,001 pyy 45 <0,001
, 2 28 28 ., =0,008
MMSE, Me [Q1; Q3] [17: 26] [27: 30] [27: 29] 0,009 H "= 0,003
ACE-II1, Me [Q1; Q3] 75 92 93
[52; 82] 87; 95] [86; 96] N EERE

Ilpumeuanue. MoCA — Monpeanvckas wikana oyenku koenumugHoix ynkyuii; MMSE — kpamkas wikana oyenKu ncuxuueckoeo
cmamyca; ACE-11I — AdOenbpykckas wkana oueHku KoeHumueHvlx @ynxyuii 111,
Note. MoCA — Montreal Cognitive Assessment; MMSE — Mini- Mental State Examination; ACE-111 — Addenbrooke’s Cognitive Examination I11.

Pe3yabTarbl HElPONCHX0JI0THYECKOTO TECTUPOBAHMS.
ITaumeHTHI Bo Beex rpyInax Habpaiau 6osee HU3KHe OalIbl
10 CPaBHEHUIO ¢ KOHTPOJIbHOH Trpynmoit. [1pu oneHke
00111eT0 KOTHUTUBHOTO CTaTyca OIpEIe/IeHbl pa3indus
mexay hopmamu M/I1 (Tabm. 2).

Ipu GajuTbHOIM OLIEHKE BBHITIOJTHEHMST KOTHUTHBHBIX Te-
CTOB HanboJiee BbIpaXKEHHbII KOTHUTUBHBIN IeUIIAT BCTpe-
yaJjicsl B TPyIINe MalMeHTOB ¢ BpoxaeHHoM ¢opmoit M/I1,
B TO BpeMsI KaK IPYIIIbI MALIMEHTOB C IETCKOI 1 B3POCIIOi
dopmamu M/I1 He paznuyanuch MexXIy CoOOI.

CpaBHEHUE BBISBIIEMOCTA KOTHUTUBHOTO Ae(UIINTa
10 pa3HBIM IIIKajaM CTaBUJIO Tepel co0Ooi 3amady onpe-

MoCA

BpoxaeHHaa popma (n=8) /
Congenital form (n = 8)

7
(87,5%)

[letckas popma (n=19) /
Childhood-onset form (n=19) 13
(68,4 %)

13
(39,4 %)

20
(60,6 %)

B3pocnas dopma (n=33)/ b

Adult-onset form (n = 33)

MMSE

(39,4 %)

JeJINTh, KaKasl U3 HUX MPEANIOYTUTEIbHEE IS MCITOIb30-
BaHus y nauueHToB ¢ M1 (puc. 1).

Pe3synbraThl OlIEGHKM KOTHUTUBHOTO CTaTyca ¢ IIOMO-
mpto mKan MoCA u MMSE y nmauueHToB ¢ pa3HbIMU
dopmamu M1 1 66Ut conoctaBuMbl. C nmomoibio ACE-III
BBIPaKCHHBI KOTHUTUBHBIN Ne(OUIIUT, COOTBETCTBYIOIIMIA
CTaauy AeMEHIUHU (I0CTOBEPHOCTb TUATrHOCTUKM: OOIIIMIA
Oamn <82 — 4yyBCTBUTEIBLHOCTh 84 %, cnenndUIHOCTh
100 %, [22]), iMarHOCTMPOBAH Yy MONABJISIOIIETO OOJIBIIIH-
ctBa (6 (75 %)) nalMeHToB ¢ BpoXaeHHO! dopmoit M/ 1,
y 2 (10,5 %) mauueHTOB ¢ meTcKoii hopmoit ny 4 (12,1 %)
nauueHToB ¢ B3pocioi popMoii. Takum oopazom, ACE-III

ACE-IIl

&

17
(89,5 %)

4
(121 %)

[ Hopma/ Normal

[ KorHuuHbie Hapywenns /
Cognitive impairment

29

20
(60,6 %) (87,9 %)

Puc. 1. Koenumuenvie napywenus y nayuenmos ¢ pasuvimu gopmamu muomonuueckoli ducmpoguu 1-eo muna. MoCA — Monpeansckas wikana ouenku
Koenumuenwix gynkyuit; MMSE — kpamkas wkana oyenku ncuxuveckoeo cmamyca; ACE-I11 — Addenbpykckas wixana oyenku koenumuenvix gyuicyuts 11T

Fig. 1. Cognitive impairment in patients with various forms of myotonic dystrophy type 1, assessed with MoCA, MMSE, ACE-111. MoCA — Montreal Cognitive
Assessment; MMSE — Mini-Mental State Examination; ACE-11I — Addenbrooke’s Cognitive Examination 111
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Taoauna 3. Cpasrerue pazHvix 00MeH08 KOSHUMUGHbIX (DYHKYUU Y NAUUEHM08 C PA3HbIMU (OPMAMU MUOMOHUYECKOU oucmpoguu 1-20 muna u nayuenmos

2pynnbvl KOHMpons

Table 3. Comparison of different domains of cognitive function in patients with different forms of myotonic dystrophy type 1 and controls

Rating scale

Form of myotonic dystrophy type 1

BPOXKIEHHAS

(n=38)

JAETCKasa
(n=19)

B3pocias

(n=133)

ACE-III (BHUMaHWEe 1 OPUECHTALINS),
Me [Q1; Q3]

ACE-III (attention and orientation),

Me [Q1; Q3]

TToBTOpPEHME OOPATHOI MOCTEI0BA-
TeapHOoCTH Idp, Me [Q1; Q3]
Digit Span Backwards, Me [Q1; Q3]

