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Pons HayK-OMHKOB B OMOJIOTHH U MEIHUIIMHE OBICTPO
yBenuuuBaerca. OHM Jal0T BO3MOYKHOCTH IEJIOCTHOTO
MMOHUMaHUS pabOTHl OMOJIOTHYECKHUX CUCTEM (OpTaHell,
KJIETOK, TKaHEH, OpraHOB U OPTaHHU3MOB). DTH CUCTEMBI
co3/1al0TCs U (PYHKITMOHUPYIOT ITOCPEICTBOM CIIOKHBIX
B3aMMOJCHCTBHI CTPOUTEIBHBIX OJIOKOB M MHPOPMAIIH-
OHHBIX XPaHWJIHII, KOTOPhIE MOKHO Pa3/Ie]NTh Ha de-
THIPE OCHOBHBIX KOMIIOHEHTA: TE€HBI, TPAHCKPHIITHI (MO-
nexynsl PHK), 6enkn m Mmeta0omutel. COOTBETCTBEHHO
HayKH, U3y4alollne 3T OJOKH, Ha3bIBAIOTCS T€HOMMKA,
TPaHCKPUTITOMHKA, TIPOTCOMHUKA U MeTabomomuKa [ 1-3].
[Mocnenusist u3y4aeT MeTaboINIeCKUi NPOQHIIb, TO €CTh
MOJIEKYIISIPHBINA (DEHOTHUTI JKUBBIX CHCTEM, OTPAKAFOIIINH
WHPOPMAIHIO, 3aJI0KEHHYI0 Ha TCHOMHOM U peain30-
BaHHYIO Ha TPAHCKPHUIITOMHOM M TIPOTEOMHOM YPOBHSIX
[4]. UnaTerpauusi HayK-OMUKOB B 0A30BbI€ IUCIMIUIMHBI
obecrieuuT Oosee TTyOOKOEe TTOHUMAHWE CBS3EH MEXIY
YPOBHSIMH OMOJIOTUYECKON CHCTEMbI M BHELIHUMH B3a-
MMOJICHCTBUAMH, YIACTBYIOIIMMH B Pa3BUTHHU OOJIE3HU
[5].

MetabomoM MOXeT OBITH OINpeneleH KakK TOJHBIHI
Ha0Op HHU3KOMOJICKYISPHBIX METa0OJIMTOB B OPraHU3-
M€ M BKJFOYAET pa3HbIe KJIACCHl XUMHUYECKHUX BEIIECTB C
MoueKynsipHOil Maccoit meHee 2000 [la: menTuasl, TUnu-
JIbl, aMUHOKHUCIIOTBI, HyKJIEMHOBBIE KUCIIOTBI, YIIICBOJIBL,
OpraHUYeCcKue KUCIOThI, BATAMUHbI, MUHEPAJIBL, JIEKap-
CTBa, TOKCUHBI [3, 6]. MeTaboIoM 3aBHCUT OT MHOME-
cTBa (PaKTOPOB, TAKUX KaK BO3PACT, MOJ, OKPYKAIOIIas
cpena, 1ueTa, MpueM JIeKapcTB, HATMYUe TeHETUYECKUX
nonuMopu3MoB, Oonesner u ap. [2, 5, 7, 8]. Beigens-
10T HJIOTEHHBIE META0OIUTHI — MPOAYKTHI hepmeHTa-
TUBHBIX OMOXHMHYECKHX pPEaKIWid M IK30T€HHBIE, T0-
TpeOIisieMble B Ka4eCTBE MPOAYKTOB MMUTAHHUS, JICKAPCTB,
KOCMETHYECKUX CPEJICTB, BIBIXaeMbIEC C BO3yXOM H T.1I.

PazHooOpasue meTabonuToB OOYCIIOBIMBACT IIH-
POKHMI 1mama3oH WX (PHU3HUKO-XUMHUYECKUX CBOWCTB,
BKJTIOUAsl MOJIEKYISIpHYI0 Maccy oT 50 mo 2000 [a, ru-
TipohoOHOCTH/ TUAPOPUIEHOCTD, KHUCIOTHOCTH/OCHOB-
HOCTB, 3apsi]l, JIeTy4ecTh U TeMieparypy kumenus. Co-
JiepKaHre MeTa0OJIUTOB B OMOJIOTHYECKHX KUIKOCTSIX
W TKaHSX BapbUpyeT B OOJNBIIMX MpeAeiax, sl HeKO-
TOPBIX COEAMHEHUN pa3MaxX KOHIEHTPALMK COCTaBIsET
OT HaHO- 0 MUJIJTUMOJISIPHBIX, T.€. MOXKET Pa3IHuaThCs
B 1000 pa3 u Gomipire. DTo neiacT WCCIEIOBaHUE TTOJ-
HOTO Ha0Opa MEeTa0ONIUTOB TEXHUYECKH CIOKHBIM, MO-
3TOMY Tt 00eCTIedeH s ITUPOKOTO 0XBATa MCIIONB3YIOT
couyeTaHue pa3audHbIX MeTojoB |1, 8]. CHavana u3 00-
pasiia BBIJENSETCS CMECh META0OINTOB, 3aTeM HIET ee
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paszmeneHue Ha Oosiee MPOCThie KOMIOHEHTHL. C 3TOM
LEJIBI0 IIPUMEHSETCS] Ta30Bas W JKUIKOCTHAs XpoMa-
Torpadusi, KanwuUISpHBIA 31eKTpodope3, TOHKOCIOH-
Has xpomarorpadus cMeceil ¢ M30TOMHBIMA METKaMH,
KHUJIKOCTHasE XxpoMmarorpadusi ruaApoUIBHBIX B3aUMO-
nevicteuid u T.10. [1, 9]. Ilocie aTOTO AN MACHTUUKA-
LU COETMHEHUH MCIIONB3YIOT Macc-CIEKTPOMETp, IO-
3BOJISIIOIIAN M3MEPATHh Maccy ¢ TOYHOCTHIO oT 0,1 mo
0,0001 [la B 3aBUCHMOCTH OT Kjacca npubdopa. pyrum
IIMPOKO HCIOIB3yEMbIM METOIOM B METa0OIIOMHUKE SIB-
TSeTCsl SIAePHBIA MarHUTHBINA pe3oHaHc (SIMP), koro-
pBIii HE HYy)XKJTaeTcs B MPEABApUTEILHOM pa3/eleHUn
MeTa0OJIMTOB, HO MMEET CYLIECTBEHHO Oojee HM3KYIO
YYBCTBUTENBHOCTH, MTO3BOJISISI OTHOBPEMEHHO aHAJIN3H-
poBarts Tosbko 20—30 MeTabonuToB B 00Opasie [2, 4].
Kaxaprit MeTos TOMUMO TOCTOMHCTB 00nagaeT He-
JOCTAaTKaMH, OTPAHUYMBAIOIIMMH €ro IpUMEHeHue [0,
7, 10]. Hampumep, SAIMP noaxoaut TOIBKO AJIs aHAIN3a
MeTabOJIMNTOB ¢ OTHOCUTEIBHO BBICOKOH KOHIIEHTpALH-
eif, razoBasi XpoMaTO-MacC-CIIEeKTPOMETPUS NPUMEHU-
Ma JIMIIb ISl JIETYYUX COEAMHEHHH, a BRICOKOI(D(peK-
THUBHAsI KUAKOCTHAsg XpOMAaTO-Macc-CIIEKTPOMETPHUS C
HCTIOIB30BaHUEM 00paIeHHO-()a30BEIX COPOSCHTOB He-
MIPUTOAHA JUISI TIOJSIPHBIX METaOOIUTOB, TAKUX KaK ca-
Xapa U HEKOTOpble aMUHOKHUCIIOTHI. 1o 3TOM mpuduHe
13-32 BBICOKOM IMOJISPHOCTU MHOI'MX COEAUHEHUU IO-
JIOBHOTO MO3Ta H3y4eHHE MeTab0JI0Ma JINKBOPA IIPOHC-
XO/IMJIO ME/IJIEHHEE, YeM JIPYyTruX KuakocTeil. B mepsom
MacmTabHOM HCCIeAOBaHUN MeTabonoMa Iepedpo-
cnuHansHOW xunkoctu (LICXK), mpoBeaennom 11 ner
HazaJ, coueTaHue Tpex Hanbojee paclpoCTpaHEHHbIX
MeToioB — SIMP, razoBoil u KUJIKOCTHOM XpoMaro-
MacC-CIEKTPOMETPUN — TT03BOINII0 m3MepuTh B LICK
He Oosnee 70 coenuHeHUH WM OKOJO 22% M3BECTHO-
ro Ha ToT MoMeHT MeTabomoma [[CXK [11]. B nHacto-
see Bpemsi onarojnapsi KOMOMHUPOBAaHHOMY HCIIOJb-
30BaHUI0 00paleHHO-(a30BON U HOPMaJIbHO-(a30BON
KHUJIKOCTHON Xxpomartorpaduu ¢ THApOQUIbHEIM B3au-
MOJEHCTBHEM B COYETAHMM C MAaCC-CHEKTPOMETpUEH
BBICOKOTO pa3pellieHys] CTajg0 BO3MOXHBIM H3MEPSTh
MIMPOKOE Pa3sHOOOpasue MONAPHBIX MeTabonuToB [9,
12]. DTOT moaxoA MO3BOJISIET KOJUYECTBEHHO OIpeze-
JATh COTHU COEAMHEHHH B XOJ€ aHaln3a OJHOTO 00-

paszua LHCXK.
Bce uccrnenoBanmsi B MeTaboOJIOMUKE YCIOBHO e-
JSATCS HA J(BE TPYIIIBI — METa0oIHYecKoe Mmpoduim-

poBaHHE (MM HEIeNIeBble MCCIICAOBAaHUSA) U IIEJIeBON
aHanmms [ 1, 2]. Merabonudeckoe mpoQriiupoBaHue JaeT



POCCWICKII HEBPOMOTUYECKW XKYPHAT, Ne 1, 2020
DOI'10.30629/2658-7947-2020-25-1-4-12

OB30PbI

BO3MOXHOCTb ITOJTy4aTh KaU€CTBEHHYIO HITH MTOTYKOIHU-
YECTBEHHYIO HMH(OpPMAIMIO O MAaKCUMAJIbHOM KOJIHYe-
CTBE MeTa0OIUTOB B 00pasIle, YTO UCIONB3YETCS s
MOWCKA Pa3Iniuil B MeTab0I0Me 30POBBIX U JIHONCH C
oTpesie]IeHHBIM 3a0oneBanreM. LleneBoit anamms mpoBo-
JIUTCSI IPY HAJIMYMU HAYYHOM IT'MITOTE3bI U TO3BOJISET KO-
JIMYECTBEHHO ONPEIEISTh KOHKPETHbIE MulieHu [9, 13].
3adacTyio MeTabonnueckoe MpopUINpOBaHUE MpeBa-
psieT AalbHEWIINE 1eJIeBbIC UccueoBaHus [4].

OfHUM U3 KITFOYEBBIX BOIPOCOB MPU M3YYCHHU Me-
TabojoMa SBISETCS WHTEpIpETarus 3HAYUTEIHHOTO
KOJIMYECTBA JAHHBIX. Macc-CIeKTphl MOTYT COCTOSITh
W3 THICSYH THKOB, COOTBETCTBYIOIINX COTHSM, & HHOTA
U ThIcsYaM coequHeHuid. [loaToMy, Kak 111 TEeHOMUKH
U TIPOTCOMHUKH, B META0OJIOMHKE OBLIH pa3padOTaHbI
METOJbI ABTOMATUYECKOTO COKpAIICHUSI PE3yIbTaToOB
W W3BJIeUCHUS WHGOPMAINUA W3 OONBIINX CIICKTPaJIh-
HbeIX 0a3 maHHbIX [2, 5, 10]. MHOTHE TIpOM3BOIUTEIU
MacC-CIIEKTPOMETPUIECKOTO 000pYIOBaHUS Tpeasara-
IOT COOCTBEHHBIC MPOTPAMMHBIC MAKEThI IS aHAIH3a
W BU3yallM3allid NaHHBIX [4, 14]. Pe3ynbrarsl ObIBAroT
MIPEJICTABIICHBI B BUJIC CIIEKTPOB, TJI€ KAXKIbIi UK COOT-
BETCTBYET OTACITHHOMY METa0OIHUTY, a TIIOMIA b MO ITH-
KOM MOXKET OBITh TIEpeBEICHa B KOHIICHTPAITHIO METa00-
nuta B obpasme. Jpyrol pacrpocCTpaHEHHBIH BapHaHT
BU3yalIM3alliu PE3yJIbTaTOB — 3TO CHEKTPhI B UPPO-
BOoM (opmare. Hakonern, camblif mpocToii crocod mpe;t-
CTaBJICHUS JAHHBIX — B BUJIE TAOIHII METa0OJIUTOB U UX
KOHLIeHTpauui [1].

MacmirabHple HM3y4eHHsT MeTadojioMa 4YelloBeKa
(Human Metabolome Project, 2004) norpeboBaiu co3-
JaHusi 0a3 JaHHBIX, COIEpKAlUX WH(OPMAIMIO O HO-
BBIX U YK€ U3BECTHBIX coequHeHusX. Celiuac HaCUUThI-
BaeTCs OOJNBIIIOE KOJMYECTBO TAKUX PECYPCOB, KOTOPHIE
YCIIOBHO MOYKHO Pa3[eNiuTh Ha JIBe KaTeropuu: 0asbl,
OpUEHTHPOBAHHBIE HA MYTH, B KOTOPBIX COIEPIKUTCS
uHpOpMaIHs 0 OMOXUMHUYECKUX PEAKIUIX U BOBJICUCH-
HBIX B HUX Oenkax, (epMeHTax u Merabonurax; 0assl,
OpUEHTHPOBAHHbIE Ha coeanHeHus [15].

basvl dannvix, opuenmuposantole Ha nymu

WikiPathways — npeanasHadyena s coopa, BHU3y-
aNuM3alid W aHajn3a JAaHHBIX OMOJOTHYECKHX IyTeH.
Paznen uyenoseka npencrasnen 6onee yem 800 myTsamu,
oxsarbBaromuMu 7500 reros u 1000 MeTaboIHUTOB.

KEGG (Kuorckast SHIIMKIIONEUS TCHOB U TEHOMOB)
SBIISIETCSl OTHOM M3 HanOoJee MOJNHBIX M IIMPOKO HC-
MOJIb3yeMbIX 0a3 qaHHbIX. OHa COMEPKUT UH(OPMAITIIO
0 372 meTabonmaeckux MyTax Oojee yem 700 opranms-
MOB.

MetaCyc — 6a3a manubix 6omee 1100 skcriepumeH-
TaabHBIX MeTabonnyeckux myteit 1500 pa3nudHbIX op-
TaHU3MOB.

BioCyc — omuceiBaeT TeHOM U MeETaOOINYECKUE
nyty 371 opranu3ma.

Reactome — anexTpoHHBIN pecypc ¢ HHPOpMauei
0 MEeTabOJIMIECKHUX MYTSIX, OETTKOBOM TPAHCIIOPTE U CHUT-
HAJBHBIX MyTAX Oojnee yeM 20 pa3InyHbIX OpPraHU3MOB.

baswi 0annvix, opuenmuposanHole Ha coeOuHeHUs

MeTnuH — OJIMH W3 KPYIHEUIINX HHTEPHET-pecyp-
COB JUISI METAOOJIOMHKH Ha 0CHOBE MacC-CIIEKTPOMETPUHU
[13].

6

PubChem — cBoOomHO nOCTYyHAs Oa3a NaHHBIX XU-
MHUYECKUX CTPYKTYp U OMOJIOTHUYECKON aKTUBHOCTH Ma-
JIBIX OPTaHUYECKUX MOJIEKYIL.

BiGG — pexoHCTpyKIHs MeTabolM3Ma YelnoBeKa,
MpeHa3HauYeHHAS ISl MOJISIIMPOBAaHUS CHCTEMHON OHO-
JIOTHH ¥ METabOJIMUYECKOTO MOTOKA.

LMSD Lipid Maps Structure Database — amekTpoH-
HBIH pecype, cofaepkamii HHHOPMALIUIO TOJIBKO O JIH-
MUax.

HMDB Human Metabolome Database — naunbosee
W3BECTHAs OHA W3 TEPBHIX 0a3 NaHHBIX MeTabojoMma
4eJIoBeKa, KOTopasi MPEeCTaBIseT cO00M CBOOOIHO J0-
CTYITHBIN CalT, cofieprKaInii ToAPOOHYIO HH(OPMAITHIO
o 114 100 merabonurTax, UX XUMUYECKOH CTPYKTYpeE,
OMOJIOTHICCKUX (DYHKITUAX, PU3NOIOTHIECKIX KOHIICH-
TpalysiX B TKaHIX, KPOBU H JPYTUX KHUJIKOCTIX, U3ME-
HEHUSAX MPpHU OOJIE3HN, XUMHUICCKUX PEaKIIMIX, METa00-
JIMYECKUX ITyTSIX U ATAIOHHBIX CIIeKTpax. [Jisg KaKaoro
coenmMHEeHMsI OTKpbIBaeTcs Oomee 100 momneit maHHBIX,
MHOTHE METa0OJIMThl UMEIOT THUIIEPCCHUIKUA Ha JPyTve
6a3pl manHbIX. [locmenHee oOHOBIEHHME 0a3pl OBLIO
B 2018 ., Tenepp oHa AomoOIHEHA JaHHBIMU O 18 192
METa0OIMYECKUX PEaKIfid, CBEJICHUSIMH O BIMSHUU Ha
YPOBHH MeTabOJHUTOB JIeKapcTB ((apmako-MeTadoIo-
MHKA) U TCHeTHIECKUX TTouMopdu3mon [16].

B 0a3y manHbIXx MeTabonoma yenoBeka HMDB un-
TerpupoBaHa 0aza jgaHHbIX Merabomoma L[CXK. Omna
COJIEPXKUT Marepuaibl 0 468 HU3KOMOJICKYISPHBIX Me-
TaboauTax, ooHapykeHHbIX B LJC)XK desoBeka, a Takxke
1650 3HaueHM KOHLIEHTPALUU B HOPME U MPU MaToJIO-
rud. B 3To 4nclio He BXOJST HENOCTOSHHBIC, YK30TCH-
HBbIE COEIMHEHUS, TaKHE KaK JeKapCTBa, IMUIIEBBIC J0-
0aBKHU ¥ METa0OJIUTHI JICKAPCTB.

[Ipu u3yueHnn meraboiioMa TOJOBHOTO MO3Tra HC-
CJIEZIYIOT KaK 00pasiibl TKaHEH, Tak W OMOJIOTHYEeCKHUE
JKUAKOCTH, BKiItouass kpoBb, LICK, mouy, cirony. Hau-
Oonpiuit uHTEpec mnpexacrasisier Meradonom [ICK,
MTOCKOJIBKY, YUWTBIBas TECHYIO aHATOMHYECKYIO CBSI3b
Mexay mosrom u LICXK, ero cocraB HampsiMmyio 3aBH-
CUT OT OOMEHHBIX mporeccoB B mMo3re. B LICXK mpe-
001a1al0T MOHBI, MOHOCAXapu bl (IIHOKO3a, PPYKTO3a,
rajiakTo3a), aMUHOKHCIOTHI, OPTraHMYECKHe KHCIIOTHI
[11, 12, 17-19]. Beicokuil ypoBeHb ITTIOKO3BI U IPYTHX
caxapoB oTrpaxkaeT ydactue L{CXK B TpaHcropTe muTa-
TeNbHBIX BemecTB. [IponyKkThl 0OMeHa BelecTB, TaKHe
KaK KETOHOBBIC Tela (0eTa-THapoKCUMacsTHas KUCITOTa,
aI[eTOYKCYCHAsl KUCJIOTa, alleTOH) U MOUYEBUHA, YKa3bl-
BaroT Ha poib L{CXK B ymanernuu orxonos u3 [ITHC. [ICXK
COACPKUT 3HAYUTENILHOE KOIUYECTBO HEHPOTPAaHCMUT-
TEPOB M UX META0ONMHUTOB (KaTeXOJaMUHBI, TaMMa-aMH-
HOMACJIsIHasE KUCJIO0Ta, N-aleTuiacraprar, riyTamar),
aleTHIXOJMMH ¥ XONWH. VX MNpHCYTCTBHE OTpa)kaeT
HEHPOTPAaHCMHUTTEPHYIO aKTHBHOCTH M OOMEH BEIIECTB
BMmozre u [IHC [11]. B nenom B LICXK npexcraBnens! Bce
KITFOUEBBIC KJIACCHI METa0OIUTOB, BKIIFOYasi KAPOOHOBBIE
1 JKUPHBIC KUCIOThI, AMUHOKHUCIIOTHI, TUPUMUIMHBI, Y-
PUHBI, AIWIKAPHUTHUHBI, aJIKaJOUbl. DTU COEIMHEHUS
YYacTBYIOT B OCHOBHBIX OMOXMMHUYECKHX MYTSIX: [UKIIC
TPUKApPOOHOBBIX KHCIOT, TNIMKOJIM3E U TIIFOKOHEOTeHE3e,
nenTo30hocaTHoM MyTH, MeTaboIu3Me HYKIICOTHIOB,
AMUHOKHUCJIOT U KUPHBIX KUCIOT [12].
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JIukBOpHas KOHIIEHTpAIUs METa0OIUTOB UMEET pa3-
Max oT 1 M (Jutst acTpanmona) 1o 145 MM (futst HaTpus),
MpHOIM3UTENHHO 75 METabONMTOB UMEIOT KOHIIEHTpa-
nuto Beime 1 MkM. B IICXK ouens HU3KOE comepraHue
ruipo(OOHBIX COCTMHEHNUH, TAKUX KaK JIUIHBI U CTe-
POUBI, TOITOMY MX TPYIHO OOHApYXuTh. HecMoTps Ha
0O0JIBIIIOE KOJTMYECTBO KHUCIOT M KUCIBIX aMHHOKHUCIIOT,
LCXK cunpHo 3a0ydepeHa noHamu OukapOOHATa, YTO
M03BOJISIET MOAJIEPKUBATh ocTossHHbINA pH 7,3 [11].

Buonornyeckass BapuaOeNbHOCTh YPOBHEH OOJIb-
IIMHCTBA METa0O0IUTOB cocTapisieT mMeHee 50%, dTo
oTpaxkaeT cTporyio perymsnuto coctaBa LICXK y 3mopo-
BBIX JTIO7IeH. AMHHOKHCIIOTHI, OPTraHWYECKUE KHCIIOTHI,
A30TUCThIC OCHOBAHUS U HYKJICO3H Ibl, UTPAIOIIHE KITIO-
YEeBYIO POJIb B MOAJEPKAHUH METaOOINIECKOTO TOMEO-
cTa3a, UMEIOT HU3KYIO HHUBUIYAIbHYHO U3MEHYUBOCTh
[12, 19, 20]. Ho koHIIEHTpaIIAs HEKOTOPBIX COCTMHCHUH,
HarnpuMep THPO3WHA, MPEANICCTBCHHUKAa HEWPOTpaHC-
MHUTTEPOB ¥ TOPMOHOB, KETOHOBBIX TEI (AI[eTOYKCYCHas
KHCJIOTa, alleTOH, OeTa-TMJIPOKCUMACIISHAs KHUCIIOTa),
IIyTamara, MoXeT MeHAThcsA Ha 90% wu make Oosbiie.
Ora BapuabenbHOCTh OOYCIIOBJICHA PSIOM (DaKTOPOB,
BKJIIOYAst BO3PACT, TOJ, CYTOYHBIE KONEOAHWs, IHETY,
COCTOSIHUE 3/I0POBbS, PU3MUECKYI0O U YMCTBEHHYIO aK-
TUBHOCTb, U JIOJDKHA YUYUTBHIBATHCS MPHU IMOUCKE MMOTCH-
nuanbHbIX Onomapkepos [11, 12, 19].

Metabonuueckoe npodunupoanue kposu u [ICK
JIOCTaTOYHO YacTO YIIOMHHAETCS B KOHTEKCTE HEBPOJIO-
THYECKHUX paccTPOUCTB. BO3MOXHOCTH MeTaOOIOMHUKH
JUTSL TUaTHOCTUYECKUX IIeJIei M MOHUMAaHUS IaTOreHe-
TUYECKUX MEXaHHU3MOB OOJIE3HH OBIIH MPOJEMOHCTPHU-
POBaHBI y TIAIIMEHTOB C Pa3IMYHBIMU HEBPOJIOTHUECKU-
MU 3a00jeBaHUSIMUA (HOBOOOPA30BaHUSIMH TOJIOBHOTO
MO3ra, MEHWHTHTaMU W SHIe(aTuTaMu, Helpoaerene-
paTUBHBIMH 3a00JICBAHUSIMU, HEUPOKOTHUTHUBHBIMU Pac-
CcTpocTBaMH, 30 peHUEH U 1Ip. ).

HeiiponereneparuBubie 3a0ojieBaHusl — Tpymmna
HEBPOJIOTHYECKAX PACCTPOMCTB, CBS3aHHBIX C TOCTE-
MEHHBIM YMEHBIIIEHUEM KOJIMYECTBA HEPBHBIX KJICTOK,
00yCJIOBTICHHBIM TJIaBHBIM OOPa30M MHTOXOHIPHAIIb-
HOW MUCHYHKIMEH W TOCIEAYIONIMM OKUCIUTEIBHBIM
crpeccoM. Metabonmaeckoe mnpodumuposarmne CXK
1 KpoBHU nipu Oonesnu [lapkuHCcoOHa, MpH KOTOPOiA Mpo-
WCXOIUT HAKOIUICHHNE O-CHHYKJIEMHA U yTpara qodamu-
HEPru4eCKUX HEHPOHOB, BBISBUJIO HAPYIICHUS B METa-
0omm3Me aMHUHOKHCIIOT, JKUPHBIX KHCIOT, TTyTaTHOHA
Y apaxuJIOHOBOW KHUCIJIOTHI. J[aHHBIC U3MCHEHUS CBHUJIC-
TEJIHCTBYIOT O TIOBBIIIEHHOM OKHCIHTEIHHOM CTpPEcce,
HAJIMYUU HEWPOBOCHAJICHUS! M HAPYIICHUU PEryIISLUU
DTI0KO3EI [21-25]. brina BEIsIBICHA KOPPETSAINS YPOBHS
TOMOBaHWJIBHOM KUCJIOTHI, INIABHOTO MeTabonuTa noda-
MHHA, ¢ JBUTATSIHHBIMA HapymeHusmu [26, 27]. B ka-
YeCTBE MapKepa MPOrpecCUpOBaHUs 3a00IeBaHUs OblIa
MpeIO’KeHa COJTb MOYEBOW KUCIIOTHI, OONIaaromas an-
TUOKCHJIAHTHBIM JieiicTBueM. Hu3kuii ypoBeHb ypaTroB
B LICXK u xpoBu npu 6omne3nu [lapkuHCOHA COMIPOBO-
JKIAaeTcs TOBBIIIEHHEM J0(haMUHEPrHuecKol HEeWpo-
JIETeHEPalliid U Pa3BUTHEM KOTHUTHUBHOW TUC(OYHKIIHU
[28-30].

Haxkorenne P-amunona 1 U3MEHEHHOTO Tay-IIPoO-
TeMHa B MO3T Tpu Ooie3HH AublreiMepa MPHBOAUT

REVIEWS

K HapyIICHHIO TPAHCIIOPTa MUTOXOHJPUN U ACPUIHTY
AIeTUIIXOJMHA. DTH TMPOIECCHl COMPOBOXKIAIOTCS Xa-
PaKTEepHBIMH CABUTaMH METa0OJIMYECKOTO TPOHIIS,
KOTOpbIE OBUIM ONMHCAHBI B MHOTOYHCIICHHBIX paboTax.
B xpoBu mpenMyIliecTBEHHO HaOIIOMAOTC OHOXH-
MHUUYECKUE TPHU3HAKH HAPYIICHHs JHIIUIHOTO OOMEHA,
B LICXK nzmeHenwust orpaskeHbI 0oJiee IIMPOKO U TOMUMO
NPOIYKTOB OOMEHA JIMITU/IOB MIPEACTaBICHBI MApKEPaMHu
MUTOXOHJIPHAEHOW ~ TUCQYHKINH, OKHCIUTEIHLHOTO
cTpecca M HapyUIEHHBIM METaboIM3MOM HEHpOTpaHc-
MUTTEPOB M aMUHOKHUCIOT [31]. Ilna3menHsle ypoBHU
HepamMuaoB, c(HUHrOMHUENTMHOB U  (ochaTuaUIXoNu-
HOB YKa3bIBAIOT HA aMHJIOWJOTEHE3 W IIOCIEIYIONUi
arnonTo3 HeWpoHOB [32-34] u ABNAIOTCS NPEAUKTOPAMU
nporpeccupoBanns Oone3Hu Aubnreiimepa [35, 36].
B LICXK naubonee BbIpaskeHbI METa0OJIMYECKHUE Hapy-
[IeHns B 0OMEHEe aMUHOKHCIIOT, IIUKJIE TPUKAPOOHOBBIX
kucnot [37-39], HeHpOoTpaHCMHUTTEPHBIX NHYTAX [0-
(hammuaa 1 ceporormna [40]. HexoTopbsie MeTaOOIHUTHI
KOPPEJNUPYIOT CO CTENEHbIO KOTHUTHBHOW TUC(YHKIMN
1 MOTYT paccMaTprBaThCs KaKk MapKepPhI TPOTPECCHH 3a-
oonesanus [40].

JdeMuenunuzupyonue 3a001eBaHUA TPHUBOIAT
K crienu(puIecKkuM MeTabOINIeCKIM H3MEHEeHUsIM. Me-
Tabonmuyeckoe nmpodrmpoanue kposu u LICXK y 601b-
HBIX PACCESIHHBIM CKJIEPO30M OOHAPYKHJIO HAKOTUICHHE
KETOHOBBIX TPOJAYKTOB, TaKMX KakK THIPOKCHOYTHpAT,
alleTOH, aleToaleTaT, OTPaKAIOIINX HApyILICHUE IHKJIA
TPUKApOOHOBBIX KHUCIOT B MUTOXOHJPUSX JINOO CHUXKE-
HUE€ YTUJIM3ALMKU KETOHOBBIX Te acTpouuTamu [41-45].
Hpyrue HapylieHusi Kacajluch oOMeHa aMHHOKHCIOT
[41, 42] u nypuHOB [46], yBeNIUYEHUSI COACPIKAHUS XO-
nuna [42, 45] u pochonunuaos [47, 48] B pe3ynabrare
nemuenuHu3anun. CHIDKEHUE YPOBHS TpuntodaHa, He-
3aMECHMMOM aMHWHOKHCIIOTHI, BOBJICYCHHOM B MeTado-
JTU3M KWHYPEHHMHA, y4YacTBYIOMIETO B (DOPMHUPOBaHUU
MMMYHHOTO OTBETa, MOXKET YKa3bIBaTh Ha MOBHIIIEHHYIO
BOCIIPHUAMYHMBOCTh TAIIMEHTOB C PAaCCESTHHBIM CKIIEPO-
30M K BocmaneHuio [45]. MerabomoMUUeCKuil aHaAIH3
kpoBu U LCXK mpu paccesHHOM CKJIEpO3€ HE TOJIBKO
MO3BOJISIET MPOBECTH AU PEepeHINAIHIO C JPYTHMH Jie-
MUETHHA3APYIONUMH 3a00JI€BaHUSAMA, HO U OIICHUTH
aKTUBHOCTH MAaTOJOTHYEeCcKoro mporecca [41, 49, 50].

Yepenno-mo3ropasi Tpapma (UMT). Cnektp Mme-
TabonoMHbIX HapymeHuid B kpoBu u LICXK mocne UMT
ObUT TIOAPOOHO M3y4YeH B IKCIIEPHUMEHTAJBHBIX U KITH-
HUYecKkux paborax. B skcmepumente ¢ octpoir UMT
y MBIIIEH BBISBICHBI ITTyOOKHE HapyIIEHUS dHEPreTH-
YeCKOro oOMeHa U psiia OMOXMMHUYECKHUX MyTeH, B TOM
YHCIie CBA3AHHBIX C MeTaOONM3MOM IypHHA, aJaHWHA,
acrmaprara, DIIOTaMHHa W TiyTtaThoHa. HaOmomamoch
3HAYUTEIHHOE TIOBBIIMICHHE TIIABHOTO BO30YKIAIOIIETO
HelpoMmenuaropa TiIyTamara M JENpeccusi OCHOBHOIO
TOPMO3HOTO HeWpoMeanaTopa raMma-aMHHOMACISTHON
kucinoTel. KoMOMHaLus 4eThipex MeTaboIuTOB — HYK-
neo3unoB AJI®, AM®, HA/I" u unosurmoHOOCha-
Ta — SBIISJIACH UACANbHBIM MPEAUKTOPOM ucxona UMT
[51]. B ananoru4Hoit padote y Kpbic Haubolee 3HAUU-
Mble MeTa0ONMYecKre HapyIIeHHs Kacaluch OOMeHa
aMHHOKHCJIOT, TaJIaKTO3bl, JJUHOJIEBOU U apaXuI0HOBOMH
kucior [52].
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XapakTepHblii METaOOIUTHBIN TPOPHUIL 00HAPYKHU-
Baercs y nauueHToB ¢ YMT B KpoBH, IpUUEM CTENEHB
M3MEHEHUsS] KOHICHTPALUH HEKOTOPBIX METaOOIUTOB
MPOTOPIIMOHATIFHA TSHKECTU TpaBMbI [53]. IloBwimieH-
HbI€ YPOBHHU NTPOU3BOAHBIX Caxapa OTPaKaloT HapyLIeH-
Hb1i ocne YMT nepeOpaibHblii METaOb0INu3M TITIOKO3HI,
apyrue crienquduiaeckre MeTadoauThl MOTYT TPAHCIOP-
THUPOBAThCS B TOBPEXKJICHHBIH MO3T ISl TIOAJIEPKaHUS
HOpMaJIbHOTO MeTabonu3ma [3]. B xauecTBe mpenukTo-
POB HEOIArONPHUSTHBIX HCXOMOB OBLIH TMPEIOKCHBI
CBOOOZIHBIE >KUPHBIE KHUCIOTHI: JEKAHOBAsi U OKTAHO-
Basi, BBI3BIBAIOLINE MHUTOXOHAPHAJIBHYIO AUCHYHKIUIO
1 OKHCIUTEIIEHOE TTOBPEIKICHUE JTUITHIOB U OSITKOB [ 54],
¥ MUPaMHUCTHHOBAS KMCIIOTA, CIIOCOOHAs MHTHOMPOBATh
BBIpa0OTKY IPOTHBOBOCHAIUTEIBHOIO HHTEPICHKHU-
Ha-10 ¥ moBpexJaTh KJIETOYHbIE MEMOpaHBI, a TaKKe
MeTa0OUTHI KATEXOJIAMUHOB U TpurTodana [55].

JIMKBOpHBIE  KOHLEHTPAUUH  MPOMHIICHITIMKOJI,
IIyTaMHHA, O-IJIIOKO3bl M KPEAaTHHUHA Y MAIHEHTOB
co cunencreueM UMT sBumuch IpenuKkTOopamMu Hapy-
HIEHUI CKOPOCTH MO3rOBOIO IIOTPEOIECHUs] KUCIOPOZa,
BHYTPUYEPENHOIO JaBJICHUS U KOPPETUPOBAIH C OLICH-
koit mcxoma Imasro. Hammume B LICXK mpommieHru-
KOS — TOOOYHOTO MPOAYKTa METHINTHOKCAILHOTO
MyTH — yKa3blBaeT Ha HEONaronmpusATHBIE W3MEHEHUS
B MeTabosn3Me DroKo3bl nocine YMT, mockoabKy B HEM
00pa3yloTcsi KOHEYHBIE TPOMYKTH ITIMKUPOBAHHS, TOK-
CUYHbIE JUIsl HEPBHOM TKaHU [56].

[TocTTpaBMarniyeckue KOTHUTHBHBIC — HAPYILCHHMS
CBSI3aHBI C M3MEHEHHBIM METa0O0JM3MOM aMHHOKHC-
JOT, JUNUAOB W YIIEBOJOB. AMHHOKHUCIIOTHI (CEpHH,
(eHMIaNaHuH, THPOIIIOTAMOBAs KHCIIOTa), SIBISSACH
cyOcTpaToM ISl CHHTE3a HEHPOMEANATOPOB U y4acTBYS
B CHHANTHYECKON Iepeade CUrHaja, BOBJIECUEHBI B IIPO-
necchl o0yueHus: ¥ naMsaTy. JIunuanelii oOMeH B Mo3re
UMeeT pellarolee 3HadeHHe B BOCCTAHOBJIEHHWU HEPB-
Holi TkaHu rtocsie UMT 3a cuer penaparii MeMOpaHHBIX
MHUKPOCTPYKTYP, YMEHBIIEHHUS BOCTIAJICHNs, TPEIOTBpa-
IIEHHUs HAKOMJICHUS! OCNTKOBBIX KOMIUIEKCOB B KpUTHYE-
cKux obnactsax Mo3ra. HapyiieHHbIH yriieBoxHbIH 00MeH
y HAalMeHTOB C IOCTTPABMATHUYECKUMHU KOTHUTHUBHBIMU
HapyLIEHUAMH TPOSABISAETCd B CHHXEHHOM COfEpIKa-
HUW TaJlakTO3bI, META0OINTa aCKOPOWHOBOW KHCIIOTHI
2,3,4-TpurnapokcuOyTupara U JMMOHHON KHCIIOTHI, BO-
BJICUCHHOW B IIUKJT TPUKAPOOHOBBIX KUCIIOT [57].

Omnyxoau HHHC. 3nokadecTBeHHass TpaHC(hopMaIus
OITyXOJI TECHO CBS3aHAa CO CIEHU(PUUECKUMU U3MEHE-
HUSIMH MeTaboJIn4eckoro npopuisi. ¥ mMeTrabolIOMUKU
€CTb MHOXXECTBO NPUMEHEHHH B OHKOJOTWH: IOHU-
MaHHe MeTaOOJMUYECKUX pa3uYuii MEXIy pPaKOBBIMH
Y HOPMAJIbHBIMU KJIETKAMH WM MEXKIY Pa3JIH4YHBIMU
MOJTUIIAMHU paKa MOXET MCIIOJIb30BaThCs I CBOEBpE-
MEHHOTO BBISIBJICHUS] 1 MOHUTOPHHTA POCTa HEOIUIA3HH,
MOMCKA MPOTHOCTUYECKUX MapKepOoB; ONpe/ieIeHne Me-
TabOIMIECKOTO PO OMTyXOIeBOH TKaHHW 00JaIaeT
00JIBIINM MTOTEHIIUAJIOM JIJISl CO3/1aHNUs HOBBIX JIEKapCTB,
BBISBJICHUE PAaHHUX M3MEHEHUI B OMOXMMHUYECKHUX IIy-
TAX ITOMOTaeT MPOTHO3UPOBAHUIO TOKCUYHOCTH MPOTH-
BOOITyXOJIEBBIX Ipermaparos [2, 10, 17, 58, 59].

B MHorouncneHnsix paborax ObLIO MOKa3aHO, YTO
MeTabosoMbl ornonTaroB, kpoBu u LICXK mMmeroT qocto-
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BEpHBIE Pa3NTUYHA MPH TIHAIBHBIX OITyXOJSX TOJOBHO-
rO MO3Tra pa3Hoil CTENEHH 37I0KauecTBeHHOCTU [60—-65].
Taxk, 6puT0 WACHTHPUITPOBAHO 17 COSAMHEHMA, KOTO-
pbIe Pa3INYaUCh B META0OIUYCCKUX TPOPUIAX KIe-
TOYHBIX JINHUW [JIMOM C BBICOKOM W HU3KOM CTENEHBIO
3JI0KQYECTBCHHOCTH. l3MeHEeHHsT B OCHOBHOM Kaca-
JIACh HAPYIICHUA META0OIMYECKUX ITyTEH IHUKIIA TPH-
KapOOHOBBIX KHUCJIOT, YCHIJICHUSI CHHTE3a aMUHOKHCJIOT,
XapaKTEPHOTO JIJIsl 3JI0KAYECTBCHHON TpaHCc(OpMaiuu
KJICTOK, aHTHOKCHIAHTHBIX MEXaHU3MOB U CUHTE3a (oc-
(daTUIUIX0NIMHA KIETOYHBIX MEMOpaH, 4TO SIBISCTCS
Ba)XHBIM (DaKTOPOM OBICTPOTO POCTa M BBHICOKOH HHBa-
3UBHOM CITOCOOHOCTH OTYXOJIEBBIX KIETOK [66].