TToBTOpPEHME MPsSIMOIT MOCIEI0BATE b~
HoctH udp, Me [Q1; Q3]
Digit Span Forward, Me [Q1; Q3]

Tect moctpoenus mytu A, Me [Q1; Q3]
Trail Making Test A, Me [Q1; Q3]

Tect noctpoenus mytu B, Me [Q1; Q3]
Trail Making Test B, Me [Q1; Q3]

barapes n1o6HOI nrchyHKIINN,
Me [Q1; Q3]
Frontal Assessment Battery, Me [Q1; Q3]

Tect cMMBOIBHBIX M LIMGMPOBBIX MO-
nmanpHOcTel, Me [Q1; Q3]
Symbol-Digit Modalities Test, Me [Q1; Q3]

ACE-III (6ermocts peun), Me [Q1; Q3]
ACE-III (verbal fluency), Me [Q1; Q3]

Tect 10 ciioB Jlypusi, Me [Q1; Q3]
Luria’s Memory Words test, Me [Q1; Q3]

ACE-III (mamste), Me [Q1; Q3]
ACE-III (memory), Me [Q1; Q3]

Tect pucoBanus yacos, Me [Q1; Q3]
Clock Drawing Test, Me [Q1; Q3]

ACE-III (3putenbHO-IPOCTPAaHCTBEH-

Hble pyHkuun), Me [Q1; Q3]
ACE-III (visuospatial skills), Me [Q1; Q3]

BocnpousBeneHne reoMmeTpudecKux
¢uryp, Me [Q1; Q3]
Geometric Form-Copying Test, Me [Q1; Q3]

13
[10; 17]

3
[1;4]

6 [4; 6]
89
[51; 169]

161
[115; 266]

17
[15; 18]

15
[10; 26]

8
[5; 11]

7
[6; 9]

18
[13; 21]

7
[5; 8]

10
[8; 13]

1
[0; 3]

18
[18; 18]

5
[4; 5]

7 [6; 8]
32
[27; 49]

84
[71; 155]

18
[17; 18]

35
[26; 46]

11
[9; 12]

9
[8; 10]

23
[20; 25]

10
[9; 10]

15
[14; 16]

4
[3; 4]

18
[18; 18]

5
[4; 6]

7 [6; 8]
39
[28; 52]

110
[90; 174]

18
[16; 18]

31
[22; 37]

11
[10; 12]

9
[8;9]

23
[21; 25]

10
[9; 10]

15
[14; 16]

3
[3; 4]

Ilpumenanue. ACE-111 — Addenbpykckas wkana oyeHku KoeHumueHoix gyuxyuii I11.
Note. ACE-I11 — Addenbrooke’s Cognitive Examination I11.

18
[18; 18]

[6; 7]

817; 8]
27
[21; 32]

51
[40; 76]

18
[18; 18]

41
[35; 45]

13
[13; 14]

10
[9; 10]

25
[24; 26]
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Puc. 2. Conocmasaenue pasnvix ¢popm muomonuueckoii oucmpoguu 1-20 muna ¢ KoHmpoaem no wKaie anamuu

Fig. 2. Comparison of various forms of myotonic dystrophy type 1 with controls on the apathy scale

OKa3zajiachb MEHee YyBCTBUTEIbHOM IIKAJIOM y MallMEHTOB
¢ nebroroM MJI1 B 1€TCKOM U B3pOCJIOM BO3pacTe Mo CpaB-
HeHuto co mkaiamMmu MMSE u MoCa.

PaznuuHble MTOMEHbI KOTHUTUBHBIX (DYHKITUIA OLICHH -
BaJIKCh C TTOMOILbIO Kak noapasnenoB ACE-III, tak u ot-
JIeJIbHBIX TeCTOB (TabJ1. 3).

He ObUTO BBIABICHO pa3inyuii MeXAy HMalMeHTaMU
¢ pa3HbiMU popmMaMu M/JI1 1 KOHTPOJIBHOI I'PYINOi 1O
TeCTy 3allOMMHaHus cJIoB JIypus, 1o BceM OCTaJbHBIM
TecTaM OOHApYXEHO CTaTUCTMYECKU 3HAYUMOE OTINYHUE
Kak Mexay dopmamu M/I1, Tak 1 Mo cpaBHEHUIO C KOH-
TPOJIEM, B TOM YHCJIE IPYTUM, OLIEHUBAIOILMM HaPYLLIEHUS
MTaMSITH.

[ManuenTsl co BceMu (popMamu 3a00J1eBaHUS OTJIMYA-
JINCh OT MALlMEHTOB TPYIIIBI KOHTPOJISA B CyOTecTax Ha
namMsTh 1 6ernoctb peun ACE-III u Tecte moBTOpeHUs
00paTHOI MMOC/IeI0BaTEIbHOCTI YUCE, TPEOYIOIIHUX OTHO-
BPEMEHHO BOBJICUECHMS B MPOLIECC BHITIOJTHEHUS TTaMSITH
Y BHUMaHUS, HO He MexXay co0oii. [TalrtmeHThI ¢ BpOXIeH-
Hoit ¢opMmoii M1 1 rokaszanu OTAMYHMs OT KOHTPOJIS TAKKe
B TECTE ITIOBTOPEHUSI IIPSIMOI TTOCJIEIOBAaTEIbHOCTH YHCET,
OLIEHMBAIOIIEM KPATKOBPEMEHHYIO TIaMSITh.