Psig MeTaboIUTOB KOPPENUPYET C pa3MEPOM OITYXOIH
Y BBDKMBAEMOCTHIO manueHToB [17]. Hampumep, BeICO-
KH€ JIMKBOPHBIE YPOBHH MOJIOYHOU M JINMOHHOH KHCJIOT,
OTpa’kaloll[e TOBBIIIEHHBIH aHadPOOHBIN U YHEpPreTH-
YeCKUH MeTabOoIIM3M OITyXOJIEBOW TKaHH, CBSI3aHBI ¢ 0O-
Jiee KOpOTKUM BbDKHBaHHEeM [67]. C mpOmOIKUTENIb-
HOCTBIO KM3HHU TAIMEHTOB C TIHAJbHBIMU OITYXOJISIMHU
KOPPEIUPYET TAKKE YPOBEHb MUOUHO3UTA, CIIOCOOCTBY-
IOIIET0 BBDKUBAHHUIO M TPONMUQEpAlU 37I0KaY€CTBEH-
HBIX KJIETOK Yepe3 aKTHBAIUI0 mpoTeuHkuHa3sl C [68].

Ha ocHoBanum m3ydeHus: MeTabOIOMHOTO TTPOGUIIS
OITyXOJIeH MO3ra ObLIM TPEIJIOKECHBI HOBBIC TEpareB-
TUYECKUE CTpPaTeTWH, B YACTHOCTH HCTOIIEHHUE ITylia
AMUHOKHCJIOT M BO3/ICHCTBUE HA PELEHITOPHI IIIyTaMara,
KOTOPBI UTPAET BaXXHYIO POJb B BBDKMBAHUM KIIETOK
[JIMAJILHBIX OIYXOJIEH B YCJIOBUSX OKHUCIIUTEIBHO-BOC-
CTAaHOBUTEJIBHOTO CTpecca M TUIIOKcHH [58, 69, 70].

Bocnanurenbusbie 3a6oiaeBanus LIHC. Csoespe-
MEHHasi JTUarHOCTHKA Tpu OaKTepHaIhbHOM MEHWHTHUTE
MOXKET TPEJCTaBISATh 3HAYUTEIbHBIC TPYIHOCTH, OCO-
OEHHO B CITyJasx MPUMEHEHHS J0 JTIOMOATBHOM My HKITUT
AHTHOMOTHUKOB, a TAK)KE y MMMYHOCYIIPECCUPOBAHHBIX
MAIMeHTOB W HOBOPOXKICHHBIX, Y KOTOPBIX pedepeHc-
Hble 3Ha4YeHus1 nokazareneit L{C)K umeror 3HAUMTEINBb-
Hble KoneOanus. C MOMOIIBI0 METa00JIOMHOTO aHAIH3a
y MalUeHTOB C MCHUHTHTOM OBLIH OOHAPY)KEHBI OMOXH-
MHUYECKHE MYTH, CIOCOOCTBYIONIUE BOCHAIUTECILHOMY
MTOBPEKICHUIO TOJIOBHOTO MO3Ta, U MPEJI0KEHBI HOBBIE
nuarHocTuyeckne mapkepst [71, 72]. Beicokas auckpu-
MUHAIMOHHAs [IEHHOCTh METAa00JIOMHOTO ITOIX0/Ia MPH
OaKTepUaIbHOM MEHHHIUTE OOYCJOBJICHA HAJIMYUEM
CHEKTPaJIbHBIX POl KaK OT METabOIUTOB MHKPO-
OpraHu3Ma, BbI3BABIICIO MH(EKIUIO, TAK U OpraHu3Ma
OomipHOTO [73, 74].

B uccnenoBanuu A. Subramanian u coaBr. [75] ObLu
BBISBIICHBI 12 COEMUHEHHI, KOTOPBIE OTIMYAIN OakTe-
PHAJIbHBI MEHUHTHT OT BUPYCHOI'O C Y4yBCTBHTEIBHO-
CThIO W CHEIUPUIHOCTBIO 74 U 67% COOTBETCTBEHHO,
a JI00aBJICHHE B JIMArHOCTHYECKYI MOJIC]b KIMHHYE-
CKUX TIOKa3aTellel TMOBBINIANI0 €€ TOYHOCTh MOYTH [0
100%. DT MeTaboNUTHI BKIIOYAIM MOYCBHHY, Kpea-
TWH, aJlaHWH, TUTPAT, THPYBAaT, alleToarerar u 0eTa-Tu-
npokcuOytupar. [lomydeHHbIe pe3ysbTaThl YKa3bIBAKOT
Ha yBEIMYEHHUE IUPKYIUPYIOINX CBOOOMHBIX KUPHBIX
KHCJIOT, KOTOpBIC BIIOCJICJACTBHH METa0OIU3UPYIOTCS
B KETOHOBBIE Tena. OKHUCIeHHNE KUPHBIX KUCIOT U KETO3
BOBJICYCHBI B TIPOTUBOBOCIIAIUTEIBHBIN OTBET, U HX BbI-
COKHE YPOBHHU MOTYT OTPayKaTb CHIYKEHHBI UMMYHUTET,
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MPUBOJSIIIUK K IUIOXUM HCXOJaM IIPU Cepbe3HOM OaKTe-
puanbHoll mHpeknuu. [Ipu TyOepKyne3HOM MEHWHTH-
T€ MHTEPECHBIM MapKepoM, MO3BOJISIIOIINAM MPOBOIUTH
T PepeHInaIbHYI0 JTUATHOCTUKY C OaKTepHalbHBIM
1 BUPYCHBIM MEHHHTHTOM, SIBJISIETCS] METa0OJIHUT IIMKJIIO-
MpormaHa, KOTOPbIi MOANMUIIMPYET MUKOJIMHOBBIE KHC-
JIOTHl B KJIETOYHOU creHke M. tuberculosis, 3HauuTens-
HO yBEJWYMBas €€ BUPYJIEHTHOCTh M YCTOHYHMBOCTH
K BHEIIHEMY Bo3zeicTuto [75, 76].

B npyrom uccnenosanuu metabonom LCK y mamm-
€HTOB C OaKTepUaIbHBIM U BUPYCHBIM MEHUHIUTOM TaK-
xe paziauyaincs noutu co 100% tounoctsro. Hanbomnee
3HAYMMBINM BKJIaJ UMEJH DIIOK03a U JIaKTaT, B MEHbIIEH
CTeneHn OeTa-TUIPOKCHOyTHpaT, MUPYyBaT, alerar, ale-
TOH, U30JICULIVH, JIEHIIMH U BaJIUH. [ToBbIIIIEHHE JIUKBOP-
HBIX KOHIIEHTPAIMi aMUHOKHCIIOT IPH OaKTepUaIbHOM
MEHHMHIUTE OOYCIIOBJIEHO HApyIIEHHEM LHKJIA JUMOH-
HOM KHCIOTHI HU3-3a CHIKeHMs aneTtuin-KoA, uro mpu-
BOJUT K HAKOIUIEHHUIO IMPYBaTa U 00pa30BaHUIO U3 HETO
aMUHOKHCJIOT ITyTeM nepeaMuHupoBanust. [IpucyrcTue
keToHOBBIX Tel B L[C)K BBI3BaHO KOMIICHCATOPHBIM OT-
BETOM Ha CHIKEHHE YpoBHEW Imroko3bl U AT®. Mera-
OoyoMHKa TOKa3ala BO3MOXKHOCTH JJII MOHHUTOPHHTA
OTBETa Ha TEPaIMIO, MOCKOJIBKY 00pasibl, MOJy4YeH-
HBIE TTOCIIE JICUEHUS, IEMOHCTPUPOBAIIA MACC-CIIEKTPHI,
OnM3KHe K KOHTPOJIBHBIM [73].

[lepcnekTrBHBIE pE3yNabTaThl OBUIM OOHAPYKEHBI
Takke s IudPepeHInanbHON AUArHOCTUKU DHIE-
¢dannToB MH(PEKIMOHHOW W ayTOMMMYHHOW TPUPOJIBI.
B 3aBuCHMMOCTH OT HaJM4Wsl WM OTCYTCTBUSI MH(EK-
nuonHoro arenta B LIC)K Obuin BBISBIEHBI pa3iuyus
B HaOope MeTabOoJIMTOB, BKIIOYAIOLIEM MUPYBAT, IIIyTa-
MaT, XUHOJIMHAT, 2-OKCOTIIyTapar, KApHUTUH U TJIMIIMH,
KOTOpBIE YKa3bIBAIOT HA U3MEHEHHS B SHEPTETHUYECKOM
o0OMeHe, dKCAaTOTOKCUYHOCTh M aHTHOKCHUIAHTHBIE pe-
aKUM. YUYUTbIBast, YTO JUIA JedeHus HHpeKuuil u ayTo-
WMMYHHBIX 3a00J1€BaHMi TPEOYIOTCSI TIOUTH TPOTUBOIIO-
JIOYKHBIE METOJIBL, 3TH PE3YJIBTAThl MOTYT HIMETh BaXKHOE
KJIMHUYECKoe 3HaueHue [77].

BUY-accouunpoBaHHble  HeiiPOKOTHUTHBHBIE
paccrpoiicTBa, OOYCIIOBICHHBIE C OJHOW CTOPOHBI
HEUPOTOKCUYECKUM JEHCTBUEM BUpYCa, a C APYrod —
aKTHBalUEl UMMYHHOU CHCTEMBI, KOTOpask TAKKE MO-
JKET MPUBECTHU K MOBPEKACHUIO HEHPOHOB, BCTPEUAIOT-
cs1 y 6onpmmHcTBa BUY-nHQUUMPOBAaHHBIX OONBHBIX.
[Topaxenue BKITOUYaeT aTpodr0 KOPBI OOJIBIIHUX TOITY-
Iapyui, MO30JUCTOrO Tejla U Pa3BUTHE 04YaroB JieMue-
JMHU3ALUY IPEUMYIIECTBEHHO B JIOOHBIX U BUCOYHBIX
nonsax [78]. IlpuemM aHTUPETPOBUPYCHBIX MpenaparoB
CHIDKAET KOJMYECTBO TSKEIbIX (POPM IEMEHLMH, On-
HAKO pacpOCTPaHEHHOCTD JIETKUX ()OPM OCTAETCS BbI-
cokoit [79, 80].

Merabonnueckoe npopunuposanue LICK y naunen-
ToB ¢ B1Y-accounnpoBaHHBIMH HEHPOKOTHUTHBHBIMU
paccTpoiicTBaMH BBISIBUIO M3MEHEHUS psiia MeTabomu-
TOB, IPEJCTABICHHBIX HEUPOTPAHCMUTTEPAMH U HEHPO-
nentuaaMu (miytamar, N-aneTuiacnaprar), MapKepaMu
[IMATFHON aKTUBAMU (MHOWHO3WT) U MPOAYKTaMHU 00-
MEHa BelIecTB (KETOHOBBIC Teja: OeTa-TuAPOKCUMACIIS-
Hasg Kucnorta, 1,2-mpomasauon). JIMKBOpHBIE KOHIICH-
TpallM 3TUX COEIMHEHWM OTIMYaJIUCh Yy MAlUEHTOB

REVIEWS

C HEWPOKOTHUTHBHBIMHU pacCTpOMCTBAMU M 0€3 HUX
¢ 85% TtounocThio. JlaHHBIE META0OIUTHI KOPPETHPO-
BAJIM C XYAIIMMH ITOKa3aTelsiMH HEHPOKOTHUTHBHOTO
TeCTa, CUCTEMHBIM (MHTEep(EepOH M LUTOKUHBI) U WH-
TparekajibHbIM (MHTepPEPOH U COOTHOIICHNE KHHYpE-
HUH/TpUNTO()AaH) UMMYHHBIM OTBETOM U IJIA3MEHHBIMHU
mu3odocdoxonmaamMu. MHOTHE W3MEHEHHsSI B METabo-
nome IICXK mamumentoB ¢ BUY coBmajarT ¢ u3MeHe-
HUSMH Yy TTOXHIITBIX Jrofiert (BY-oTpuniatensHbIX), 94TO
yKka3piBaeT Ha yckopeHnHoe crapenue [IHC mpu BUY-
nHpexun [81].

B npyrux uccnenoBaHusx ObUIO MOATBEPKICHO He-
raTMBHOE BIMSHWE HAa KOTHUTUBHBIC (DYHKIIMH IaIld-
enTtoB ¢ BUY B030yxaaromniero HeMpoTpaHCMUTTEPA
IIyTamara M ero MpeanieCTBEeHHUKOB MHPOTITyTaMaTa
U DIyTaMHHA, KOTOPBIC MOBBIIICHBI MPU HIIS(aIona-
THSAX Pa3TMYHOTO T€He3a W OTPAXAIOT MOBPEKICHUE
HEHPOHAIBHBIX KJIETOK; MUOMHO3UTA, CHHTE3UPYEMOTO
IIHATHHBIMA KJIETKaMH B OTBET Ha MOBPEXKIEHNE HEl-
ponos [79, 80] u xonnHa, Mapkepa pa3pylIeHUs MeM-
Opan u gemuenuHm3anuu [79, 82]. B mccrnemoBanmu
A.M. Dickens u coasrt. [80] ¢ yxyaueHueM KOrHUTHB-
Holl (pynkumn y BUY-nHpUIMpOBAaHHBIX MalMEHTOB
KOPPEIUPOBAIM MapKepbl MOBBIILIEHHOTO a3poOHOTr0
MeTa0oMn3Ma, BKIIIOYAIOIINE JIAKTAT, IUTPaT, KpeaTuH
U JpyrHe, a yaydlieHue KOTHUTUBHOTO cTaryca ObLIO
CBSI3aHO C MEPEX0/IOM K aHadPOOHOMY TIIMKOIIN3Y, YEMY
CrOCOOCTBYIOT 00pa3 >KM3HU, JIME€Ta U aHTUPETPOBU-
pycHas tepanus. Takum obpazom, B marorene3 BHY-
ACCOIMMPOBAHHBIX HEWPOKOTHUTHUBHBIX PacCTPOMCTB
BOBJICUEHBI HEHpOBOCHAJCHHE, TNIMAJbHBIE pPEaKIUy,
AKCAWTOTOKCUYHOCTh TIJyTamara, HaKOIUICHHE IMPo-
JTYKTOB METa00IM3Ma, IEMUCITMHN3AINS 1 YBEIINUCHHE
a’poOHOTO TIHKoIu3a [79—-82].

3akarouenne. OTHOCUTEIBHO MOJIOJIasi Hayka Me-
TabOJIOMHKa BCE IIMPE HCIIONB3YyeTCS B TIOBCEAHEBHOM
NpaKTHKE, IPEJOCTaBIIsIs IMO0aTbHYIO OLIEHKY COCTOSI-
HUsI OMOJIOTHYECKOW CHCTEMBI U CYIIECTBEHHO JIOTIOJN-
HSS KITaCCHYECKUe TUarHoCTHYeCKre Moaxo/el. B otiu-
gye OoT Ooyiee pacImpoCTPaHEHHOTO IIENIEBOTO aHAlIN3a,
MeTabonnYecKkoe MpoQUIMPOBAHUE TIO3BOJISICT OICHH-
BaTh OOJIBIIIOE KOJMYECTBO COCTUHEHHN, U €r0 MOXKHO
WCTIOJIB30BATh IS CO3JJaHUSI HOBBIX HAyYHBIX THIIOTE3.
K coxxanenuto, HM OJIH W3 CYIIECTBYIOIINX METOJOB HE
MOXET OXBAaTUTh BCE META0OMUTHI. B CBs3M ¢ aTUM U151
BCECTOPOHHETO 0030pa OMOXUMHUYECKUX COCTWHEHUIH
B 00pa3sie TpedyeTrcsi coueTaHue HECKOJIbKUX METOJIOB.
KombOunanmst MeTabommdeckoro mpohuIupoBaHus U 11e-
JICBOTO aHaJN3a MO3BOJISET ITy0XKe MOHATh NaTOreHEeTH-
YeCKHEe MEXaHU3MBI U (DAKTOPHI, BIHSIIOIIIE Ha O0JIC3Hb.
MerabonoMuka pacuupsieT BOZMOXKHOCTH Ul TTOMCKa
MMPOTHOCTUICCKUX MapkepoB mpu 3aboneBanmsax [THC
1 pa3pabOTKU HOBBIX TepareBTHYeckux Mutenei. L{CK
SIBIISIETCST HAaNOO0JIe€e MOAXOMIIEN OMOTOTMYECKON JKHUI-
KOCTBIO ISl U3yUYCHHUsI HEBPOJIOTHUECKUX 3a00I€BaHUIH,
MMOCKOJIbKY HAXOJUTCS B TECHOM KOHTAKTE C MO3TOM H,
CJICIOBATEIILHO, JIyYIlle OTPakaeT OOMEHHBIE MPOLIECCH
B IITHC.

KondumnkT uHTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHUU KOH(IMKTAa HHTEPECOB.
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®uHaHcupoBaHMe. VccnenoBanne BBIOIHEHO MPH
(unrancoBoil mommepkke PODU B pamkax HAydHOTO
npoekra Ne 19-29-01066/19.
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KoneuHOCTHO-TIOSICHBIE MBIIIIeYHbIe TUCTPOGUH
(KIIMT)

OTOT TEepMUH OBUI TIpeUIOKeH TNpodeccopamu
J.H. Yontonom u ®.JI. Hartpacom B 1954 1. [1]. bo-
JIE3Hb CUYUTAIIN KJIMHUYECKU TeTEPOTEHHOMN, TaK KaK OHa
BKJIIOYAJIa Pa3MYHBIC THUIBl MBIIICYHONH JUCTPOGUU
(M/]): Ta30BO-0epeHHBIC BOCXOISIINE BapHaHThI Dpoa,
Jlefinena u Mebuyca, a TakKe HUCXOJISIIIUE JOMaTOIHO-
TUIeYeBble BapUaHTHI Dpoa.

IlonoxeHnne 0 HO30JOTHYECKON NPUHAAIEKHOCTH
KIIM/] 3HaunTe1pHO H3MEHIIOCH B 1994 ., xorna OblIn
oOHapyXeHbI JAUCTPO(UH-CBSI3aHHBIC TIIMKOIPOTCHHBI.
JluctpouH — WMHTpANEIUTIONAPHBIA CyOMeMOpaHHBII
0eJIOK, TeCHO CBSI3aH C TPaHCMEMOpaHHBIMU OEIKaMHu
(capkornmukaHbl-anb(da, -0eTa, -raMmMa W -J1ebTa; JINC-
TPOITIMKaH-0eTa, KaBeOJIHH ApP.) U SKCTPALEIITIOISPHBI-
MU OeTTKaMH, pacItoJIOKCHHBIMH B 0a3abHON MeMOpaHe
MBIIIEUHOW KJICTKH (JAMCTPOIVIMKAaH-alb(a, JIAMUHUH
1 ero paKkuu — JJaMHHUH-anbda-1 u -2, -0eta-1 u -2,
-ramma-1) [1]. Ot Oenku 0OCSCICUYMBAIOT AKTHBHBIN
TPAHCTIOPT BEUIECTB, B TOM YHWCJIE MOHOB KaJbIIHS, U3
AKCTPALEIUTIOISIPHOTO MPOCTPAHCTBA B KJICTKY, a TPaHC-
MeMOpaHHBIe OCJIKHU (CapKOTIIMKAHBI U IPYTHE) BMECTE
C JUCTPOPUHOM OOECIEUUBAIOT IEIOCTHOCTh CapKO-
JIEMMBI BO BPEMSI MBIIIIEYHOTO COKPAIICHHS.

Myrainuu B reHaX, KOHTPOJIMPYIONIMX JAUCTPODUH-
CBsI3aHHBIC OCIKH, MPHUBOAAT K pasputmio MJI, Haro-
MUHAIOIIUX MO KIuHU4Yeckod kaptune MJ[ [romenna
MIA) wmu M bekkepa (M/ZIB) mmu6o npyrue THITHL.
Eciu mapymaercst cunaTe3 auctpoduHa, TO 3TO MPHBO-
JIUT K UCUC3HOBCHHIO BCEX AUCTPODUH-CBSI3aHHBIX Oel-
koB. Onucano 30 Tunos KIIM/I, 8 U3 HUX HacneayrOTCs
M0 ayTOCOMHO-JAOMHUHAHTHOMY THITY, a 22 — TI0 ayTo-
COMHO-PELIECCUBHOMY THITY [2].

B Hacrosmee BpeMs KapTHpPOBaHBI HA XPOMOCOMAaX
TeHBI, KOHTPOJIHUPYIOIINE CHHTE3 TUCTPOPUH-CBSI3aH-
HBIX OEJIKOB, U3BECTHBI TCHHBIC MPOIYKTHI U UX MOJIC-
KyJSIpHBIE MacChl, CHHTE3UPOBaHbl AHTUTENIA K TEHHBIM
npoayKTaM (K AUCTPOPHH-CBSI3aHHBIM Oeikam). ITo 00-
YCIIOBIIMBAET TOUYHYIO TUATHOCTHKY ITHX TUIIOB M/I.

ITo xmuanuecknm npuznakamu KIIM/I kpaiine tpyn-
Ho muddepennuponars. KIIMJL sBistoTcs ipuMepom,
KOT/Ia MyTallUX Pa3HBIX TCHOB, JIOKAJTU30BAaHHBIX B Pa3-
HBIX XpPOMOCOMaX, KOAUPYIOIHE pa3HbIe OSNKH, TPHBO-
JIAIT K PA3BUTHUIO CXOJHBIX KIIMHUYECKUX (PEHOTHIIOB.

AyTtocomHo-peueccuBHbie Gopmbl KMIIJ npo-
TEKaroT HanboJjee TSHKENo, 1 0COOCHHO CapKOTTTMKAHO-
natun (KMIIJ 2C—F.), reHsI KOTOPBIX KapTHPOBAHEI Ha
xpomocomax (Tadm. 1). PaHee uxX Ha3bIBaIM «TsKEIas
dhopma MJIJI ¢ ayTOCOMHO-pPEIECCUBHON Tepemadein
[3]. Hauano Gosne3nu ot 3 110 5 €T, XOTs ONHUCaHBI CITy-
Jau ¢ HagayioM Oosie3nu B 36 net. IlepBoHAYaIbHO TI0-
paXaroTcs MBIIIIBI Ta30BOTO mosica u Oexep. [Ipuuem,
B omanune or MJIJI, Tspkelee MOpPa)KarOTCS MBIIIIIBI
Oezep, YeM MBIIIIBI TA30BOTO IMosica; Ha Oepax B pas-
HOW CTETIEHHU TSDKEIIO0 BOBIICKAIOTCS TIEPEeIHSS U 3aHISA
TPYTIIBI MBIIII; PAHO BOBJICKAIOTCS B MPOIIECC MBIIIIIBI
IIEPOHEAIBHON TI'pyNIbl TOJEHEH; MBIIIIBI IIJIEYEBOTO
rnosica CTpajaroT cuibHee, uem npu MJIJI: BeIpakeHbI
«KPBUIOBUHBIE JIOMATKI»; HEPEIKO TOSBIIAIOTCS OOIH
B MBIIIIAX Oefep U TOJCHEH; CKOJIIM03 U KOHTPAKTYPhI
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BBIpakeHbI ciabo. OTcyTcTByeT ompeneneHHas (op-
Myna micepaorunepoduii Mpi. OObIYHO OTMEYaeTcs
TOJILKO TICEBAOTHIIEPTPO(HS WKp; CepledHasl MBIIIa
Mpu OONBIIUHCTBE capkorukaHonatuii (kpome KMITJL
2D) BoBnekaeTcss B mporecc. He3HauwrtenpbHO Mopa-
JKAIOTCSA JIBIXaTCNIbHBIE MBIIIEL.  MBIIIE TOPTAaHU
M TIIOTKH HE TIOPaKaloTCsA. BOJbHBIE CTAHOBATCS «KO-
JisicouHBIMU» K 15 romam. Haubosee yacto BcTpedaeTcst
anbda-capKorInKaHoMaTHs (ASQUINT axaauHa) U OHa
umeer Ooee Jierkoe Tedenue. Hanbornee Tsxeno npote-
KaeT TaMMa-CapKOTJIMKAHOIIATHsI, HO OHA HAOIOMAETCs
3HaYMUTENBHO pexe. Umenno aty popmy KIIM/J] panee
Ha3bIBAIN «TsDKeJasi JeTCKasl ayTOCOMHO-pPEIeCCUBHAs
MJI, nannomunarotast MJ[JI».

T'enemuxa. HacnenoBaHue ayTOCOMHO-PELIECCUB-
Hoe. bone3np mposiBisiercss B romo3urote. [lpu Opake
JIBYX 3IIOPOBBIX TeTepo3uroT 25% nereit OymyT OOIHHBI,
25% — 3nopoBsie U 50% — CKpBITbIE HOCUTENH TeHa.
HmeeT 3HaueHHE KPOBHOE POJICTBO POAUTENCH.

TouHbIil OUArHo3 yCTaHABIMBACTCS TPU MOJIEKY-
JIIPHO-TEHETUYECKUX MCCIIEAOBAHUSIX — OOHapy)KeHHe
MyTallid B T'eHaX, KOAMPYIOIIUX CAPKOITIMKAHOIATHUH,
a TakKe IpU UMMYHOOJIOT-aHAIN3€ U IMMYHOTHCTOXH-
MUYECKHUX UCCIECTOBAHUAX C aHTUTEIAMU K CApKOITIUKA-
HaM. Y 3TUX OOJBHBIX MOKET BTOPUYHO YMEHBIIATHCS
WM ¥cYe3aTh TUCTPO(UH.

Kansnannonarusa (KIIMI2A) (M/] ¢ koHTpakTy-
pamu mbinm) [3, 4] HauGonee yacto (B 40% cirydaes)
BCTpeYaeTcs CpeAn JPYTHX ayTOCOMHO-PEIECCHUBHBIX
KIIM/I. Kanpnaun — OeJIOK, OTHOCSIIUNCS K ceMel-
ctBy Ca-3aBHCHMBIX MpOTea3, 00eCTeYNBAIOIINX CUH-
teiBaane nHPopmanmu ¢ JJHK na PHK. On mHaxomutcs
B MeMOpaHax sijiep MbIIICYHBIX KIETOK, a TAKXKE B cap-
KOTLIa3Me U Z-JIUCKax.

Hawano Gonesnu B 4-15 ner. IlepBble mpu3HAKu:
POIUTENN OTMEYArOT, YTO PEeOCHOK XOMUT Ha HOCOY-
Kax. B OoNbIIMHCTBE CilydaeB MpoOIecC HAYWHAETCS
C aCUMNTOMHOHN CIa0OCTH MBIIII >KHBOTA, Ta30BOTO
nosica — OOJILIIMX SITOAWYHBIX W TOAB3IOLIHO-TIOSIC-
HUYHBIX MBIIII. B pe3ynsrare 3TOro paHO yCHINBAETCS
MOSICHUYHBIN JIOP/I03, U TIOATOMY OONBHON paHO HavH-
HaeT XOUTh Ha HOocoukax. Ha panHeil cragnyn Bo3HHKa-
FOT KOHTPAKTYPhl HKPOHOXKHBIX MBIIIIII, 33 IHEH TPYIIIIbI
MBI Oesiep, CPEAHNX ATOAMYHBIX Y MBIIIIII, HAIPSITA0-
HIMX IUPOKYIO hactmio (puc. 1), mo3aHee — NBYIIIaBbIX
MBIIII] TJIed U cTudareneld OCHOBHBIX (halaHT MalbIeB
PyK (puc. 2) U TOSABISAIOTCS «KPBHUIOBUIHBIC JIOTATKI.
Tspkenmee mopakaroTcst OOJBIHIE ATOAWMYHEBIC U a0I0MU-
HaJbHBIC MBIIIIBI U B MEHBIIIEH CTETIEHU — MOAB3/OIII-
HO-TIOSICHUYHbIE MBIIIIBL. BOJBHOM CTOUT € IIMPOKO
paccTaBICHHBIMU HOTAMHU 32 CYET CPEAHUX SITOIUYHBIX
Ml Hepeako HaGmromaroTest 001 B MBIIIAX. boib-
HOMY TPYIHO OJHUMATHCSI 10 JICCTHUIIE, C I10JIa BCTACT,
HCToJb3ys npuemMbl [oBepca. Takke NogBIsieTCs 3aTPy/i-
HeHue Oera, MoIbeMa Mo JISCTHUIIE, BCTABaHMS CO CTYJIA.
BonpHOI cTaHOBUTCS «KOISICOYHBIM» B 11-28 net. OT-
MeYaeTcsl BBICOKHHM YpOBEHb KPEaTMHKHUHA3BI B KPOBU
(mo 10 TBIC. MEXTYHAPOIHBIX CIUHMII).

I'enemuxa. HacnenoBaHue ayTOCOMHO-PELIECCHB-
Hoe. bone3ns nmposBisieTcs B romo3urote. [ eH kapTupo-
BaH B XpOMOCOMHOM paione 15q15. Tounslii quarnos
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Ta6nuna 1

KinHuko-Mo1eky/JIsipHO-reHeTHYecKast (1 0HOXHUMHYecKast) KJIaccu-
¢uxanus KOHEYHOCTHO-NOSICHUYHBIX MBIIIEYHBIX AUCTpoduii (mo
J.L. Kaplan and D. Hamroun [2])

REVIEWS

Table 1

Clinical molecular-genetic (and biochemical) classification of limb-
girdle muscular dystrophies — LGMD (according to J.L. Kaplan

and D. Hamroun [2])

IIpumeuanue: TH— tun nHacienoBanus, JII' — stokanu3anus rexa,
MI' — mpoxykt reHa; kd (KMJIOAAIBTOH) — MOJISKYJISIpHAsI Macca OelKa;
AJl — ayTOCOMHO-IOMUHAHTHBIN; AP — ayTOCOMHO-peIeCCHBHBIN.

TH Jr nr MI GL PG
KIIM/I1A ALl 5q31 MuotnnuH LGMDIA AD 5q31 myotilin
KIIM/[1B ALl 1ql1 Jlamuu A/C LGMDIB AD Iql1 lamin A/C
KIIMJIIC (+ cusmpom LGMDIC ((+ VM
BM, runepKK) AL 3p23 Kapeosmn-3 (venous malformation) AD 3925 caveolin3
syndrome, hyper CK P
KIIMA1 Al 7936.2 | HSP-40 (hyper creatine kinase))
(c kaparoMuonaTHei) :
LGMD1D AD | 7q362 |HSP-40
KIIMJE (c napesom (+ cardiomiopathy) 420 )
TOpPTaHU, INIOTKU 1 ALl 2q35 Hecmun
JIMCTATBHBIX MBIIIILT) LGMD I,E
(+ paresis of larynx, AD 2435 desmi
KIIM1F Al | 7932.1-32.2 | Tpaucnioprun-3 pharynx and distal q esmin
KIIMA1G ALl 4921 ribonucleo-protein muscles)
KIIMITH AT | 3p25.1-p23 LGMDIF AD | 7q32.1-32.2 | transportin 3
KIMI2A AP 15q15 Kanmani3 LGMDI1G AD 421 ribonucleo-protein
LGMDI1H AD | 3p25.1-p23
KTIMJI2B AP | 2p13 | lucepmmm pe>.-p
LGMD2A AR 15q15 calpain-3
KIIM/12G AP | 17ql1-12 | Teneronun
LGMD2B AR 2pl3 dysferlin
KIIM/I2H AP 9q31 E3-y6ukBuTHH JMrasa
LGMD2G AR | 17ql1-12 |telethonin
KIIM/121 AP 19q13.3 | dykyTur —
LGMD2H AR 9q31 E3 ubiquitin ligase
KIIM12J AP 2q31 Tutun -
LGMD2I AR 19q13.3 | fukutin
protein Q-monosyl .
KIIMI2K AP 9q34 transferasa I LGMD2J AR 2q31 titin
KIM/I2L AP | 11pl4 | Anoxrammm LGMD2K AP | og34 |Protein Q-monosyl
transferasa I
KIM/2M AP | 9431 | Dyxymum LGMD2L AR | 11pl4 |anoktamin
KIIMJI2N AR | 14q4 |Protein Q-monosyl LGMD2M AR 9931 | fukutin
transferasa
- . tein Q-monosyl
linked- LGMD2N AR | 1424 |PTO
KITMJI20 AP 1p34 protein O-linked: q transferasa
mannose beta 1, 2
rotein O-linked
KIIMJIQ AP | 8q24 |Ilnexrun LGMD20 AR | 1p34 PO beta 1.2
KIIM/I2R AR 2q35 Jecmun LGMDQ AR 8q24 plectin
KIIM/I2S AR 4935 LGMD2R AR 2935 desmin
KIIMZI2T AR | 3p21.31 |GTP manHo3a LGMD2S AR 4935
KIIM/12 AR 3p21 Jlucrpornukan LGMD2T AR 3p21.31 | GTP mannose
KITMJT2 AR 1922 E(;Ex;m 5 LGMD2 AR 3p21 dystroglycan
A LGMD2 AR 1g22 | D-PMT polypeptide 3
KIm2 AR 7p21.2 Hsonpenonncnntasa LGMD2 AR 7p21.2 isoprenoid synthase
KIIM/12 AR | 9pl3-p.12 | Bamosun LGMD2 AR | 9p13-p.12 |valosin
KIM/I2C, D, E, F — capkornkanonaruy LGMD2C, D, E, F — sarcoglycanopathies
Y-CapKOIIHKaH -
KIIM12C AP 13q12 35 kd LGMD2C AR 13q12 %?Egla sarcoglycan
alpha-capkornukan alpha-sarcoglycan
KIIM/I2D AP 17q12 | (anxanun) LGMD2D AR | 17q12 |(adhalin)
50 kd 50kd
beta-capkoriKan beta-sarcoglycan
KIMJI2E AP 412 43 LGMD2E AR | 4q12 | 50
3-capKOIIMKaH delta-sarcoglycan
KIIMJI2F AP | sg33 R LGMD2F AR | sqa3|dle

Note: MI— mode of inheritance, GL — gene location, PG — product
of gene, kd — kilodalton — molecular weight of protein, AD —
autosomal dominant, AR — autosomal recessive.
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YCTaHABIUBACTCS TMPHU HUCIOIH30BAHUU MOJIEKYISIPHO-
TeHETUYECKUX METOJI0B 1 UMMYHOOJIOTHHTE C aHTUTENa-
MU K KaJblauHy. IMMYHOOJIOTTHHT JaeT KOJTU4eCTBEH-
HYIO OIIEHKY conepkaHus KajupnanHa. OeHoTunmyecku
KaJbranHoNatusi HarmomuHaeT M/l DOwmepu—/peiidyca
I u II TumoB, pu KOTOPBIX Oenok dMepuH u JamMuH A/C
COOTBETCTBEHHO JIOKAJIM30BaHHKI B SIIEPHBIX MEMOpaHax,
a Taroke muonaruto bernema. [Ipu Becex atux dopmax
MBIIIIEYHBIE KOHTPAKTYPHI CHIBHO BBIpakeHBI. OHAKO
MpU KajibllanHoNaTuy, B otinune ot MJ[ Omepu—/peii-
(hyca, OTCYTCTBYeT KapAHOMHONATHS C HapyIIEHHUEM
MIPOBOJIMMOCTH U 0JIOKaI0H cep/a. MoxeT HaOoaaTh-
Csl BTOPUYHOE YMEHBIIIeHNE (MCYe3HOBEHNE) KallblTanHa
U [IPU APYTUX MHOAUCTPOGUAX (PUHCKHUIA AUCTATBHBIN
THO Ymaa — OelNOoK TUTHH W JUCTAJIBHBINA TUIl Muo-
M — Oenok auchepiuH).

Huchepmunonatus (KIIM/[2B). bemox mucdep-
JIMH JIOKaJIM30BaH B IJIa3MaTHYeCKOM MeMOpaHe MHO-
¢ubpmmm. OH obecnieunBaeT  KaJIBIHA-3aBUCUMOE
CBs3bIBaHME aHHEKCUHOB Al u A2 ¢ capkoieMMoi U pe-
TeHEpaINIo MBIIIEYHBIX BOJOKOH. ['eH aucdepnnHa Ha-
XOJIUTCSL B XPOMOCOMHOM paiioHe 2p21.3. OO0Hapyx eHO
oxoio 21 myTanmu B rene nucdepiauaa. laTepecHo, 94to
MyTalMd B OJHOM M TOM e T'eHe JucdepinHa IpuBo-
JIT K Pa3BUTHIO Pa3HBIX (PEHOTHIIOB: MPOKCHMATBHOMN
KIIM/ZI2B u auctransaoit MJ{ Muoiii U KOHT€HUTAIb-
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HBIX (hopM ¢ HOBBIM (peHoTHIOM [5]. Hagamo mpoxcu-
MansHOM KIIMJI2B — Mmexay 17 u 23 rogamu ¢ MbILIIT
Ta30BOTO Mosica u 6eaep. OTMedaeTcs pacpocTpaHeHne
arpo¢wuii Ha MpImLbl roneHei. Habmonaercs 3arpyane-
HHsl Oera, XoJbObl, CTOSHHMS Ha HOCKax. JlJIs auarso-
CTUKH HCIIONB3YIOTCS MOJIEKYJISIPHBIE METOJIBI, a TaKKe
WMMYHOOJOTTHHT U MMMYHOTUCTOXHMHUYECKHE HCCIe-
JIOBaHUS C aHTUTENIaMU K TUChepInHy.

B 2007 . Obul onyOiIMKOBaH HEOOBIYHBIH CITydai
mucpepmuaonaruu (KIIM/I2B) [6]. YV neBouku 14 met
B TEUCHUE HECKOJBKHX MECSIEB MOSBHIOCH OOJIE3HEH-
HOE yBeIWYeHHWe WKp. bonum ycwimBanuch mpu Oere.
[Ipn uccnenoBannm OOHApPYKEHO 3aTBEpACHUEC U yBe-
JUYEHUE pa3Mepa MKPOHOKHBIX MBIIII] C WX JIETKOH
KOHTPaKTypoOH, KOTopasi 3aTpy/JHsuia pa3rubaHue CTOI.
[Ipu mampmanmuu oTMevanach WHAYpaWs MBI Oe-
nep. [anpmanus ux Obuta O6e300se3neHHOM. CrabocTu
Y MHOTOHHYECKHX (DEHOMEHOB — TIOSIBIIEHUSI POBHKA B
MBIIIIAxX npu nepkyccun — He Obuto. KK 17 000 ME.
ITpu MPT B pesxxume T2 BU BbIsiBiI€H THIIEPUHTEHCUB-
HBIH CUTHAJ B UKPOHOKHOW MBIIIIIE — TMPHU3HAK BOC-
naneHus. [1pu GHoTICHu MBITIITEI 0OHAPYKEHBI aTPOQUs
BOJIOKOH, IIEHTPAJbHBIC SiApa, HEKPOTUUECKHE MBIIICU-
HBIE BOJIOKHA W BBIPAXCHHAS KIJIETOUHAS MHPIIBTPAIUI
(npusnaku Bocnanenus). Ananu3 JIHK — xommayn re-
TEpPO3UroTa — JBE MYyTAIllWU B JIByX aJUIETISIX Te€HA JWC-

Puc. 1. bormpHOW CTOUT Ha HOCKaX, HMIMPOKO
paccTaBUB HOTH, BCIICICTBHE KOHTPAKTYPHI
MBILIL 33IHEH IPYIIBI TONEHEH, 3a1Hel rpyI-
II61 Oefiep M OTBOJSIIIIMX MBI Oeep

Fig. 1. The patient is standing on the toes,
legs wide apart due to muscle contractures
of posterior groups of lower legs, posterior
groups of the thighs and abductors of thighs
muscles

Puc. 2. Koutpakrypa IByIJIaBbIX
MBIIII] [IPABOTO IUieYa, MSCTHO-
(hanaHrean bHBIX U MeX{(aaHre-
QJIBHBIX CyCTaBOB

Fig. 2. Contractures of the right
biceps brachia muscles, flexors
of metacarpophalangeal and
interphalangeal joints
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¢depnuna. HeoOwrunstii ¢penorun KIIMJ/I2B y rerepo-
3UTOTHI OOBSICHSUTH HAJIMYMEM JIByX MyTanuil (0ose3Hb
0OBIYHO TIPOSIBIISIETCSI B TOMO3HTOTE). ONMUCaHBI TaKKe
JIBA HEOOBIYHBIX ciydas JUC(HEpIMHOBONH MHOIATHH,
(heHOTUTITYECKH HAIOMUHAOIIEeH OTUMHO3UT [7]. Nm-
MYHOOJIOT-aHaJIM3 MOATBEPANI OTCYTCTBHE y OOJBHBIX
nuchepnuaa. OnrcaH Takxke cirydail TucepInHOnaTuu
(romo3zurora ¢ JeUIUTOM AUCHEepPIrHA) C TSHKEIOH K-
POBOM AereHepanuii MBI, BRIIPSMIISIOLIEH MO3BO-
HOYHHK, B MOSCHOM M TPYJHOM OTAeNax 0e3 pa3BUTHUS
KaMITTOKOPMHH.

Teneronunonarus (KIIM/I2G). benok Tenero-
HUH — CApKOMEPHBIN OEJIOK, JIOKAJIM30BaH B Z-AHCKax
U CBsI3aH C ayb(a-akTHHOM. boJie3Hp HaunHaeTCs B paH-
HeM gercTBe. [lopakaroTcst IpOKCHMANbHBIE U JIFCTANb-
Hble MBIl HOT. Jlerkas ciaboCTh MBIIIL IIEYEBOTO
nosica. [IosIBISIOTCS CBHCAIOIMIME CTOMBI, THIIEPTPOhUS
MKPOHOXHBIX MBI M Oone3HeHHble kKpamnu. [Iporecc
pacrpocTpaHsieTcss Takke Ha MPOKCUMAJbHBIE OTHEIBI
pyK u tuiedeBoit mosic. K 18 romam GosbHBIE CTaHOBATCS
KOJISICOYHBIMIWY. [ €H KapTUPOBaH B XpPOMOCOMHOM Paiio-
He 17qll. [na AMarHOCTUKM HCHONB3YyeTCs UMMYHOTH-
CTOXMMHYECKHUI METOJ] C aHTHTeNaMH K TEJETOHWHY.
OtMmedaeTcst KIMHUYECKOE CXOACTBO C IMOJIMMHUO3HUTOM,
KOTOpBIA YCTOMYMB K JICYEHUID KOPTHUKOCTEPOMIAMHU.
Onucana MUOGUOPHIUIAPHAST MUOTIATHSI ¢ W30BITOYHBIM
HaKOIJICHHEM TeJIETOHUHA B CapKoruiazMme [§].

AyTtocomHo-1oMuHaHTHbIe KIIMI

KIIMI1A. MwuotniauHonatuu. ['eH kapTHpoBaH
B XpoMOCOMHOM paiione 5q31. benok Muotunnu — cap-
KOMEpHBII O€JIOK, CBS3aHHBIM C alb(a-aKTHHOM H JIO-
KaJHM30BaH B Z-IUCKe. DTO 00JEe3Hb B3POCIBIX CO CPe/I-
HUM BO3pacToM Havaja B 27 JIET C TOPa)XEHHUS] MBILIL]
Oezep, a 3aTeM TUIeUeBOro rnosica. Berpeuarorest eHo-
TUIBI OOJIE3HH, KOTZa TOPAXAIOTCs S3bIK (IU3apTpus),
TOJIOCOBBIE CBSI3KU (IUC(OHUS), TO €CTh Pa3BUBAETCS
MUOTeHHBIN OynbOapHbId mapanud. KoneHHsie u ped-
JIEKCHI C JIBYIJIaBBIX MBIIIII IJI€Y paHO CHIpKarorcs. Ha-
OJIIOAIOTCS TAKXKE TUCTaIbHbIC (DOPMBI MHOTHIMHOBOM
MUOTIATHH.

OmnucaHa ceMbsi, B KOTOpOW OOJIe3Hb HaYMHAIACh
B mo3aHeM Bo3pacte (50-60 met) y npobania ¢ BoBie-
YECHUS! AUCTAJIBHBIX MBIIII, & y €0 CECTPbl C MBILII]
TazoBoro mosica. Y mpobanna (60 yner) ObuM KaynoObl
Ha MUAJITMU 1 KpaMIIK B Mblinax Hor. IIpu ocmotpe 00-
Hapy>XEHO, YTO OOJLHOH HEe MOXET CTOSTh Ha HOCKax.
AXUIITOBBI peIeKChI OTCYTCTBOBANMH. Yepes 2 roaa mo-
SIBUJICA cTennax. B manpHelieM npouecc pacupocTpa-
HWICS HAa MBIIIIBI TAa30BOI0 II0OsiCA, MPOKCHMaJIbHBIC
W IUCTajbHbIE OTAETBl pyK. OJMHAKOBO OBUIM BOBJE-
YeHBI CTUOATENN W pasrudarenu majblieB pykK. CIrycTs
10 ner GONBHONM HE MOT MOTHATH PYKH BBILIE TOJIOBBI
U HE MOTI' TOJIHECTH MpPaByl0 PyKy KO PTy. Y POJIHOMH
cecTphl MpoOaHaa MBIIIIBI Ta30BOrO MOsica CTpajain
CHIJIbHEE, YeM JIHUCTaJIbHBIE. Y 000MX OOJILHBIX HE OBLIO
MOpa’KeHMsl MBI TOPTaHH, sA3bIKa W cepaua. lomoc
oCTaBajics TPOMKHM, He ObLIO Tu3apTpuu. [eH xapTu-
POBaH B XpOMOCOMHOM paiione 5q31. s inarHocTuku
MCIOB3yI0T Monekyisipable (ananu3 JIHK) n nmmyHo-
TUCTOXUMHYECKUE METO/IbI C AaHTUTENIAMH K MHOTHJIMHY.

REVIEWS

KIIM/I1B. Jlamunonarus. benokx mamun A/C, jo-
KaJM30BaH B MEMOpaHEe MBIIIEUHBIX A1ep. Y TOJIOBHHBI
MAlMeHTOB OO0JIe3Hb HAYMHACTCS B JETCKOM BO3pacTe
co crnaboCTH TMPOKCHUMAIBHBIX TPYII MBI HIKHHX
koHeyHocTel. [lo3nHee pa3BHBAIOTCS KOHTPAaKTyphI
B 00JIaCTH JIOKTEBBIX CYCTaBOB M aXHJUIOBBIX CYXO)KHU-
nuil. HeT KOHTpakTyphl MBILILBI, BBHIIPSIMIISIOLEH MO-
3BOHOYHHMK. Kak mpaBuio, TSKeno cTpajaeT cepledHast
MBIIILA: ATPUOBEHTPUKY/SIPHBIM OJOK IpPOBEACHHUS,
apuTMHH, OpajuKapusl, CHHKOIIE U BHE3alHas CMEpTh.
Ora ayrocomHo-nomuHanTHas (A/l) popma MJI deno-
TUIIMYECKN HAlIOMUHAET ayTOCOMHO-perieccuBHble (AP)
n AJl-mprmeunsie auctpodun Imepu—/peiidyca. Ten
KapTHpOBaH B XpoMocoMHOM paitone 1q11-q21. IIpenmo-
naraercs, uto AJl KIIM/I1B u AJl-mMbImiednas TucTpo-
¢ust Dmepu—/peiidyca BeI3BaHbI aIeIbHBIMUA TCHAMH.

KIIMJI1C. KaBeonunonarusi. benok kaBeo-
JIMH-3 — MBIIIEYHBIA CapKOJIEeMMAaJIbHBIN OeNoK U3 ce-
MeicTBa KaBCOIMHOB. DTH OCJIKH JIOKAJIM30BaHbI B MbI-
HICYHOW TUTa3MaTnieckoll MemOpaHe (B CHEIHMaTbHBIX
KaBeoJax — BE3UKY/SIPHbIE MHBAarMHAIMU IJIa3MaTH-
YEeCKOW MeMOpaHbl CKEIEeTHOH M CEepIeYHON MBIIIILIbI)
U CBs3aHBl C JIUCTPO(UH-ITIMKONPOTEHHOBBIM KOM-
riekcoM. Ponb KaBeonnHOB 3akimiovaeTcst B (PUKCAlUU
MeMOpaHbI K MuOQuOpHTaM. KpoMme Toro, KaBeomnHBI,
B TOM 4YMCJI€ KaBEOJMH-3, KOTOPBIH HAXOAWTCS B MBI-
LIEYHOM KJIETKE, OJIOKMPYIOT PEeLenTOpbl MHOCTATUHA,
KOTOPBI B CBOIO o4epelb OJ0KkupyeT muoreHes. [1pu Ha-
PYLICHUU CHHTE3a KaBEOJUHA-3 YCUIMBACTCS IEHCTBUE
MHOCTaTHHA, C YeM CBsI3aHa aTpo(us 1 CIa00CTh MBI
[9]. Hauamo Gose3nu B 5 J1eT ¢ KpaMIti IpH (hU3UIeCKOH
Harpy3Kke, MUAJITHIA B TOKOE U TIOCJIE HATrPy3KH, JIETKOM/
YMEpEHHOH ¢1a00CTH MPOKCHUMAIbHBIX U IUCTAJIBHBIX
MBI U THIEPTPOGUN HUKPOHOKHBIX MbIII. OTMeda-
eTcs 3aTpyJHeHue Oera, moxbeMa I10 JIECTHHULIE U BCTa-
BaHue 1o l'osepcy. I'en kapTupoBaH B xpomocome 3p35.

MyTauus B reHe KaBeoJIuH-3 IPUBOIUT TAKKE K pa3-
BUTHIO JIPyTUX KIMHWYECKHX (enorunoB MJ| — nHa-
cieAcTBeHHOM acumnrToMaruuecko runepKdKemuu,
ayTOCOMHO-JTOMHUHAHTHON  OOJIE3HM  «BOJHYIOLIUX-
csl MBI (TMPU MEPKYCCUU MBIIIIBI B HEW BO3HHKA-
IOT BOJIHOOOpa3HbIE COKpAIICHUS, a NPU HIONbYaTon
OMI'" — OunodneKTpUYecKoe MOITYaHHUE), AUCTATBHOMN
MHOIIATUU U CEMEHHOM runepTpodruecKoil KapauoMu-
omaru# [10]. [o-Buaumomy, 3T0O ayutebHbIE OOJIE3HH.

B Aunrmmuu [11] omucanbl ABE HOBBIE ayTOCOMHO-
JIOMUHAHTHBIX MYTallMM KaBeOJHHA. ABTOpPHI HaOIO-
Jany pasauyHble (PCHOTUIIBI B OHOW cembe. M3yueHo
10 OombHBIX. Bemymmm cuMmToMoM ObLTa MHANTHS,
y 50% OonbHBIX OHa SIBUJAch NMPUYMHOM oOpaiieHus
K Bpauy. Muanruu oObsCHSUT HapyIeHueM MeTaboIn3-
Ma [JIFOKO3bI B MBIIILE U U3MEHEHHS B aHaPOOHOM IVIH-
Koju3e. Y OOJBbHBIX HAXOAMJIN CHUKEHHE aKTHUBHOCTH
kaBeonnHa-3 u (ochoPpPyKTOKHHAZEI, UTO MOTIIO OBITH
MPUYMHON MUAITHH (KaK Ipy DIMKOTeHo3e 7).

MpeimegHas cnabocTh ObLTa TOIBKO Y 6 OOTBHBIX, TOT-
Jla KaK CHHJIPOM «BOJTHYIOILIMXCS MBIIII ObLT Y 8 00JIb-
HBIX, U3 HUX y 4 OOJbHBIX MbIIIEYHAasl c1a00CTh OTCYT-
cTBoBasia. Yame Habmoganach ciabocTh B JUCTATBHBIX
otaenax HOT (OOJMBHBIE C TPYIOM MOTIIM CTOSITH HAa HO-
ckax). [loutn y Bcex oTMedanach Jierkasi runeprpopus
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OTZAEIBbHBIX MBIIII, Yalle UKPOHOXHBIX. Y BCeX OO0JIb-
HBIX OTMedajoch MoBbIIeHne KpearnHkuHasbl (KK)
B 9 pa3 Beime HOpMBI (y 6 demoBek) u maxe B 30 pa3
(1 nnu 2 6onbHbBIX). O6 acumnTomHoM runepKdKemun
ABTOPBI HUUETO HE COOOLIAIOT.

B I'epmanuu onucana 0oJbInasi CeMbsl ¢ KABEOJIHMHO-
natuel ¢ ayTOCOMHO-IOMHHAHTHBIM THIIOM Hacjeno-
BaHMS, B KOTOPOH TakXe OTMEYaluch pa3inuuHble (de-
HOTHIIbI, 3 UIMEHHO: OOJIC3Hb «BOJIHYIOLIMXCS MBILIID,
nuctansHas muomnatus u KIIMJ[1C. B nureparype nme-
eTcst COOOIIEHHE O CEMbE C ayTOCOMHO-PELECCUBHBIM
tunoM HacienoBanus KIIMJI1C.

Jlisl TMarHOCTHKKM MCIIOIb3YIOTCSI UMMYHOTHCTOXH-
MHUYECKUE, UMMYHOOJIOTTUHT ¥ MOJICKYJISIPHBIE METOIBI.
[Ip1 IMMYHOTHCTOXMMHUYECKOM HCCIIEAOBAHUN OOHApY-
JKUBAIOT OTCYTCTBHE B MBIIIIIE KaBEOJINHA-3 U BTOPUY-
Hoe cHmkeHue nucdepiauHa. Comeprkanue TUCTpOoPUHA
B HOpME.

CornacHO JaHHBIM JHUTEPATypHI, CUUTAETCS, UYTO
BIIEpPBBIC TUCTalIbHAsi MUOMaTUsi Oblia OTKpbiTa B.P.
T'oBepcom B 1902 1. AHaMHU3 JIUTEPATypPHl TTOKA3BIBACT,
yto B.K. Pot panee, B 1885 r., onmucan aucTaabHbIH
i M /] o HazBaHueM «Imepudeprudaeckas MbIIICTHAS
CYXOTKa, TUIIMYHbIC U aTHNUYHbIC (TepexoauHbie) Gpop-
MbI» [12].

B nacrosiiiee Bpemst BbIJIENEHBl CEMb OCHOBHBIX TH-
OB JIMCTATBHBIX MBIMIEYHBIX AUCTPO(UN, U3 KOTOPBIX
ATk Hacyeayrorcs mo tumy AJl u asa mo tumy AP.
Bcero omucano 17 BapnaHTOB IMCTANbHBIX MHOTIATHH

(13 AD u 4 AP)

AyTOCOMHO-10MUHAHTHBbIe TUNIBI JIM/J]

Tun Besanaep ¢ Mo3IHUM HAYAJIOM y B3POCJIbIX.
JI. Benanzep B 1951 1. onyOnukoBasia MoHorpaduio 06
9TO# 00JIe3HH, B KOTOPOIA IpHBena JanHble 0 249 6ob-
HbIX [13].

TaGnuuma 2
Kiaacenpukanus 1ucTajlbHbIX MbIIIEYHBIX JUcTPoduii (B Moaudukanuun) [2]
TH JIr mnr
a. Tun Welander (¢ mo3JHUM Ha4aoM y B3POCIIBIX) Al 2pl13 Tuna 1 nporenn
inmish tbal AL 2931 Tmin
Pporenn (e o3t aanon) AL | 1022 ZASP
d. Tunr (Nonaka) (¢ BakyonsiMH B OTIpaBe HIIH AP 9pl2 ['moko3zamuH
MHO3HT C BKIIFOUYCH. TEJIbIIAMH ) AP 2pl4 Juchepiann
e. Tun Miyoshi (y B3pocibix) ALl 14ql1.2 Muo3un
f. Tun Laing (c Hauasniom B 425 ner) ALl 5q31 MarpuH 3
g. JInCTanbHBIN THI C BOBJICUCHNEM TOPTAHH U TTIOTKH ALl 19.p13 PHK-cBs3p1Batommii mpotenH
h. Oxyno-(apuHreanbHbIi THIT ALl 14ql1-q13 PABP2
i. Okyno-(hapuHrO-UCTABHBIH THIT AJl, AP 5q31

IIpumeuanue: TH — tun HacnenoBanus, JII' — nokanuzamus rena, [1I" — npoaykT reHa; kd (KHJI01aIbTOH) — MOJIEKYJIsIpHast Macca Oenka; AJl

— ayTOCOMHO—IIOMI/IHaHTHLIﬁ; AP — ayTOCOMHO—peHeCCI/IBHHﬁ.

Classification of distal muscle dystrophies (modification) [2]

Table 2

MI GL PG

a. Welander type
(late start in adults)

AD 2pl13 Type-1 protein

b. Udd

(with rimmed vacuoles or

Finnish tibial type AD 2q31 titin

c. Markesbery, Griggs type

protein (late start) AD 10q22 ZASP

d. (Nonaka) type AR 9pl2 glucosamine

myositis with included bodies) AR 2pl4 dysferlin

e. Miyoshi type (in adults) AD 14q11.2 myosin

f. Laing type (starts at the age of 4-25) AD 5q31 matrine 3

g. Distal type involving the larynx and the pharynx AD 19.p13 RNA binding protein
h. Oculo-pharingeal type AD 14q11-q13 PABP2

i. Oculo-pharingo-distal type AD, AR 5q31

Note: MI — mode of inheritance, GL — gene location, PG — product of gene; xd (kilodalton) — molecular weight of protein; AD — autosomal

dominant; AR — autosomal recessive.
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Knunuxa. Hayano 6one3nu B cpeqaem B 40—60 er.
Opnako 601e3Hb MOKeT Hauathesl B 7—80 Jret. IlepBeie
JKAI00BI CBSI3aHbI C 3aTPYAHCHUEM BBITTOTHEHUS MEJIKHX
NEeWCTBHUHA TaJbIlaMU pPyK (CUET MOHET, 3aCTETHBaHWC
MYTOBUI, YHCTKA KapTodens U T.J.). ITO 0ObACHSET-
Cs XapaKTEepHOW JIOKAIW3alHed MBIIIEIHOW CITaboCTH
u arpoduii. BoBiekaoTcst MBIIIIBI BO3BBILICHUS 0OJIb-
II0TO MAJIbIIa K MU3UHIIA, a TAKKE MEKKOCTHBIE MBIIIIIIHI
(puc. 3). [lo3nHee mopaxaroTcst pa3rudaresii 0OCHOBHBIX
(hamanT MaNBIEB U pa3rudaTenu KucTel. B nanpHeimem
MpoLeCcC paclpoCTpaHsieTCs Ha MEPOHEANbHYIO TPYIILY
MBI ToneHe (puc. 4). Ha mo3aHeii craguu 00sie3HN
MOTYT BOBJICKAThCsl CrHOATEI! aIbLIEB PYK M HOT, a TaK-
’)Ke crudaren KUCTed U cTon. B Tedyenne QiIuTEILHOTO
BPEMEHH TaKas IUCTalbHAs JIOKAINU3AlUs MOPAKESHUH
coxpaHseTcs. Y HEKOTOPBIX OOMBHBIX IMPOIECC MOXKET
pacTpoCTpaHATHCS Ha MBIIIIBI TUIEYEBOTO U Ta30BOTO
Mosica, HO CTENEeHb X MOpPaKeHHsI OyJeT 3HaYUTECIBHO
MeHbIre. [myOokue pedrexchl ncuesaroT 1o Mepe arpo-
¢uu Mo, HaOmomaercs nceBporuneptpodust UKpo-
HOXKHBIX MBIIII. BONE3Hbh MEUIEHHO MPOTPECCHPYET,
OOJIbHBIE JJOJITOE BPEMsI COXPaHSIOT TPYAOCIOCOOHOCTb.

T'enemuxa. HaciencTBEHHOCTh ayTOCOMHO-JIOMH-
HaHTHAs C IOJIHOM MEHETPAHTHOCTHIO MyTaHTHOTO TeHA.
I'en xaptupoBan B XpoMocoMHOM pailone 2pl3. I'en
pacudpoBaH, MyTaHTHBINH TpoAyKT — TIA1 nporeus.

TubuanbHass mMbliedyHas aucrpopus Yuaa (pun-
ckmii Tum). Hawano B 3pemom Bo3pacte (mocne 35 jer).
OtMmedaeTcss n30OuparenbHas ciaaboCcTh CHadaia Tepen-
HUX OOJNBIICOEPLUOBBIX MBI M MO3HEE — JJIMHHBIX
pasrubareneii majbleB HOT (KOPOTKHH pa3ruOaTels co-
XpaHsiercs). B Teyenue oueHb AMUTENTBHOTO BpEMEHH 3Ta
(hopMyITa MBIIIIEUHOM CITA00CTH COXpaHsIeTcs Oe3 reHepa-
m3anuy. OJJHAKO Ha O3AHEH CTa iy O0JIe3HN BOBMOKHO
mopaxkerue M. quadriceps femoris. TIpomomKkUTETEHOCTE
JKM3HU HE YMEHbIIAETCsl, OOJIbHbIE COXPAHSIOT CHOCO0-
HOCTB K CAMOCTOATEIIFHOMY TIepE/IBHYKEHHIO.

Hacnedcmeennocms ayToCOMHO-IOMUHAHTHAs. [eH
KapTHPOBaH B XpOMOCOMHOM paiioHe 2q3 1. MyTaHTHBI
0eoK — TUTHH. BTOpu4HO Hapymaercsi CHHTE3 Kallb-
nmanHa-3 [14].

B 2008 r. onucanbl ABE HOBBIE ceMbH U3 McmaHuun
u nBe u3 Opannuu ¢ TnOémansHoit MJI ¢ Oosee Tsoke-
JBIM TeYeHHeM Oolyie3Hu. Hapsiay ¢ BbIpaKeHHBIM TIO-
paKEHHEM MEPOHEATHLHOM IPYIIIBI MBI HAOIIOAAI0Ch
BOBJICUCHHUE 33JTHEH TPYIIIBI MBIIII TOJICHEH U TSDKEI0e
MopakeHne 3aJHel Tpynmbl MbII Oenep. Y HEKOTo-
PBIX OOJIBHBIX OTMEYAJIOCh 3aTPyJAHEHUE TOAHMMAaHUS
C KOpPTOYeK U 10 jectHHUie. OOHApYKEHBI TPU HOBBIE
MyTallid B TeHe THTWHA. Pa3HuIly (hEeHOTHUTIOB MEXIy
ciyudasimu, onucanubivu B. Udd u npyrumu aBropamu,
O0O0BSCHSTN pa3audHbIMUA MyTarusamMu (Mex 5 u Mex 6)
[14, 15]. MyTamnuu B OZHOM U TOM JK€ T€HE C HapylIe-
HUEM CHHTE3a CXOIIHOTO Oellka BBI3BIBAIOT pa3HbIe (he-
HOTHIIBI,

Mbieynass aucrpopus Mapkecoepu—I'purrca.
B 1974 1. onucano 6 GonbHbIX. Havano B Bo3pacre 43—
51 ron ¢ mopakeHusi MBIIIL TIEPETHETO JI0XKa TOJICHEH
C MOCIIETYIOIIMM BOBICUEHHUEM MEJIKHX MBILII KHCTEH 1
pasrubareneil manpieB pyk. MBIIIIB! TUIa, MeH, OyIib-
OapHbIe MBILIIIBI, TYJIOBHIIA U ceplla He cTpajatoT. Te-

REVIEWS

YeHHe MENJIEHHO nporpeccupytomiee. Mmeer cxomausie
KIMHU4eckue npossienus ¢ Ml Viona. I'en xaptupo-
BaH B 10q22, myTaHTHbI TeH — ZASP-TeH U NpOayKT
rena — ZASP-6enok.

Puc. 3. lucransHas M/JI. 3arpyaHeHo coOuUpaHHe MOHET H3-3a
TshKenoi cnabdoct mbinkl flexor policies brevis (HabnroneHue
B.M. Kazakoga)

Fig. 3. Difficulty in collecting coins due to severe weakness of
flexor policies brevis muscle

Puc. 4. BonbHON He MOXKEeT BCTaTh Ha ISITKU M3-3a CIa0OCTH
mbimi tibialis anterior u extensor digitorum longus

Fig. 4. The patient cannot stand on the heels due to the weakness
of tibialis anterior and extensor digitorum muscles
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Jucranbuass muonatus Jleiina. Penkas Oone3Hb.
Onucana 6onpas ceMbs U3 ABCTpaIMK C ayTOCOMHO-
JOMHHAHTHBIM HACJIECOBAHUEM Ha MNPOTSHKEHUU Tpex
nokojieHuil. Bo3pact nauana 6onesnu 4-25 net. OTme-
yaeTcs n30upareabHas caboCcTh pa3rudareneil maableB
HOT U CTON («CBHCAIOIIME» CTOIbI), CrudaTenei miewu,
aTpodus U cnaboCTh IPYAUHO-KIIFOYHYHO-COCIIEBHTHBIX
MBIIIII C TOCJIEAYIONINM BOBJICUCHUEM pasrubdaresncit
najgbleB pykK. OTHOCUTENBHO COXPAaHHBIMH OCTAlOT-
Csl MBIIIIBI TIPEAIICUNiA, BKIIIOYasi CTUOATEeT KUCTEH.
IIpokcrMabHBIE MBIIIIBI TA30BOTO TOsIica U Oesiep Mo-
IyT IMOPAXKAaTbCSA B JIETKOM WM YMEPEHHOW CTEIEHU.
Y HEKOTOpBIX OOJNBHBIX OTMEYAIUCH «KPBUIOBHUIHBIE»
nomnatku. Tedenue Oone3nu msrkoe. [Ipu rucronoruye-
CKOM HCCJICZJIOBAHUH OTCYTCTBOBAJM BaKyOJH «B OIpa-
Be». Bakyonu «B ompase», colepikaliue aMuiIons, Bbl-
SBIIsiEMbIEe TIpH OKpacke 1o [omopu Tpuxpom (BaKyoib
OKpYeHa KOJBI[OM KPAacHOIO LIBETa, a PU OKpPacKe re-
MaTOKCHJIMH-303WHOM — KOJIBIIO MMeeT 0azo(uibHOE
OKpAIIMBaHKE), ¥ BKJIFOUCHUS B BUJC 303UHO(DIILHBIX
TeJIel ONKUCAHbI IIPU Pa3HbIX TUIIAX MHOIATHI.

Jnarno3 Obu1 moATBEpIKIeH ¢ moMolibo DMI, MPT
Merm Hor u JIHK-anannsa. AHanu3 crerieHus mo3Bo-
JIWIIN JIOKaIu30BaTh Jokyc MPD1 B XxpoMocoMHOM paii-
one 14q11.2- q13. MyTaHTHBIN OEJIOK — MHO3HH.

AyTocoMHO-peneccuBHbIe THIIBLI JIM/]]

Tun Muomu ¢ paHHUM HA4YaJI0M Y B3pocJbIx. bo-
JIe3Hb HAYMHAETCS B Bo3pacte 15-25 ner ¢ mopaskeHus
WKPOHOXKHBIX M KamOanoBuaHBIX MbIIL [16]. [lossis-
€TCsl 3aTPyIHEHHE XOIbObI («IIAapKarollas» IOXO/Ka),
Oera, ciycka 1o JiecTHHLE. bonbHOW HEe MOXET CTOSATh
Ha HOCKaX, HO XOpOIIO CTOMT Ha TATKaX, Tak Kak Iie-
pOHeasibHast IPyIINa MBIIIL] IOJT0 OCTAETCSI UHTAKTHOM.
BonbHBIE HE MOTYT TaHIEBaTh (KPYXHUTHCS B BasIbCe).
[lo3nHee BoBIIEKAIOTCS YETHIPEXIVIABbIE MBILILEI Oenep
(puc. 5), GonplMe ATOIUYHBIE, MBIIIIBI TIEYEBOTO TO-
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sica U 1y1ed. MBIIIIIBI KUCTEW U IeH MOTYT COXPaHSThCA.
VY 50% OGonpHBIX HAOTIOMAETCSI ACUMMETPHS MBITIIETHON
cmabocty. Pedriekchl Ha HOrax MOCTENEHHO MCYE3afoT.
Ha DMI" — cMenraHHBIA XapakTep H3MEHEHUH (ITOBBI-
[IeHA aKTUBHOCTH MPH BBEACHUM WIJIBI, pa3iHyHas Je-
HEepBalMOHHAsl aKTUBHOCTD B [IOKOE, OBICTPOE PEKPYTH-
posanue xopotkux [T/(E).

I'enemuxa. Ten wmuonarnn Muomu KapTUPOBaH
B XPOMOCOMHOM paifoHe 2pl12-14. B 3T0if xe obmactu
kaptuposad red KIIMJI2B. BepositHo, 3Ti 6one3nu 06-
YCIIOBJICHBI aJlJIETIbHBIMU FeHaMy. DTOT FeH o0ecnednBa-
eT cuHTe3 Oenka muchepnuna. BropuyHo HapyiaeTcs
CHHTE3 KajbllauHa. [l AMarHOCTUKH HCIOIb3YIOT UM-
MYHOTHUCTOXMMUYECKUI 1 MoseKynapHbIi (ananu3 JJTHK)
MmeTonsl, a Takoke MPT u KT mprm vHor (cM. puc. 5).

JucTtajbHass MbllIeYyHass AUCTPodus ¢ Bakyo-
Jsamu «B onpase» (tun Honaka). B nacrosiee Bpe-
Msi 9Ta (opMa ONMUCHIBAECTCS TOJ[ pa3bIMU HA3BaHHS-
mu: GNE Myopathy (GNEM), Hereditary Inclusion
Body Myopathy (HIBM), Quadriceps-Sparing Myopa-
thy (QSM), Distal Myopathy with Rimmed Vacuoles
(DMRYV), Nonaka Myopathy, and Inclusion body Myo-
sitis type 2 (IBMType 2). Hagano 6one3nu B 20-30 net
C TIOpPKEHHS TMEPEeIHUX OOJBIICOCPIIOBBIX MBIIIII,
Uepes 14 roga nosBAsieTCs «BSUIO€ CBUCAHME» CTOIL
[Iponecc ObICTPO pacHpocTpaHseTcsl Ha 3aHIOK0 TPYII-
Iy MbIIIL Oefep U MOAB3AOIIHO-TIOSICHUYHbIE MBIIILIBL.
YeTpIpexmiaBble MBI Oefep coxpaHstoTcs. TpynHo
CTaHOBMTCSl MOIHUMAaTbCs IO JiecTHHLE. OTMedaercs
Bcrasanue 1o [Jromenny—Tosepcy. B nanbHelimem npu-
COeIMHSIETCS C1a00CTh crudarenei meu, Iae4eBoro mo-
sca u kucted. Uepes 13 net o Hauana 6oj1e3HH OOJIbHBIC
HE MOT'YT CaMOCTOSITEIbHO II0BOPAIMBAThCS U BCTaBaTh
C KpPOBAaTH U CTAHOBSITCSI «KOJISICOUHBIMUY.

TI'enemuxka u mopgonozusa. I'en GNE, otBer-
CTBEHHBII 3a pa3BUTHE OONE3HH, KapTUPOBAaH B
XpoMocoMHOM paiione 9pl2-pl2. MytaHTHBIH Oe-

Puc. 5. KT: xxupoBas nerenepanus UKpo-
HOKHBIX W KaMOaJOBUIHBIX MBIIII] TO-
JieHe! (pHC. BBEPXY) M YETHIPEXIIIABBIX
MblII Oenpa (puc. BHU3Y)

Fig. 5. CT: steatosis of gastrocnemius
and soleus muscles of the lower legs (fig.
at the top) and quadriceps femoris mus-
cles (fig. at the bottom)
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nok — mmko3amud (UDP-N-acetyl)-2-epizamine/N-
acetylmannosaminekinase. [Ipu MbimeuHoi Guoncuu
00HapY)KMBAIOT XapaKTEPHbBIE MPU3HAKU B MBIIIICYHBIX
BOJIOKHAX — BaKyOJIl «B OIpaBe», COAepIKaIlle aMu-
JIOWJI, BRISIBIIIEMbIE TTPU OKpacke 1o [omopu Tpuxpom
W BKJIIOYCHHUS B BUJE DO3MHOPMIILHBIX TEJEll, a TAKKe
HaJu4he TPyOuaTo-HUTEBUAHBIX BKJIIOUECHUU B SApax
MBIIICYHBIX KJIETOK, KOTOPBIC BUIHBI MPHU DJICKTPOH-
HO# Mukpockormu. N. Sunohara u coasr. [17] momara-
JIY, 4YTO HAJTUYHE BAKyOJIeH «B OMpPaBe» U HUTCBUIHBIX
BKJTFOUEHUH B sifipe sABIsieTcs crienudraeckum Mopdo-
JIOTUYECKUM MIPU3HAKOM JIJIs1 ONTMCAHHON HMHU TUCTalb-
HOM muonaruu. OJHAKO TAKHWE MU3MEHEHUS HUMEITCS
TaKXe IIPU AUCTaJIbHON Muonaruu Benanaep, npu Mu-
TOXOAPHUAITEHON MHUOIIATHU U CIIOPATIMIECKOM MHUO3UTE
C BKJIFOUEHHBIMH TeJbLIAMU, aucTajdbHOM M/ ¢ mopa-
YKEHHEM TOJOCOBBIX CBA30K WM TJIOTKH W TPHU OKyroda-
punreansHou M/I.

OxyaodapunreajbHasi MblliedHass JAUcTpodus.
Knunuka. Hauano 6one3nu B 50—-60 jeT ¢ mocTeneHHo
HapacTaromero 1nro3a, KOTOPhIii HepeaKO COYeTaeTcs C
nerxkoi aucarueit. [Iporpeccupyronyii nTo3 orpaHu-
YUBAET MOJS 3peHUsl. bOJIBHON KOMIIEHCATOPHO HAIpsi-
raet JIOOHYIO MBIIIIITY U pa3rudaeT MIek, TaK YTO ToJIoBa
3ampoKuasIBacTCs Haszax (mo3a I erunHcona). B mo3mHeit
(aze Oose3HM pa3BHBACTCS MOYTH MONHBIN nTo3. Ilo-
CTETICHHO TOSIBIISIETCS] OTPAaHUYEHHE ABIKEHUS I1a3HBIX
SI0JIOK, UMEeTCS KPaTKOBPEMEHHAsl JTUILIONHUS, KOTOpast
CMEHSIeTCsl HapyKHOHM odTanpMoruierueil. BuyTpennue
IJ1a3HBIE MBIIIIIBI U OCTPOTA 3PSHUS HUKOT/Ia HE CTpajia-
fot [18].

[IT03 00BIYHO OBIBAaET MEPBHIM CUMIITOMOM OOJIE3HH,
HO HEPEJKO paHbIIIe OTMEYAETCS 3aTPyIHEHUE ITIOTaHUS
CHauaja TBeploi, a 3areM xuakod numu. [lossusercs
norepxuBanue. MokeT HaCTYIUTh UCTOIIEHHE OOJILHO-
TO M JaXKe «TOJIOJHAs» CMEpPTh H3-32 HEBO3MOXKHOCTH
rotanus. OrpaHnyuBaeTcs MOABHKHOCTH HEGa. [0-
TOYHBIA pedrexc cHWKeH. PazBuBaercss TpaxeoOpoH-
xuT ¥ nHeBMOoHU. COKpalleHus TNIOTKH W TMHUIIEBOA
ocmabnensl. Jlucdarus compoBokIaeTcs HazoNalHeH,
BOBJICUCHHUEM S3bIKA M MBI TOPTaHU (MUOTCHHBIN
Oynp0apHbIil Tapanny). B 5erkoil cremneHu mopakaroT-
Cs. MUMHYECKHE MBIIIIbI, BUCOYHASI U COOCTBEHHO Ke-
BaTeNbHBIC (KOTAA TMTO3 Y)KE SBHBIN). ATpOGHS MBIIIIY
e, I1JIeY, OeJIep U SITOAMI] OOBIYHO BOZHUKAET HAMHOTO
mo3xke. CyXOKUIbHBIE PEIICKCH CHIDKAIOTCST M TTOCTe-
MEHHO MCYE3aloT.

[Ipu rucTONOTHYECKOM WCCIEOBAaHUH OHOITaTa
MBIIIIIBI HAXOSAT BaKyoJu «B ompase». [Ipu okpacke 1o
T'omopu Bakyosm OKpY>KE€HBI KOJIBIIOM KPAacHOTO IIBETa,
a MpH OKpacKe I'eMaTOKCUJIMH-203MHOM KOJIBLIO MMEET
0a30pmIbHYI0 OKpacKy. [Ipu AIeKTpOHHON MHKPOCKO-
[UU B MBIIICYHBIX SJIPaX BBISBIISIOTCS TPyO4aTO-HUTE-
BHJIHBIC BKITIOUCHIISI.

TI'enemuxa. HacnenoBaHue ayTOCOMHO-JOMUHAHT-
HOE C TIOJIHOM MEeHETPaHTHOCTHIO U CHIIBHO BapbUpPYIO-
1Iel SKCIPECCUBHOCTBIO T'€HA, KOTOPBIA KapTHPOBaH
B XpoMOcoMHOM paiioHe 14qll. Dtor ren obecreun-
BaeT CUHTE3 IOJIMAJICHUI-CBI3bIBAIOLIETO NPOTCHHA-2.
MyTamusi B TeHE 3aKII0YaeTcsi B YBEIWYEHHW YHC-
na (sxcnancuu) kopotkoro nosropa GCG ot 8 mo 12.

REVIEWS

B xontponsHoON nomymsuun yucio GCG moBTopoB HE
6ompie 6. OnucaHa JKeHIIMHA KOMIAyd-reTepO3uroTa,
y kotopoil B reHe PABP2 oTmeuanuce pa3nuyHbie 3KC-
nancuu TpurieroB GCG (9 u 7). g nuaraoctuku 60-
JIE3HU HCHOJIB3YETCSl MOJIEKYJISIPHO-TeHETUUECKUH Me-
tox (ooHapyxxenus sxcriancud GCG-1oBTOPOB).

OxkynodgapuHroaucTajabHass MblIIEYHAs  JHC-
Tpodusi. Onurcanbl peAKHe ayTOCOMHO-TOMHUHAHTHBIE
(B Slmonmm) m ayTocomMHO-pernieccuBHble (B Hupmepman-
Jax) ciaydad Oolie3HH. AyTOCOMHO-JIOMUHAHTHAs (op-
Ma Oojiee ToOpoKavYeCTBCHHAS.