B Tectax mocTpoeHus IyTH, CUMBOJIBHBIX 1 LI(PPOBBIX
MOJIaJIbHOCTE, OLICHUBAIOIIMX BHUMaHKE U IIePEeKITIoYa-
€MOCTb, BOCIIPOM3BEICHUE FTeOMETPUIECKUX (DUTYD, OLie-
HUBAIOIINX 3pUTEIBHO-TIPOCTPAHCTBEHHOE BOCIIPUSITHE,
OBbUIM BBISBJICHBI OTJIWYMS ITOKa3aTejeil BPOXICHHOM
U B3pocyoii (Ho He aeTckoii) dopm MJI1 oT KOHTpoOJIS.
I1pu ucnonb3oBaHUM OaTaper JOOHOI TUCGHYHKIIUU Bbl-
SIBJICHBI OTJIMYMS TTOKa3aTesIeil BPOXKIESHHOM 1 B3pOCIOi
(opM oT KOHTpOJIS.

Jna cyorecroB ACE-III Ha BHUMaHMe Y OpUEHTALIMIO
U 3pUTEIIbHO-TIPOCTPAHCTBEHHBIC (DYHKIIMM, a TAaKXKe IS

TeCTa pPUCOBAHMS YaCOB IMPOJEMOHCTPHUPOBAHBI 3HAYMMBbIE
OTJIMYMS TTOKa3aTesieli BpoxaeHHo chopmbl M1 1 oT ocTaiib-
HBIX (popM.

Paznuunii Mmexmy nmauydeHTaMu ¢ IETCKOM 1 B3pOCIoit
¢dopMamu 3a601eBaHMS MTOJIy4eHO HE ObLIO.

IIpu o1ieHKE CBSI3M BBIPAXKEHHOCTH KOTHUTHBHBIX Ha-
PYIICHUI CO CTENEHBIO MBIIIEYHBIX CUMIITOMOB, OILICHEH-
HBIX ¢ momolibio MIRS, cTaTucTueck 3HaYMMBIX pa3-
JINYUI BBISIBIEHO He ObL10. OOHapykeHa CBSI3b BpeMEHU
OT MOSIBJICHUSI CUMITTOMOB 3a00JIeBaHMSI 10 TECTUPOBAHUS
¢ pesynbratamu TectupoBaHusa 1o MoCA (r = —0,473,
p <0,001) u ACE-III (r = —0,325, p = 0,011), ipu aTOM
He ObLJIO BBISIBIICHO CBSI3U C BO3PAaCTOM.

OIHMM U3 CaMbIX SIPKMX ITPOSIBIICHUI 3a00J1€BaHMUs SIB-
JIsIeTcs araThs, KoTopas OblTa BeisBIeHa y 38 (63,3 %) ma-
LIMEHTOB (puc. 2).

ITokazarenu Bcex hopM 3a00JIeBaHUST CTATUCTUICCKU
3HAYMMO OTJIMYAJIMCh OT KOHTPOJISI, HO HE MEXJIy CO0OI,
XOTS MPM B3POCIOii (hopMe araTusl BBISBIISLIACH B I10JIO-
BMHE CJIyJaeB, B TO BpeMsI KaK ITPY BPOXKICHHOM 1 IETCKOM
dopmax — B 3/4 cinydaes.

B sMo1moHabHOM CTaTyce MalMeHTOB MOBBIIIICHHAS
TPEeBOXHOCTh BcTpevasachk y 6 (10 %), memnpeccust —
y 21 (35 %), TakuMm 06pa3oM, TpeBOTIa BHISIBIISLIACH TOpa3-
IIo pexe, yeM aernpeccus (puc. 3).

HaumeHbl111ast BBISIBIISIEMOCTh TPEBOTH 1 ICTIPECCHY ObLTa
XapaKTepHa JIJ1s1 BpoxaeHHo# ¢opMbl M/11, a misa neTckoi
M B3pOCJIOii (hOpM BBISIBIISIEMOCTD ObLTa IPMMEPHO ONMHAKO-
BOI1, CTATUCTUYECKM 3HAYMMBbIX Pa3IMUMii, B TOM YHCIIE TIPH
COITOCTABJICHUY C KOHTPOJIEM, BBISIBJIEHO He OBLIO.

Hamaue sMolMoHaIbHBIX HapyIeHW He ObLIO CBSI3aHO
HU C BEIPAXKEHHOCTBIO MBIIIIEYHBIX CUMITTOMOB, HU C JUTATEITh-
HOCTBIO 3200J1eBaHMS, HU C BO3PACTOM IAlIMEHTOB.
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Puc. 3. Tpesoea u denpeccus y nayuenmos c muomonuueckoi oucmpoueii 1-eo muna. I'lIIT]] — eochumanvras wkana oyueHKu mpegoeu U 0enpeccuu

Fig. 3. Anxiety and depression in patients with myotonic dystrophy type 1. HADS — Hospital Anxiety and Depression Scale

ITpu o1ieHKe B3aIMOCBSI3M SMOLIMOHATBHBIX M KOTHU -
TUBHBIX HapyIIeHW! BBHISIBJICHA CBSI3b TOJBKO allaTUH
C pe3yIbTaTaMu HEMPOTICUXOJIOTMYECKOTO TECTUPOBAHMS
o MoCA (r = —0,324, p = 0,012), MMSE (r = —0,371,
p =0,004), ACE-III (r = —0,412, p = 0,001). CBsi3u BBI-
PaXkeHHOCTHU TPEBOTHU U ACTIPECCUU C KOTHUTUBHBIMU Ha-
PYLIEHUSIMU BBISIBJIEHO HE OBLIO.