Hauaso B Bo3pacte 35-60 net. Habnromaercs acum-
METpPHYHAS CIa00CTh MBIIII] TOJICHEH W KUCTEH B CO-
yeTanuu ¢ aucdarueit u guchonwueii [19]. AyrocomHo-
petieccuBHas popma mpoTekaeT 6oiree Tshkeno. Hagano
B Bo3pacTe 15-25 neT ¢ AByXCTOpOHHEH ciabocTu me-
penHux OO0NBIIEOCPIIOBEIX MBI WIIM MTO3a. B 1mo-
CIEIYIOLIeM DPa3BUBAIOTCS AHCTaJbHBIE Mape3bl PyK,
3aTpyAHEHHE IJIOTAHUS, OTPaHUYEHUE ABMXKEHUH Ii1a3-
HBIX SI0JIOK BO BCE CTOPOHBI M cIa00CTh MBIIIIL JIMLA.
XapaKkTepHbIil IPU3HAK — TSKEI0€ MOPaKEHUE MUMHU-
YECKUX MBIIIL], BEIPAKCHHOE OIPAaHUYCHUE JIBHKCHUN
IJIa3HBIX SI0JIOK W MTO3. Y TakuX OOJIBHBIX ONMHCAHO
«MHOTIATUYECKOE» JHIO. MplmeyHas caabocTh Mo-
CTENEHHO PACTIPOCTPAHSIETCS OT JUCTATBHBIX OT/IEJIOB
PYK M HOT K MPOKCHMaJbHBIM, TaK 4YTO 4yepe3 25 jer
OOJBHBIE CTalM «KOJSACOYHBIMUY. [loparkeHme MBI
[JIOTKA MEHEE 3HAYMTENBbHO, YeM IPH OKYJIo(hapHH-
reaJlbHOW MbIIIEYHON Juctpoduu. Takum oOpazom,
OKYJIO(apuHTOAUCTANIbHAS JUCTPO(PHS KIMHUYCCKU
nmpoTekaeT Tskenee. VIMEIOTCS BaKyoJdH «B OIpaBey,
HO HET HUTCBHUHBIX SIACPHBIX BKIIOUCHUN. [ eH KapTh-
poBaH B 5q31. He Haiimeno myTtaiuu B rene PABP2.
Taxum 06pa3oM, 3T0, O-BUIAUMOMY, CAMOCTOSITENIbHAS
HOo30JI0rHYecKas popma, OTIIMYHAS OT OKyJo(apuHTe-
aJIbHOM.

P.S. B 2019 r. xnaccudukanus HACIEICTBEHHBIX
HEpBHO-MBIIICUHBIX ~ Oone3Heid ObLia  mepeusaaHa
C YBENMYECHHEM 4YHCIa PaA3TUYHBIX MOJEKYISPHBIX
BapUAHTOB; B YACTHOCTH, KOHCUHOCTHO-TIOSICHBIX THUIIOB
M/] 65110 omcano 48 (13 Al u 35 AP), a mucTaabHBIX
tunioB MJI — 21 (16 AL u 5 AP), cm. [20].

KonduaukT mHTEepecoB. ABTOPHI 3asgBISAIOT 00 OT-
CYTCTBUU KOH()INKTA UHTEPECOB.,

duHaHcupoBaHue. VccienoBanue He UMEIIO CIIOH-
COPCKOM MOAAEPIKKHU.
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BOTYJIMHOTEPAIIUS ITPU HEBPOITATUU JIMINEBOI'O HEPBA
3asanuit J1.b., Ilempurxoe C.C., Pamazanos I'.P., Yexonaukas K.U.

TocynapcTBeHHOE OIOKETHOE YUpexkIeHUE 3paBooxpaneHus ropoaa Mockssl «HayqHo-nccienoBaresibCKiii HHCTHTYT CKO-
poit momouw M. H.B. Cximndocosckoro JlenapramenTa 3apaBooxpanenus ropona Mockssny, Mocksa, Poccust

Hesponamus nuyegoco nepsa npusooum K epyovimM HAPYUIEHUAM, 8 MOM YUCILE BbIPAHCCHHOMY ICIMEMUYECKOMY Oe-
hexmy, komopwlil 601€3HEHHO BOCHPUHUMAETC NAYUEHMOM U COYUATbHO e2o dezadanmupyem. OOHUM U3 HOBLIX
9 pexmusHbIX MEMOO08 eueHUs. HeBPONAMuU TUYe6020 Hepea AGNAEMCs npuMeHenue 60myIUHUYecKo20 MOKCUHA
muna A. Bomynunomepanus nposooumcs kak 6 ocmpom nepuooe 3a001e8anus O YIyUUeHUs CUMMempUulL, 80CCMa-
HOBNeHUs (DYHKYUU MbIULY NOPAICEHHOU CIMOPOHbL, NPOQUIAKMUKI PA3GUMUSL KOHMPAKMYP, MAK U 8 XPOHUUECKOU
cmaouu — ¢ moii dice Yenvio, a maxdice 01 Koppekyuu cunkunesuil. bomynunomepanus moscem paccmampugamvcs
U ¢ no3uyUY ICMeMu4ecKoli KOppeKyuu, NOCKONbKY AGNAemcs atbmepnamusol niacmudeckum onepayuam. C yenvio
yempauenus 1a2oghmanvma U npensmcmeuss pazeumuio 0QmanbMonr0eUeckux 0CA0MCHEHUN UHbeKYUuU OOmYIuHU-
4ecKk020 MOKCUHA MO2YIM NPOGOOUMBCSL 8 MblUY), NOOHUMAIOWYIO 8ePXHee 6EKO, GbI3bl6As GPEMEHHbII 0OPaAMUMbIIL
Medukamenmosnwiil nmo3. Onpedenen Kpye 60npocos, mpedyouux ymouHeHus.

KnaoueBbie cnoBa: HEBpOIIaTHA JIULECBOI0 HEPBA, Mmapajinv ECJ’IJ’Ia; 60TyJ'II/IHI/I‘{eCKI/II71 TOKCHUH THUIIA A; aCuUMMeE-
TpUA JINla, CHHKUHE3WH.

Jas uurupoBanus: 3asanuii JI.b., [lerpukos C.C., Pamazanos I'.P., Uexonankas K.W. BorynuHorepanus npu HeBpo-
TIATUH JIAIEBOTO HepBa. Poccutickuii nesponozuueckuti scypran. 2020;25(1):23-28. (Russian). DOI 10.30629/2658-
7947-2020-25-1-23-28.
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BOTULINUM THERAPY IN FACIAL NERVE NEUROPATHY
Zavaliy L.B., Petrikov S.S., Ramazanov G.R., Chekhonatskaya K.I.

State budgetary health institution of Moscow «Research Institute of Emergency Care named after N.V. Sklifo-
sovsky Moscow Board of Health», Moscow, Russia

Facial neuropathy leads to gross functional disorders, which is manifested by an aesthetic defect. Face distortion may
be social desadaptive of the patient. One of the new, effective and promising methods of treatment of facial neuropathy
is injections of botulinum toxin type A in the facial muscles. Therapy with botulinum toxin is used both in the acute
period of the disease to improve symmetry, restore muscle functions of the affected side, prevent the development
of contractures, and in the chronic period — for the same purpose, as well as for the correction of synkinesias.
The method can be considered as aesthetics, because it is an alternative to plastic surgery. In order to eliminate
lagophthalmos and prevent the development of ophthalmic complications, injections can be carried out in the muscle
that raises the upper eyelid, causing temporary reversible drug ptosis. The range of issues for study is defined.

Keywords: facial neuropathy; Bell palsy; botulinum toxin type A; facial asymmetry; synkinesis.
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Hespormatust nutieBoro wepsa (JIH) sBisiercs 3a60-
JIEeBaHMEM, 3HAYUTEIBHO U3MEHSIONIMM JIUIO, BHI3bIBA-
IOIIMM (YHKLMOHAJIbHBIE, 3CTETUYECKHE, ICHUXOJIOIHU-
YECKHEe PacCTPOiiCTBa, OOJE3HEHHO BOCIPHUHUMAETCS
nanueHToM [1, 2]. Ilpu pa3BuTUn OCTpOil HEBPOMATHU
JIH mosBisieTcst acHMMETpUSI JIMIA M3-3a Nape3a H/uin
IUIETMM MUMHYECKUX MBIIIL BOBJICUEHHOH (MIICHIiaTe-
pajibHOM, MOPaKEHHOW, «MapajJIu30BaHHO») CTOPOHBI.
YcnoBHO 370poBast (KOHTpiaTrepaibHas) CTOPOHA KOM-
MIEHCATOPHO BKJIIOYAETCs B paboTy, ¢ TEUEHHEM BpeMe-
HHU CTAHOBUTCSI TUIIEPAKTUBHOM, MUMHUYECKHE MBILIIIBI
HaXOJSTCSI B COCTOSSHUM TIOCTOSIHHOTO HAIpsDKEHUS,
COKpAILlCHUs, YKOPauMBaIOTCs, THUIEPTPOPUpPYIOTCS,
Ppa3BHUBAIOTCA KOHTPAKTYPBI, YTO YXYALIA€T COCTOSIHHUE
HOPAKEHHOW CTOPOHBI, YCHJIMBAET MEPEpacTsKEHUE
MHUMHYECKHX MBIIIL. ACHMMETPHS JIHIA yCyTyOnseTcs.
BroipakeHHbI T1ape3 MBI NPUBOAUT K HAPYIICHUIO
ApPTUKYJALUM, PEYM, a TAaKKe HE CMBIKAeTCs IvIa3Has
11€J1b, MOSIBISIETCS CJI€30TOUYNBOCTD MJIM CyXOCTh IVIa3a.
IIpn onpenenennom ypoBHe nopaxenus JIH paszBua-
IOTCS paCCTPOMCTBA BKycCa, CIyXa U APYI'HE CUMIITOMBI.
Co BpemMeHeM NpH HENPaBWIBHOM BOCCTAHOBJIEHUU
HEpBa MOTYT TOSBUTHCA HEMPOM3BOJILHBIC JBIKEHUS
pa3HOH CTeNeHU BEIPAXKEHHOCTH (CHHKUHE3HH), a CIIa3M
MBIIII] ¥ KOHTPAKTYPBI IPUBOAAT K PA3BUTHIO OOJIEBOTO
cuaapoma [3-9]. Hesponarust JIH moxer ObITh MIuO-
naTudeckoi (mapanud benmna) umu sSBISITHCS CIIEICTBU-
eM TpaBM, 00bEMHBIX 00pa3oBaHU, WHPEKINH, MeTa-
OONMMYECKUX HAPYIICHUH, TCHETUYCCKUX 3a00JIeBaHMI
u T.4. [laronorus yaie pa3BUBaeTCs y JIUI MOJOAOTO
Bo3pacta B cpennem y 20—-32 na 100 000 gemoBex B rof
B o0mieit oyt [7, 10, 11]. CoBpemMeHHOE ITedeHune
HeBponarun JIH BkiIrO4aer MeIMKAMEHTO3HBIE, HEMe-
JUKaMEHTO3HBIE M XUPYypruueckue crnocoobl. OnHNM U3
HOBBIX, 3 ()EKTUBHBIX U MMEPCIIEKTHBHBIX HANPaBICHUN
ABJsieTcsl OOTYJIMHOTEpanusl.

BoryiuHoTepanus nNpH OCTPOl M XPOHMYECKOH
nesponaruu JIH. R.P. Clark u C.E. Berris B 1987 1.
BIIEpBbIC BBEIIM OOTyTUHHYEeCKHH TokcuH THma A (BTA)
B KOHTpajaTepajbHYI0 CTOPOHY IMAlMEHTy C TpaBMa-
TUYECKUM TIOBpEeKJeHHEeM Jo0HOW BerBu JIH, momy-
YEHHBIM BO BpPEMsl PUHOIIACTUKH, C LIETIbI0 KOPPEKIUU
CUMMETPUH JIUIa U OTMETHIIN TTOJIOKHUTENbHBIN 3 dexT
[12, 13]. B nocnenytommx nuccieqoBaHusAX OBLIO MOKa-
3aHo, 4Tro npuMeHeHne bTA y manueHToB ¢ HeBpoma-
tueit JIH npu BBeJiIeHHU B YCJIOBHO 3/I0POBYIO CTOPOHY
B XPOHHYECKOM Tiepuozae Oe3omacHo U 3PQPEKTUBHO.
AcuMMeTpus JIMLA YMEHbIIAETCS HE TOJIbKO Onaronaps
paccnaOleHuI0 TUIMEPAKTHBHBIX THIETPOPUPOBAHHBIX
MBIIIL KOHTpalaTepaJbHOW CTOPOHBL, HO U HEKOTOPOMY
MOBBIIIEHUIO CHUJIBI MBIIIL MIICHIATEPATIbLHOW CTOPOHBI
[2—4, 6, 8,9, 14]. bbuta BEIIBHHYTA TUITOTE3a, YTO TIOCIIS
NpoBeJeHKs] OOTYIMHOTEpauy KOopa TOJIOBHOIO MO3Tra
MOJIBEPraeTCsl HEKOTOPOoU peopranm3aruu [15, 16]; ato
SBJICHUE Ha3BaJM «(PECHOMEHOM IepepacipeesieHUs
cuely. Ogaako K.H. Choi 1 coaBT. mpu3bIBarOT mOapo0-
Hee M3yuuTh AaHHbIA (eHomeH [17]. M. de Maio u co-
aBT. MOKa3aJM, 4TO OOTYIWHOTEparvs He TOJBKO CIIO-
COOCTBYET YMEHBILICHHUIO aCHMMETPHHU, HO U MTO3BOJISET
KyIHpOBATh Pa3BUBIIUIICS THIIEPKUHE3 HA KOHTpajare-
panbHO# ctopore [18]. B aT0it pabote maruenTam ¢ He-
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Bpomatueil JIH gaBHOcThIO Oonee omgHOTO TOMA (B TOM
YHUCJIC TOCTE OMEPATHBHBIX BMEIIATEIHLCTB) BBITIONHS-
muchk uabeku bTA (AbobotulinumtoxinA) B 310po-
ByIO CTOpOHY. B mepmos nmeiicTBus mpemnapara 3HaYNMO
YMEHBIIAINCh aCHMMETPHsI JIMIA U IMTOBBIIICHHAS MBI-
IIeYHasl aKTUBHOCTh, MAI[UCHThI OBUIA YJIOBJICTBOPCHBI
nporeaypoil. PazsuBimecst moOo4HbIe sIBIEHUS (TPyII-
HOCTH TIPY MUThE, MUTAHUH U Pa3roBOpe) ObLTH CBSI3aHbI
¢ OoJsiee BBICOKOH /10301 mpemnapaTta U Ooiiee CHIIBHBIM
pacciiabJaeHHEeM MBIIIIL], T0O3TOMY aBTOPBI PEKOMEHI0Ba-
JI1 HAYMHATH JIeYeHUEe ¢ MUHUMAaNTBHBIX 103. A.G. Salles
Y COAaBT. MPOBEJIH UCCIIECIOBAHUE, B KOTOPOM TAKXKE C I1e-
JIBI0 KOPPEKITUH AaCUMMETPHUH JIMIIA BBHITTOIHSIIA HHBEK-
nuu BTA (OnabotulinumtoxinA) B 3710pOBYy0 CTOPOHY
manueHTaM ¢ HeBponaruel JIH maBHOCTBIO yke Ooiee
nByx JetT. [lomydeHBl CTATHCTUYECKH JIOCTOBEPHBIC
JTaHHBIE 00 YMEHBIIEHUH CTETICHW aCHMMETPHH JIHIIA.
Ha 3nmopoBoii cTtopone uepe3 1 mMec. mocie mpoueny-
pBI ObUTa BRIpa)keHHas cIa00CTh MUMHYECKUX MBIIIIII,
OJTHAKO 4epe3 6 MeC. Chila MBI BOCCTaHABIUBAJIACH,
B TO BpeMsl KaKk Ha MOPaXCHHOH CTOpPOHE B TEYEHHE
1-ro MecsIia mocie Nporeyphl CHIa MBIIII] HapacTaia
U COXpaHsyach J0 6-ro mecsma (ymydmenue Ha 18%,
p =0,001). Onenka 3¢ppeKTUBHOCTH OOTYIMHOTEPATTHH
MIPOBOAMIIACE HE TOJNBKO KIMHWYECKH, HO U TOCPEI-
CTBOM 3JIGKTPOMHUOTpayK — Ha MOPAKEHHON CTOPOHE
HapacTaJ MOTSHITUA ICUCTBHSI, OMHAKO CTATUCTHUCCKU
JIOCTOBEPHBIEC PE3yJbTaThl 110 JAHHBIM MHCTPYMEHTAIIb-
HOTO METOJIa WCCIEAOBAaHUS HE OBUIA TOIYYEHBI, OT-
MEYEeHBI TOJBKO TEeHJCHINU. HexenarenpHbie sSBICHUS,
CBSI3aHHBIC HCKITFOUUTEIBHO CO CJ1a00CThIO MBIIIIIT, ObLTH
MUHHUMaJIbHBIMU U mpoxoAuiu uepe3 2—-3 Hea. Ha oc-
HOBAaHUU TOJyYCHHOTO OMbBITA ABTOPHI PEKOMEHI0BATN
npoBoauTh MHBEKIMU BTA xaxmeie 6 mec. B pabore
BBICKA3aHO IMPEJIIOJI0KEHUE, YTO 00Ty TMHOTEparus (-
(beKTUBHA W TIPU OCTPOU WIMOMATHYECKONW HEBPOIIATHH
JIH, oaHako He MOXET OBITh 3aMEHOW OIEPaTUBHOIO
nedenus [ 14]. Hekotopsle uccieaoBareny n3yvaiu aeu-
ctBue bTA npu Hauane Tepanuu B 6oJiee MMO3AHNUE CPO-
ku 3a0oneBanus. S.A. Sadiq u coaBT. peTPOCTIEKTHBHO
MpoBeJM 0030p ciy4aeB jiedeHus Hepporatuu JIH nas-
HOCTBIO B CpeliHeM & JieT ¢ nomolbio BBeneHuss bTA
(AbobotulinumtoxinA) ¢ HeJIbI0 YMEHBIIUTh HHKHIOKO
ACHMMETPHIO JINIIA; TPeTrapar BBOJMIICS TOJIBKO B HIXK-
HIOIO TPETh JIMIIA 3/JOPOBOM CTOPOHBI. ABTOpPHI pabOTHI
CIeNaTH BBIBOI, UTO JIFO0OM MAIMEHT C HETIOIHBIM BOC-
craHopneHneM (ynkiuu JIH mMoxker ObITh HarpaBlieH
Ha uHbekiMu BTA, mockoiibKy mponeaypa 3Ha4uMO
yAy4IIaeT CHMMETPHUIO JIMIIA, YIBIOKA U apTUKYJISIUIO.
HeoOxoamMo OTMETHTH, YTO €CIHM Omeparus Ha JINIe
MOXKET YXY/IIIUTh OCTATOYHYIO (PYHKIIUIO JIUIIEBOTO HE-
pBa, TO OOTyIMHOTEpAr¥s, HA000POT, COTPOBOKIACTCS
ee ymyumieHueM [19].

[TockombKy B MHpPE UCIIONIB3YETCs MHOTO BUIOB BTA,
a eIMHUIIBI PENapaToOB HE B3aMMO3aMEHSIEMbI, TpeOyeT-
sl IPOBE/IEHNE NCCIIEOBAHUH C IIETHI0 BBIOPATH Ty UIIN I
Mperapar Wik ONTUMAJbHBIE JI03bI B CIIy4ae BBEICHUS
kaxxaoro u3 npenaparoB. A.F. do Nascimento Remigio
M COaBT. TPOBEIM PAaHJOMHU3UPOBAHHOE HCCIIE0Ba-
HHE TI0 CPAaBHCHUIO NEUCTBHSI NIByX IMpEmapaTtoB —
OnabotulinumtoxinA u AbobotulinumtoxinA. Ilamu-
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eHTam ¢ Heppomarueit JIH naBHocThio Oomee 2 neT
(B TOM UmCIE MOCTEC ONMEPATUBHBIX BMEIIATEIHCTB) BhI-
NOJIHANUCH UHbeKIMU BTA B 310pOBYIO CTOPOHY C Lie-
JIBI0 KOPPEKITUH CUMMETPHH JInIa. B HHANBUAYaTHHBIX
Jl03aX, PACCYMTAHHBIX Ha OCHOBAaHWHU pa3pabOTaHHO-
rO paHee MPOTOKOJIAa KIMHWKHU, BBOIWINCH MpENaparhbl
OnabotulinumtoxinA 1 AbobotulinumtoxinA, OCKOJIb-
Ky HMX JI03bI HEOKBUBAJICHTHBI, 3(()EKTh CpaBHUBAIUCH
¢ KOHBepCHel B COOTHOIIEHUH 1:3 cooTBeTcTBeHHO. O0a
npenapara 3 QeKTHBHO yMEHBIIAIH aCHMMETPHIO JIUIIA,
OJTHAKO YacTOTa HEeXKeJaTeIbHBIX SBICHUH Oblila BHIIIE
npu npuMeHennu AbobotulinumtoxinA (93,3% nporus
64,0%, p = 0,007). HexxenarenpHbIC SIBICHUS OBLIN CBSI-
3aHBl TOJILKO C YPEe3MEPHOM CIab0CThI0 HHBEIMPOBAH-
HBIX MBI W TPOSBIISUIACH JISTKUM 3aTPYJHEHHEM TIPU
pasroBope, MpueMe MUK Uid nuthe. C ydeToM Momy-
YeHHBIX JAHHBIX aBTOPHI TPEIOKHIIN HCIOIH30BATH
mpernaparsl ¢ koaBepcueit equnui OnabotulinumtoxinA
Kk AbobotulinumtoxinA B cootromenuu 1:2,5 [20]. Poc-
cuiickue yueHole — O.P. OpnoBa u COaBT. — TakKke
CUMTAIOT, YTO HEOOXOIWMO MPHHHMATh BO BHHMaHHE
KOHBEpCHIO €AMHUI pa3HbIX npenaparoB bTA [21]. Ta-
KHM 00pa3oM, BO BCEX MPOAHAIN3UPOBAHHBIX UCCIIE0-
BaHUSX TOKAa3aHO, YTO MPU XPOHUYECKONH HEBPOIATUU
JIH napekuyn BTA B 310pOBYIO CTOPOHY YJydlIarOT
CUMMETPHIO JIUIA, SBISIOTCS METOOM MPO(HUIAKTHKH
Y JICUCHUS TUIICPKIUHE30B M MBIIICYHBIX THIIEPTPOPHIL.
[Tocne nospexaenust JIH naxke npu ero ontumaib-
HOHM PEKOHCTPYKITUU HAPYIIACTCS WHHEPBAIHS 10 MPHU-
YIHE HENPaBUJIbHOW OPUEHTAIUN aKCOHAJIBHOTO CIIPY-
THHTA ¥ TIOTUUHHEPBAIINH KOHIIEBBIX IIACTHHOK MBIIIIIT
mura. Ha mopakeHHOH cTOpOHE cO BpeMEeHEeM pa3BHBa-
FOTCSI TIATOJIOTHYECKUE JBIDKCHUSI — CHUHKUHE3UH [22,
23]. JluueBble CHUHKUHE3UHU OMUCHIBAIOTCS KaK «HEHOP-
MajbHAs CHHXPOHM3AIUS JBIDKCHUS, MPOUCXOIIIAS
MIPH TIPOM3BOJILHOW WIIN Pe(IIEKTOPHOU AEATEeIHHOCTH
MBIIIIII, KOTOPHIE B HOPME BMECTE HE COKPAIIAIOTCSD»
[24]. Henpou3BonbHbIE COKPALIECHUS BIUSIOT HA CUMMeE-
TPHIO JIMIIA, CII0KHO KOHTPOJIMPYIOTCS MEIUKaMEHTO3HO
1 HeMeTMKaMeHTO3HO. DeHOMEH pa3BUTHS CHHKUHE3UH
0OBACHSIOT HECKOJILKO TUTIOTE3: KOPKOBAs IJIACTUYECKAs
peopranuzanus nocie HapyueHus agdepenrarmn [25],
siiepHas mepectpoiika u ap. [26]. MHoro nccienoBanuii
nocesieHo BejeHnto bTA maruenTam ¢ XpoHU4YecKkon
HeBpoIaTHel UMEHHO B MTOPAaXXEHHYIO CTOPOHY C LIEJIbI0
MpO(MMITAKTHKY W/HITH JISYeHUsI CHHKHHE3nH. Harmpumep,
B MHOTOIICHTPOBOM JIBOMHOM CJICIIOM ITJ1arie00-KOHTPO-
mupyeMoM uccienoBannu G. Borodic m coaBTt. m3yda-
JIU CHHJPOM a0EeppaHTHOW pereHepalvy y MalUeHTOB
¢ mepomnatueit JIH maBHOCTRIO 6 Mec. Kak m3BecTHO,
y JJaHHOU TPYIIIbI OOJIbHBIX PA3BHBACTCS OPOOKYIISIpHAS
cuakuHe3ns. C momompio nHbekil bTA B mopakeH-
HYIO CTOPOHY OCYIIECTBISLIACh d(Hh(HEKTUBHAS KOPPEK-
s pacctpoiicts [27]. S.W. van Landingham u coasr.
PEKOMEHIYIOT BCEM MALUEHTaM C TSKEIbIMUA CTOMKUMU
CHUHKHMHE3WSIMH HasHadaTh WHbeKIuu bTA. Manekunun
MIPOBOASATCS B MBILIIBI BEPXHEH U HIKHEU TPETU JULA.
Mpinsl cpeHen TpeTu Jimia (Majgast U OOoibIIas CKy-
JIOBBIE) HHBEIUPYIOTCS PEIIKO, YTOOBI N30€¥kKaTh ITPOBHU-
CaHUs CpedHEH TPeTH JuIla, IPOTEKAHUS CIIOHBI U HEU-
neHopasenbHoH peun [28]. Heo0XoauMo OTMETHTB, 9TO

REVIEWS

HEKOTOpBIE aBTOPBI HACTAUBAIOT Ha OOJIee arpecCUBHBIX
XUPYPrUYECKUX METOJMKaX JICYeHUS CUHKWHE3UH (MH-
9KTOMMH PA3HBIX MBILII] JIMLA), HO 3TO CKOpPEE HCKIIIO-
yenwue [29].

IIpu neuenny CHHKMHE3UH U BBEICHUN HEUPOIIPOTEH-
Ha TOJIFKO B MBIIIIIIBI TOPAKEHHOM CTOPOHBI JIMIIO Mallu-
eHTa OygeT ocTaBaThCsi acUMMETpHuYHBIM. llockonbky
HeBpornatuss JIH MokeT OBITH OCIOKHEHa pa3BUTHEM
KOHTpaJaTepalbHbIX TUIEPKUHE30B W HIICHIIATEpasb-
HBIX CHHKHHE3MH, a 0/lHa U3 3334 Teparuu — BoccTa-
HOBUTb CUMMETPHIO JIMLA, TO B XPOHUUECKOM IIEPUOAE
ueBponaruu JIH ompaBnano Beenenue bTA B mMumu-
YECKHUE MBIIILbBI U NOPAaXEHHOU, U YCIOBHO 310POBOM
nosioBuH Juina. K.H. Choi u coasrt. [17] npoBenu mpo-
CIIEKTUBHOE KJIIMHUYECKOE HCCIICNOBAHUE IO JICUEHUIO
MALIUEHTOB C XpoHMYeckoil Hesponarued JIH naBHO-
CTBIO B cpefHeM 16,9 Mec. pa3IMIHOTO TeHe3a ¢ YacTHY-
HBIM BOCCTAHOBJIEHHUEM, OJJTHAKO CTEIIEHbIO aCUMMETPUU
He Hwke 0,9, ¢ pa3BUBIIMMHUCS CUHKWHE3USIMHU Ha TIO-
POKEHHOM W TUNepTpodUsIMH Ha 340POBOH CTOpOHE.
KontpompHas rpymma coctosiia u3 100 3mopoBeIX 10-
OpOBOJIBIIEB, Y KOTOPBIX TaKKe MPOBOAMINCH M3MEpe-
HUS U PACCUUTHIBAIACH CTETICHb JINIIEBOW aCHMMETPHUH.
BBonwmn npenapar OnabotulinumtoxinA B oguHapHoOH
JI03¢ B TMOPaXCHHYIO CTOPOHY M B JIBOMHON 1q03¢ —
B 30poBYyI0. Uepe3 mecsll mocie Mpoueaypsl y Bcex
MAIMeHTOB HAOIONAI0Ch 3HAYUTEIHLHOE YMEHBIIEHUE
CHUHKHMHE3UH U yAy4IICHHE CUMMETPHH JIUIA, YTO MpU-
BEJIO K YIY4YIICHHUIO BHEIIHErO BUA, COIMAILHOTO B3a-
UMOACHCTBHS, IPHUEMa MHUIIX, K MOBBIILICHUIO Ka4yeCTBa
xku3an. W3 ocnokHeHnit — y 9% marnueHToB HaOIIO-
JaJICsl TIPEXOSIIIUM NTO3, KOTOPbI OOBSCHUIN CIHMII-
KOM BBICOKHMMHU JI03aMU TIpernapara Jiyisi O4eHb MaJIeHb-
KO MBIIIIBI (TabneOpaabHas 4acTb KPyTrOBOM MBIILIIBI
m1a3a) — npoucxomut Auddy3uss Ha MBI, TOTHH-
MaloIlyto BepxHee Beko. st npoduiaakTuKu JaHHOTO
OCJIOKHEHHSI aBTOPBI PEKOMEH IOBAJIN TIPY BBITIOJIHEHUHT
WHBEKLUH B NAJIbI1COPabHYIO YaCTh KPYTOBON MBIILIIBI
Ia3a yMEHbBIINTS /103y Mpernapara.

Bonpoc ucnonszoBanusa BTA B octpoM nepuoje He-
Bponaruu JIH siBisiercst oco6eHHO nHTepecHbM [ 14, 30,
31]. MabeKIuy BBITOJIHSIOTCS UCKIOYUTENBHO B 3]10-
poByto cTopoHy. IIpoBeneHo nccnenoBanue, MOCBAIICH-
HOE€ IPUMEHEHHIO OOTYJIMHOTEPAIINH B OCTPOM IIEPUOIE
HeBponatuu JIH paznuuHoro renesa (M1uonaTuueckoro,
BHUPYCHOTO, TPABMAaTHYIECKOI0) B CIIy4asixX, KOTaa XUpyp-
THYECKOE JIeUeHUe ObUIO He TOKa3aHO MJIM MPOTUBOIIO-
kazano [32]. BTA (OnabotulinumtoxinA) BBomuiCS ma-
LIMEHTaM B 3/I0pOBYIO ITOJIOBUHY Jula. B TeueHune 6 mec.
OT MOMEHTA IIPOBEACHUS IPOLIELYPhI y NALIEHTOB YIIyd-
manach GyHKIUS MUMAYECKHX MBI Ha TOPaKCHHON
CTOPOHE, YMEHbILIAJIACh CTeNEeHb acuMMeTpun. [lpuuenm,
y 44% TauMeHToB 3HaYMMOE YIy4llIeHHE HaOII0AaI0Ch
y>Ke B epBhIi Mecsrr rocie iederus. O. Guntinas-Lichi-
US U COABT. TPOBEIH SKCIIEPUMEHTAIBHOE NCCIIEOBAHUE
Ha B3pOCIBIX KpbIcax, Mokazasiiee 3QHekTHBHOCTH 00-
TYJIMHOTEpANUN COBMECTHO C OIEPATUBHBIM JIEYEHUEM
(manoxxennem amactomosa) [33]. IlomydeHbl HaHHEIE,
JOKa3bIBAIOLINE, YTO BPEMEHHAs XUMHYECKas JCHEp-
Barusi ¢ nomonisio BTA koHTpanarepanbHO CTOPOHBI
yiay4diaeT MOp(poJIOrHIecKyto U (PyHKIHOHAJIBHYIO pe-
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OB30PbI

TEHEPALNIO JUIEBOTO HEPBA IOCIE €ro MOBPEKICHUSI.
Kpbic pazgenunu Ha 4eTbIpe TPYHNBl B 3aBUCHMOCTH
oT BuJa JeyeHus. [lepBoil rpynme HakiIaablBad aHa-
CTOMO3 MEXIy IIEYHBIMHU BETBSMHU JIMIIEBOTO HEpBa.
BTopoii rpymnme BBINONHSAIM aHACTOMO3 M HHBEKLIUU
BTA (AbobotulinumtoxinA) B HOpak€HHYIO CTOPOHY.
Tperbell rpynmne HakiIaAbIBadld aHACTOMO3 U BBIIOJIHS-
JIM UHBEKIUH B 3/I0POBYIO CTOpOHY. UeTBepras rpyImmna
nmony4ana Tonpko mHBEKIHMI0O BTA 06e3 omeparmBHOTO
BMemarenbeTBa. Jlanee copMUpOBaIM TPH TPYIIIBI
B 3aBUCHUMOCTH OT IIEJIM KCIIEPUMEHTA: MTOI00pP H036I
mpernapara, aHajli3 KadecTBa aKCOHAJIbHOW peuHHep-
Baruy (HaHOCWIHCH QuryopectieHTHble MeTkn Ha JIH),
(yHKIMOHAIBHOE HccienoBaHue peuHHepBaiuu JIH.
Hammyumas Mopdomorndeckas u  (QyHKIHOHATLHAS
peuHHepBalys Habmonasach y KpbhIc ¢ aHaCTOMO30M
u uabekusiMu BTA B 370poByI0 CTOPOHY, Ha BTOPOM
MecTe 10 3PPEKTUBHOCTH JICUCHUsI ObUIa OOTYJIMHOTE-
panms 6e3 XUpypruaecKoro BMENIaTenbCTBa.

M3BecTHO, uto HeBponarus JIH moxkeT pa3BUThCS 1O-
clie Xupyprudeckux ornepauuit. Hanpumep, y naiiueHToB
nocne ypaneHuss HespuHoMbl VIII mapsl yepenHo-mos-
TOBBIX HEPBOB, YTO MOXET OBITH CBSI3aHO CO CJIOKHBIM
AQHaTOMHWYECKUM pacllOJIOKEHUEM HepBa y Iepe/iHe-
HIDKHETO TOJIFOCA OITYXOJIH, TIPH CHAasHHOCTH OITYXOJH
¢ JIH, npu pocte onmyxoiau B OpajbHOM HalpaBlICHUH,
MIPH OTTYXOJIH C HEYSTKIMH TPAaHUIIAMHU B C pa3MEpPOM OT
11 no 30 mm. TpagUIMOHHO NIPHU Pa3BUTUU HEBPOIATUU
JIH nocne HelpoXupypruyeckux orneparui naiueHTam
HA3HAYAIOTCS KOPTHUKOCTEPOUIbI [0 aHAJIOTUU C Iapa-
muaoMm bemma, ogHako B psijie cilyd4aeB TOpMOHAJIbHAs
Tepanus IpoTUBONOKa3aHa. M.A. AKyJIOB U COaBT. IPO-
BEJIM MCCIEeI0OBAaHUE C y4acTHEeM IalleHTOB C «OTCpPO-
yeHHOUM HeBpomaruei» JIH mocne ynaneHus HEBpUHO-
MBI ciryxoBoro Hepsa (Oonee 11 cyt) [34]. [Tanuenram
C IPOTUBOINOKA3aHUSIMU K HA3HAYECHUIO KOPTUKOCTEPOU-
noB npooanian uHbekiuu bTA (IncobotulinumtoxinA)
B MHUMMYECKHUE MBILIIbI 310POBOM MMOJIOBUHEI Juna. [1a-
IUEHTHI TPYIIBl CPaBHEHUs MOIy4ald CTaHIApPTHYIO
Tepanuio (IPeAHU30I0H B A03€ | MI/KT/CyT B TedeHue
5-7 nueii). Yepes 3 Mec. moce JIeUeHUs BBISIBICHA 3HA-
yuMas MOJIOKUTEIbHASI AUHAMUKA B BHUJIE MOJIHOTO pe-
rpecca acuMMeTpuH Juia 1o mkaine House—Brackmann
B 83,3 1 93,3% ciny4aeB y HalluEHTOB OCHOBHOM I'PYIIIIbI
U TPYIIIBI CPABHEHUSI COOTBETCTBEHHO. boTynuHoTepa-
MTHST MOXKET OBITH PEKOMEH/IOBaHA B KaueCTBE abTepHa-
TUBHOM Tepanuu NalueHTaM ¢ «OTCPOYEHHOM» HEBpO-
natueit JIH, pa3BuBiieiics nocie ynajieHus: HEBpUHOMBbI
VIII napsl 4epenHO-MO3rOBbIX HEPBOB, WU C MOCHEN-
CTBUSAMM APYTUX HEUPOXUPYPrUYECKHX BMEILIATEIBCTB
[30, 34].

Boryaunnorepanus npu aaropranbme. OTHIM U3
OIMacHBIX cUMNTOMOB HeBponaruu JIH HepBa aBnseTcs
nmaroTagbM — HEMOJHOE CMBIKAHWE TIA3HOW NN 110
npuYrHe c1aboCTH KPYroBoW MBIIIIBI Diaza. B 3apy-
OEKHBIX KITMHIYECKUX PEKOMEH IAIUAX 110 JICUEHUTO He-
Bponatuu JIH onpeneneno, 4to Bcem nanueHTam c J1aro-
(hrajbMOM HEOOXOIUMO KaK MOYKHO paHbIle 00CCIECUnTh
NPOTEKLHUIO POTOBHLI C LEJIBI0 MPOQUIAKTHKH 00pa-
3oBaHms s3B [35, 36]. OgHAKO MpU BRIPAKECHHOM pac-
CTPOMCTBE MPOBEACHNE KEPATONPOTEKIIMH MOXET OBITh
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HEJIOCTAaTOYHO U TpeOyeTcss NCKYCCTBEHHOE 3aKpPBIThIE
I7a3a ONEePaTHBHBIM IyTeM. XUPYPTrHYeCKHEe METObI
KOPPEKIMH TapaJUTHIECKOTO JIaro)TaibMa OIMHCAHBI
B MoHorpaduu f.0. I'pymn u coasrt. [37]. B xayectse
aJBTEePHATHBBI YITWBAHUIO TIIa3HOM IIENTH BCE Yallle Uc-
MOJb3yeTcs OOTYIMHOTEparus. BBIMOTHAIOTCS WHBEK-
uuu BTA B Mblly, NOAHUMAIONLYO BEPXHEE BEKO, UTO
MIPUBOJINT K ee BpeMeHHoMy nTo3y [37, 38].
Coyeranue 0OTYJIMHOTEPANIUM C JAPYTMMH MeTO-
aamMu (usnveckoii peaduauranuu. Bricokas sdek-
TUBHOCTb JeueHus HeBpomaruu JIH gocruraercs co-
YeTaHUEM METOJIOB OOTYJIMHOTEepanuu U (U3NYSCKON
peadbmmmranun [31]. OcobeHHO 2PHEKTHBHO COBMECT-
HOE Ha3HauCHHE OOTYIMHOTEPAIIUN U HEMPOMBILIEYHOTO
niepeoOyuenus (HMII), B ToMm dnciie ¢ HCIIONMh30BaHUEM
ouonornyeckoit ooparnoii cesizu (BOC). Onnako TpeOdy-
IOTCS JJAIbHEHIIe PaHIOMU3UPOBAHHBIE WCITBITAHUS,
MTOCKOJIBKY JIO HAcTOSIILEro BPEMEHH HET eIMHOTO MHe-
Husa B ctagmapTa [28]. S. Monini U coaBT. IPOBOIUITN
paborty 1o jedeHuto xponnueckoi Hesponaruu JIH nas-
HOCTRIO Oosiee 2 et [40]. Ha mepBom dTare manueHTh
Ha MPOTSDKEHUU HE MEHEE Tofla BBIMOJHSIIN YIpaXKHe-
aus HMII mo mertomgmke Kabat — 3apeructpupoBaHo
yacTU4YHOEe yiydiienne 1o Imkaine House—Brackmann
¢ IV=V no II-1II crenenun, HO HAOIIOMANTOCH Pa3BUTHE
CHHKMHE3WH W THUIepKuHe30B. Llenmpro mccienoBaHus
SIBIISUIOCH ONpeZieNieHNe BINSHUS HAa CHHKWHE3WU IIPO-
¢unakTrnueckux uHbekuit BTA B nmopaxkeHHy0 cTOpO-
HY, 4TO HEOOXOIUMO TPH TUIAHUPOBAHUH (HU3UUECKON
peabunuranuu. ['pynmne MarmueHToB MpPOBETH OOTYIH-
HOTEpAIrIo U 4Yepe3 HeJENI0 MPOJOKIIN 3aHATHS 110
meroauke Kabat, a oCTalbHBIM TOJBKO TPOIOJIKIITN
3aHaTUs. PeaOunmuranms Obuta 3¢d¢exkTuBHA B 00eux
rpyMIax ManueHTOB ¢ CHHKHHE3WSIMH, HO B OOJbIIEH
CTENIEHH — Yy TAalWeHTOB, Y KOTOPBIX peaOHIUTaLUuH
npemmrectBoBao jedernne bTA [39]. S. Mandrini u co-
aBT. TIPOBEJIM HCCIIEIOBAaHHE COBMECTHOTO MpHUMEHe-
Huss BTA u neuebnoit ¢uskynsrypsr (JIOK) npu nHe-
Bponaruu JIH u cunkunesusix [43], yTOUHHUB NaHHBIC
JBYX Opeaplaymux uccaenoBanuil [41, 42]. ITauueHTsl
¢ ueBpomaruer JIH pasHoro renesza (oT uguomaruye-
CKOTO 110 TIoCTOmeparonHoro) mpoxomuan HMII ¢ nc-
nonp3oBanneM bOC, a Takke MUHMMYM 3 pas3a ¢ HH-
TepBajoM B 5 Mec. u Oonee monydmid nHbeknuu bTA
(OnabotulinumtoxinA) Ha uncunIaTepalbHONH CTOPOHE
MPENMYIIECTBEHHO B KPYTOBYIO MBIIIILY TJa3a M TIOJ-
KOKHYIO MBIIIITY LICU C LEIbI0 YMEHBIICHUS CUHKUHE-
3UH 1 Ha KOHTpJIaTepaIbHOU CTOPOHE B JIOOHYTO MBIIIIITY
C uenbto yMenbueHus acummerpud. HMII 3axntouanocs
B BBITIOJIHEHUHU TPEX JCUCTBUM Tepes] 3epKajioM — Pbl-
4arh, YNbIOAThCS, CMOPIIUBATE I'yObl. PexoMeHI0BaHO
OBLTO KOHTPOJIMPOBATH CHMMETPUIHOCTD, CTapaThCs He
3aKphIBaTh IJ1a3a, a YIPAKHEHUS BBIIOTHATH B CyOMak-
CUMAaJIbHOW aMIUTUTY/le ¢ TIEPUOJMYHOCTHIO TPH pasa
B JICHb, CAMOCTOSITEIBHO PETYIUPOBATH MPOAOIKUTEIb-
HOCTh 3aHATHS — OCTAHABIMBATHCA IPH TIOSBICHUU
cmabocty Mbim. [lo pesynbraram nccieroBaHusi, BOC-
CTaHOBJIEHHE PA0OTHI MBIIII] TPOOKATIOCH IO YeTBEP-
toit mEabeKMu bTA, a apdexr coxpansics, naxe Kormna
penapar rnpekpamai cBoe aeiicrsue. bosee Toro, Boc-
CTaHABJIMBAJIMICh MBIIIIIBI HYYKHEH TPETH JTUIA, KOTOPhIE
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He OBUIM WHBEIIMPOBAHBI. ABTOPHI JIENAIOT BBIBOM, YTO
B XpOHMUEcKol craauu Heponaruu JIH mnoBropHbie
nabekuuu bTA u kypc JIOK npuBonsar k npaBUiIbHON
paboTe MBIIII, OIHAKO HACTAWBAIOT HAa OTPaHUYCHHUSIX
MIPH TIPOBE/ICHUH UCCIIEOBAHUS U PEKOMEHAYIOT YBEIIH-
YUBaTh KOJIMYECTBO MAIMEHTOB U JIEJIaTh KOHTPOJIbHBIE
TpyMIIBI, 94TOOBI JIOKa3aTh pealbHyI 3()(PEeKTHBHOCTH
KOMOMHHPOBAHHOTO JicucHus [43].

L. Cooper u coaBT. MpoOBeIH CHCTEMATHYECKUI 00-
30p no ucnonb3oBanuio bTA npu edeHnu HeBponaTuu
JIH [31]. Omnako 3 47 mpoaHaMM3UPOBAHHBIX PadbOT
aBTOPBI B 0030p BKJIIOUMJIH TOJNBKO TPU PaHAOMU3HUPO-
BaHHBIX HccaenoBanus [20, 27, 39], mpudeM Bce OHHU
MOCBSAILEHB] JICHEHUIO XPOHHUYEeCKoM Hespomraruu JIH.
Het comHeHuit B TOM, 4TO NpU YCHICHUH JOKa3aTelb-
HOM 0a3bl OOTYITUHOTEPAITUS MOXKET OBITH CTaHJAPTH3H-
POBaHHOW M PEKOMEH]IOBAHHOM METOJMKOU MPHU HEBPO-
naruu JIH.

CymIecTByeT psii BOIIPOCOB, KOTOPBIE OCTAJNIUCh 0e3
OTBETa: ONTUMAJIbHBIE J03bl, TEXHUKH U TOYKH, UHTEP-
BaJIbl BBEICHMSI MpemnaparoB; ¢ (HeKT 00TyTHHOTepaTnu
NpU MCIIOJb30BAaHUM PA3IUYHBIX METOJOB pPeadHiIUTa-
[IMU; OTJAJIEHHBIE UCXOBI. TpebyeTcs 0ObeKTHBU3AIUS
JIMHAMUKH JIEUEHHS, IEPEBOJT KAUECTBEHHBIX TPU3HAKOB
B KOJIMYECTBEHHBIE, HCIIONB30BAaHIE MaTeMaTHdecKon
cratucTukd. HeoOxoauMo NpoBOIUTH padOThI, BKIIIO-
Yarolre CyObeKTHBHYIO OIICHKY MAaIl[IeHTOM CBOETO CO-
CTOSIHUS M aHAJIN3 Ka4eCTBA KU3HHU.

Konduaukr uHTepecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBUM KOH(IINKTa HHTEPECOB.

®unancupoBanme. VccinenoBanue He UIMEIO CIIOH-
COPCKOM MOJAEPIKKH.
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Poccus

Bonesuv Hapruncona (BII) — xponuueckoe HeyKIOHHO npozpeccupyloujee 3a001esanue YeHmpaibHO HEPEHOU ClU-
cmemvl (LHHC), omuocsweecs: Kk epynne CunyKIeUHONAmuil, HAHOCUM CYUeCmEeH bl Yulepd 300P06bl0 HACENCHUsL
NOJICUTI020 803PACMA U 8 NPOYecce NPOSPECCUPOBAHUs. NPUBOOUM K uHearuousayuu. Judgysuonno-mensopras MPT
u npomoxon susceptibility-weighted imaging (SWI) — cospemennvie neunsasuenvie neiposusyaruzayuonnvie memo-
OuKu, Komopble npu COBMeCmHOM npumenenuu y nayuenmos ¢ bII nozeonaiom ne monvko oyenums pacnpeoenenue u
namonocuyeckoe OMIONCeHUe Jicene3d 8 OA3aIbHbIX 2AHSUSAX, HO U €20 8ePOSIMHOe GNIUAHUE HA OUCHYHKYUIO CIPYK-
myp IKCMpanupamuOHOU CUCEMDbL.

Heab uccae0BaHUA — onpedenums KOIUUeCMBeHHOe COOepIHCcaHe dHcele3d 8 Oa3anbHblX eaHeauax y NayueHnos
c Il u 1l emaoueii 6onesnu I[lapkuncona u oyenums e2o iusHUe HA OUCHYHKYUIO KOMNOHEHNO8 IKCMPANUPAMUOHOL
cucmembl.

Marepuan u Metoabl. Oocredosano 67 nayuenmos co BII ¢ 11 (32 6onvnbix) u 1l (35 60abnbix) cmadusmu no Xenl
Apy. Becem nayuenmam blnoIHsAIOCy CKAHUPOBAHUE 20/108H020 MO32d4 HA 8blCOKONONbHOM MP-momozpaghe Siemens
TrioTim (37) ¢ npumenenuem umnynvcnoi nociedosamensrocmu SWI u ouggpysuonno-menzopnoii MPT. Konuue-
CMBeHHAs OYeHKa Cmeneny 0enoHUpPo8anus dxceie3d npogooulacs npu nomowu npozpamvmnozo odecneuenus SPIN
software ¢ obracmsx unmepeca c obeux cmopon: syouamoe s10po mosoceuxa (34), uepnas cyocmanyus (4C), kpacrnoe
sa0po (KA), ckopryna, oneonvit wap (BIL), 2onosxa xeocmamoeo siopa (XA). Taxoice 6 npoexkyuu ucciedyemulx 301
nposooduics paciem yposHs gpaxyuonnou anusomponuu (QA).

PesyawTaTbl. O6Hapydicenvl cmamucmuyecku docmogephule bonee Huskue noxkazamenu @A 6 neeom KL u npasom
KA y nayuenmos c 11l cmaoueii BI1 6 cpasuenuu ¢ nayuenmamu co |l emaoueii no XenlApy. V 6onvnvix co |l cmaoueii
ObLIU BbIAGILEHBI NONOACUTENbHBIE KOppenayuu mexncoy yposiem DA 8 1e6oil ckopiyne u cmenenvbio UnoOUHmMeHcus-
nocmu cuenanra om YC, BIII, KA (6ce ¢ obeux cmopon) u npasozo XA. Ypoeens @A 6 npaeoti ckopiyne Koppeauposai
¢ cmenenvio eunournmencushocmu cuenana om aeeoti YC. 3uauenue @A 6 nesom KA umeno xoppenayuu ¢ eunoun-
mencusnocmoio cuenana om YC, B (sce ¢ obeux cmopon), npasozo KA, nesoti cxoprynet, npasoco XA. V nayuen-
moe ¢ 1l cmaoueit no Xenlpy obnapyoicervl eduncmeenmoie 00Cmo6epHble NOLONCUMETbHbLE KOPPEIAYUOHHbLE C6A3U
mexcoy yposHem DA u cunounmenHcUSHOCMbIO CUCHAIA OM UCCaedyeMblX 30H. neeoe XA u nesas ckopayna, npasas
cxopnyna u neoe XA, nesas YC u npasoe XA coomeemcmeenno. 3nauenus: 2UnOUHMEHCUBHOCIU CUSHANA O 1€B020
KA, npasoti ckoprynul, 1e6oco XA u npasoco BILI nonoscumenvro koppenuposanu ¢ noxkazameiem @A 6 npasoti 4C.
Chudcenue @A 6 snympennem ceemenme neeoeo bIL koppenuposano ¢ yposHem 2unOUHMEHCUBHOCTNU CUSHAAA OM
npaeozo 34 u npasozo KA.

3akiauenne. /Jenonuposarue dicenesa 8 6azanvHbix anenusx npu BI1 enocum 3HauumenvbHwlil 6K1A0 8 NPOSPeccu-
posaHue 3a601e6aHUsA U OKA3bIBAEM GIUAHIUE HA (POPMUPOBAHUE DOTLUUHCIMEA 08UAMETbHBIX NPOAGIEHUI NAYUeH-
mos. [unamuueckas HeuH8asusHAas OYeHKA CmeneHy HAKONJIeHUs UCciedyemo20 Memaiid 8 KOMIOHeHmax sKcmpa-
NUPAMUOHOLL CUCIEMbl NO360UM 60lee MUAMEIbHO OMCLENCUBAMb X0O MeUeHUs. HelPOOe2eHePAMUEHO20 NPoYeccd
u popmuposame epynnvi HAOIIOOEHUS NO PUCKY BO3HUKHOBEHUs 0CnodxcHe Ul b1l
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THE EFFECT OF IRON ACCUMULATION IN THE BASAL GANGLIA ON THE DYSFUNCTION OF
THE EXTRAPYRAMIDAL SYSTEM IN PARKINSON’S DISEASE

Buriak A.B., Trufanov A.G., Yurin A.A., Dynin P.S., Odinak M.M., Litvinenko I.V.
Military Medical Academy of S.M. Kirov, St. Petersburg, Russia

Parkinson’s disease (PD) is a chronic, steadily progressing disease of the central nervous system (CNS) that belongs
to the group of synucleinopathies, which causes significant damage to the health of the elderly and leads to disabil-
ity in the process of progression. Diffusion-tensor MRI and the susceptibility-weighted imaging (SWI) protocol are
modern non-invasive neuroimaging techniques that, when used together with patients with PD, can not only assess
the distribution and pathological deposition of iron in the basal ganglia, but also its likely effect on the dysfunction of
extrapyramidal system structures.

Goal. To determine the quantitative content of iron in the basal ganglia in patients with stage Il and Il (H/Y) Parkin-
son’s disease and evaluate its effect on the dysfunction of the components of the extrapyramidal system.

Material and methods. We examined 67 patients with PD with Il (n = 32) and Il (n = 35) Hoehn/Yahr (H/Y) stages.
To everyone was performed a brain scan on a Siemens TrioTim high-field MRI scanner (3T) using the pulse sequence
SWI and diffusion-tensor MRI. A quantitative assessment of the degree of iron deposition was carried out using
SPIN software in regions of interest (ROIs) on both sides: the dentate nucleus (DN), the substantia nigra (SN), the
red nucleus (RN), the putamen (PUT), the globus pallidusm (GP), the head of the caudate nucleus (CN). Also, in the
projection of ROIs, the fractional anisotropy (FA) values was calculated.

Results. Significant (p <0,05) lower FA values were found in left GP and right RN in patients with stage 111 (H/Y) in
comparison with patients with stage Il (H/Y). In patients with stage Il (H/Y), significant positive correlations were
found between the FA values in the left PUT and the hypointensity of SN, GP, RN (all on both sides) and right CN. The
FA value in the right PUT correlated with hypointensity of the left SN. The FA value in the left RN had correlations
with the hypointensity of the SN, GP (all on both sides), the right RN, the left PUT, and the right CN. In patients with
stage Il (H/Y), the only reliable positive correlations were found between the FA values and the hypointensity of the
ROIs: left CN and left PUT, right PUT and left CN, left SN and right CN, respectively. SWI hypointensity of the left
RN, the right PUT, the left CN, and the right GP correlated positively with the FA value in the right SN. The decrease
FA value in the left internal GP correlated with the hypointensity of the right DN and right RN.

Conclusion. The deposition of iron in the basal ganglia in PD makes a significant contribution to the progression of
the disease and affects the formation of most motor manifestations in this category of patients. A dynamic non-invasive
assessment of the degree of iron accumulation in the components of the extrapyramidal system will more closely moni-
tor the course of the neurodegenerative process and form observation groups for the risk of PD complications.

Keywords: Parkinson’s disease; susceptibility-weighted imaging (SWI); iron deposition; biomarker; magnetic
resonance imaging; diffusion-tensor imaging (DTI).

For citation: Buriak A.B., Trufanov A.G., Yurin A.A., Dynin P.S., Odinak M.M., Litvinenko I.V. The Effect of Iron

Accumulation in the Basal Ganglia on the Dysfunction of the Extrapyramidal System in Parkinson’s Disease. Rus-

sian Neurological Journal (Rossijskij Nevrologicheskiy Zhurnal). 2020;25(1):29-37. (Russian). DOI 10.30629/2658-

7947-2020-25-1-29-37.

Conflict of interest. The author declares no conflict of interest.

Acknowledgements. The study had no sponsorship.

Information about authors

Buriak A.B., e-mail: buriak. md@gmail.com; https://orcid.org/0000-0001-7099-1311

Trufanov A.G., e-mail: trufanovart@gmail.com; https://orcid.org/0000-0003-2905-9287

Yurin A.A., e-mail: yurinant@gmail.com; https://orcid.org/ 0000-0003-3758-9747

Dynin P.S., e-mail: pavdynin@yandex.ru; https://orcid.org/0000-0001-5006-8394

Odinak M.M., e-mail: odinak@rambler.ru; https://orcid.org/0000-0002-7314-7711

Litvinenko I.V., e-mail: litvinenkoiv(@rambler.ru; https://orcid.org/0000-0001-8988-3011

Received 11.11.19
Accepted 08.12.19

bonesns [lapkuncona (bII) — xponuueckoe He-
YKJIOHHO TpoTpeccupyomiee 3a00JeBaHue IICHTPaIb-
Holi HepBHOU cuctembl (LIHC), otHocsameecs k rpyi-
1€ CHUHYKJIEMHOMATUM. SIBIsACH BTOPBHIM 110 4YACTOTE
BCTPEUaeMOCTH HEHpOoAereHepaTHBHBIM 3a00JIEBaHHEM
nocie 0one3nn AnbireiiMepa, bI1 HaHOCHT CyIIeCTBEH-
HBII yriepO 340pOBBIO HACEJIEHHSI MOXKHIIOIO BO3pacTa
U B IPOLECCE IPOrPECCUPOBAHUS PUBOANT K MHBAJIU-
qu3anuu. OOmias pacrnpoCTpaHEeHHOCTh 3a00JieBaHMs
cocraBiaeT 120-180 ciayuaeB Ha 100 000 mHaceneHwus,
OJJHAKO B CTapIIMX BO3PACTHBIX I'pyMMax JaHHBINA IMO-
Kaszaresib CymecTBeHHO Bbimne. Cpeam momel crapiie

30

60 ner BII BcTpeuaercs B 1% cmyuaeB, a cpeau JuIl
crapmre 80 net yxe oxono 3% [1, 2]. B Hacrosiee Bpe-
Ms1 TIHJIEMUOIOTMUECKHUE UCCIIEN0BAHMS IEMOHCTPUPY-
10T, 9To juima crapme 60 jeT cocTaBsitoT okoio 11%
HaceneHusi, onHako K 2050 r. oxumaercs Bo3pacTaHUE
nmaHHOTO ToKa3atens 1o 22% [3]. Takum ob6paszoMm, yBe-
JMUYABAETCSl TIOTEHIMANFHAS TPYIa PHUCKAa Pa3BUTHUS
Helpo/lereHepaTUBHBIX ~ 3a00JIeBaHUM, XapaKTepHBIX
MPENMYIIECTBEHHO JUIA TOXHWIIOTO0 Bo3pacta. Hecmo-
TP Ha CTPEMUTENBHO pa3BUBAIOIINMECS TEXHOJIOTHH,
BHEJIpEHUE B MEIUIIUHCKYIO MTPAKTHKY HOBEHIIINX METO-
JIOB JINaTHOCTUKU W JICYCHUS Pa3IMYHBIX 3a00JIeBaHUN
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W COBEPLICHCTBOBAaHME WHBA3MBHBIX M HEMHBA3MBHBIX
MeTOIuK oOcienoBanus, muarao3 bl mo cux mop ycra-
HaBJIMBACTCS IyTEM KIMHHUYECKOTO o0cnenoBanus. B To
e BpeMs K MOMEHTY TOSIBIIEHUS TTEPBBIX KJIACCUUECKUX
JIBUTATEJIbHBIX IPOSBICHUH 3a00J€BaHus, yTpaurBacT-
csl yKe 00bIIast 4acTh 10paMUHEPTUIECKUX HEHPOHOB
KOMITaKTHOM yacTH uepHoi cyocranmmu (UC), a maroso-
THUECKOE OTIIOKEHHUE alb(a-CHHYKIICHHA OOHAPYKUBa-
eTcs BO MHOTHX PErHoHax roioBHOro mosra. [Ipu stom
BO3MOJKHOCTH (hapMaKoTeparuy Ha JaHHOM dTare CUlb-
HO OTPaHHYEHHbI BCIEACTBHE IOTEPHU OOJIBLIOTO KOJIH-
yecTBa KJeTOoK-MuiieHeid. Kpome Ttoro, B Hacrosiee
BpEMsi CUMTAETCA, uTO pa3BuThe bIT MOXKeT NpoucxoauTh
B pe3yibTaTe COYETaHUS MHOXECTBA IMaTOIOIMYECKUX
[IPOLIECCOB, OAHUM U3 KOTOPBIX SIBIIAETCS MOBPEXKIE-
HUE HEWPOHOB MOCPEACTBOM 00pa3oBaHUsI CBOOOIHBIX
panukaioB. B cBoo ouepeap MCTOUHHMKAMM CBOOOTHBIX
panuKaioB MOTYT OBITH MPOLECCHI, CBSI3aHHbBIC C METa-
00TM3MOM HEMpOMEnUaTopoB, (PYHKIMOHHPOBAHHEM
MUTOXOHIPHUH B YCIOBHUSIX TUIIOKCUH, dPPEKTaMu BO3-
Oy’)KIaloIMnX aMUHOKHUCIIOT U T.A. [4]. OnuH U3 caMbIX
PEaKIMOHHO CHOCOOHBIX U KOPOTKOKUBYIIUX HpEACTa-
BHTEJEH aKTUBHBIX (POPM KHCIOPOAA — THIPOKCHIIb-
HBIH pajyiKall sIBISETCS KOMIIOHEHTOM OKHCIHTEIBHOTO
CTpecca U MOJKET OKHCIISTh aMHHOKHCIIOTHI, HYKJIEHHO-
BBIE KHCIIOTHI, YITIEBOABI, a TAK)KE BBI3BIBATH MEPEKUC-
HOe OKucieHue TunuaoB. OOpazoBaHME THIPOKCHIIb-
HOTO pajMKajla MPOUCXOAUT B PE3yJbTaTe OKUCIIECHUS
Fe?* mo Fe* npu y4acTuu mepeKkucH BOIOpOJA B XOIe
peakuuun @enrona. Takum o0pa3oMm, TPUCYTCTBUE
JIBYXBaJICHTHOT'O JK€JI€3a MOJKET OIOCPEI0BAHHO ITPHUBO-
JIUTH K TIOBPEKICHUIO KJIETOK, B TOM YHCIIE U HEHPOHOB
HHC. YuuteiBas 3TH (hakTOpbI, BAXXHOW 3a/1a4ell Mmpeji-
CTaBiIsgeTCa OOHApYKEHNE HOBBIX IMarHOCTHYECKHUX Me-
TOZOB, KOTOPBIC IO3BOJIAT JOCTOBEPHO HOATBEPXKIATh
nuarHo3 bII, muarnoctupoBarh 3a0ofieBaHHE Ha JO-
KJIMHAYECKOW CTaJuU U PACKPHITh OCOOCHHOCTH Maro-
reHesa, 4To MPHUBE/IET K MOSIBJICHUIO HOBBIX CPEJICTB /IS
[aTOreHETUYECKON Tepanuu. B HacTosimiee BpeMs yxke
CYILIECTBYIOT METOAUKH, ITO3BOJISIOLINE C BBICOKOM TOU-
HOCTBIO BU3YaJIM3UPOBATh yTPaTy A0haMUHEPrHYECKIX
HelipoHoB KoMmakTHON yacTi YUC, Takue Kak O3UTPOH-
Has smuccuonnas romorpadus (II9T) u omHopoTOHHAS
OMHCCHOHHAs KoMIbloTepHas Tomorpagus (ODPIKT).
OpHaKO OHM MMEIOT PsiJi HEJOCTAaTKOB, TAKUX KaK HU3-
Kas JIOCTYIMHOCTb, BBICOKas CTOMMOCTB HCCIIEOBaHUS,
TEXHUYECKas CJIOKHOCTb IIPOBEICHUS, a TAKKE JIydeBas
Harpy3ka Ha opranusm oocienyemoro. B cBoro odepens
MarHuTHO-pe3oHaHCHast ToMmorpadus (MPT) smmsercs
oOmienpru3HaHHO 0e30MacHbIM HEWHBA3HBHBIM METO-
JIOM, UMEET OOJIBIIYI0 PacTpOCTPAHEHHOCTh U OTHOCH-
TEJbHYI0 MPOCTOTY B ucnonbs3oBanuu. [lpu BII Obun
OTIMCaHbI Hecnenupuueckne N3MEHEHNs, KOTopble 00-
Hapy>KMBAIOTCSA TPU CKaHMPOBAHHWU TOJIOBHOTO MO3ra
¢ mpuMeHeHueM ctaHfapTHeIX T1- n T2-mpoTokonos,
Takhe KaK HM3MEHEHHs COCYIMCTOro TIeHes3a (paciiu-
peHHEe TEepPUBACKYISPHBIX TMPOCTPAHCTB, JAKyHAapHBIE
UH(ApPKTHI), KOHBEKCUTANIbHAsT aTpo(usi KOPKOBBIX OT-
JIEJIOB JIOJIE MO3ra, JIEMKOapeo3 M HE3HAYUTEIIBHOE
pacuperre OOKOBBIX KelygoukoB [5]. OmnHako aHa-
JIOTUYHYIO HEMpPOBHU3YaTM3AIIMOHHYIO KAPTHHY MOKHO

CLINICAL RESEARCHES AND CASE REPORTS

00HapYKUTh Y MHOTHX TOKWIIBIX JIFONEH, HE CTpajaro-
wx BI1, 4To cymiecTBeHHO CHMYKAeT TUarHOCTHYECKYIO
[IEHHOCTh JIaHHBIX U3MEHEHUH B KOHTEKCTE PACKPBITHS
O0COOCHHOCTEH TaroreHe3a, MOATBEPXKIEHUS IHarHO3a
U TudepeHInanbHON TMarHOCTHKH.

[losiBieHMEe HOBBIX MarHUTHO-PE30HAHCHBIX MPOTO-
KOJIOB TTO3BOJISIET YXKE CETO/IHS pacKpbhIBaTh O0COOEHHO-
CTH TIaTOJIOTMYECKOTO TIpOoIlecca MPH Pa3iIMdHBIX 3a00-
neanusx. B 2004 r. E. Haacke u coaBrt. Obu1a moapoOHo
ormrcaHa meromuka Susceptibility Weighted Imaging
(SWI) — umnynbcHas ociieIoBaTeIbHOCTh N300paxe-
HUH, B3BENICHHBIX 110 MarHUTHOW BOCIPHUMYHUBOCTH,
103BOJISONIAs] OLIEHUBATh paclpesiesieHNe jKele3a B pas-
JUIHBIX 00NacTAX ToNoBHOTO Mo3ra [6]. IlocTpoenne
KOHEYHOTO HM300paKeHHs MPOMCXOAUT MyTeM OObeIu-
HEHHS HCXOIHOTO aMILUTHTYTHOTO N300paskeHus U ($hazo-
BOH «Mackmy», Onarogapsi 4eMy JOCTHIaeTCsl MOBBIIICH-
Hass KOHTPACTHOCTh MEXIy TKaHAMH. OCOOCHHOCTHIO
JAHHOTO METO/a SIBIISIETCS CIIOCOOHOCTH BH3YyaH3H-
poBaTh TapaMarHWTHBIC BEIIECTBa, KoTopblie Ha SWI-
n300paKEHUSIX MMEIOT 3aMETHO CHWKCHHBIM CHTHAI
[TapamarneTnkaMu SBISIOTCS BEIIECTBA, COZAEpIKAIIUE
B CBOEM COCTaBe )KE€JI€30, WIN HEKOTOPhIE METAJUIbI U3
[IEPEXOTHON TPYTIIBI U TPYTITHI JAHTaHUIOB [7].

Eme B 1924 1. J. Lhermitte u coaBT. onmcanu aHoO-
MaJbHOE OTJIOKEHHE )KeJie3a B 0azaibHBIX AApax y Ima-
LIMEHTOB C MapKUHCOHU3MOM [8]. B TO ke Bpems paxe
y 3[I0POBBIX JIIOACH pacrmpeseeHre MeTaia B rojoB-
HOM MO3Tre¢ BechMa HepaBHOMepHO. [Ipu mocmepTHBIX
MIaTOJIOrOAHATOMUYECKUX HccaenoBaHuax P Ramos
7 COaBT. OOHAPYKIIN HanuOollee BBHICOKHE YPOBHU Ke-
ne3a B ckopiyre u 6nennom mape (bI), a Haumenbue
B 00JIACTH BapOJIMEBOTO MOCTA U MPOOITOBATOr0 MO3ra
y JIOAei, He UMEBIIHMX IMPH XU3HHU TOATBEPKICHHBIX
HEHPONIETeHEPATUBHBIX W JIPYTMX HEBPOJIOTHUYECKUX
u icuxudeckux 3adonepanuii [9]. B UC y 6onbHbIx BII,
[0 TaHHBIM HEKOTOPBIX HCCIIEIOBAHUN, OMMCAHO BO3-
pacTaHMe KOHILIEHTPALlMK Kejie3a Ha MOpPakKeHHOW CTo-
pore Ha 80% B cpaBHEHHH CO 3A0POBBIMH 00CIIEyEeMBI-
mu [10]. B HacTosiiee Bpemst OIryOIMKOBaHHBIE pabOTHI,
MTOCBSIIIIEHHBIE TTPUMEHEHUIO WMITYJIIBCHOM IOCIIen0Ba-
TenbHOCTH SWI y manueHToB ¢ NapKMHCOHU3MOM, UMe-
[OT Pa3NUYHBIE PE3yIbTaThl, OJHAKO MPOCIEKUBAIOTCS
OTIpe/IeNICHHBIC AaTTEPHBI OTIAOKEHHS METaJlIa B CTPYK-
Typax SKCTpanupamMHuaHOW cuctembl. OJHH HCCIeno-
BaHUsI JIEMOHCTPHPYIOT OoJiblliee HAKOIJICHUE JKese3a
tonbko B UC y GompHBIX BII B cpaBHEHWHU ¢ TpymIoi
koHTposist [11], B Apyrux Obuia oOHapy’KeHa TakKe BO-
BJICYEHHOCTh WHBIX KOMITOHEHTOB CTPHOTAIIIHIAPHOMN
cucremsl momumo YC, Harpumep kpacHoro sipa (K51)
u xBocraroro aapa (X) [12], K4, a Taxxe X5, ckop-
nynel u BT [13]. B uccnenopanuu K. Dashtipour u co-
aBT. CpaBHUBaAJIUCH nanueHTsl ¢ bI1 Ha panHell cTtaguu
(1,5 mo Xen/Spy) u nmpeacTaBUTENN IPYNITbI KOHTPOJIS
0e3 MapKUHCOHM3MA, OIHAKO WMEIOIIHE JpYTHe He-
BpOJIOTHYECKHE 3a0o0ieBaHus (MUTPEHb, MHUOKIOHHH,
ACCEHIUANIBHBIN TpeMop U Jip.). He ObUIO BBISBICHO
JIOCTOBEPHBIX Pa3IMYUil B HAKOIUICHWW JKelle3a B Oa-
3aJIbHBIX TaHTIIUSIX, O/IHAKO OblIa 0OHAPYKEHA TTOJIOKH-
TeNbHAs KOPPENANHNS MEXIY BO3PACTOM OOCIEIyeMBIX
u HakoruieHueMm Metasuia B Bl B o0enx rpymnmnax [14].
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TaGnuua 1
XapakTepucTHKa 00c/1eJ0BAHHBIX NALHEHTOB ¢ 0oJie3HbI0 [lapkuHCcOHa
Crajaus no mkaJjne Bo3pacT. roan JaTeabHOCTD Cwmewannasi popma, | AKHHETHKO-PHIHIHAS JlpoxartenbHas
Xen/SIpa pact, roa 3a00J1eBaHMsA, TO/bI aobc. (%) (phopma, abe. (%) (opma, ade. (%)
11 62,2+4,6 22+1,3 11 (34,4) 21 (65,6) 0(0)
11 66,2 5,1 7,6 £52 16 (45,7) 19 (54,3) 0(0)
Table 1
Characteristics of the examined patients with Parkinson’s disease
Dlseasg state Duration of a disease, Mixed form of a Parkinsonian gait/ .
according to Age, years ears disease akinetic-rigid Tremor-dominant
Hoehn/Yahr scale y g
I 62,2+4,6 22+1,3 11 (34,4%) 21 (65,6%) 0 (0%)
1T 66,2 5,1 7,6+52 16 (45,7%) 19 (54,3%) 0 (0%)

B omybomukoBanHoM B 2017 1. HcciiemoBaHUH
P.F. Qiao 1 coaBT. (pUMEHHUII COBMECTHO HMITYJIbCHYIO
nocienaoBarebHOCTE SWI u  nmuddy3nonHO-TEH30D-
Hyto MPT y naumentoB ¢ BII. I'pynmner o0cienyeMbix
coctaBunu 30 6ompHBIX ¢ BII 1 30 comocTtaBuMBIX 110
BO3pAcTy W MOy 3A0POBBIX Jtoned. O0macTaMu HUHTe-
peca sBistuch UC, KA, B u ckopnyma ¢ obenx cto-
poH. beu1o obHapyxkeHo, 4yTo cpeaHue ha3oBbIe 3HAUEC-
Hus B UC, KS u ckopiyre Opu1H JOCTOBEPHO HIDKE, a
CTENEHb OTIOXKEHUS KeJie3a COOTBETCTBEHHO BBILIE Y
nanueHToB ¢ bII, yuem y npeacraBuTeneii rpymnbsl KOH-
Tpoist. Taxke BceM 00cieyeMbIM TPOBOIMIN PACUET
3HaYeHUi (pakiuonHoit anuzorpornuu (DPA) B obia-
CTSIX MHTepeca. B pe3ynbrare ObLIN BBISIBICHBI 10CTO-
BepHO Oonee Hu3kue nokazarenu @A B UC u ckopiyne
y 6onpHBIX ¢ BII mpu cpaBHeHUM C TPYNIIONW KOHTPOISA
[15].

enp nccnenoBaHus — ONPENEIUTh KOJIUYECTBEH-
HOE COZIep’KaHMe Kene3a B 0a3aibHBIX TaHIIUSAX Y Ia-
mueHToB co Il m III cragmedt Gonesnm IlapkuHCcOHA

W OLICHHUTH €ro BIUSHHUE HAa AUCHYHKIHIO KOMIIOHCHTOB
AKCTPANTUPAMUTHON CHCTEMBI.

Marepuan u metonnl. OOcnenoBano 67 manu-
enToB ¢ bIl. 32 genmoseka co Il craameii 3a0oneBaHms
u 35 6onbHbIx ¢ I ctanueit no Xen/Spy (tadm. 1).

Bcem mamuenTam mpoBOAMIOCH CKAHMPOBaHHUE TO-
JIOBHOTO MO3Ta Ha BbICOKOMoIbHOM MP-Tomorpade
¢ HampspDKeHHOCTHhI0 MarHuTHoro moms 3T (Siemens
TrioTim) ¢ nmpUMeHEeHHEM HMMITYJbCHON MOCIeq0Ba-
tenpHOCTH SWI ¢ mapameTrpamu nporokosa: TR (ms):
28, TE (ms): 20, flip angle: 15, slice thickness (mm): 1,
voxel size (mm): 0.71875 x 0.71875, number of slices:
88. Ilpu momomu mporpammel SPIN software mpowus-
BOJIMIIACH KOJIMYECTBEHHAS OIEHKA YPOBHS OTIOKCHUS
JKelle3a B 00JacTsaX MHTepeca ¢ 00erX CTOPOH, TaKuX
kak YC, K4, BIlI, romoBka X5, ckopiyma, 3y0daroe
sapo mozxeuka (35) [16, 17]. Ilpu sToM momydaemoe
YHCIOBOE 3HAYCHHE OTPaKajo CTEeNEeHb MHTEHCHUBHO-
CTH CHUTHaJIa OT MCCIEAyeMOH 30HBI. YUHTHIBas, YTO
Ha SWI-n300pakeHusx Keie30 MMEeT 3aMETHO CHH-

Puc. 1. PerrioHs! nHTEpECca H3MEPEHHUS CTEIICHH JICTIOHMPOBAHMS XKElle3a B PEXKUME IBETHOTO KapTUPOBAHUSI
Fig. 1. A current major focus of interest for measuring the degree of iron deposition in the mode of color mapping
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KEHHBI CHUTHAJ, TO YeM MEHbIIIE MOIydaeMbIld MTOKa-
3aresb, TeM OOJbIIe MeTajula HaXOJUTCS B M3ydaeMoi
obmacTu.

Jist onlenkn yHKIMYM 6a3abHBIX FAHIJIMEB BCEM Ta-
[IMEHTaM BBINTONHsTACh MU dy3nonHo-TeH30pHass MPT
C ompeJiesieHeM 3HaYeHUH (PPaKIIUOHHON aHHU30TPOIINU
B HCCleIyeMbIX oTaenax ronoHoro mosra: YC, K4,
BIII (BHyTpeHHMI U HapyKHBI cerMeHThl), X5, ckop-
nyra — Bce ¢ 00enx cTopoH. [lomydenne Komn4ecTBeH-
HBIX TEPEMEHHBIX MPOHM3BOAMIOCH B aBTOMAaTHYECKOM
peXuMe ¢ Ucrojb3oBaHueM ariaca AAL2 B mporpamm-
Hoit cpene DSI Studio [18, 19].

[Tocie moxy4yeHns mepeMeHHBIX MPOBOAWIACH CTa-
TUCTHYECKast 00paboTka B cpeze Statistica 12 komnaHuu
StatSoft (CIIIA). C menpio BBIBICHHS TOCTOBEPHBIX
pasNuuMi  MCHONB30BAJICS HEMapaMETPHYECKUI TecT
ManHa—YUTHHU, Ui ONpEACIICHUS KOPPENSIIMOHHBIX
cBsi3eil mpuMensiics kputepuii CimpMeHa.

CLINICAL RESEARCHES AND CASE REPORTS

Pe3yabTarbl. [Ipy npoBeieHUH CTaHIAPTHOTO He-
napamMeTpuueckoro recra MaHHa—YUTHU ObUTM OOHa-
PY>KEHbI IOCTOBEpHBIE pa3inunsd B ypoBHe DA B ieBOM
0JIEJHOM IIape M IIPaBOM KPacHOM sIIpEe Y MALEHTOB CO
II u III cramussvu BIT (Tatdm. 2).

OOHapyKeHbl CTaTUCTUYECKH IOCTOBEPHBIC KOppe-
AN Mexay ypoBHeM DA B JIEBOW CKOPIIyIe M TH-
MMOMHTEHCUBHOCTBIO CUTHaNa OT mpaBoil u jeBoil UC,
npasoro u jesoro K4, nmpasoro u siesoro BIII u npaBoro
xBoctaroro sapa. @A mpaBod CKOPIYNBI UMENa €AUH-
CTBEHHYIO MOJIOKUTEIEHYIO KOPPEISIHIO C YPOBHEM I'-
MIOMHTEHCUBHOCTU curHaina B jeBoil UC. Yposen» OA
neBoro K monoxuTenbHO KOPPETUPOBAN C CTENEHBIO
TUIIOMHTEHCUBHOCTH CUTHajia OT mpaBoi u seBod UC,
npasoro K, nesoil ckopiynsl, npasoro u jesoro bIII,
a Takke npasoro X41.