Bce dhopmbl 3a601eBaHMST HE OTJIMYATCH MEXIY cO00it
TIpY OLIEHKE KadecTBa Xu3HU. CBsI3b IOKa3aTesicii OLIEHKH
00111eT0 6JIaroIoIyYusT MAallMeHTOB ¢ 3MOLMOHATBHBIMK
Y1 KOTHUTUBHBIMU HapyLIEHUSIMU ObLj1a BhIsIBJICHA (Ta0. 4).

Henpeccus 1 anaTtusi 3HAYMMO CHIDKAJIM KakK (hu3nde-
CKOE, TaK M IICUXMIECKOE (DyHKIIMOHMPOBAHKE MALIEHTOB,
TpeBOra Hapyliaja Icuxudeckoe (QYHKIIMOHUPOBAHUE,
B TO BpeMsI KaK KOTHUTHUBHBIN CTAaTyC ObLT CBSI3aH TOJIBKO
¢ pusnyeckuM GyHKIUMOHUPOBAHKEM.

HeiipoBuszyaauszamusa. MPT rojgoBHoro mosra Oblia
nposeneHa 53 (88,3 %) nauueHTaM, U3 HUX 6 TAllUEHTaM
¢ BpoxaeHHoi ¢opmoit M1, 18 — ¢ merckoii, 29 —
C KJIaCCUYECKOM.

o pesynsratam HelipoBusyammsan y 41 (77,4 %) na-
uveHTa BeisgBiieHa TUBB (puc. 4, a). Y 25 (61 %) nauyeH-
TOB OYary JIOKAJIM30BaJIMCh B BUCOYHOI 00J1aCTH, IIPH 3TOM
onucaHHbIi Tpu MJI1 naTTepH B Buae AU @dy3HOTro Mo-
paxeHust 6eJIoro BellleCTBAa BUCOYHBIX OTIE/IOB BBISIBJICH
Bcero y 5 (12,2 %) nmauneHToB: y 3 ¢ KJIaCCUYECKOi (op-
Moit, y 1 ¢ geTckoii popMoii uy 1 ¢ BpoxKaeHHOI (hopMoit
(puc. 4, 6).

Y 29 (70,7 %) natuenroB oyaru ' IbB o6Hapy:keHbI
B TeMeHHBbIX otaenax, v 33 (80,5 %) — B JIOOHBIX,
y 8 (19,5 %) — B 3aTbLIOYHBIX. [IepUBEHTPUKYIISIPHOE pac-
MOJIOXEHHME 04aroB oTMedanoch B 39 (95,1 %) ciyyasx.

Taoauna 4. Biusnue sMoyuoHaIbHbIX HapyweHuil Ha Kavecmaeo ycusnu, 1 (p <0,05)

Table 4. Impact of emotional disturbances on quality of life, r (p <0,05)

Rating scale HADS
(anxiety)
SF-36, pusnueckoe GyHKIMOHUPOBAHNE >0.05
SE-36, physical health domain P =Y,
SF-36, ncuxuyeckoe pyHKIIMOHUPOBAHKE —0.577

SF-36, mental health domain

HADS
(depression)

—0,476

—0,650

Apathy
scale

0,486

—0,324 0,283 0,274

—0,545 p>0,05 »>0,05 p>0,05

Ilpumeuanue. SF-36 — anxema ouenxu kavecmea scuziu; MoCA — Moupeanrvckas wikana ouenku KoeHumuenvix Qynxuuii; MMSE —
kpamkas wkana oyenku ncuxuueckoeo cmamyca; ACE-111 — Adoenbpykckas wkana ouenku koenumueHoix pyukuui I11; TIHITTI —

20CNUMAnNbHAA WKANa OUeHKU mpesoeu U 0enpeccuu.

Note. SF-36 — 36-Item Short-Form Medical Outcomes Study; MoCA — Montreal Cognitive Assessment; MMSE — Mini-Mental State Examination;
ACE-III — Addenbrooke’s Cognitive Examination I11; HADS — Hospital Anxiety and Depression Scale.
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Puc. 4. Axcuanshbie cpesvl 20106H020 MO32a ¢ 2UNEPUHMEHCUBHOCMbIO 0€1020 eelyecmea 6 odnacmu noayuiapuii 20n06noeo mozea (T2 FLAIR) (a) u eucou-
Hoix dosetl (T2-636ewentoe uzobpanxcenue) (6) y nayuenmos ¢ MUomoHu4eckoii oucmpoguet 1-eo muna

Fig. 4. Axial sections of the brain with white matter hyperintensity in deep white matter of hemispheres (T2 FLAIR) (a) and temporal lobes (T2-weighted

image) (6) in patients with myotonic dystrophy type 1

I1pu ouenke 'MBB ¢ moMorubto mkansl Fazekas 111 cragus
Habmoganack y 3 (7,3 %) manmenros, II cragus —
y15(36,6 %), alcragusa —y 21 (51,2 %).

IMpusznaku nuddy3Hoil aTpoduu ceporo BellecTBa
TOJIOBHOI'O MO3Ta, olleHeHHbIe o 1mKajae GCA, ObUIU BbI-
sBieHbl y 27 (50,9 %) nanueHTOB, BUCOYHBIX AOJIEH IO
mkane MTA —y 13 (24,5 %), TeMeHHBIX J0JIei MO IIKajIe
Koedam —y 7 (13,2 %).

B3aumocBsI31 MeXIy BBIPAXKEHHOCTbIO aTpoduu ce-
poro BemiecTsa (110 mKajie GCA) U cTereHbIo MopaKeHUs
6esoro BewecTBa (1o mkajie Fazekas) rojoBHOro mosra
BBISIBJICHO He OBLIO.

OnpeneneHa cBSA3b aTpoduU ceporo BelllecTBa
(mo mkane GCA) ¢ BozpacTtoM mnamueHToB (r = 0,409,
p=0,002), HO HEe ¢ AITUTENbLHOCTBIO 3a00yeBaHus. Cpeau
SMOLIMOHAJIBHBIX PACCTPOMCTB OblIa ITOKa3aHa CBSI3b aTPO-
¢um ceporo BeniectBa (1o mkajne GCA) ¢ BBIpaXKeHHOCTbIO
anaTtuy (o mwKaie anatuu, r = —0,291, p = 0,036) u ge-
npeccun (o I'ITI, r= 0,296, p = 0,035), HO He TPEeBOTH,
a TaKKe He OBUTO BBISIBIIEHO €€ CBSI3U C Pe3yJIbTaTaMU KOT-
HuTuBHOrO TectupoBanusa (mo MoCA, MMSE, ACE).
CreneHb nopaxeHus1 0esioro BenecTna (1o mkaie Fazekas)
HE MMeJia CBSI3U ¢ BO3pacTOM, JUTUTEIbHOCTBIO 1 (hOpMOit
3a00J1eBaHUsI, SMOLIMOHATBHBIMU pacCTpoicTBaMM (110
wikane anatuu, ' T/l) 1 KOTHUTUBHBIMU HApYILLIEHUSIMU
(mo MoCA, MMSE, ACE).

06cyxxaeHune

1o HacTOsIIIEro BpeMEeHH CpeIu NCCiIeaoBaTelieil uaeT
JIUCKYCCHS Ha TIpeaMeET Toro, sBasieTcs iu M/ 1 Helipoae-
reHepaTUBHBIM 3a00JIeBaHEM WJIU HApyIICHUEM Pa3BUTHS
[23]. B cayvasix ¢ ned6rotom M/ 1 ¢ poxxaeHusI U B paHHEM
JIETCKOM BO3pacTe, BEPOSITHO, CUMIITOMBI IMOPaXXKEHUS
HHC gBistioTcs ceaCTBUEM HapYIICHUS Pa3BUTUST HEPB-
HOM CUCTEMBI ¥ BeIyT K (DOPMUPOBAHUIO KOTHUTUBHOTO
medunuta [6]. YacTh nccaegoBaresieil paccMaTpUBalOT

MJ11 xak mporeporaHoe 3a00ieBaHue, XapaKTepu3yloliee-
Cs YCKOPEHHBIM HOPMaJbHBIM CTapeHUEM OpraHu3Ma
¥ pa3BUTUEM HellpoliereHepaTUBHbBIX 3a00JeBaHuit |9, 14].
B 101163y 3TO#1 THUITOTE3bI CBUAETEILCTBYET HE TOJBKO IT0-
gpiaeHue npu MJI1 paHHUX KOTHUTUBHBIX HapyLIeHU
B CpeIHEM BO3pacTe, HO M pa3sBUTHE JPYTUX KIIMHUYECKMX
CUMIITOMOB, CBSI3aHHBIX C HOPMaJIbHBIM TIPOIIECCOM CTape-
HUSI, TAKMX KaK KaTapakTa, O0JIbICEHKE, SPEKTUIbHAS AMC-
byHK1IMS ¥ TOpaXkeHUe SHIOKPUHHON cucTeMbI [9].

Ha monexynsipHoM ypoBHe natoreHe3 M/l 1 1oBoibHO
CJIOXEH, 3a00JIeBaHKE PAa3BUBACTCS B pe3y/IbTaTe Hapylle-
Hug cruaiicuira MPHK MHoOrux reHoB, 4To MpuBOAUT
K HapyIlIEeHUsSIM CUHAIITHYECKOI Tiepeiayn, paboThI perieri-
TOpOB, HEpOreHe3a U CMHANTOreHe3a, a TakKe K IaToJjIo-
TMYeCcKoit arperauuu rurnep@ochopuIinpoBaHHOIO Tay-0eJ1-
Ka [2, 3]. IlocnegHee GoJiblie cOrslacyeTcsl ¢ MPOrepOUIHOM
TeopHeil KOTHUTUBHBIX HapyleHuii mpu M/ 1, B ToM Bpe-
MsI KaK OCTaJIbHble 0003HaYeHHBIE K HACTOSIIIEMY MOMEH-
TY MEXaHHU3MbI CKOpee UMEIOT OTHOILIEHUE K HAPYIICHUSIM
pa3BUTHS, TAKMM 00pa30M J1aBasi IpaBoO Ha CYILIECTBOBaHUE
00eux Teopuit.

CTONT OTMETHTBD, YTO JAHHOE UCCIICOBAaHUE IIPOBENEHO
C YYETOM paszaeieHus naueHToB ¢ M1 Ha rpyniibl B 3a-
BHCHMOCTH OT (DOPMBI 3a00JICBaHMSI C 1IEJTbIO OITPEACICHNS,
KaKue U3 KOTHUTUBHBIX (PYHKIMI CTpagaroT B OOJbIIEH
CTETIeHU B 3aBUCMMOCTHU OT BapuaHTa TeueHust M1 1. Taxxe
MPOBE/IcHA MTOMbITKA ITOA00pa ONTUMAJILHOTO Habopa IIKajl
JUTS TECTUPOBAHUST KOTHUTUBHBIX (DYHKIIWIA.