VYV manmentoB ¢ I cragmeit BII MbI oOHapyxu-
TM KapTUHY, OTIMYHYI0 OT TOH, KOTOpast HaOtoaanach

Puc. 2. KaprupoBanue 30H HHTepeca AJIst OIPEICIICHHUSI TAPaMETPOB (PPAKIIMOHHON aHU30TPOIIHU
Fig. 2. Mapping of zones of interest for determining the parameters of fractional anisotropy
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TaGnuuma 2
Paziuuus ypoBHs (ppaKIHOHHON AHU30TPONHUHU B 0a3aJbHBIX raHIINAX y nanueHTos co II u III cragusvu 6os1e3nn [apkuncona no Xen/Spy
II cragus III cragus
O0sacTh HHTepeca M [LQ; UQ] M [LQ; UQ] p
JleBblii 0JeHbIN MIAP 0,322 [0,292; 0,355] 0,288 [0,280; 0,317] 0,011
IIpaBoe kpacHoe siApPO 0,491 [0,482; 0,498] 0,429 [0,413; 0,446] 0,030

Table 2
Differences in the level of fractional anisotropy in the basal ganglia in patients with stage II and stage III of Parkinson’s disease according
to Hoehn/Yahr
. Stage 11 Stage 111
Focus of interest
ot M [LQ; UQ] M [LQ; UQ] P
Left pale globe 0,322 [0,292; 0,355] 0,288 [0,280; 0,317] 0,011
Right red nucleus 0,491 [0,482; 0,498] 0,429 [0,413; 0,446] 0,030

Tabnuma 3

Koppeasinuonnblie cBsI3M Noka3areJeil ppakuuoHHoii aHU30TPONHMH ¢ YPOBHEM IT'HINOUHTEHCHBHOCTH CHTHAJIA B MPOEKIMH HCCJIeyeMbIX 30H
y naunueHToB co II cragueii 601e3nu IlapkuHcona

JleBas JleBasi IIpaBas JleBoe IIpaBoe Tleas Jlespnii | IlpaBbrii IIpasoe
yepHas YyepHas yepHas KpacHoe | KpacHoe OJsieiHbIN | OJIeIHBbINH | XBocTaToe
cyocTaHuus | cyGcTaHIUs | cyOcTaHIUS A1po A1po cropayma map map AAPO
(cpen.) (makc.) (cpen.) (cpen.) (cpen.) (cpen) (cpen.) (cpen.) (MuH.)
JleBasi ckopayna ®A 0,86 0,83 0,70 0,80 0,71 0,73 0,80
IIpaBas ckopayna ®A 0,68
JleBoe kpacHoe sapo DA 0,71 0,74 0,77 0,73 0,75 0,69 0,74
Table 3

Correlations between the indicators of fractional anisotropy and the level of hypointensity signal in the projection of the zones under study
in patients with stage II of Parkinson’s disease

Left black | Left black | Right black | Left red | Right red Left Left pale Right ngh:
substance substance substance nucleus nucleus | putamen globe | pale globe ;ilélez:l:
(average) (max) (average) | (average) | (average) | (average) | (average) | (average) (min) ’
Left putamen, FA 0,86 0,83 0,70 0,80 0,71 0,73 0,80
Right putamen, FA 0,68
Left red nucleus, FA 0,71 0,74 0,77 0,73 0,75 0,69 0,74

y OonbHbIX co Il crangueil. Bonbiiie KOMIIOHEHTOB 3KC-
TpanupaMUIHON CUCTEMBI OKa3aJ0Ch BOBJIEUEHO B [1aTO-
JIOTHYECKHH TPOLIECC, OHAKO O0Iee YHCIO JOCTOBEP-
HBIX KOppeIsiuii 0p110 MeHbIIe. Tak, Obu1 00HAPYKEHBI
€/IMHCTBEHHBIE MOJIOKUTENbHBIE KOPPEJIALINOHHbIE CBS-
3U MeXy ypoBHEM DA M TMIIOMHTEHCUBHOCTBIO CUTHA-
Jla OT McCeayeMbIX o0NacTeil nHTepeca MeX1y TaKUMHU
CTPYKTypamHu, Kak jieBoe X u jeBas ckopiymna, npasas
ckopnyna u nesoe XS, nesas UC u mpasoe X5 coort-
BeTcTBeHHO. HakoruieHue sxenesa B jieBom KA, mpaBoit
ckopnyre, aesoM X u npasom BIII xoppenuposaio ¢
3HaueHneM @A B mpaBoii UC. Taxxke ObTO 0OHApYKe-
HO cHIkeHne DA B BHyTpeHHEM cermeHTe jiesoro bl
KOppETMpPOBABIIIEe C YPOBHEM I'MIIOMHTEHCHBHOCTH CHT -
Hana ot npasoro 34 u nmpasoro KA.

O6cyxnenue. CormacHO HCCICIOBAHUSAM TIOCIE-
HUX JIeT, IpuMeHeHue mnporokona SWI y manueHToB
¢ BII no3Bonser my4ire oObEeKTUBU3NPOBATH XapaKTep
MaTOJIOTUYECKOTO IpolLecca ¢ BO3MOXKHBIM y4acTUEM

34

kenesa. 11o naHHBIM pa3IUYHBIX aBTOPOB, Y OOJBHBIX
¢ BI1 moBEIIIEHHOE OTIIOKEHNE METalJIa 00OHAPYKUBACT-
cs1 B UC 1 pa3nnyHbIX KOMIIOHEHTaX CTPHONAILIHIAPHON
CHUCTEMBI B CPaBHEHHHU C Tpymnmnamu KoHTpois [11-13,
15]. B uccnenoBanuu J. Zhang u coaBT. ObLTA BEISBIICHA
KOPPEJISIUS MEX/Ty HAKOIUIGHUEM JKelie3a B 0a3aibHbIX
raammusax u 6ammom no mkane UPDRS (IID) [11]. Kpome
TOTO, UMITYJIbCHAs mociieoBareibHocTh SWI siBnsiercs
MOTEHIIUAIBHBIM METOJIOM WHCTPYMEHTAJIBHOTO TI0JI-
TBepKJeHUs auarHo3a bII, OGmaromapst oOHapyKeHHIO
3HaKa «JIACTOYKWHOTO XBOCTa», KOTOPBIA MPOIEMOH-
CTPUPOBAJI CBOIO SKCIIEPUMEHTAIBHYIO 3PEKTHBHOCTh
B psje padot [20, 21]. B Hamem npeapayIeM uccie-
JIOBAHUM MBI OOHAPYKUJIH JOCTOBEPHBIC KOPPEIISLIUU
MEXTy HaKOTUIEHHEM jKeJie3a B Pa3IMUHBIX CTPYKTypax
AKCTPANTUPAMUIHON CHCTEMbI U PE3YJIbTaTaMu KIMHHU-
geckoro obOciemoBanusa 1o mkagaM UPDRS (oOmumit
6amn, 11 u I pasnenst), GABS, FOG, a Taxxke mkasue
nenpeccun beka y mammentoB ¢ Il crammeir BIT [22],
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Tabunuua 4

Koppensinnonnblie cBsi3u nokasareJieil ()paKUMOHHON aHU30TPOIHH € YPOBHEM I'HINOMHTEHCHBHOCTH CHIHAJIA B IPOEKIMH HCCIeAyeMbIX 30H

y nauuenTos ¢ III craaueii 6ose3un Ilapkuncona

IIpaBoe JleBoe IIpaBoe IpaBbrit JleBoe JleBoe IIpaBoe
JeBasi IIpaBasn .
3y0uaToe | KpacHoe | KpacHoe OJielHBIH | XBOCTATOE | XBOCTATOE | XBOCTATOE
CKOpJIyna | CKOpJIyna
SIIPO SIAPO SIAPO (cpen.) (cpen.) map AAPO SAPO AAPO
(cpen.) (MuH.) (cpea.) pen. pea. (cpen.) (MHH.) (make.) (makc.)
JleBoe xBocTaToe siipo PA 0,79
IIpaBas ckopayna @A 0,82
JleBas yepnasi cyocranuus @A 0,80
IIpaBas yepnas cy6cTanuus PA 0,72 0,73 0,69 0,72
JleBbIii 6.]1625}!},[" map, 0.77 0.75
BHYTpeHHHIi cerMmeHT DA
Table 4

Correlations between the indicators of fractional anisotropy and the level of hypointensity signal in the projection of the zones under study in

patients with stage III of Parkinson’s disease

Right dentate | y o o4 | Rightred | Left Right | Right Left Left Right
nucleus of caudate | caudate caudate
nucleus nucleus | putamen | putamen |pale globe
cerebellum (min) (average) | (average) | (average) | (average) nucleus nucleus nucleus
(average) g g g g (min) (max) (max)
Left caudate nucleus, FA 0,79
Right putamen, FA 0,82
Left black substance, FA 0,80
Right black substance, FA 0,72 0,73 0,69 0,72
Left pale globe, interior 0.77 0,75
segment, FA

YTO OTPA’KaeT BIUSHUE HAKOIUICHUS OOJIBLIEro KOInude-
CTBa MeTajia B 0a3albHBIX TAHIINAX Ha (POPMUPOBAHKE
Pa3JIn4HBIX OCJIOKHEHUH NIPH IIPOrpecCUpOBaHUN 3a00-
nesanusi. OTHaKO HaMH He OBLJIO BBISIBIICHO CTATUCTHYE-
CKH 3HAYMMBIX PA3UYMi B HAKOTUICHUH JKeJie3a B MPo-
eKIMH MCCIEAYEMbIX 30H MEX/Y IpyNIIaMH HNalueHTOB
co II u III cragnamu 3aboneBanus. B manHOM Hcciieno-
BaHMM ObUIM OOHApY)KEHBI JOCTOBEPHO OoJiee HU3KHE
nokazarenn @A B neBom BIII u mpaBom K5 y GompHBIX
¢ lII cranmeit mo Xen/Spy, yem y nauuentos co II cra-
nueil. Habiromaemple W3MEHEHUS! IEMOHCTPHUPYIOT BO-
BJICYEHHOCTh O0OEMX CTPYKTYp B IPOTPECCHPOBAHUE
BII. KA sBnsieTcst BaXHBIM KOMIIOHEHTOM 3KCTpalld-
PaMHUIHON CHUCTEMBI, IOMUMO BCETO MPOYEIO y4acTBYs
B (QopmupoBanun 3PQepeHTHOr0 MyTH OT CTPUOIIAI-
JUIAPHOTO KOMILIEKCa K MOTOHEWpOHAM CIIMHHOTO
mo3sra — tr. rubrospinalis, a Taxxe o6pasys cBsi3u ¢ 351
Mmozxeuka — tr. dentatorubralis. B cBoto ouepens, BIII
BBICTyHaeT B POJM OJHOTO W3 IIEHTPAIbHBIX 3BEHBHEB
perymsuun AesSTeNbHOCTH 3KCTPAaMpaMHUIHON cucTe-
MbI, TaK KaK B HEr0 HANpapBJsOTCS d3PQPepeHTHbIC CU-
CTEMbI CTPHATyMa, a BBIXOAAT IIYTH K sIpaM Tajamyca,
CIIMHHOMY MO3TY (MaJUTHI0-PETUKYIIO-CITMHHOMO3TOBOM
MyTh) U AP., TEM CaMbIM oOecTieunBasi (PyHKIIMOHATBHOE
B3aMMOJIEHCTBUE MEX/y MOJIOCAThIM TEJIOM U JPYyTUMHU
CTPYKTypaMHu I'OJIOBHOT'O MO3Ia.

VY nanuenToB co Il cragueii BI1 O6bn 0OHapyKeHbI
MHOTOUYHCIICHHBIE KOPPEISALUN MEXAY HaKOIUICHUEM
JKeJle3a B OIHUX CTPYKTypax 3KCTpanupaMHIHON chcTe-
MBI 1 cHIKeHHeM DA B apyrux. boiee HU3KNN ypOBEHB

DA B neBOH CKOpJIyNE TMOJIOKUTENBEHO KOPPEIHPOBa
C CHM)KEHHMEM MHTeHCUBHOCTH curdajia ot YC, K4, BIII
(Bce ¢ obeux ctopon) u mpasoro XS. B To xe Bpems
3HaueHusT DA TIPaBOM CKOPITYTIHI UMEIO0 KOPPEISIIHOH-
HYIO CBSI3b C TMIIOMHTEHCHBHOCTBIO CHUTHAja OT JIEBOM
UC, a @A nesoro Kf ¢ ypoBHEM THIIOWHTEHCHBHOCTH
curnana ot UC, BII (Bce ¢ obeux CTOPOH), a TakKe
mpaBoro KJI, nmeBoii ckopmynsl u mpaBoro XS. Ctout
OTMETHUTh, YTO KOJIWYECTBEHHOE H3MEPEHHE CTENEHU
TUTMIOMHTEHCHBHOCTH CHUTHAaja OT WCCIEAYyeMbIX 30H
Ha SWI-n300pakeHusIX TO3BOJISIET OICHHUTH CTEICHb
HaKOIUICHHS kemne3a. Takum oOpa3om, ObuTa 0OHApYKe-
Ha B3alMOCBA3b MEX/Y HAKOIUICHHEM JKele3a, C OAHON
CTOpPOHBI, M HapyleHHeM (QYHKIUH U CTPYKTYPHOM Iie-
JIOCTHOCTH, C APYTOH, B PA3IIMYHBIX KOMIIOHEHTaX CTPH-
ONaJUIMIAPHON CUCTEMBI.

Kak wm3Bectno, BIl xapakrepusyercs rubenpro ao0-
(hamuHEpriuuecKux HEeWpoHOB KommakTHOH yactu UC
U JIeTeHepanuell HUTPOCTPUAPHOTO ITyTH, YTO IPUBOIUT
K CHIDKCHHMIO CMHTE3a U BBICBOOOXICHHUS To(paMHUHA U3
HUTPOCTPUAPHBIX TepMHUHANIEH B cTpHaTryMe (XBOcCTa-
TOE€ SAPO U CKOpIIyNa) U SABJISIETCA MPUIMHON pa3BUTHS
JIBUTaTeNIbHBIX HapylleHui [4]. BepodaTHo, HakomieHue
PEaKTUBHOTO IBYXBaJIeHTHOT 0 *kese3a B UHC MoxkeT mpu-
BOJIUTH K TIOBPEXKICHUIO HEMPOHOB MTOCPEACTBOM 00pa-
30BaHUS THIPOKCWIBHBIX PAJUKAJIOB B XO/€ pEeaKkluu
®eHToHa, YTO B CBOIO OUYEPEeIh BEAET K YCYT'yOJICHHIO
JIET€HEPaTUBHBIX M3MEHEHWN HUTPOCTPUAPHOTO ITYTH
n OonbllleMy HapyHIeHWI0 (YHKIUH W IEITOCTHOCTH
CTPYKTYp CTpuaryma (B YaCTHOCTH, CKOPJIYIIBI), MpO-
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sBIsIomMecs: cHkenneMm ypoBHs DA. MHTepecHbIMU
MIPEJCTABISAIOTCS KOPPENANNN MeXAy 3HaueHnem DA
JIEBOW CKOPIIYNBI U YPOBHEM T'MIIOMHTEHCUBHOCTH CHUT-
Hana ot neBoro bl u nesoit UC. B Hopme B3anmoneii-
CTBUE JaHHBIX CTPYKTYP MIPOUCXOAMUT MOCPEACTBOM JIBYX
IIyTEH: MPSIMOTr0 — HEIOCPEICTBEHHOM CBS3U CTpUATy-
Ma ¢ BHyTpeHHUM cermenToM B, n Henpsimoro — 3¢-
(hepeHTHBIC BOJOKHA CKOPIYIBl M XS JocTHUTaloT Ha-
pyxHoro cermenta blIl, 3atem cyOranaMuueckoro spa
u yxe 1noroM BHyTpeHHero cermenra bIII. ITpu BIT npo-
WCXOAWT TpeoONiaflaHie HETPSMOTo ITyTH, OCiIallieHne
BO30YKIAIOIINX TaJaMOKOPTUKAJILHBIX BIMSHHIA Ha MO-
TOPHYIO KOPY, YTO MIPUBOANT K THIIOKWHE3MH U MBIIIIEY-
HoW purunHoctu [4]. Ilo pesynsraraMm Haiero uccle-
JIOBAaHUS, MPOCIIEKUBACTCS CBSI3b MEKIY HAKOIUIEHUEM
skenesa kak B UC, tak u BIII u ero Bo3MokHOE BIIMSI-
HHE Ha CHIDKCHHME (DYHKLIMOHAIBHOCTU W HapylIeHHE
CTPYKTYPHOH LIETIOCTHOCTH CKOPIYNHL. TakuM oOpazom,
HapymaeTcs: B3anmoaeiictsue UC—ckopiyna—bIll, aro
MOKET NPUBOAMUTEH K MPOrPECCHPOBAHMIO 3a00JIeBaHUS
U yCyryOJICHUIO JBUTaTeIbHBIX HApyLLICHUH.

[Ipn npoBeneHNM CTAaTUCTHUYECKOTO aHalIW3a y Ia-
rmenTtoB ¢ III cramgmei BII Obtn 0OHApPYKEHBI JOCTO-
BEpHBIE KOPPEJIALIMOHHBIE B3aUMOACUCTBUS MEXIY
cHkeHueM 3HadeHnii @A npaBoii u nesoit YC, mpaBoit
CKOPITYTIBI, JIEBOro X5, a Takyke BHYTPEHHEI0 CETMEHTa
nesoro BIII n HakonaeHueM kenes3a B pa3IudHbIX KOM-
MIOHEHTAaX 3KCTpanupamMHUIHON cucTeMbl. B cpaBHeHun
¢ pesyibTaTamMu oocienoBanus 0ombHEIX co Il cTtagmeit
3a00seBaHusl OOHApyKUBAaeTCsl OOJbIIee YHCIO MOopa-
JKEHHBIX CTPYKTYP, UTO COITIACYeTCs C OOIIETPUHATHIMU
MIPEJCTABIEHUSIMH O XapakTepe nporpeccuposanus bIl,
COTIPOBOXKJAIOIIETOCA OOLIMPHBIM BOBJIEYEHHEM IO
KOPKOBBIX SIZIEp B ATOJOTMYECKHUN MPOLECC.

TakuMm 00pazoM, JENOHUPOBAHUE Kele3a B 0azaib-
HBIX TaHMIMAX 1pu bII BHOCUT 3HAUUTENBHBIA BKIJIAJ
B IIPOTpECCUpOBaHUE 3a00JICBaHMSI U OKAa3bIBACT BIIU-
sHue Ha (OpMUpOBaHHE OOJBIIMHCTBA JIBUTATEIBHBIX
MPOSIBJIEHUH y JaHHOM KaTeropuu MnaiueHToB. JuHamu-
YyecKasi HEMHBA3MBHAsI OLICHKA CTEIIEHN HAKOIIEHUS HC-
CJIelyeMOoro MeTajjla B KOMIIOHEHTaxX CTpHoINaunaap-
HOH CHCTEMBbI O3BOJIUT Oo0JIee TIIATEIbHO OTCIIEKUBATh
XOJl TeUEHHsI HEeHpOoAereHepaTUBHOTO Mpolecca U Gop-
MHUPOBAaTh TPYIIbI HAOIIONEHHS 110 PUCKY BOSHUKHOBE-
Hus ocioxHeHn BII.
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Hnesnas connusocme umeem 6OIbULYIO MEOUKO-COYUATLHYIO 3HAYUMOCMb U 3A8UCUIN 0N PASHOOOPAZHBIX GHYMPEH-
HUX U 8HeWHUX pakmopos. Hedocmamkom cyujecmsyiomux co8PemMeHHbIX AHKemHbIX MemoouK A8aemcs mo, 4mo
OHU He BKIIYAOM 6 cebsi MHO2Ue KIUHUYECKUe NPOSIGLEHUs] COHIUBOCTU.

Heanb padorwl. Cozdanue u anpobayus OpUSUHAIbHOU WKAbL 0TI OYeHKU NOBCEOHEGHOU COHNUBOCMU C UCNOTb306A-
HUeM paclupeHHo20 CneKmpa KIuHUYeCKUx nposasieHull.

MarepuaJ u MeTOAbL. B wikany kaunuueckot oyenku connusocmu (LLIKOC) 6binu exniouenvi 28 6onpocos, oyenusaio-
wue BbIPANCEHHOCb UUUECKUX U NCUXUYECKUX nposieienutl Onesnol conausocmu. [IIKOC 6vina anpobuposana na
72 300posbix cmyoenmax meduyuncko2o 8ysa (cpeonuil 6ozpacm 22 200a). Honyuennvle pezynomamol Ovliu cono-
cmaenenst ¢ noxkazamenstmu wikanwt connueocmu Ineopma (ESS — Epworth Sleepiness Scale) u urnoexca msocecmu
uncomnuu (1SI — Insomnia Severity Index).

Pesynwrarsl. [loxasano, umo LLIKOC umeem 6b1COKYI0 HAOEHCHOCMb Npu GblsgIeHuu connusocmu. Koasgguyuenm
xoppenayuu anoghvi Kponbaxa cocmasun 0,86, cmanoapmuszuposannwiii kodsgguyuenm arvpa pasnsncs 0,79. Bonee
svipasicenHas Onesnas conausocms no LLIKOC bviia ommeuena y cmyoeHmos co CHUNCeHHbIM Kavecmeom cHa. Llka-
sa Oneopma rkoppenuposana co LLIKOC, r = +0,488 (p < 0,001) u ne moana docmosepro 6vissumos pasmviii ypoeeHs
COHAUBOCMU Y CIYOEHMO8 C PA3HbIM Kauecmeom cHa, moeda kak LIIKOC 0ocmosepHo paziuuana 8ulpadceHHoCns
COHAUBOCTU, CEAZAHHYIO C PA3HbIM KAYECME0M HOYHO20 CHA CHYOEeHMO08.

3axmouenne. Opueunanvras LIIKOC sgrsemcs aukemuou MemoouKotl, OONOIHAIOuell 603MONCHOCI NO OYeHKe
u uzyuenuio conaueocmu. LLIKOC npu cpagnenuu co wxanou Ingopma oxazanacy 6onee 4yecmeumenbHvlmM UHOUKA-
MOPOM COHTUBOCTIU.
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CLINICAL SLEEPINESS SCALE
Kovrov G.V., Posokhov S.1., Shadyzheva T.1., Pikalov K.A., Bugaeva P.E., Kondukova D.V.
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Daytime sleepiness has great medical and social significance and depends on a variety of internal and external factors.
The disadvantage of existing modern questionnaire methods is that they do not include many clinical manifestations
of somnolence.

The purpose of the study was creation and testing of an original scale for assessing daily sleepiness (Clinical Sleepi-
ness Scale — CSS) using a wider range of clinical manifestations.

Material and methods. 28 clinical questions were included in the questionnaire, assessing the severity of the physical
and mental manifestations of daytime sleepiness. The CSS was approbated on 72 healthy students of a medical
university (average age — 22 years). The results were compared with the Epworth sleepiness scale e and Insomnia
severity index.

Results. It is shown that CSS has a high degree of coherence. The Alpha-Cronbach correlation coefficient was 0,86,
the standardized Alpha coefficient was 0,79. More pronounced daytime sleepiness in CSS was observed in students
with reduced quality of sleep. The Epworth scale correlated with CSS (+0,488, p < 0,001), and could not reliably
distinguish between different levels of sleepiness in students with different sleep quality, whereas CSS significantly
distinguished the severity of sleepiness associated with the quality of night sleep of students.

Conclusion. The created original CSS is a complete questionnaire supplementing the ability to assess daytime
sleepiness. CSS compared with the Epworth scale turned out to be a more sensitive indicator of sleepiness.

Keywords: daytime sleepiness; sleepiness scale; Epworth sleepiness scale.
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BBenenue. J/[HeBHas COHIMBOCTh MMEET OOJBIIYIO
MEIMKO-COIIMANIbHYI0 3HAYMMOCTh M 3aBHCHUT OT pas-
HOOOpa3HBIX BHYTPEHHUX W BHEUTHHX (axTopos [1, 2].
PacnipocTpaHeHHOCTh €KeHEeBHOW COHJIMBOCTH B TIO-
nyasiuuu coctapisieT okono 20% [3]. JlHeBHast coHIU-
BOCTh TECHO CBSi3aHa C HEPETYJSPHBIM PEKUMOM CHa,
C HEZIOCTaTKOM €T0 TIPOJIOJKATEIBFHOCTH U KauecTsa [4],
HapyIlIeHUs MU CHa pa3Ho# stronoruu [5—7]. Conuainb-
HBIE aCTIeKTHl THEBHOW COHJIMBOCTH TPOSIBISIFOTCS TIpe-
JKIE€ BCEr0 B CHIKCHHMM MPOU3BOIUTEIBHOCTU TPYIA,
MOBBIIIIEHHONW aBapUHHOCTU M TpaBMaTU3ME Ha MPOU3-
BojicTBe [2, 8—10]. AKTUBHO MCHOIb3yeMbIE COBPEMEH-
HbIE aHKETHBIE METOJIBI OI[EHKH COHJIMBOCTH MO3BOJISIOT
BBISIBIISITH MATOJIOTHYECKUE COCTOSHUS, aCCOIUMUPOBAH-
HBIE C MTOBBIILIEHHOH THEBHOI COHIMBOCTRIO. Hepocrar-
KOM 3THX METOMAMK SIBISCTCS TO, YTO OHU HE BKIIIOYAIOT
B ce0s1 MHOTHE KIIMHUYECKHE TPOSBICHIS COHJIMBOCTH,
YTO, BOBMO)KHO, CHUKAET TOYHOCTh B OIICHKE CTEICHU
HapymieHu# 6oapcrBoBanus [11]. B wactHOCTH, HAanb0-
Jiee U3BECTHAs IIKala COHJIMBOCTU DMBOpPTa OLICHUBA-
€T TOJBLKO BEPOSTHOCTH 3aCHIITAHUS B PA3HBIX YCIIOBH-
SIX, YTO KOCBEHHO MO3BOJISIET CYIUTh O BEIUYMHE TOTO
aCTeKTa COHJIMBOCTH, KOTOPBIA CBSI3aH C 3achITaHUEM
[12]. Takue KTMHHYECKHE OCOOCHHOCTH, KaK M3MEHYH-
BOCTh COHJIMBOCTH B TE€UCHHE JHS TIOJ BIMSHUEM pa3-
HOOOpAa3HBIX MPUYMH, CHU)KEHUE (DU3MUYECKOW W TICH-
XUYECKOW aKTUBHOCTH, B TOM YHWCJIC W KOTHHUTHBHBIX
(YHKIHN, U JpyTrue CUMITOMBI SIBIISIOTCS TIPOSIBICHU-
€M COHJIUBOCTH, KaK MPABUIJIO, YUUTHIBAIOTCS B KIMHU-
YECKOW IMPaKTHKE, HO HE YYUTHIBAIOTCS B MMEIOIUXCS
mIkajgax 1mo oueHnke counuBoctH [13]. [Ipenmomaraercs,
YTO CO3/[aHME HOBOW INKaJbl OLEHKH CYyOBEKTHBHON
COHJIMBOCTH TIO3BOJIUT PACHIMPUTHh METOTUYCCKHUMA arl-
rapar Jijisi €€ OIeHKH.

Heas padorsl — co3naHue W anpoOanysi OpHUrH-
HAJIBHOM IIKAJBI [T OIEHKH TIOBCEIHEBHON COHJIMBO-
CTH C HCIIOJB30BaHUEM OINTHUMAJIBHOTO TIO pa3HoO0Opa-
3MIO CIIEKTPa KIIMHUYECKHX TPOSIBICHHH.

Marepuas u meroabl. B uccienoBaHuu NpUHSIIA
y4yacThe 72 3A0pPOBBIX CTYIEHTAa MEIUIIMHCKOIO By3a
(cpemnuii Bozpact 22 roga). b co3gana opuruHaibHAS
IKaja KIMHAYeckoit oreHkn cornmuBocTH (LLIKOC), co-
crosmiast U3 28 BONPOCOB, XapaKTEPU3YIOIIHNX MPOsIBIIE-
HUSl COHJIMBOCTH. Bce BOMPOCH! MPENCTaBIEHBI B BHJIE
JBYX ONMOKOB: 1) OIleHKa aKTHBHOCTH JTHEM, 2) OLICHKa
Y4acTOTHI U BRIPAKEHHOCTH CUMIITOMOB COHJIMBOCTH, TIO-
SIBJISTFOLIIUXCS TIPU €€ BO3HUKHOBEHUU (Tad. 1).

Yacrora MOsBIEHUSI CHMIITOMOB PAHKUPOBAIACH 110
4-0annpHOM cucTteme: 1 Oamr — HET cuMIIToma, 2 —
penKoe TMosiBIeHNE, 3 — YacToe IMOSBICHUE CHMITTOMA
U 4 — MpaKkTUYECKU MOCTOSHHOE NPUCYTCTBUE CUMIITO-
Ma. [IpocToe cyMMHupOBaHUE BBISIBIICHHBIX 9aCTOT ITOSIB-
JICHHsI CHMIITOMOB JIaeT CYMMapHYI0 OaJUTBbHYIO OIICHKY
JTHEBHOM COHJIMBOCTH.

Received 22.01.20
Accepted 08.02.20

HcnpiTyeMbIM TakKe Mpeiaraioch OIEHUTh Kaue-
CTBO UX HOYHOTO CHA C JIByMsl BapMaHTaMHU OTBETa Ha
Bonpoc: «Bamr o0bI4HBIH COH: 1 — XOpoIIIero ka4ecTna,
2 — CHWXEHHOTO KadecTBa». [IpoBommioch cpaBHe-
HUE Pe3yJIbTaTOB aHKETUPOBAHUS JIByX TPYIIT UCIBITY-
eMBIX — YJIOBJICTBOPEHHBIX KauyeCTBOM HOYHOTO CHA
(34 genoBeka) M OLIEHUBAIOIINX KAYECTBO CHa Ha OoJjiee
HU3KOM ypoBHE (38 uenoBek). PesynsraTsl ObITH TIPO-
AHAJIM3UPOBAHBI C MCIIOJIIb30BAHUEM CTATUCTHKH aJIb(bI
Kponbaxa, mo3Bossitoniell BBISIBUTH CTENEHb COIIACO-
BaHHocTtu BompocoB IIKOC. Pa3pabGoranHas aHkeTa
CpaBHHUBAJIACH C [TOKA3aTEISIMH [IKaJIbl COHITMBOCTH JII-
BOpTa u aHkeTol «Hnekc Tsxectr mHCOMHUM (Insom-
nia Severity Index) [14] ¢ ucnob30BaHUEM KOPPEIISIIIH-
OHHOTO aHaJIM3a U MapaMeTpudeckoro T-kputepus s
HE3aBUCHUMBIX TICPEMEHHBIX.

Pesyabrarbl. CpeqHsiss BeIUUYMHA OLEHKH CTEIECHU
commmBocty o HIKOC cocraBuna 64,91 + 1,13 Oayuia.
Ananu3z conntacopanHocTtu 28 BomnpocoB IIIKOC mnoxka-
3a1, 4To Ko3(huImMeHT Koppensuuu anbpsl Kponbdaxa
coctaBun 0,86, cTaHZapTU3UPOBAHHBIA KOIPPHUITHEHT
anba pasusuics 0,79, cpenusist BennuuHa koadduipen-
Ta KOPPEISAINN MEX/Ty BOIPOCAMH OTIPOCHHUKA COCTABH-
na 0,1864 = 0,0078. CpenHekBaapaTUuHOE OTKIOHEHUE
BenmnauHBI Koppersiuu — 0,135 (puc. 1). [lomyuennsie
pe3ysbTaThl MOKAa3bIBAIOT BHYTPEHHIO COIIACOBAH-
HOCTh XapaKTEPUCTHK, OMHMCHIBAIOMINX COHJINBOCTH
1 XOPOILIYIO CTENEeHb UX HAJACKHOCTH.

U3 puc.1 creayer, 4To B ONPOCHUK HE BXOMST CBSI-
3aHHBIC MEXIY COOOH BOMPOCHI, MMEIOIINE CUIIbHBIC
KOPPEJSIIUOHHBIE CBSI3H.

[IpoBenenne KOPPEISILUOHHOTO aHAJIN3a MEXIY T10-
Ka3aTelsIMH MCIIONb30BaHHBIX KA BBISBUJIO YTO IO-
kazarenu LIKOC koppenupyloT ¢ MOK3aTensIMHu LIIKaJIbl
OmBopta (r = 0,488, p < 0,001) u ¢ wHIEKCOM TsKE-
cti maCOMHMU (I = 0,622, p < 0,001). Llkama SmBop-
Ta TaKXe KOPPEIHPYeT MHJCKCOM TSIKECTH MHCOMHHU
(r=0,28, p <0,05). Otn naHHBIE JEMOHCTPUPYIOT, YTO
nokazarens [IIKOC He mOoBTOpSIET MONHOCTHIO MOKAa3a-
TENH IIKaIBl JMBOPTA, UMEET CAMOCTOSATEIIFHOE 3HAYe-
HHE U TECHYIO CBSI3b C KAUECTBOM HOYHOTO CHA.

CpaBHEHHE BBIPOKEHHOCTH JHEBHON COHJIMBOCTH,
orpeiessieMOM B JIBYX IPyIIax UCHBITYEMbIX C Pa3HBIM
CyOBEKTUBHBIM Ka4eCTBOM HOYHOTO CHa, ITOKa3ajo, 4To
COHJIMBOCTS, orieHeHHast o IIIKOC, ObLia BhIiIe BO 2-i
rpymIe, B KOTOPOi Ka4ecTBO HOYHOTO CHA OIEHUBAIOCH
HWKE. BBIpaKeHHOCTh COHJIMBOCTH INPH XOPOILIEM CHE
onma 59,5 + 2,11 6amna, a MPU CHIKEHHOM KadecTBE
HOuYHOrO cHa 68,3 + 3,43 Gamra (p < 0,001). CpaBue-
HUE CTETeHH COHJIMBOCTH B ITHUX TPYIIAX OIEHEHHOMN
o IIKane DMBOpPTa HE BBISBUIIO AOCTOBEPHBIX pPasiv-
quit — 8,3 £ 0,83 Gayma B rpymme ¢ XOpPOITUM CHOM
u 8,8 = 1,54 Ganna B rpyIime co CHOM HM3KOTO KauyecTBa
(»>0,05).
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Tabnuma 1
Ikasa KIMHIIECKOH OIeHKH TOBCETHEBHOI COHJTUBOCTH

Table 1
Clinical evaluation scale of daily sleepiness

Oueuume Cc60€ NOBCEOHEBHOE COCMOSHUE

Baiir 00bI4HBIN HOYHO# COH XOPOILIero KadecTBa? (XOpoIIero, CpeaHero,
IIJIOXOTO0)

Evaluate your daily condition

What is your regular night sleep quality? (good, average, low)

Ilocne oO6bIuHOTO JJIs1  BaC HOYHOI'O CHa BbI BBICHITIACTECH?
(;[a BBICBIIIAIOCH, TTPAKTHYECKHW  BBICHINIAIOCH, BBICBIIIAIOCH  HE
TIOJTHOCTBIO, HC BBICBIIIAOCh COBC€M)

Do you feel like you got enough sleep after your usual night sleep? (yes,
I get enough sleep, get almost enough sleep, don’t get enough sleep,
don’t sleep at all)

Brr ormeuaere y ceOs THEBHYIO COHIMBOCTB? (HET, PEIKO, 4acTo,
MTOCTOSTHHO)

Do you have daytime sleepiness? (no, rarely, often, constantly)

Y Bac ObBaeT HEOOXOAMMOCTb OINPEACNICHHBIX YCHJIMH s
mojiepKaHus OOAPCTBOBAaHUSA? (HET, PENIKO, CPEIHE, YacTO)

Do you need some effort to keep yourself awake? (no, rarely, sometimes,
often)

Bam wmerraer paboraTh AHEBHAs COHJIMBOCTB? (HE Memiaet, ciabo,
CpeJIHe, CHIIBHO MEIIACT, 04CHb CHIIBHO MEIIACT)

Does daytime sleepiness interfere somehow your ability to work?
(it does not interfere, a little, almost, appreciably interferes, greatly
interferes)

Bbl OBICTPO yTOMIISIETECH OT (PU3NUECKON HArpy3Ku? (HEe YyTOMIISIOCH,
JI0JIT0, OBICTPO, OYEHB OBICTPO)

Do you get tired of physical activity too soon? (do not get tired, it takes
a long time to get tired, soon, very soon)

Bbl ObicTpo yTOMIISIETECh OT YMCTBEHHOW Harpy3ku? (HE yTOMIISIIOCH,
J0JITO, OBICTPO, O4EHB OBICTPO)

Do you get tired of mental work load too soon? (do not get tired, it takes
a long time to get tired, soon, very soon)

YV Bac OTMEUArOTCs AMHU30/bI JKEIAaHHUSI OTAOXHYTb, IOJEKaTh? (HET,
PeIKo, 4acTo, MOCTOSIHHO)

Kak oiro juist otapixa BBl IPEANIOYNTACTE HAXOJUTHCS C 3aKPHITHIMHU
m1a3aMu? (Tak He OTIBIXAK0, CeKYH/IbL, 1—5 MUHYT, 5—15 MHHYT)

Do you have episodes of wishing to rest, lie down? (no, rarely, often,
constantly)

V Bac ObIBaeT JHEBHBIC 3aChIIAHUS WK JPEMOTHOE cocTosiHMEe? (HET,
1 pa3 B HezeI0, Yepe3 JeHb, KaX/blii JIeHb, HECKOJIBKO pa3 B JICHB)

How long do you prefer to keep your eyes closed for relaxation? (I do
not relax this way, a few seconds, 1-5 minutes, 5—-15 minutes)

BBsI MOXeTe 3aCHYTh WITH 3a/IpeMarth CHIIsI Ha cTyie? (HET, peIKo, 9acTo,
TTOCTOSTHHO)

Do you fall asleep at daytime or do you have drowsiness? (no, once a
week, every other day, every day, several times a day)

Be1 1HeM nerko 3ackinaere? (C TPYIOM, JIETKO)

Can you fall asleep or have a nap sitting on a chair? (no, rarely, often,
constantly)

Hackobko BeIpakeHa y BaC COHJIMBOCTB IIepe]] THEBHBIM 3aChITaHueM?
(ue ObIBaeT, crabast, CHIbHAS OYCHBb CUIIbHASI, HEIIPEOIOIIMAsT )

Do you easily fall asleep at daytime? (it’s difficult to me; yes, I do)

B TedeHue JHS y Bac COHJIMBOCTH MPHUCYTCTBYET MOCTOSHHO HIIH
MEPHOANIECKH TTOSIBIISICTCSI U TPOXOAUT? (TIOCTOSIHHASL, IEPUOANYESCKasL,
He ObIBaeT)

How pronounced is your drowsiness before falling asleep during the
day? (it doesn’t happen to me, it’s weak, strong, very strong, irresistible)

Do you have drowsiness constantly or does it periodically appear and
disappear? (it’s (constant, periodic, I never have it)

Ilpu nanuuuu connueocmu onem

V Bac ObIBaeT OLIYIICHHUE TSHKECTH H/UITN «pe3u» B Bekax? (HET, PeKo,
CpezHe, 9acTo)

If you have sleepiness at daytime

V Bac GBIBaeT KeJaHue 3aKpPbITh raza? (HeT, PpeaKo, 4acTto, HOCTOHHHO)

Do you have a feeling of heaviness and/or sore in your eyelids? (no,
rarely, sometimes, often)

V Bac ObiBaeT 3eBOTa? (HET, PEIIKO, YaCTO, MOCTOSIHHO)

Do you have a wish to close your eyes? (no, rarely, often, constantly)

Y Bac ObIBaeT HENpPOM3BOJILHOE MOTArMBaHue? (HET, PEIKO, CpelHe,
4acTo)

Do you yawn? (no, rarely, often, constantly)

Do you have involuntary pandiculation? (no, rarely, sometimes, often)

V Bac ObIBaeT yuarieHne Mopranuii? (HeT, peko, CpPeiHe, 4acTo)

Do you blink frequently? (no, rarely, sometimes, often)

¥V Bac ObIBaeT TPYAHOCTH OTKPBIBAHUS IJ1a3 I10CIIE UX HEMPOU3BOJIBHOTO
WM TIPOU3BOJIBHOTO 3aKpbIBaHUSA? (HET, PEaKO, CpEeHE, YacTo)

Do you have difficulty opening your eyes after closing them
involuntarily or voluntarily? (no, rarely, sometimes, often)

VYV Bac ObIBacT JIETKOE TOJOBOKPY/KCHHE W/WITH JIETKOE OIIYIICHUC
YIAOBOJIBCTBUSA? (HET, PEIIKO, CPE/IHE, YacTO)

Do you have slight dizziness and/or a slight sensation of pleasure? (no,
rarely, sometimes, often)

¥V Bac OBIBAIOT AIU30/bI IOTEPU TEMBI PA3roBOpa MpH oOLeHHN? (HET,
PEIIKO, CpeJIHE, YacTo)

VYV Bac ObIBaCT MOBBINICHHAS OTBJICKAEMOCTh WIIH 3aTPYAHCHHC
MIPOJIOJDKEHUS TEKYILEeH paboTh? (HET, PeIKo, CPEIHE, YaCTO)

Do you have episodes of losing the thread of the conversation when
communicating? (no, rarely, sometimes, often)

V Bac OBIBAIOT JITH30/IbI HEPUOANYECKUX HEPOU3BOJIBHBIX HAKIOHOB
rosioBbI? (HET, PE/IKO, CPEIHE, YacTo)

Can you be easily distracted and is it difficult to continue doing your
work? (no, rarely, sometimes, often)

VYV Bac ObIBaeT pe3Koe «BCKHIBIBAHHE» TOJIOBBI ITOCIE 3aCBHINAHUS B
TIOJIO’KEHUU cUisi? (HET, peKO, CPeIHE, 9acTo)

Do you have episodes of occasional involuntary head movements? (no,
rarely, sometimes, often)

V Bac GbIBacT MMU30IMYECKOE OLIYLICHUE CIA0OCTH WM TSDKCCTH B
pykax, Horax, tene? (HeT, peaKo, CpejHe, 4acTo)

Do you experience a sharp «toss» of the head after falling asleep in
a sitting position? (no, rarely, sometimes, often)

VYV Bac ObIBaeT MHOSIBICHHE MOCTOPOHHHX OOPa30B IPH 3AKPHITHIX
riazax? (HeT, peiko, CPEAHE, YacTo)

Do you experience an episodic sensation of weakness or heaviness in
your arms, legs, body? (no, rarely, sometimes, often)

V Bac ObIBaeT HEMIPOM3BOJILHOE BO3HUKHOBEHHE BOCIIOMUHAHUI W/UITH
MBICIIEH, HE CBA3aHHBIX C TEKYIIEH pealbHOCThI0? (HET, PEIKO, CPEIHE,
4acTo)

Do you experience the appearance of extraneous imagery with your
eyes closed? (no, rarely, sometimes, often)

Do you occasionally experience memories and/or thoughts that are not

related to the current moment? (no, rarely, sometimes, often)
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Puc. 1. YacroTHast ructorpamma pacrpeeaeHust KoaGpGHIMeHTOB KOPPEISILIUIl MEX/Ly pa3sHbIMH BOIIPOCAMH ILIKAJIbI COHIUBOCTH
Fig. 1. Frequency histogram of the distribution of correlation coefficients between different questions on the sleepiness scale

Oocy:xnenue. Vccnenopareny, U3ydyarolue COHIU-
BOCTh [15], monaratot, 4to pa3paboTKa ONTHUMAaJbHBIX
METOJI0B KOJMUYECTBEHHON OLIEHKU CYOBEKTUBHOIO BOC-
NpUIATHA U 3MOIMOHAIBHOTO pearupoBaHHs HA JIHEB-
HYIO COHJIUBOCTb JIOJDKHA OBITh B LIEHTPE BHUMAHUS
crienuanuctoB. Bee npeanaraemsie B LIIKOC Bompockt
HalpapJICHbI HA OLEHKY CUMITOMOB COHJIUBOCTH, I105IB-
JISIFOIMXCS] IMEHHO Ha ()OHE €€ BOZHUKHOBEHHS.