CoracHO IMoJlyYeHHBIM HaMM pe3yJIbTaTaM, y TalueH-
ToB ¢ M1 1 HEBO3MOXXHO BBIICIUTh OIPEACICHHBII aTTepH
KOTHUTMBHBIX HapyIICHU, YTO COOTHOCUTCSI C OIBITOM
3apy0OeKHBIX KoJuier [3, 24—26]. B Hamem nccienoBaHUN
HanOoJIee BEIPAXKEHHOE CHIKEHME KOTHUTUBHBIX (hYHKIIMIA
HabJII0NaJIOCh B TPYIIIIE MAllMEHTOB ¢ BPOXKIACHHON (hop-
MOIi, 0COOEHHO B TECTaX Ha MCIOJHMTEIbHbBIC (DYHKIIUK
M 3PUTEILHO-TIPOCTPAHCTBEHHOE BOCIPHSITHUE, IO CPaB-
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HEHHUIO KaK ¢ KOHTPOJIEM, TaK U C OCTAJIbHBIMKM (hOpMaMM.
Jns1 B3pociioii hopMbI ObLIO 00JIee XapaKTepHO HapylLLIeHUE
3PUTESILHO-TTPOCTPAHCTBEHHOTO BOCIIPUSTHS IO CPABHEHMIO
¢ KoHTpojieM. HapyiileHre taHHOro TOMeHa KOTHUTUBHBIX
GbyHKMiT HabIIOmaeTCs MPU HelpoaereHepaTUBHbBIX 3200-
JIEBaHUSX, a TAKKe ITPY HapyIIeHU! pa3BUThd [26, 27].

VY nauuenToB ¢ ge6iotom MJI1 B AeTCKOM BO3pacTe OT-
MeYaIMCh HapyIlIeH!s] IIPEMMYIIIECTBEHHO B TeCTax Ha MC-
TOJIHUTENTbHBIE (DYHKLIMY, BHUMaHWE U MaMsITh. B oTinane
OT TAIIMEHTOB C OCTATbHBIMU (DOPMaMHU 3a00JIeBaHMSI, TSI
HMX HapyIIEHUs 3pUTEIBHO-TTPOCTPAHCTBEHHOTO BOCIIPH -
SITUSI He ObUIM CTOJIb 3HAUYMMBI. M3 TTOJy4eHHBIX TaHHBIX
MOXKHO CJIeJIaTh BBIBOJI, YTO B MCCJICAOBaHHOI BEIOOPKE I1a-
LIMEHTHI C IETCKOI (hopMoii 3a60JIeBaHIST IEMOHCTPHUPOBA-
JI1 HavOOJIBIIYI0 COXPAHHOCTh KOTHUTUBHBIX (DYHKIIMIA,
HE COOTBETCTBYSI 00CUM CYILIECTBYIOIIMM KOHLETIIUSIM: Ha-
PYILIEHUS pa3BUTHS M YCKOPEHHOTO cTapeHus. JlaHHast rpyIi-
T1a ObLIa CaMOi MOJIOIOM, B YACTHOCTHU IMALIMEHTHI C IETCKOM
¢opmoii 3a001eBaHMsI ObLTA MJIAJILIE TAKOBBIX C KIacCuye-
CKOI1 (hOpMOIii 1, XOTS ¥ HE OT/IMYAsICh 3HAYMMO IT0 BO3PacTy
OT MAIlMEHTOB C BPOXICHHON (hOpMOIi TTPU BKIIOUEHUH
B MICCTIEAOBAaHME, MIMEJIM MEHBIIYIO JUTUTEJIBHOCTH CUMIITO-
MOB 3a00JI€BaHMSI IT0 CPABHEHUIO C ITOCJICTHUMHM.

B mosb3y mporeporaHoi TEOpUU MOXKET CBUACTEIb-
CTBOBaThb CBSI3b BO3pacTa ¢ aTpodueii ceporo BelleCcTRa.
MHTEpecHO OTMETUTD, YTO B3aMMOCBSI3U ITOpaXXKeHHUs OeJI0-
'O BEIIIeCTBA C BO3PACTOM, JUIUTEIIBHOCTHIO 3a00JIeBaHMS,
¢dopmoii 3ab0o0eBaHUS MOJAYYEHO He ObLIO, TaK Xe KakK
C TSDKECTBhIO SMOIIMOHAIbHBIX PACCTPOMCTB U KOTHUTUBHBIM
nedurmroM. HelipoBusyaamsaliMoHHbIE TPU3HAKK TIOpa-
JKEHUSI OEJIOTO BelecTBa ObUTM OJMHAKOBO IIPEACTaBICHbI
pu BeeX (popMax 3a00s1eBaHMS, B TO BpeMsI KaK Y MallieH-
TOB cTapiue 45 jet, KotTopsix 0610 18 (30 %), OTCyTCTBOBA-
Jla CTAaTUCTUYECKHU 3HaYMMasl pa3HHIIa 10 BhIPaXKEHHOCTHU
JAHHBIX MPU3HAKOB. TaKuM 00pa3oM, HECMOTPSI Ha TO UTO
rocie 45 JIeT B 11eJIOM MOTYT HaOJIIOAAThCS SIBJICHUS 1iepe-
OpasIbHOM MUKpOaHTHuonaTuu [28], U3 moJy4yeHHbIX 3aK0-
HOMEPHOCTEl HEJIb3sI CIAeNaTh BHIBOA O BKJIAAE JaHHOI
MaToJIOTUM B (hOPMUPOBAHUE KOTHUTUBHOTO JIeduiinTa
y nauueHtoB ¢ MJI1. C apyroii ctoponsl, oyaru BB
y MalMEHTOB Hallleit BBIOOPKY ObUTH HecHeLIM(pUYHBI U pac-
TTOJIaTaJIMCh JIMOO B JIOOHBIX OTIE/IaX, JIMOO TIEPUBEHTPHUKY-
JISIPHO, YTO XapaKTePHO JJIs1 KJIIACCUYECKOI BO3PaCT-acCOLIM-
POBaHHOI 11epeOPOBACKYJISIPHOI IMaTOJIOTHHM, B TO BpeMsT Kak
crnetudmyeckuit ot M/ 1 HelipoBU3yaTu3alMOHHBII TaT-
TEPH MOpaXkeHMsI OeJI0ro BEIIeCTBa MEePEIHMX TOJI0COB BH-
COYHBIX JToJiell ObLT OOHApPYXEH TOJIBKO y 5 IMallueHTOB
(9,4 % ot uKcia Bcex MallMeHTOB, KOTOPBIM ObLIa ITPOBE-
neHa MPT ronoBHoro mMo3sra).

BrIpaskeHHOCTh IIOpPaskeHMsI CEPOro 1 OeJIOoro BelllecTBa
TOJIOBHOTO MO3ra He Obljia CBsI3aHA ¢ KOTHUTUBHBIMU Ha-
PYIICHMSIMU, HO IJI00aIbHAsT KOPKOBast aTpodusi Koppeiu-
poBaJia ¢ ienpeccreil u anarueii. [loxydeHHast B3aMMOCBSI3b
ITO3BOJISIET MPEIT0JIaraTh, YTO JaHHbIE KIIMHUYECKUE TIPO-
SIBJICHUSI SIBJISIIOTCS CJICAICTBUEM CTPYKTYPHOT'O TTOPaXKEHUSI
BEIIECTBA FOJIOBHOT'O MO3ra. DTO yKa3bIBaeT B TOM YHCJIC

U Ha OTCYTCTBUE y MAllMEHTOB 3HAUMMOM TPEBOTY B paMKax
adekTUBHOI peaklUM Ha 3abojieBaHUE U UHBAJUIU-
3alIo.

Ipu olieHKe KayecTBa XKU3HU Y JAHHOM TPYIIITBLI 00JTb-
HBIX KOTHUTMBHBIC HapYIICHUS MOKA3aJld CBSI3b TOJBKO
¢ husnIecKnM (PyHKIIMOHUPOBAHUEM, YTO, BEPOSITHO, SIB-
JISIETCSI OITOCPEIOBAHHBIM 3a CUET BIMSHUS TSDKECTH 3a00-
JieBaHUsI Ha 00a IToKa3aTeJisl, B TO BpeMsI KaK 3MOITMOHAJIb-
HbIe HapyIIeHMSI TMoKa3ajdu CBSI3b KaK ¢ (hM3MYECKUM
(YHKIIMOHUPOBAHUEM, TaK U C IICUXUYECKMM OJ1aromnoy-
YueM.

HeonmHokpaTHO B McCIeIOBaHUSIX aKIICHTUPYETCS BHY -
MaHUe Ha TOM, YTO 3MOLIMOHAJIbHbIC HAPYILIEHUS, 0COOCH -
Ho amatusi, ipu MJI1 HeraTMBHO CKa3bIBalOTCS KaK Ha
COLIMAJIbHOM XXM3HU MalMEeHTOB, TaK U HAa pabOTOCIIOCO0-
HocTH [15]. B HameM uccienoBaHUM MeHee TMOJIOBUHBI
(41,7 %) nmalLMeHTOB MOJYYWIN BhICIIee oOpa3oBaHUE,
a paboTai Ha MOMEHT BKJIFOUEHUS B UCCIICIOBAaHKE eI
MeHbIe — 38,3 % malneHToB.

TakuM 06pa3oM, YIUTHIBast OTPAHUYCHHOCTh B LIEJIOM
MOAXOA0B K KOPPEKIIMY KOTHUTUBHBIX HApYIIEHWH, BaX-
HBIM MOMEHTOM BelleHUs TaieHToB ¢ MJI1 craHoBUTCS
HEO0OXOIMMOCTb MPOBEICHUS TICUXOTEPAIIeBTUIECKOI pa-
OOTBI [UISI TTOBBIILIEHNST MOTUBALIMK, PAOOTOCTIOCOOHOCTH,
a TakKe YJIyJIleHUsT COLMaTbHON KOMMYHUKaMu. CTOUT
IIOMHUTb, YTO TaKK€ 3MOIIMOHAIbHBIC HAPYIIICHMS, KaK 1e-
MPeCCHsi U TPEBOTa, MOTYT OBITh OTYACTH CKOMITEHCUPOBAHBI
¢ momolibio ricuxodapmaxorepanuu [29, 30], w1 onpene-
JICHUSI TIOKa3aHWIi K KOTOPOI B pyTUHHOM IPaKTUKE MOTYT
HCIIONIb30BaThCs CHCHMATU3UPOBAHHBIE TECTHI.