Bricoknii koaddurmenT koppemsaun anbGsr Kpon-
0axa CBHIETENbCTBYET O TOM, YTO HCIIOJIb30BAaHHBIE
HaMM BOIIPOCHI XapaKTEPU3YIOT BBIPAKEHHOCTb HEB-
HOW COHJIMBOCTH C BBICOKOM CTEIEHBIO Ha/IEAKHOCTH.

Hcmonp30BaHHBINA B paboTe MOAXO, C HAIIEH TOUKH
3peHHs, MO3BOJIAET MOBBICUTH TOUHOCTH OIPEEIICHUS
CTETICHW COHJIMBOCTH 3a CUET BKJIIOUEHHS B Hee pa3Ho-
00pa3HbIX CyObEKTUBHBIX TPU3HAKOB COHIIMBOCTH.

Cpasuenne HHIKOC u mkansl DmBOpTa MOKas3alo,
YTO COHJIMBOCTH, oleHeHHas 1o IIIKOC B aByx rpynmax
WCIBITYEMBIX, JIOCTOBEPHO OTJIMYAETCA (COHJIMBOCTH
HIDKE TIPH XOPOLIEM CHE), TOTJa KaK COHIMBOCTb, U3Me-
peHHas 1Mo mKajae DMBOpTa, HEeT. TakuM o0pa3om, IIKa-
Ja DTBOPTA OKa3ajlach HEUYBCTBUTEIbHA K BBISIBICHUIO
COHJIMBOCTH, CBSI3aHHOW C CYOBEKTHBHBIM Ka4e€CTBOM
CHA y 300POBBIX JIIOICH.

@DakT MEHBIIEH 3HAYNMO CTH IITKAJTBI DIBOPTA B OIICH-
K€ COHJIMBOCTH, aCCOLIMMPOBAHHOM C HU3KUM Kau€CTBOM
HOYHOTO CHA, MMOATBEPMI M KOPPEISAIMOHHBIN aHAJH3.
KauecTBO CHa, OIIEHEHHOE HCIIBITYEMBIMH IO WHIEKCY
TSKECTH THCOMHHMH, UMEJIO IOCTOBEPHYIO ITOJIOKUTEIb-
HYy10 Koppessinuio co mkaioi Dnsopra u IIIKOC. On-
HakKo OBbLIO MOKa3aHO, YTO CUMIITOMATHKa COHJIMBOCTH,
ouenennass o IIKOC, B Oosbllel CTENEHH CBs3aHa
¢ KagecTBOM HoyHoro cHa (I = 0,622), yem BeaMuuHa
COHJIMBOCTH, OLIEHEHHAs LIKaJIOW DIBOPTa, — B 3TOM
ciydae kod(hGUIMEeHT Koppensinuu Oonee yeM B 2 pasa
cnabee (r=0,28).

Ilokazano taxske, 4to B3auMocBs3b IIIKOC u mika-
JBI DMBOPTA MPOSIBIIIACH B OTHOCHUTEIHHO HEBBICOKOMH
xoppessituu (r = 0,49). [IpuuuHON 3TOrO, BEPOSTHO,
SIBJISIETCA pas3Has HWJEOJIOTHS CO3JaHUsI ATHX KA.
[[lxana DnBoOpTa OLIEHUBAET TOJIBKO OJHO IPOSIBICHUE
COHJIMBOCTHU, @ UMEHHO BEPOSITHOCThH 3achillaHusl, WJIU
BEJUYHMHY COHJIMBOCTH, MPEALICCTBYIONICH NTHEBHOMY
cuy. B ocroBe npemmaraemoii ILIKOC cumnTomMbr cOH-
JUBOCTHU OTPAKAIOT HE TOJIIBKO BEPOSITHOCTD 3aChINIAHUS,
HO U JIpyTHE ee MPOSBIICHUS — CHIKCHHUE (HU3UIECKON
U NCUXUYECKOM aKTUBHOCTHU, YACTOTY MOSIBJICHUS SIU-
307I0B COHJIUBOCTH, TIOSIBIICHUE YKEJIAHUS 3aKPBITh T1a3a
U JpyTHE.

IIKOC, ocHOBaHHasi Ha OINpENEICHNH CHJIBI U Ya-
CTOTHI TIOSIBIICHUS CHUMIITOMOB COHJIMBOCTH, MOJKET
OBITH JIOTIOIHUTETHHBIM METOIWYCCKUM  aIlllapaToM
MPU U3YYCHUH JHEBHOM COHJIUBOCTHU KAaK y 30POBBIX,
Tak U y OOJBHBIX JItojiel. B panbHeiiineM HeoOxomuma
anpooarus [IIKOC Ha 3m0poBBIX Tosx Ooliee crapiie-
rO BO3pacTa M MaIlMeHTaxX ¢ HApYyIICHUSIMU CHa U O0Ap-
CTBOBaHMSI.

KonduaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

duHaHcupoBaHue. lcciaenoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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AYIMOJJOTHYECKHE METOAbI UCCJEIOBAHUSA B JUATHOCTHUKE
MOCJEONEPAIIMOHHON KOTHUTUBHOM TUCO®YHKIINN

Honywun A.10.2, Bo6owro M.FO.*?, Iapéapyk E.C.}, Koycemaxuna M.B.2, [lonywun 10.C2

'®OI'BOY BO «Ilepseiii Cankr-IleTepOyprekuii rocyiapcTBeHHbIH MEMIMHCKUI yHUBEpcUTeT nMeHH akaaemuka V.11, [Tasmno-
Ba» Munsnpasa Poccuu, Cankr-IlerepOypr, Poccust

2OI'BOY BO «CeBepo-3amnaaHblii rocyaapcTBEHHBIH MEUIIMHCKHN yHUBepcuTeT UM. V.11 MeunukoBa» Munsnpasa Poccun,
Cankr-IlerepOypr, Poccus

BBenenne. [lomeps ciyxa moocem Obimv NPEOUKMOPOM UNU CB0€20 POOA KAMAIUZAMOPOM KOSHUMUBHBIX PAC-
cmpoticme. [losmomy ayouonocuueckue memoobl UCCie008aHUs MO2YN 3aHAMb C60€ MECO 8 OUASHOCUKe KOZHU-
MUBHBIX HAPYUWEHUU UTU 8 OYeHKe PUCKA UX NOABTEHUSL.

Heab ucciieoBaHUsSI — onpedenums Yy8cmseumenrbHoCms U CHeYUPUUHOCMb AyOUOIO2UYECKUX Memo008 Ol oua-
2HOCMUKU noceonepayuonHol koenumuerou oucynrxyuu (IIOKJ]).

MarepuaJt u MeToibl. B ucciedosanuu npunsiu yuacmue 40 nayuenmos (17 sicenwyun u 23 mysicuunst) 6 sospacme
om 22 0o TT nrem. Bcem nayuenmam npogoounu nianogwie NOI0CHHbIE ONEPayuul Ul peKOHCMPYKMUsHble onepayuu
HA cOCYOax HUINCHUX KOHEUHOCHel ¢ UCNONb308AHUEM PA3HBIX U006 anecmesuu. [Jo u nocie onepayui nposooulU
HeUlPONCUXONIOSUYECKYI0 OYEHKY KOZHUMUBHO20 CIAmycd ¢ UCNOnb308aHuem MoHpeanbcKoll wKanbl OYeHKU KOSHU-
muenwix yuxyui (MOCA-mecm) u ayouonoeuueckoe obcredosanue (0mockonust, MOHALLHAS NOPO2OBASL AYOUOME-
mpust, peyesbie mecmot).

Pesyabratsl. [Ipu monansroil nopoeogoii ayouomempuu y 6cex nayueHmos Moio0020 803pacnma nopoci ciyxa Oviiu
6 npedenax nopmol. ¥ 11,8% nayuenmos cpeonezo sospacma u'y 81,8% noswcunsix 6vina svisenena nepugpepuieckas
myzoyxocms. Hcxoonoe chudicenue KoeHumugnvlx Qynxyuti no pesyrsmamam MoCA-mecma maxaice uawe 6ce2o Ha-
onr0oanocy 6 epynne nodcunvix nayuenmos. Ipu smom [HOK/] ouacnocmuposana y 63,6% nayuenmos noowcunozo
6o3pacma, 35,3% cpeoneco sospacma u 8,3% monoovix. Pe3ynomamsi 000NepayuoHHo20 peuesoeo mecmuposans
BbIABUNU BLIPAINCEHHBIE NPUSHAKU Oehuyuma yenmpaibHol 06pabomKy aKycmu4eckol uHghopmayuy y nayuenmos
6CeX 803PACMHBIX 2PYNN. Y 6cex nayuenmos nojicuio2o 603pacma umeny Mecmo OmKJIOHeHUs Xoms Obl 6 00HOM U3
peuesvix mecmos, a 'y 63,6% nayuenmos — 6 oboux mecmax (Ouxomuueckom, RUMatrix). Beisenena evicoxas uye-
CMBUMENLHOCL Pededblx Mecmos K oyenke seposmuocmu 603nuxnosenus HHOHK®: ons ouxomuueckoeo mecma
yyecmeumenvrocms cocmasuia 85,7%, ons mecma RuMatrix 78,6%.

3akutouenue. Peuegvie ayouonocuveckue mecmuvl 001a0aom GbiCOKOU Yy8CMEUMENbHOCMbIO, YMO Oeldem Yeneco-
00pA3HBIM UX UCROTL306AHUE HA IMANe NPeOONePAYUOHHON OUAHOCMUKY. Bulseienue omKionenui om Hopmbl 8 000~
UX peuesbix mecmax Ha O0ONEPayUOHHOM dMane MOXCen YKa3vleams Ha 8blCOKYI0 gepoamHuocmb passumus [I0K/].

KnrwodyeBbie cl1OBa: KOTHUTUBHBIC HapyHmICHUA; ITOCICOINCpalliOHHas KOTHUTUBHAasA ,HI/IC(i)yHKL[I/IH; TYTOyXOCTb,
AyANOJIOTMYCCKHUEC TCCTHI, JIUXOTHYCCKHUI TECT, RuMatrix.

Jas mutupoBanus: [lonymmu A.FO., Bo6omko M.IO., T'apbapyk E.C., Koxemsikuna M.B., IMomymun FO.C.
AyIHOJIOTHYECKUE METOIBI UCCIISIOBAHUS B TUATHOCTHUKE TT0CIICOTIEPAITMOHHBIX HAPYIICHNH KOTHUTHBHBIX (DYHKITHIH.
Poccuiickuii nesponocuueckuti scypuan. 2020;25(1):43-51. (Russian). DOI 10.30629/2658-7947-2020-25-1-43-51.
Jas koppecnongenunu: [Tonymmn Anekced FOpreBud — accucteHnt kadenpsr HeBposorun PI'BOY BO «Ilepsoro
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Ba Poccun; e-mail: alexpolushin@yandex.ru
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AUDIOLOGICAL RESEARCH METHODS IN THE DIAGNOSIS OF POSTOPERATIVE COGNITIVE
DYSFUNCTION

Polushin A.Yu.t, Boboshko M.Yu.}?, Garbaruk E.S.?, Kozhemyakina M.V.%, Polushin Yu.S.!

"Pavlov First St. Petersburg State Medical University, St. Petersburg, Russia

*Northwest State Medical University named after Mechnikov, St. Petersburg, Russia

Introduction. Hearing loss may be a predictor or a kind of catalyst for cognitive disorders. This may indicate that
audiological research methods can take their place in the diagnosis of cognitive impairments or in assessing the risk
of their occurrence.

The aim is to determine the sensitivity and specificity of audiological methods for the diagnosis of postoperative
cognitive dysfunction (POCD).

Material and methods. The study involved 40 patients (17 women and 23 men) aged 22 to 77 years. All patients
underwent planned abdominal surgery or reconstructive operations on the vessels of the lower extremities using
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different types of anesthesia. Before and after the operation, all patients underwent neuropsychological assessment of
their cognitive status and audiological examination (otoscopy, tonal threshold audiometry, speech tests).

Results. The hearing thresholds in a tonal audiometry in all young patients were within normal limits. Peripheral
hearing loss was detected in 11,8% of middle-aged patients and 81,8% of the elderly. Initial cognitive impairment
based on the results of the MoCA test was also most often observed in a group of elderly patients. POCD was diagnosed
in 63,6% of elderly patients, 35,3% of middle-aged and 8,3% of young patients. The results of preoperative speech
testing revealed pronounced signs of a deficit in central processing of acoustic information in patients of all age
groups. In all elderly patients, there were deviations in at least one of the speech tests, and in 63,6% of patients — in
both tests (dichotic, RuMatrix). The high sensitivity of speech tests to the assessment of the probability of occurrence
of POCD was revealed: for the dichotic test, the sensitivity was 85,7%, for the RuMatrix test 78,6%.

Conclusions. Speech audiological tests are highly sensitive, which makes it appropriate to use them at the stage of
preoperative diagnosis. Identify deviations from the norm in both speech tests at the preoperative stage may indicate
a high probability of development of POCD.

Keywords: cognitive impairment; postoperative cognitive impairment; hearing loss; audiological tests; dichotic
test; RuMatrix.
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Nzydenne HapymeHHd KOTHUTHBHBIX —(DyHKITHIA
(HK®) nepBu4HOro renesa umeer OONIbIIOE 3HAUEHUE
C YYETOM POCTa MPOAOKUTEIILHOCTH JKU3HU U yCyryO-
JICHUS! BITUSIHUS Ha YEJIOBEKA SK30T€HHBIX (PaKTOPOB.

He Tepsier cBoeil akTyaJIbHOCTH U HAlpaBJICHUE H3-
yUeHHsT HapyIIeHWH KOTHUTHUBHBIX (YHKIMH TOCie
HNOATBEPXKAECHHOIO (pakTa arpeccuu roJIOBHOTO MO3Ta,
B PE3YJIbTaTe YEro CTaJH MOSBIATHCS TEPMHUHBI, OMUCHI-
BaroIue ATUonaroreHeTnyeckyro cropony HK®D Bro-
pUYHOIO XapakTepa: IOCTHUHCYJIBTHbIE KOTHUTHBHBIE
Hapymenus [1, 2], mocmeonepannonHas KOTHUTHBHAS
muchynkuus (ITOK/) [3-5], unu B cTpykType apyrux
CHUHIPOMOB, HallpuMep IOCTTPaBMAaTHYECKOE CTPECCO-
BOE paccTpoicTso [6, 7].

DTO nenmaeT HEOOXOAMMBIM BBISBIICHHE KOHKPETHBIX
(hakTOpOB pHCKa, MPUBOIAMIUX K COOTBETCTBYIOLIEMY
TUTy MEHTaJIbHOU nuchyHKnuu. Bo Bcex MCTOYHHMKAX
YIIOMHMHAIOTCS OCHOBHBIE HEMOAU(HUIHUPYEMbIe (aKTo-
psI: Bo3pact u moi [8]. HoBble nccnenoBanus yka3piBa-
10T Ha Takue Qaxropsl pucka HK, kak HemoctaTtouHbIi
YPOBEHb 00pa30BaHUs, OMUHOYECTBO (B TOM UHCIIE pa3-
JenbHas KU3Hb CYNPYTIOB, COCTOSIHHE Pa3BOJA, BIIOB-
CTBO), AJIKOTOJIM3M, CTPECC, JAETPEeCCHs, TUIIOANHAMUS,
HU3KUI ypOBeHb (U3UUECKOH AKTUBHOCTH, BpEIHBIC
MIPUBBIYKU JIETIPUBALIMS CHA, COIMAJIbHAS HW3O0JIAIUS,
NPUBEPKEHHOCTh MOOMJIBHBIM Tesle()OHAM U ITOHMCKO-
BBIM ceTsM (3aMeHa Oubimorekam) u T.1. [9, 10].

K ¢akropam pucka HK® ortHOCsATCsS 3a00meBaHUs
M COCTOSIHUS: CaxapHBI IHa0eT, MONUCTEHO3UPYIOIIUI
npolecc Ha IKCTpanepeOpaIbHOM YPOBHE, BYCTOPOH-
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HSISU HEMPOCEHCOpHAsi TYrOyXOCTh, apTepHaibHasi TH-
MepTEeH3Ms B CPEAHEM BO3pacTe, XpOHNIecKast 00CTpyK-
THBHAas 00JIE3Hb JIETKUX, OHKOJIOTHYECKHUE 3a00JIeBaHN4,
KapauaiabHas MaToJIOTHs, ayTONMMYHHBIE U Helposere-
HapTHBHbIC 3a00J€BaHUs, a TaK)Ke TreHeTHYecKue (ak-
Topsl [9, 11-23].

Cpenu Tepanusi-accouuupoBaHHbIX (akTtopoB HKD
yarmie BCEro YIOMHWHAIOTCS JIydeBas Tepamws, oOmias
aHeCTe3Us U XUPYPrHUECKOe BMEIIATEILCTBO, IPUMEHE-
HUE TTOJIMXUMHOTEPATMA ¥ MOHOKIIOHAFHBIX aHTHUTE,
CTaTUHOB U T.1. [22, 24-32].

N3 mopdomorudecknx (paguooTHISCKUX) KPHUTE-
pueB mpu BeipaxkeHHbIX HK® B pyTHHHON MTpaKTHKE BbI-
JIENSIOT CyOKOPTUKAIIBHYIO apTEPHOIO0CKIEPOTHIECKYTO
sHuedanonaruro (6one3np buncBanrepa), nepuBeHTPH-
KYJISIPHBIA JIeHikoapeo3, TBYCTOPOHHIOIO aTpO(HIO THII-
MOKaMIIOB, YHTOPHHAJIBHOM KOPBI, AETCHEPALUIO MO3-
KedKa, pacHIMpeHHe MEePHBACKYISPHOTO MPOCTPAHCTBA
[33-35]. UuTepec mocneaHux JIET CBSI3aH C HUCIONb30-
BaHUEM METO/IOB HEHpOBU3yamM3aInu, Omaromapsi Ko-
TOPBIM MOXKHO HE TOJBKO MOATBEPAUTH (PaKT HATUUMS
arpo(uu CTpaTerHuecKy BaXXHBIX 30H, HO M CIIPOTHO3H-
poBarth nporpeccuto cunapoma HK® B kparkocpouHom
nepuone [14, 34, 36, 37].

[Ipu wWccnenoBaHWM KOTHUTHUBHBIX (YHKIUHA BO3-
MOYKHO HCIIOJIb30BaHHE ayAHOJIOTHYECKHUX TECTOB.
CocTosiHME ciyxa y TAIMeHTOB C JIGMEHIIUEeH Haxo-
JIUTCSL B LIEHTPE PacTyIIEro KIMHHYECKOTO HWHTepeca.
[locnenane naHHBIE CBHIETENHCTBYIOT O TOM, YTO TIO-
Teps CIyXa MOXKET OBITh MPETUKTOPOM HITH CBOETO poja
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karanuzatopom HK® [38-42]. B psne uccnenoBaHuit
JIOKa3aHo, YTO CHIKEHHE CIyXa JIOCTOBEPHO MOBHIIIA-
eT puck passutus nemenuuu [40, 43, 44]. Hapyumenus
cilyXa MOTYT NPOTEKaTh HE TOJBKO B (hopme mepude-
pUYECKON TYyroyXOCTH, HO 3aTparuBaTh TaKXKe W IICH-
TpaJibHbIE OTIEIbl CIYXOBOH CHCTEMBbI, OTBETCTBEHHBIC
3a pacno3HaBaHWE W WHTETPAIMIO CIIOKHOW aKyCTHYe-
ckoit nHpopmarur. OCHOBHBIMH KIMHUYECKUMH IIPH-
3HaKaMH IEHTPAIBHBIX CIyXOBBIX paccTpoicTs (LICP)
SBJISIFOTCS.  TPYAHOCTH BOCHPUSITHS PEYH, OCOOCHHO
B IITyMHOW 00CTaHOBKE, MPOOIIEMBI C JIOKaTH3aIHel nc-
TOYHUKA 3BYKa, CHIDKEHHE CIIOCOOHOCTH K 00paboTKe
HeBepOanpHON HHpOpMatuu [45, 46]. Bee atu Hapytre-
HUSI MOT'YT COIPOBOX/IATHCS CJIOKHBIMU KOTHUTHBHBIMHU
Y TIOBEICHYECKUMU cuMIToMamu [47, 48].

CymiecTByIOT KITMHHYECKHE JaHHBIE O TOM, UTO Y Ta-
IIUEHTOB ¢ 0oe3HbI0 AnbrreiiMepa HK® npemmecTBy-
10T PacCTpOMCTBa BOCHPHSTUS (pa30OPUMBOCTH) pedn
[49]. B 210l CBSI3U TECThI, HAPABICHHBIC HA BBISBIIC-
nue L[CP, oka3piBarorcsi HamOojee 4YyBCTBHTEIbHBIMU
K CyOKIIMHNYEeCKOMY KOTHUTHBHOMY A€ (HUIUTY IO CPaB-
HEHHMIO CO CKPUHHUHTOBBIMH HEHPOICHUXOIOTHYECKUMHU
tectamu [38, 50, 51]. K pedeBbIM MeTOAMKAM OIICHKU
COCTOSIHUSI LICHTPAJIBHBIX OTHAEIOB CIYXOBOM CHCTEMBI
OTHOCSATCS TPH OCHOBHBIC TPYINIBI TECTOB: 1) MOHay-
pasibHble HU3KOM30BITOYHBIE (B TOM YHCJIE HCCIEAO0Ba-
HHUE pedbio Ha (OHE ITymMa), YyBCTBHUTEIbHBIE K HAPY-
IICHUSM B KOPKOBBIX OTJENIaX CIIyXOBOTO aHAJIM3aTopPa;
2) JAUXOTUYECKUE, BBUIBISIONINE HAPYIICHHS MEXIIO-
JNyIMIApHBIX CBA3€H, W3MEHEHUs (PYHKIIMOHUPOBAHUS
MO30JICTOTO Tesa; 3) TecThl OMHAypajbHOTO B3aUMO-
JIEHCTBYSI, YyBCTBUTEIbHBIE K HAPYIICHUSIM (QYHKIUU
BBICIIUX CIYXOBBIX LEHTpoB [52, 53]. Ilpu atom kak
peueBkie, TaK ¥ HEPEUEBbIE 3BYKOBBIE CTUMYJIBI SIBIISIOT-
Csl IMHAMHYECKHMHU CEHCOPHBIMHU CHUTHAJaMH, MPH 00-
paboTKe KOTOPBIX BOBIEKAIOTCS CIOKHBIE SMOIIMOHAIIb-
HBIC ¥ Apyrue Gopmbl noseaeHus [38].

Heap padoThl — oOmpeneanTh YyBCTBUTEIHHOCTD
U CTIEIU(PUIHOCTH ayTUOTOTHYECKUX METOIOB JUIS Ji1a-
raoctuku [TOK]I.

Marepuas u meroabl. B ucciaenoBaHuu NpUHSIIA
yuactue 40 marueHToB (17 xeHmwH U 23 MYy>KYHHBI).
Bo3spact marmmentoB cocraBui ot 22 10 77 net. 12 manu-
€HTOB OBLIM MoJIomoro Bo3pacta (34 + 7,3 roga); 17 —
cpenHero Bo3pacta (53 £ 6,1 roma) u 11 namueHToB
OBLTH TTOKMJIOTO Bo3pacta (67,8 + 5,1 roma). Mcmomns-
30Basiach Bo3pacTHas kinaccudukanus BO3, B cooTBet-
CTBUHU C KOTOPOM MOJIOJIBIM CUUTAETCsl BO3pacT OT 25
1o 44 net, cpenHuM — OoT 45 10 59 NeT U NOKUIBIM —
ot 60 1o 74 ner.

Bce nauueHThl MOXHIJIOrO Bo3pacTa M 4 malueHTra
CpeaHero BO3pacTa CTpajald TeHEepaJTN30BaHHBIM are-
POCKIIEpO30M, UM MPOBOAMIINCH ITAHOBBIE PEKOHCTPYK-
TUBHBIC OIEPAl[MM Ha COCYAaX HIKHHX KOHEYHOCTEH
C HCIOJb30BaHUEM pPa3HbIX BHUIOB AHECTE3MH: OO0Iast
KOMOWHUpPOBaHHAsi aHECTe3Hs C HCKYCCTBEHHOW BEH-
twsiiuert terkux (MBJI), couerannas (anuaypaibHas
1 o0mas KOMOMHHMpOBAaHHAs) aHECTE3Usl, KOMOMHUPO-
BaHHAs CIMHAJIBHO-OMHUypabHas aHecTe3us. [lamm-
€HTaM MOJIOZOTO Bo3pacTa M 13 mammeHTam CpeHero
BO3pacTa MPOBOAWINCH IUIAHOBBIE ONEPATUBHBIC BMeE-
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[1aTeIhCTBA 110 TIOBOJTY CJICAYIONINX 3a00IeBaHNH: JKeI-
YyHOKaMeHHas 0o0Je3Hb (N = §), maxoBasi WM IyToYHas
rpepka (N = 7), ractpoldsodareanbHast pedirokcHas 60-
ne3Hb (N = 6), KUCTHI cene3eHKH (N =2), CTEHO3 YPEeBHOTO
cTBOoja (N = 2) ¢ UCHOIB30BaHUEM O0IIel KOMOUHUPO-
BaHHOM aHecte3uu ¢ VMBJI. JImuTenbHOCTh aHECTE3UO-
JIOTHYECKOTO MOCOOMSI COCTaBWIJIA B TPYIIIE TOXKHIIBIX
nanueHToB 292 + 86 MuH, B Tpymre MOJOJBIX TMallu-
eHTOB 138 + 46 MUH, y MALIMEHTOB CPEIHErO BO3pacTa
C TEHEPAIM30BaHHbBIM aTepockiepo3om 316 = 106 muH,
y MalMeHTOB CPEIHEro Bo3pacTa 0e3 reHepaan30BaHHO-
ro arepockieposa 183 + 105 mum.

WccnenoBannst MpOBOAMIINCH JTBAXKIBI: IO U TIOCTIE
oTeparuy.

Heiiponcuxonornyeckas oleHKa KOTHUTUBHOTO CTa-
Tyca BBIMOJHSUIIACH C MIOMOIIbI0 MOHPEaThCKON IITKaJIbI
OTICHKN KOTHUTHBHBIX (pyHKINH — Montreal Cognitive
Assessment (MoCA). B kauecTBe KpuTepusi HalIU4HUs
KOTHUTHBHOW MUCHYHKIMHA CYUTAIACh CyMMa OaJuloB
MeHbiie 26. Jns xoncraraimuu (akra [TOKJ[ Obuto
BBIOpAHO TOCIICOTIEPAIIMOHHOE CHIDKEHHE 110 IIKajie
MoCA na 1 u 6onee 6ayUIOB 110 CPABHEHHUIO C UCXOAHBIM
3HAYCHHEM.

Aynuonorudeckoe o0caeI0BaHue Hapsy CO COOpoM
aHaMHEe3a U OTOCKOMHEH BKIIIOYAIO0 TOHATBHYIO TIOPOTO-
BYIO ayIUOMETPHUIO B CTAHJAPTHOM JAUAMa30HE YaCTOT 110
BO3JIYIITHOM M KOCTHOM mpoBoaumocTu. Hapsay ¢ npo-
BEpKOH MepuepuIecKoro ciryxa OleHHBAIN COCTOSHUE
HEHTPATbHBIX OTAEJIOB CIIYXOBOH CHCTEMBI IOCPE/I-
CTBOM CIICIIMABHBIX PEYEBBIX TECTOB: ITUXOTUYECKOTO
YHCJIOBOTO TECTa M PYCCKOIO MaTrpHKCHOTO (hpa3oBo-
ro tecta (Russian Matrix Sentence Test — RuMatrix)
B myme [54, 55]. OGa TecTa BBIMONTHSUIA B HAYITHUKAX
C HWCIIONB30BaHMEM HOYTOyKa, 00OpYZOBAaHHOTO COOT-
BETCTBYIOIIUM MPOrPAaMMHBIM 00OECIICUEHUEM U 3BYKO-
BOH KapToil.

[Ipu mpoBeneHNN TUXOTUYECKOTO YHMCIOBOIO TECTa
OJTHOBPEMEHHO Ha TIPaBOE U JIEBOE YXO TOAABAIN Tapbl
pasHbIX JBY3HauHBIX yucen oT 11 mo 99 Ha xomdopT-
HOM JUTSI MCIIBITYEMOTO TPOMKOCTH. TecT BBITIONHAICS
B (hopmare OuHaypaibHON MHTErpaluu, TO €CTh IMallu-
€HT JIOJDKEH OB MOBTOPATH 00a yCIBIIIAHHBIX YHCIa
B MPOU3BOJIBHOM Mopsijke. Bcero 3a oxHo uccienosa-
Hue noxasanu 20 pasznuyHbIX Hap uucen. Pesynbrar
TOJICUMTHIBAJIM KaK MPOICHT NPAaBUIBHBIX OTBETOB, MPU
9TOM OTBET CUMTAIIM MPABHWIBHBIM, €CIIH 00a Yrcia u3
napbl ObUTM Ha3BaHBI BEPHO. Pe3ynbraThl JaHHOTO TeCTa
B 3HAQUUTENIEHOW CTETIEHN 3aBUCST OT (PYHKIIMOHATIHLHOTO
COCTOSIHMSI MO30JIUCTOTO T€Ja, YTO MO3BOJISET MCIONb-
30BaTh €ro JUIsl OIIEHKH IPOIECCOB MEXIOIYIIApPHOTO
B3aUMOJEUCTBUSA. Y JIIOAEN C HOPMaJIbHBIMU NIOpPOraMu
CITyXa pesyibTaT AoJKeH ObITh He MeHee 90%, a y mro-
Jell ¢ XpOHWYECKOH CEHCOHEBPAIBHOH TYrOyXOCThIO
ciaboit u cpenHeit crenenn — He MeHee 80% [46].

B tecte RuMatrix pedeBoil Marepuai npeacTaBieH
(dpazamMu u3 5 CIOB, PACIIONIOKEHHBIX B ONPEICICHHOM
niopsiike (1-e ciioBo — muMs, 2-e — marod, 3-e — 4uc-
JTuTenbHOe, 4-€ — TpuiarareIbHoe M 5-e — cyle-
cTBuTenpHOe). Hanpumep, «BaH BUIUT ceMb KPaCHBIX
VIHID, TO €CTh BCe ()pa3bl CHHTAKCHYCCKH UKCHPOBA-
HBI, HO CEMaHTUYECKH OECCMBICICHHBI, YTO YCTPaHSET
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KIMHWYECKWE MCCNTEAOBAHNA N HABMIIOAEHWA

Tabauna 1
Pe3yabTaThl Npe1onepanioHHOr0 M MOC/Ie0NepPAHOHHOI0 HelipONCHX010THYeCKOro TecTupoBanus no mkajie MoCA B 3aBHCHMOCTH OTLl BO3-
pacra
Moxaszarenn Tpynust naunentos Mouionoii Bozpact | Cpennuii Bo3pact | Iloxunioii Bo3pact
Yucso manueHTos, N 12 17 11
Bo3pacr, ronst 34+73 53+6,1 67,8+ 5,1
Pesynsrar MoCA 1o onepaumu (6asibl) 27,0£1,6 249+23 21,4+£28
YucIio nanueHToB ¢ pe3ylibTaToM HIKEe HOPMaTHBHOTO J10 onepauuu, N (%) 2 (16,7) 11 (64,8) 11 (100)
Pesynbrar MoCA nocne onepatmu (6asib) 274+£20 25,1 £33 20,8 1,9
YucIo ManueHToB ¢ pe3ysIbTaToM HIKE HOPMAaTUBHOTO Tociie onepanuy, N (%) 1(8,3) 8 (47,0) 11 (100)
IOK A, n (%) 1(8,3) 6(35,3) 7 (63,6)
Table 1

Results of preoperational and post-operational neuropsychological testing according to the MoCA (Montreal Cognitive Assessment) scale

in dependence on age

Indices Groups of patients Young age Middle age Elderly age
Number of patients, n 12 17 11
Age, years 34+73 53+6,1 67,8+ 5,1
Preoperational MoCA result (points) 27,0+ 1,6 249+273 21,4+2,8
Number of patients with preoperational result not up to the standard, n (%) 2 (16,7) 11 (64,8) 11 (100)
Post-operation MoCA result (points) 274+20 25,1+33 20,8+ 1,9
Number of patients with post-operation result not up to the standard, n (%) 1(8,3) 8 (47,0) 11 (100)
POCD (post-operation cognitive dysfunction), n (%) 1(8,3) 6(35,3) 7 (63,6)

BIMsIHAE (pakTopa JOTaIKHA Ha pe3ynsrar. B mporecce
TECTUPOBAHUS MAIIUCHTY MOHAYPATbHO (HA JIyUIle CIIbI-
TIaniee Win BeayIee yXo) NpeabsBisiin ¢ppas3sl Ha poHe
mryma. 3ajgada marueHTa — MOBTOPUTH BCIO YCIIBIIIAH-
HyI0 (hpa3y WU OTIENbHBIE CIIOBA, €CIIH TIOJIHOCTHIO
MOBTOPUTH (ppazy OH He MOXKeT. Bcero ucmbityemomy
TIPEIBSBISIIN ABa Tpeka 1mo 20 ¢pa3 B KaKIOM (TIepBEIit
TPEK — TPEHUPOBOYHBIH): P (PUKCUPOBAHHOM YPOB-
He 1ryma, paBHOM 65 1b Y3]I (mermben ypoBHS 3BYKO-
BOTO JiaBjieHus). Mcrmonp30Bany alanTHBHBIA PEKUM
MIPEIBSIBICHUS, IPU KOTOPOM MHTEHCHBHOCTH PEYEBOTO
CUTHajJla MEHSUIaCh aBTOMATHYECKH, YMEHbBINASCH MPU
MIPaBHUIILHOM OTBETE UCITBITYEMOTO U YBEIIMUUBASCH TTPH
HenpaBUIbHOM 0TBeTe. OTICHHBAIU OTHOIIICHUE CUTHAI/
myMm B 1b SNR (Signal-to-Noise Ratio — SNR), mpu
KOTOPOM JtocTurajics yposenb 50% pedeBoii pazdoopuu-
BoCcTH. B HOpMe y mcmbiTyeMbix 60 JIeT U cTapiie OHO
cocraisieT —6,9 £ 1,1 nb SNR (ue npesbrmaer —5,8 1b
SNR), a y uCHBITyeMBbIX CPEIHEr0 BO3pacTa paBHSET-
ca —8,7 +£ 0,9 1b SNR (ne mpesbimraer —7,8 n1b SNR)
[54, 55]. Tect RuMatrix, Tak ke KaK ¥ JPYTrue TECTHI
M0 OIICHKE pedyeBOd pa30opuyMBOCTH Ha (DOHE IIyMa,
YyBCTBUTEJICH K H3MEHEHUSIM CITyXOBOH KOpHI [46].
Pesyabrartbl. [1o 1aHHBIM HEHPONCUXOJIOTUYECKOTO
TECTUPOBAHUS B TMPEAONEPAIIMOHHOM TEPHOAE Y BCEX
MOXKHUITBIX TIAI[IEHTOB OBLIM OTMEYEHBI YMEPEHHBIE KOT-
HUTHBHbIC PACCTPOICTBA C OlleHKamMu OT 17 110 25 OasioB
o mkaine MoCA, cpennee 3Hauenne — 21,4 + 2.8 Oan-
na. [To pesynsraraM MOBTOPHOTO OOCIIEOBAHUS TIOCIE
oreparnyu y 7 MalueHToB ObUIO 3aUKCHPOBAHO CHU-
skenue 3HaueHuss MoCA (20,8 + 1,9 6amra). B rpymme

46

CpeIHero Bo3pacra JI00NepalioHHOe 3HaYeHHe TI0 I1IKa-
ne MoCA cocraBmito B cpemtaeM 24,9 + 2,3 Gaiia; moka-
3aTeny HUKe HopMaTtuBHBIX umenu 11 (64,8%) manuen-
toB. [locneonepaunonHoe cpeHee 3HaYCHUE TI0 ILIKAJIE
MoCA y manueHTOB CpelHEro Bo3pacTa MpPaKTHYECKH
HE U3MEHUJIOCH B cocTaBmiio 25,1 + 3,3 Gama, HO yXyI-
LIEHHWEe TPOAEMOHCTpUpoBaiu 6 manueHToB (35,3%).
B rpynme MonoxpIX MHAaLMEHTOB MPENONEpaliOHHOE
snauenne MoCA passsutocs 27,0 = 1,6 6amna, 4To co-
OTBETCTBYET HOpPMeE, TTociieonepanuonnoe — 27,4 +2,0;
JUIIb y OAHOTO MAlMEHTAa BBISABICHO CHHIKCHUE HTOTO
MoKa3aTers.

JlaHHbBIE HEHPOICUXONOTHYECKOTO TECTUPOBAHMS
npenctaBieHbl B Tabn. 1. Pesymsrarer mikansr MoCA
JIOCTOBEPHO pa3IMYyaliCh MEXIY BCEMH TIpyNIamMH
(p < 0,01 mns rpynIn MOXUIIBIX U MOJIOJBIX TAI[EHTOB,
a TaKKe UCTBITYEMBIX MOXKMIIOTO M CPEIHEro BO3pacTa;
p < 0,05 ams rpymI ManueHTOB CPEIHETO W MOJIOAOTO
BO3pacTa).

Taxum 06pazom, garme Bcero ITOK]] nuaraoctuponsa-
JIMCh y NOXKUJIBIX NauneHToB (63,6% ciydaes), pesxe —
y TaIMeHTOB cpeaHero Bo3pacta (35,3% cmydaeB) u co-
BCEM PEJIKO — Y MOJIOABIX MaIreHToB (8,3% cirydaes).