Heiiponcuxonornyeckoe TeCTUpOBaHUE TAKKE UTPACT
OI'POMHYIO POJIb B BelleHuHU ManueHToB ¢ M/I1, Tak Kak
CBOEBPEMEHHOE BBISIBJIEHUME KOTHUTUBHBIX HapyIICHUIA
ITO3BOJIUT HA4aTh pabOTy C yXaXKMBAIOIIUMU 32 OOJTBHBIMU
pPOICTBEHHUKAMU, OOBSICHUTh UM HEOOXOAMMOCTh ITOBBI-
LIEHHOTO KOHTPOJISI, TaK KaK IMAallMEHThI MOT'YT ITPOITYCKATh
MpHUeM HEOOXOIUMBIX MM IIperapaToB WIM JaXe ITPUeMbl
MHILH, a TAKXKE HE COOOIIATh O KaKUX-TM00 BaXKHBIX HOBBIX
MOSIBUBIIMXCS CUMIITOMaX. Tak, 3a Iepruo UCCIIeTOBaHUS
y OJHOI MauueHTKH 1o pesyabrataM MPT Bcero tena,
MPOBEICHHOI B paMKax HaydHOi1 paObOThI, OblJIa OOHApYyXKe-
Ha MHOMa MaTKH pasMepoM 16 x 10 x 16,5 cM, ciapmvBaBIast
MOYETOYHUKHM U TIETJIM KMIIIEYHUKA, TTPY 3TOM MallMeHTKa
He TpeIbsBIIsiia KaKUX-JIM00 xajao0. JIpyroit malueHT oT-
Ka3aJicsl OT MPOBEACHUST XMPYPIIIeCKOr0 BMEIIATEIbCTBA —
UMIUIAHTALMU KapaIUOCTUMYJISITOPA IO KU3HEHHBIM I10-
Ka3aHWsIM, XOTsI ObUT OCBEIOMJICH O PMCKAaX M BHICOKOM Be-
POSITHOCTH JIETAJIBHOTO MICXO/Ia B CJIydae OTKa3a OT JICUCHMS,
YTO CBUICTEIBCTBYET O CHIDKEHHOM KPUTHKE K CBOEMY CO-
crosHM1o. [IpuBeneHHbIe MPUMEPHI SIPKO OIMMCHIBAIOT Xa-
PaKTepOJIOTMYECKIE OCOOEHHOCTU U HaJIMUME BEIPAXKEHHO-
T0 KOTHUTUBHOTO AeuinTa y namyeHTon ¢ M/ 1.

7151 CKpMHUHTOBOM OLICHKU TSIKECTH KOTHUTUBHOTO
neduimTa, Kak IoKa3ajlo Hallle MCCIeI0BaHue, MOXET
ucrosb3oBaTbed Kak MoCA, Tak 1 MMSE — nBe HanboJiee
PpacrpoCTpaHEeHHBIE IKAJIBI OLIEHKHU, PE3YIBTaThl KOTOPBIX
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HepBHo-mbiweyHbie 5OJIE3HH

OBLIM COITOCTaBMMbI Ha Halllel BbI60pKC, — B 3aBUCUMOCTHU
OT OIlbITa U HpeZ[HO‘{TCHI/Iﬁ crienuvaamcra.

BbiBOAbI

VY nauueHToB ¢ MJI1 He BbiAeAsieTCS ONpeaeIeHHbI
MaTTepH KOTHUTUBHBIX HApYIIEHUI, CTPagaloT pa3IuIHbIe
JIOMEHbI KOTHUTHUBHBIX (byHKIMI. Hanboablmii Korau-
TUBHBIA OeUIIUT HaGII0majcsd B TpyIIe MalMeHTOB
C BPOXIEHHOM (hOpMOIi B TeCTaX Ha MCITOJTHUTEJIbHBIC
(bYHKIIMM ¥ 3pUTEIBHO-TIPOCTPAHCTBEHHOE BOCIIPUSITHE.
KorHuTtuBHBIE HapylIeHUs XapaKTePHbI U IS B3POCIOM
(opMBI, HO UMEIOT MEHBIIYIO CTEIeHb BHIPAXKEHHOCTH.
151 BpOXKIEHHOM (DOPMBI BBISIBIIEHHBIE KOTHUTUBHBIE 13-
MEHEHMS MOTYT OBITh OTPaKEHMEM HapyILIEHHs Pa3BUTHS,
B TO BpeMsI KakK IpU B3pOcjIoil (hopMe BO3MOXKHO IPUCO-
eNMHEeHUe HelipoJiereHepaTUBHOro KomroHeHTa. [Tpu M1 1
B paBHOI CTEIEHM MopaxaeTcs Kak 0ejioe, Tak U cepoe

BEILIECTBO TOJIOBHOTO MO3ra. BrIsIBIIeHHAsT B MICCIeIOBaHIN
CBSI3b MOPaKEHMUs CEpPOTo BellleCTBa NOJOBHOIO MO3ra
C JIeTIpecCreil 1 araTreil Mo3BOJISIET MPEAITOI0XNTh, YTO
SMOLIMOHAIbHBIE HapPYIIEHUST MOTYT OBITH CJIEICTBHEM
CTPYKTYPHOTO ITOBPEKICHMS TOJIOBHOTO MO3Ta.

PesynbraThl Halllero UCCIeI0BaHUs JEMOHCTPUPYIOT
npo0JieMy HU3KOT0 KauecTBa XXU3HU y nmalmeHToB ¢ M/ 1,
Ha KOTOpOoe B OOJIBIIIEH CTENIEH! OKa3bIBAIOT BIMSTHUE SMO-
LIMOHAJbHBIC HAPYIICHHS. DMOIIMOHAILHBIC HAPYIIICHHUS,
B CBOIO OY€peIb, MOTYT OBITh CKOPPEKTHPOBAHBI C TTOMO-
IO MEIMKAMEHTO3HOTO JIeYeHUS U KOTHUTUBHO-TIOBE-
JIIEHYECKOM TepalTiiu.

Bce manmenTsl ¢ MJI1 mokKHBI OBITH OLIGHEHBI Ha
TpeaMeT He TOJTBKO 3MOIMOHAIBHBIX, HO I KOTHUTUBHBIX
HapyIIeHWi, 4YTO TOMOXKET B IPUHSITUM CBOEBPEMEHHBIX
Mep TI0 BeICHWIO U HaOJIOACHUIO 3a JaHHOM TPYITION
OOJBHBIX.
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