[lepBuuHOE aynuojorudeckoe 0OCIeOBaHUE TaIH-
CHTOB ITO’KHJIOTO BO3PACTA BBISIBUIIO IBYCTOPOHHEE CHM-
METPUYHOE CHWKEHHE mepudepuyeckoro ciayxa 1-2-i
CTETEeHH Y 4 NCTIBITYEMBIX (Y 3 — 10 CEeHCOHEBPAJIbHOMY
TUIY, Y | — 1O TUIy HapyUICHHUsS! 3ByKOTIPOBEACHUS Ha
(hoHE XPOHUIECKOTO CPETHEr0 OTUTA BHE 00OCTPEHNS).
V¥ 5 nanueHToB UMesla MECTO ACUMMETPHS ClIyXa ¢ CEH-
COHEBPAJIbHOM TYrOyXOCTbIO 1-H CTENEHH Ha OJHO YXO
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Tabnuna 2
Pe3yabTaThl NpeonepaHoHHOr0 H NOCJIE0NEePALHOHHOIO PeYeBOro TeCTHPOBAHMS Y NAIMEHTOB PA3HOIo BO3pacra '
I'pynnsel nanuentos | MoJiogoit Cpennnii Toxuiion
IMoxa3arean BO3pacT BO3pacT BO3pacT
Yucimo naiueHTos, N 12 17 11
Bo3pacr, ronst 34+73 53+6,1 67,8 +5,1
JluxoTudeckuii TeCT 0 onepanuu, % 90,8 £13,8 | 753+18,5 | 57,8+19,3
Yucino nanueHToB ¢ Pe3yabTaToM TMXOTHYECKOTO TeCTa HHYKEe HOPMATHBHOTO, 110 onepanuH, N (%) 2 (16,7) 11 (64) 9 (81,8)
Juxorndeckuit Tect nocne oneparun (%) 93,3+6,2 78,8+ 17,4 | 54,4+20,6
Yucno manmeHToB ¢ Pe3yabTaToM IMXOTHYECKOTO TeCTa HIKEe HOPMATHBHOIO 1ocie onepanuu, N (%) 1(8,3) 9(53) 10 (90,9)
VXyauieHue pesynbrara IMX0TH4ecKkoro Tecta, N (%) 0 1(5,8) 2 (18,1)
RuMatrix 1o onepanun (1b SNR) -8,1+0,6 -6,0+2,9 -32+3,5
Yucno nanueHToB ¢ pesyasraroM RuMatrix Huke HopMaTUBHOTO J10 oneparuu, N (%) 3(25) 12 (70) 9 (81,8)
RuMatrix mocse onepaunu (16 SNR) -84 +0,8 -6,6 2,0 -35+24
Yucno nmanueHToB ¢ pe3yasratoM RuMatrix Hike HOpMaTHBHOIO 1ocie onepaunuu, N (%) 1(8,3) 10 (59) 10 (90,9)
Vxynuenue pesynsratoB RuMatrix, n (%) 0 2(11,7) 2 (18,1)
Umncio manueHToB ¢ pe3ylibTaTaMi B 000MX TecTax (OZHOBpeMEHHO M RuMatrix, ¥ TUXOTHYeCcKOro) 0 6(353) 7(63.,6)
HIJKE HOPMaTUBHOTO 710 orepaud, N (%)
Table 2
Results of preoperational and post-operational speech testing in patients of different ages
Indices Groups of patients Young age | Middle age | Elderly age
Number of patients, n 12 17 11
Age, years 34+7,3 53+6,1 67,8+5,1
Alternative-response test, preoperational, % 90,8 £13,8 | 753+18,5 | 57,8+19,3
Number of patients with the alternative-response test result not up to the standard, preoperational, n (%) | 2 (16,7) 11 (64) 9 (81,8)
Alternative-response test, post-operation (%) 93,3+6,2 78,8+ 17,4 | 54,4+20,6
Number of patients with the alternative-response test result not up to the standard, post-operation, n (%) 1(8,3) 9(53) 10 (90,9)
Deterioration of the alternative-response test result, n (%) 0 1(5.8) 2(18,1)
RuMatrix, preoperational (dB SNR) -8,1+0,6 -6,0+2,9 -32+3,5
Number of patients with RuMatrix result not up to the standard, preoperational, n (%) 3(25) 12 (70) 9 (81,8)
RuMatrix, post-operation (dB SNR) -8,4+0,8 -6,6 2,0 -35+24
Number of patients with RuMatrix result not up to the standard, post-operation, n (%) 1(8,3) 10 (59) 10 (90,9)
Deterioration of RuMatrix result, n (%) 0 2(11,7) 2(18,1)
Number qf patients with both tests resuls (RuMatrix and Alternative-response test) not up to the standard, 0 6(353) 7(63.,6)
preoperational, n (%)

1 HOPMaJIbHBIM CITyXOM Ha BTOPOE yXO. Y JABYX UCIIBITY-
eMBIX CITyX OB B IIpefiesiax HOPMBI (CpesiHee 3HaueHue
MTOPOTrOB MO BO3YIIHOW IPOBOAMMOCTH B 30HE PEUEBBIX
4acTOT He MpeBbImano 25 1b 0THOCUTEN HO HOpMAlIb-
HOTO 1opora ciablnuMocTd). Cpean nauneHToB cpeaHe-
ro BO3pacTa y JBOMX Oblia BBISBICHA OAHOCTOPOHHSIS
TYroyxocTh 1-i creneHu, y 15 UCHOBITYEMBIX CIIyX CO-
OTBETCTBOBAJI HOpME. B rpymnme MoioabIx ManueHToB
y BCEX HCHBITYEMBIX IOPOTH CilyXa ObUIM B Ipejesiax
HOpMBI. TakuM 00pa3oM, HOPMaJbHBIH CITyX OTMEUaJICs
y 100% mnamnueHToB Monomoro Bospacra, 88,2% mann-
€HTOB CPEIHEro Bo3pacTa U nuiib y 18,2% manueHToB
MOXKWJIOTO Bo3pacTa. Koppemsiuuu Mexay COCTOSHUEM
ciayXa M pe3yJbTaraMy JOONEpPalMOHHOIO HEHpPOICU-
XOJIOTHYECKOTO TECTUPOBAHMS, a TAKXKE COCTOSHUEM
ciyxa u passutueMm [TOKJ[ He BbIsIBIEHO (KBagpaT Ko-

s pummenrta koppemsimun coctami 0,4 u 0,16 cooTBeT-
CTBEHHO).
Pesynbrars
B TaoOm. 2.
Cpennee 3HaYeHUE pe3yibrara JUXOTUYECKOTO YHC-
JIOBOTO TECTa 0 ONEPaLny y TallMeHTOB HOXKUIOTO BO3-
pacra cocrasmio 57,8 = 19,3%; y 9 (81,8%) manuen-
TOB PE3yJbTAaT TECTUPOBAHMS ObLT HHXKE HOPMATHBHOIO
(Tabmn. 2, puc. 1). Ilocme omepanuu cpenHee 3HAYCHUE
JUXOTHYECKOTO TeCTa 3HAYMMO HE MU3MEHWIOCh M CO-
craBmwio 54,4 £+ 20,6%. OTMeueHO yXyAIICHUE Pe3yib-
TaTOB TECTa y JIBYX MAlMEHTOB 3TOM IpynIbl. Y maim-
EHTOB CPEJ/IHETO BO3pacTa JaHHbIC TUXOTHYECKOTO TeCTa
ObutH TocToBepHO Jryutne (P < 0,05), 4eM y TOXKHITBIX
MMalMeHToB, U cocraBuiau 75,3 £ 18,5% u 78,8 £ 17,4%
JI0 ¥ MOCJIE OTepaliiy COOTBETCTBEHHO. Cpe/in manueH-

PEUCBBIX TCCTOB IMpEACTaBICHBI
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TOB cpenHero Bo3pacta y 11 (64%) no onepamuu u'y 9
(53%) mocne omepanuy TMOKa3aTeld JUXOTHUECKOTO
TeCTa He COOTBETCTBOBAIM HOPME; y OTHOTO TAIlMEHTA
pe3yabpTaThl TECTUPOBAHUS YXYAUIMIUCH MOCHE Orepa-
uU. Y MOJIOJIBIX MAIIMEHTOB CpPeJHee 3Ha4eHUe JHMXO-
THYECKOTOo Tecta coctaBmio 90,8 = 13,8% mo omepanuu
u 93,3 + 6,2% mnocie onepauuu, yXyAlICHUs Pe3yiib-
TaTOB TECTHUPOBAHMS B MOCIEONEPAMOHHBIN Tepuos
B JIaHHOW BO3PACTHOM TPyYTITIe HE BBISBICHO. Pe3ynbrars
JUXOTHYECKOTO T€CTa JJOCTOBEPHO Pa3INyaInCh MEXIy
BceMu rpymmmamMu (P < 0,01 mi1st TpyTII MOKMITBIX B MOJIO-
IbIX manueHToB; P < 0,05 11 rpynn nalyueHToB CpeaHe-
TO M MOJIOZIOTO BO3PACTa, a TAKXKE MIOXKUIIOTO U CPETHETO
BO3pacTa).

ITo mannapiM Tecta RuMatrix y 9 (81,8%) naruen-
TOB TOXXMJIOTO BO3pacTa IMpH MEPBOM 00CIeTOBaHUN
OBLTIO BBISIBIICHO HApyIICHHWE Pa30OpYMBOCTH pPeud Ha
(dhone myma (tabn. 2). CpenHee 3HaueHue pa3dopuu-
BOCTH CcOCTaBWJIO g0 omeparuu —3,2 = 3,5 nb SNR,
a B mocyeonepanuonHoM nepuoae —3,5 = 2,4 1b SNR
(Tabm. 2, puc. 2); y nBoux (18,1%) manueHToB BBHISIB-
JIEHO YXYJALIEHHE pPe3yJIbTaTOB TECTUPOBAHUS B IIO-
CJICOTIEPAI[MOHHOM TepHrozie. Y TAIMEHTOB CPETHETO
BO3pacTa cpegHee 3HaYCHHE Pa30OpPUYMBOCTU B TECTE
RuMatrix no oneparmuu paBusimock —6,0 £ 2,9 1b SNR,
OTKJIOHEHHE OT HOpMBI 0OHapyxkeHo y 10 (59%) mauu-
eHtoB. Ilocne onepauuu cpelHMI IOKas3aTelb TecTa
NPAaKTUYECKU HE U3MEHMJICS U ObL paBeH —6,6 + 2,0 n1b
SNR. VYxyamienwe pe3yinbTaToB B IOCIICOTEPATMOH-
HOM Tiepuojie nmoarsepxacHo y 2 (11,7%) nanueHTos.
Cpenn MOJOIBIX MAllMEHTOB CPEHUIN MoKa3aresb Te-
cta RuMatrix cooTBeTCTBOBaJ HOPMATHBHBIM 3Haue-
HUSM TPU TEPBUYHOM U IMOBTOPHOM TECTHPOBAHUHU
(-8,1 £ 0,6 nb SNR n -8,4 + 0,8 nb SNR cootBer-
CTBEHHO). YXyAIIEHHH TOoKa3aTesleil TecTta B IMOCIEeO-
MIEPAIIIOHHOM TIepUOJIE CPEau TAIMeHTOB MOJIOIOTO
BO3pacTa He BBIsIBIEHO. Pe3ymbrarhl Tecra RuMatrix
JIOCTOBEPHO Ppa3IMYaINCh MEXIy BCEMH TpynIamMu
(p <0,01 nas rpynn NOXKUIBIX U MOJIOJBIX NAI[UEHTOB;

Puc. 1. Pe3ynbrarsl AMXOTHYECKOTO YMCIOBOIO T€CTA IO U IIOCIE
orepalyy y MalUeHTOB Pa3HbIX BO3PACTHBIX TPYIIIT
Fig. 1. Results of the alternative-response arithmetic test before
and after surgery in patients of different age groups
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p < 0,05 aist rpynm mManueHTOB CPETHET0 U MOJIOIOTO
BO3pAacTa, a TAKXKE MOXKHUIIOTO U CPEIHEr0 BO3PACTa).

[Ipu ananuse B3aumocsa3u Mexay passurueM [1IOK]]
C pe3yibTaraMu JI0- M MOCIEONEePaMOHHOTO PEYEBOrO
TECTHPOBAHUS 3HAUYUMBIX KOPPEIALUN HE BBISIBICHO.
OpHako pe3yabTaThl JI0O0TMEPAMOHHOTO HCCIIeTOBAHUS
MO3BOJISIIOT NPOCIEOUTh PsiA 3akoHOMepHocTed. Ilpum
OLIEHKE YYBCTBUTEIHLHOCTH U CIIEIIM(UIHOCTH JT00TIepa-
LHOHHBIX PE3yNIbTaTOB AUXOTHUECKOIO TecTa u Tecta Ru-
Matrix k Bo3uukHOBeHHIO [IOK]] BBISBICHO, UTO Cpenu
14 mauuentoB ¢ ITOK]] pe3ynbraTbl TeCTUPOBAHUS Iie-
pen omepareil He COOTBETCTBOBAIM HOpMe y 12 manu-
CHTOB IPH AUXOTHYECKOM TECTUPOBaHUH Uy 11 maruen-
TOB TpH TpoBeeHnK Tecta RuMatrix. Takum oOpazom,
qyBCTBUTEIBHOCTb JIUXOTHYECKOTO TECTa COCTaBUIIA
85,7%, a Tecta RuMatrix 78,6%; crnienupuuHOCTh 3TUX
TecToB Obu1a paBHa 61 n 50% coorsercrBeHHO. Creny-
eT NPUHATh BO BHUMaHUE MPEABAPUTEIBHBIN XapakTep
MOJIy4€HHBIX PE3YJIbTaTOB B CBSI3U C MAJIOUUCICHHOCTBIO
BBIOOPKH JJIS pacueTa JaHHBIX TOKa3aTemei.

Bbut Takke NMpoBEJEH COBOKYIHBIN aHAIU3 MPENo-
MEePAMOHHBIX PE3yJIbTaTOB AUXOTHYECKOTO TECTa U Te-
cta RuMatrix. I'pynma marnueHToOB cpemHero Bo3pac-
Ta ABISETCS TPU ITOM HauOoJjiee TMOKa3aTeNbHOM st
OLEHKH 3(PPEKTUBHOCTH MPUMEHEHUS! AMXOTUYECKOTO
Tecta U Tecra RuMatrix: y BceX HallMEHTOB CPEIHEro
BO3pPAacTa ¢ HOPMaJIbHBIMH PE3y/bTaTaMl 000UX TECTOB
(4 uenoseka) [IOK/] He Bo3HUKaNH, a y BCeX NAIlMEHTOB
C IOKa3aresisIMH, OTIMYHBIMU OT HOPMBI (6 4ENIOBEK),
nuaraoctupoBansl [IOK/ mo marasiM MoCA. [IpotuBo-
MOJIO’KHAs KAPTUHA UMEJIa MECTO y MAIIMEHTOB MOXKHJIIO-
IO BO3pacTa: HU Y OJHOTO U3 HUX HE 3aperucTpUpOBaHbI
HOPMaJIbHbIE PE3YJbTaThl B 000OUX TECTaX OAHOBPEMEH-
HO, Y 7 4eJOBEK MMEJIMCh HapYUIeHUsI B 00OUX TecTax,
npu 3toM ITOK/I nuarsoctupoBana y 4 u3 Hux. Cpeau
MAIMEeHTOB MOJIOJIOTO BO3pacTa HOpMaJlbHbIE pe3yJbTa-
Thl OZIHOBPEMEHHO B 00OMX PEYEBBIX TECTax JO OIepa-
LMY UMEJIM MECTO y 7 MallMeHTOB, HO, HECMOTPS Ha 3TO,
y omuoro u3 Hux ObLIH BeIIBICHB! [IOK /. OTKITOHEHNS

Puc. 2. Pe3ynbrarhbl pyccKOro MaTpuKCHOTO ()pa3oBOro TecTa B ryMe
JIO M TIOCJIC OTIEPAINH Y MAIEHTOB Pa3HbIX BO3PACTHBIX TPYIIIT

Fig. 2. The results of RuMatrix phrasal test in the noise interfer-
ence before and after surgery in patients of different age groups
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OT HOPMBI XOTsI OBl B OJTHOM U3 PEYEBBIX TECTOB HAOIIO-
JTATACh Y 5 MOJIOABIX MAlIMEHTOB, YTO MOXET CBH/IETEIb-
CTBOBAaTh O MHHHMAJbHBIX HAPYIICHUSX IEHTPATbHON
00paboTku akycruueckord mHpopmanuu. [lo Bcelt Bu-
JIMMOCTH, OHU HOCSIT XapakTep BPOXKIECHHBIX WM PAHO
NpUOOPETEHHBIX, HE CBSI3aHHBIX C OCHOBHBIMU MPUYH-
Hamu Bo3HukHOBeHUs [IOK/I. B To ke BpeMst y nmoxu-
nbix manuentoB pazsutre [1OK]] MoxeT ObITh CBs3aHO
C MHOXXECTBOM JIOTIOJTHUTENBHBIX (DakTOpoB (BO3pACT,
HaJIMYME CONMYTCTBYIOLIEH COMaTUYECKOM MaTroioruu, B
TOM YHCIIE apTepUaIbHON TUIIEPTEH3NH, aTEPOCKIIEPO3a
U Jp.), KOTOpblE 3HAYMMO YBEJIUYHMBAIOT PUCK BO3HUK-
HOBEHHMS KOTHHTHBHOH IUCHYHKIUU HE3aBHUCHMO OT
(YHKIIMOHMUPOBAHHSI CITyXOBBIX LIEHTPOB.

O6cyxkaenue. M3BecTHO, YTO IO MeEpe CTapeHUs
y OOJBIIMHCTBA JIIONIE pa3BUBAaeTCsl BO3pAcTHAs TYro-
yXOCTh (TIpecOmaKy3nc): IBe TPETH JIIOACH B BO3pacTte
70 net u crapiue CTpaJaroT OT HapyleHUH ciyxa [56],
YTO YETKO MPOCIIEKUBAETCS W B HAIIIEM HCCIIEIOBAHUH.
CpaBHUTENHHO HEAABHO ObLIa YCTAaHOBJIEHA CBS3b MEXK-
ny cHmkeHueM ciayxa u HK® [38-42]. Kak mokazanu
pe3ynbTaThl HAIIEro HMCCIIEAOBaHUS, NPU TOHAIBHON
MTOPOTOBOM ayAMOMETPUH Y BCEX IMAIlMEHTOB MOJIOIOTO
BO3pacTa MOPOTH CiIyXa ObUTH B Mpeaesnax HOPMBL, a y
11,8% manmenToB cpemnuero Bo3pacta u'y 81,8% moxu-
JBIX ObUIA BBISIBIICHA NepuepruiecKas TyroyXocTb.

Hcxomroe HK® 1o pesynasraram Tecta MoCA Taxxke
Yale BCero HabIIoAaaoch B IpyNIe MOXKHUIIBIX MallueH-
TOB, Kak u pazsutue [IOK]I, koTopsie ObLIN THArHOCTH-
poBansl y 63,6% NmanueHToB NOXKUIOro Bo3pacTa, 35,3%
cpenHero Bo3pacta u 8,3% Monojsix. JloctoBepHO 00-
nee JacTyro BerpedaemocTs [TIOK/] y noxumnslx manu-
CHTOB MOXHO OOBSICHUTH KaK BO3PAaCTHBIM (PaKTOpPOM,
Tak U Ooyiee BBIPAKEHHBIM HCXOJHBIM KOTHUTHBHBIM
JNePUIUTOM M HapyIICHWEM ILEHTPAIBHBIX CIYXOBBIX
(yHKIHH.

B Hamem wuccienoBaHWM OLIEHKAa COCTOSIHHUSA LIEH-
TPaNBHBIX OTIENIOB CITyXOBOH CHCTEMBI OCYIIECTBIIS-
Jlach TIOCPEJICTBOM PEYEBBIX TCHUXOAKyCTHUYECKUX Te-
cTOB. M3BECTHO, YTO pe3ybTaThl TUXOTUIECKOTO TeCTa
3aBHUCAT MPEUMYIIECTBEHHO OT COCTOSIHHSI MO30JIUCTO-
TO TeJIa W JICBOW JJOOHOM TOJM TOJIOBHOTO MO3Ta, a pe-
3ynbTaThl Tecta RuMatrix — OT cOCTOSHHS CITyXOBOH
Kopel [46]. PesynmbpraThl J00TMEpaAIIIOHHOTO PEYEBOTO
TECTUPOBAHUS BBIIBUIIM B TOM MJIM UHOMN CTENIEHU BhIpa-
JKEHHBIC TIPU3HAKU IeuIuTa IMeHTPATBHONH 00padoTKN
aKyCTHUYECKOM MH(OpMAalMH y MalMeHTOB BCEX BO3pacT-
HBIX TPYMIT. B MeHbIIel cTeneHr OHU OBUTHA BBIPAYKEHBI
y MOJIOJBIX HAlMEHTOB, a B OOJNbLIEH — Y MOXHIIBIX.
VY Bcex ManWeHTOB MOXIJIOTO BO3pacTa MMETH Me-
CTO OTKJIOHEHHS XOTsI ObI B OZJHOM M3 PEUYEBBIX TECTOB,
ay 63,6% manueHnToB — B 000nX TecTax (M AUXOTHYE-
ckoM, 1 RuMatrix) onHOBpEeMEHHO.

BrisiBiieHa 10CTaTOYHO BBICOKAsI YYBCTBUTEIBHOCTD
pEUEBBIX TECTOB K OLIEHKE BEPOSTHOCTH BOSHUKHOBEHUS
[TOK/l: nms MUXOTHYECKOTO TeCTa YYBCTBUTEIHLHOCTH
cocraBuna 85,7%, a mans tecta RuMatrix 78,6%. Ilpu
9TOM JIOKa3aHa JUArHOCTHYECKash 3HAYUMOCTDH BBITIOJI-
HeHUs 000MX PEUeBbIX TECTOB HA JJOOTICPAIMOHHOM 3Ta-
ne. Kak mokazano o0cienoBanne MalueHTOB CPETHETO
BO3pacTa, B CIy4ae HOPMAIBHBIX PE3yJIbTaTOB U B JIXO-

CLINICAL RESEARCHES AND CASE REPORTS

THYECKOM TecTe, U B TecTe RuMatrix uu y koro ITOK/]
HE BO3HHUKAJIH, @ Y BCEX MAaIUEHTOB C OJJHOBPEMEHHBIM
OTKJIOHEHHEM OT HOPMBI B 000MX PEUYEBbIX TECTaxX Juar-
Hoctuposanuck [IOK/] mo nanusim MoCA.

TakuMm 00pa3om, pedeBble ayIHOIOTNYECKHE TECThI
00JIa/Ial0T JIOCTATOYHO BBICOKOH UYyBCTBUTEIBHOCTHIO
B KauectBe npenukropoB IIOK/I: 4yBCTBUTEIBHOCTH
MUXOTHYECKOTO TecTa cocraBmia 85,7%, a pyccKoro
MaTPUKCHOTO (pa3zoBoro tecra B myme — 78,6%, uTo
JeNlaeT [e1ecoo0pa3HbIM X HCIOJIb30BAaHHE Ha dTare
peorepanuoHHon auarHoctuku. llonesnyro mHbOp-
MalMIo Mpy 00CIIeI0BaHUN NAMEHTOB Tepe]] Onepary-
el MOXeT JaTh MCHOJIb30BAaHME AMXOTHYECKOIO TecTa
u Tecta RuMatrix, oleHHBaIomero pa3oopuyuBOCTh Peun
B IITyMe. BrIsBIIeHNE OTKIIOHEHHUH OT HOPMBI B 000HX pe-
YEeBBIX TECTaX Ha JO0OMEPaIllIOHHOM JTale MOXKET yKa-
3BIBaTh Ha BHICOKYIO BEepOSITHOCTH paszutwst [IOK/I.

®dunancupoBanue. Pabora He MMena CITIOHCOPCKOM
MOJIICPKKH.

Pabota BbINONHEHA B paMKax TOCyAapCTBEHHOIO 3a-
nanus mo teme «PaszpaboTka kommiekca mMep Mo mpo-
(brIaKTHKE IOCICONEePAllMOHHBIX KOIHUTHBHBIX pac-
CTPOICTB U JEIMpPHUS Ha OCHOBE M3YUEHHUs POJIM B HUX
reHe3e HeMpOBOCTIANICHMSI, 00YCIOBICHHOTO OTepartueit
n anecresuei». Homep rocperucrparuu 115091630050.

Konguukr uHTepecoB. Bce aBTOpBI yKa3bIBAOT
Ha OTCYTCTBUE KOH(INKTA HHTEPECOB.

JUTEPATYPA/REFERENCES

1. Mijajlovi¢c M.D., Pavlovi¢ A., Brainin M., Heiss W.-D. et al.
Post-stroke dementia — a comprehensive review. BMC
Med. 2017;15:11. Published online 2017 Jan 18. https:/doi.
org/10.1186/s12916-017-0779-7.

2. Chi N.F.,, Shu-Ping Chao, Li-Kai Huang, Lung Chan, Yih-Ru
Chen, Hung-Yi Chiou et al. Plasma Amyloid Beta and Tau Levels
Are Predictors of Post-stroke Cognitive Impairment: A Longitu-
dinal Study. Front. Neurol. 2019;10:715. Published online 2019
Jul 2. https://doi.org/10.3389/fneur.2019.00715.

3. Needham M.J., Webb C.E., Bryden D.C. Postoperative cognitive
dysfunction and dementia: what we need to know and do. Br. J.
Anaesth. 2017;119(Suppl.1):i115-i125. https://doi.org/10.1093/
bja/aex354.

4. Honymwmn 10.C., Iomymua A.1O., IOkuna I'1O., Koxemsku-
Ha M.B. [locneonepannonHast KOTHUTHBHASI AUCHYHKIHS — YTO
MBI 3HaeM U Ky/la JBUrathCs jaanee. Becmuux amecm. u peaH.
2019;16(1):19-28. [Polushin Yu.S., Polushin A.Yu., Yukina G.
Yu., Kozhemyakina M. V. Postoperative cognitive dysfunction —
what we know and where we go. Messenger of Anesthesiology
and Resuscitation. 2019;16(1):19-28. (In Russian)]. https://doi.
0rg/10.21292/2078-5658-2019-16-1-19-28.

5. Ding M.Y., Xu Y., Wang Y.Z., Li P.X., Mao Y.T., Yu J.T. et al.
Predictors of Cognitive Impairment After Stroke: A Prospective
Stroke Cohort Study. J. Alzheimers Dis. 2019;Sep 9. https://doi.
org/10.3233/JAD-190382.

6. Samuelson K.W., Bartel A., Valadez R., Jordan J.T. PTSD symp-
toms and perception of cognitive problems: The roles of posttrau-
matic cognitionsand trauma coping self-efficacy. Psychol. Trau-
ma. 2017;9(5):537-544. https://doi.org/10.1037/tra0000210.
Epub 2016 Oct 13.

7. Schweizer S., Samimi Z., Hasani J., Moradi A., Mirdoraghi F.,
Khaleghi M. Improving cognitive control in adolescents with
post-traumatic stress disorder (PTSD). Behav. Res. Ther.
2017;93:88-94. https://doi.org/10.1016/j.brat.2017.03.017.

8. Liu H., Zhang Z., Choi S.W., Langa K.M. Marital Status and

49



POCCWICKII HEBPOMOTUYECKW XKYPHAT, Ne 1, 2020
DOI10.30629/2658-7947-2020-25-1-43-51

KIMHWYECKWE MCCNTEAOBAHNA N HABMIIOAEHWA

10.

I1.

12

13.

14.

15.

16.

17.

18.

19.

20

21.

50

Dementia: Evidence from the Health and Retirement Study. The
Journals of Gerontology: Series B, gbz087, 2019. https://doi.
org/10.1093/geronb/gbz087.

Bajaj M.-P.K., Burrage D.R., Tappouni A., Dodd J.W., Jones P.W.,
Baker E.H. COPD patients hospitalized with exacerbations have
greater cognitive impairment than patients hospitalized with
decompensated heart failure. Clin. Interv. Aging. 2019;14:1-8.
Published online 2018 Dec 18. https://doi.org/10.2147/CIA.
S185981.

Evans 1., Martyr A., Collins R., Brayne C., Clare L. Social Isola-
tion and Cognitive Function in Later Life: A Systematic Review
and Meta-Analysis. J. Alzheimers Dis. 2019;70(Suppl.1):S119—
S144. Prepublished online 2018 Oct 24. Published online 2019
Aug 13. https://doi.org/10.3233/JAD-180501.

Wraw C., Deary 1.J., Gale C.R., Der G. Intelligence in youth and
health at age 50. Intelligence. 2015;53:23-32.

. Jloosun B.1O., Kommakoa K.A., Emenun A.JO., Suumies-

ckuii C.H. AprepuanpHas runepTeH3us u 6one3Hp Anbireimepa.
Tpomor k HeiipolereHepaliu. Apmepuansras unepmeHsus.
2019;25(2):122—-133. [Lobzin V.Yu., Kolmakova K.A., Emelin A.
Yu., Yanishevskiy S.N. Arterial hypertension and Alzheimer’s
disease. Prologue to neurodegeneration. Arterial’naya Giper-
tenziya = Arterial Hypertension. 2019;25(2):122-133. (In Rus-
sian)]. https://doi.org/10.18705/1607-419X-2019-25-2-122-133.
Wefel J.S., Kesler S.R., Noll K.R., Schagen S.B. Clinical Charac-
teristics, Pathophysiology, and Management of Noncentral Ner-
vous System Cancer-Related Cognitive Impairment in Adults.
CA Cancer J. Clin. 2015 65(2):123—-138. https://doi.org/10.3322/
caac.21258.

Klinger R.Y., James O.G., Borges-Neto S., Bisanar T., Li Y.-J.,
Qi W. et al. the Alzheimer’s Disease Neuroimaging Initia-
tive (ADNI) Study Group, the Neurologic Outcomes Re-
search Group(NORG) "F-florbetapir PET-determined Cerebral
B-Amyloid Deposition and Neurocognitive Performance after
Cardiac Surgery. Anesthesiology. 2018;128(4):728-744. https:/
doi.org/10.1097/ALN.0000000000002103.

Yuan S.-M., Lin H. Postoperative Cognitive Dysfunction after
Coronary Artery Bypass Grafting. Braz. J. Cardiovasc. Surg.
2019;34(1):76-84.  https://doi.org/10.21470/1678-9741-2018-
0165.

Zhang Y., Bao H.-G., Lu Y.-L., Si Y.-N., Han L., Wang H.-Y.
et al. Risk factors for early postoperative cognitive dysfunction
after colorectal surgery. BMC Anesthesiol. 2019;19:6. Published
online 2019 Jan 8. https://doi.org/10.1186/s12871-018-0676-4.
Hshieh T.T., Jung W.F., Grande L.J., Chen J., Stone R.M.,
Soiffer R.J. et al. Prevalence of Cognitive Impairment and As-
sociation With Survival Among Older Patients With Hemato-
logic Cancers. JAMA Oncol. 2018;4(5):686-693. https://doi.
org/10.1001/jamaoncol.2017.5674.

Duarte-Garcia A., Romero-Diaz J., Juarez S., Cicero-Casarru-
bias A., Fragoso-Loyo H., Nufiez-Alvarez C. et al. Disease activ-
ity, autoantibodies, and inflammatory molecules in serum and ce-
rebrospinal fluid of patients with Systemic Lupus Erythematosus
and Cognitive Dysfunction. PL0S One. 2018;13(5):e0196487.
Published online 2018 May 3. https://doi.org/10.1371/journal.
pone.0196487.

Kalb R., Beier M., Benedict R.H., Charvet L., Costello K.,
Feinstein A. et al. Recommendations for cognitive screen-
ing and management in multiple sclerosis care. Mult. Scler.
2018;24(13):1665-1680. Published online 2018 Oct 10. https://
doi.org/10.1177/1352458518803785.

. Miller E., Morel A., Redlicka J., Miller L., Saluk I. Pharmacologi-

cal and Non-pharmacological Therapies of Cognitive Impairment
in Multiple Sclerosis. Curr. Neuropharmacol. 2018;16(4):475—
483. Published online 2018 May. https://doi.org/10.2174/157015
9X15666171109132650.

Goldman J.G., Vernaleo B.A., Camicioli R., Dahodwala N. et al.
Cognitive impairment in Parkinson’s disease: a report from a mul-
tidisciplinary symposium on unmet needs and future directions to
maintain cognitive health. NPJ Parkinsons Dis. 2018;4:19. Pub-

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

lished online 2018 Jun 26. https://doi.org/10.1038/s41531-018-
0055-3.

Schulz J., Pagano G., Bonfante J., Wilson H., Politis M. Nucleus
basalis of Meynert degeneration precedes and predicts cognitive
impairment in Parkinson’s disease. Brain. 2018;141(5):1501—
1516. Published online 2018 Mar 21. https://doi.org/10.1093/
brain/awy072.

Davies G., Lam M. et al. Study of 300,486 individuals identi-
fies 148 independent genetic loci influencing general cognitive
function. Nat. Commun. 2018;9:2098. https://doi.org/10.1038/
s41467-018-04362-x.

Biessels G.J., Despa F. Cognitive decline and dementia in diabe-
tes mellitus: mechanisms and clinical implications. Nat. Rev. En-
docrinol. 2018;14(10):591-604. https://doi.org/10.1038/s41574-
018-0048-7.

Shibayama O., Yoshiuchi K., Inagaki M., Matsuoka Y. et al.
Uchitomi Association between adjuvant regional radiotherapy
and cognitive function in breast cancer patients treated with con-
servation therapy. Cancer Med. 2014;3(3):702-709. Published
online 2014 Apr 23. https://doi.org/10.1002/cam4.174.

Makale M.T., McDonald C.R., Hattangadi-Gluth J., Kesari S.
Brain irradiation and long-term cognitive disability: Current
concepts. Nat. Rev. Neurol. 2017;13(1):52—64. Published online
2016 Dec 16. https://doi.org/ 10.1038/nrneurol.2016.185.

Van Harten A.E., Scheeren T.W., Absalom A.R. A review
of postoperative cognitive dysfunction and neuroinflamma-
tion associated with cardiac surgery and anaesthesia. Anaes-
thesia, 2012;66:280-293. https://doi.org/10.1111/j.1365-
2044.2011.07008..x.

Riedel B., Browne K., Silbert B. Cerebral protection: inflamma-
tion, endothelial dysfunction and postoperative cognitive dys-
function. Curr. Opin. Anaesthesiol. 2014;27:89-97. https://doi.
org/10.1097/ac0.0000000000000032.

Silva F.P., Schmidt A.P., Valentin L.S., Pinto K.O., Zeferi-
no S.P., Oses J.P. et al. S100B protein and neuron-specific
enolase as predictors of cognitive dysfunction after coronary
artery bypass graft surgery: A prospective observational study.
Eur. J. Anaesthesiol. 2016;33:681-689. https://doi.org/10.1097/
€ja.0000000000000450.

Honymun AXO., SAnumesckuit C.H., Macnesuos JI.B., Kpu-
BoB B.O., BeckpoBnas O.B., Momuan H.C. DddextnBHOCTH
NPOGUIAKTHKA TIOCIICONEPAIIMOHHON KOTHUTHBHON JHCHYHK-
UM OpH  KapAHOXMPYPIHYCCKHX BMEIIATEIBCTBAX C IIPH-
MeHeHueM npenapara LlepeOponusun. JKypran Hesponoeuu
u ncuxuampuu um. C.C. Kopcaxosa. 2017;117(12):37-45. [Po-
lushin A.Y., Yanishevskiy S.N., Maslevtsov D.V., Krivov V.O.,
Beskrovnaya O.V., Molchan N.S. The efficacy of prevention of
postoperative cognitive dysfunction in cardiac surgeries with the
use of the cerebrolysin. Zh. nevrol. psikhiatr. im. S.S. Korsakova.
2017;117(12):37-45. (In Russian)]. https://doi.org/10.17116/
jnevro201711712137-45.

Safavynia S.A., Goldstein P.A. The Role of Neuroinflammation
in Postoperative Cognitive Dysfunction: Moving From Hypothe-
sis to Treatment. Front. Psychiatry. 2018;9:752. Published online
2019 Jan 17. https://doi.org/10.3389/fpsyt.2018.00752.

Vega J.N., Dumas J., Newhouse P. Cognitive Effects of Chemo-
therapy and Cancer-Related Treatments in Older Adults. Am. J.
Geriatr. Psychiatry. 2017;25(12):1415-1426. Published online
2017 Apr 6. https://doi.org/10.1016/j.jagp.2017.04.001.
Rosenberg G.A. Binswanger’s disease: biomarkers in the inflam-
matory form of vascular cognitive impairment and dementia.
J. Neurochem. 2018;144(5):634-643. https://doi.org/10.1111/
jnc.14218.

Opunak M.M., Ememun A.1O., JIo63ur B.1O., Bopobser C.B.,
Kucenes B.H. CoBpemeHHBIE BO3MOXXHOCTH HEHPOBH3YaJIH-
3anuu B Au(depeHInaIbHON AHarHOCTHKES KOTHUTHUBHBIX Ha-
pyutenuit. Hesponoeus, Hetponcuxuampus, HCUXOCOMAMUKA.
2012;4(2S):51-55. [Emelin A.Y., Odinak M.M., Lobzin V.Y., Vo-
robyev S.V,, Kiselev V.N. Current capacities for neuroimaging in
the differential diagnosis of cognitive impairments. Neurology,



RUSSIAN NEUROLOGICAL JOURNAL, N¢ 1, 2020
DOI'10.30629/2658-7947-2020-25-1-43-51

35.

36.

37.

38.

39.

40.

41.

42.

43.

44.

45.

Neuropsychiatry, Psychosomatics. 2012;4(2S):51-55. (In Rus-
sian)]. https://doi.org/10.14412/2074-2711-2012-2509.

IOxuna I'lO., CyxopykoBa E.I., benosepuesa U.B., Ilomy-
mwuH 10.C., Tomcon B.B., ITonymun A.}O. Peaxnus HeliponoB
Y MHUKPOIJIMH KOPBI MO3KEYKA HA aHECTE3UI0 ceBOGITypaHoM. LJu-
monoeus. 2019;(7):548-555. [Yukina G.Yu., Sukhorukova E.G.,
Belozertseva 1.V., Polushin Yu.S., Tomson V.V., Polushin A.Yu.
Cerebellar cortex neurons and microglia reaction to sevoflurane
anesthesia. Citologia. 2019;(7):548-555. (In Russian)].

Herold F., Wiegel P., Scholkmann F., Miiller N.G. Applications
of Functional Near-Infrared Spectroscopy (fNIRS) Neuroimag-
ing in Exercise — Cognition Science: A Systematic, Methodo-
logy-Focused Review. J. Clin. Med. 2018;7(12):466. Published
online 2018 Nov 22. https://doi.org/10.3390/jcm7120466.

Oz G., Alger J.R., Barker P.B., Bartha R. et al. Clinical Proton
MR Spectroscopy in Central Nervous System Disorders. Radio-
logy. 2014;270(3):658-679. Published online 2014 Mar. https://
doi.org/10.1148/radiol.13130531.

Hardy C.J., Marshall C.R., Golden H.L., Clark C.N., Mum-
mery C.J., Griffiths T.D. et al. Hearing and dementia. J. Neurol.
2016;263(11):2339-2354. https://doi.org/10.1007/s00415-016-
8208-y.

Park S.Y., Kim M.J., Sikandaner H., Kim D.-K., Yeo S.W.,
Park S.N. A causal relationship between hearing loss and cog-
nitive impairment. Acta Oto-Laryngologica. 2016;136(5):480—
483. https://doi.org/10.3109/00016489.2015.1130857.

Su P, Hsu C.C., Lin H.C., Huang W.S., Yang T.L., Hsu W.T.
et al. Age-related hearing loss and dementia: a 10-year na-
tional population-based study. Eur. Arch. Otorhinolaryngol.
2017;274(5):2327-2334.  https://doi.org/10.1007/s00405-017-
4471-5.

Huang B., Cao G., Duan Y., Yan S., Yan M., Yin P. et al. Gender
Differences in the Association Between Hearing Loss and Cogni-
tive Function. Am. J. Alzheimers Dis. Other Demen. 2019;Sep
11:1-8. https://doi.org/10.1177/1533317519871167.

Ray M., Dening T., Crosbie B. Dementia and hearing loss:
A narrative review. Maturitas. 2019;128:64-69. https://doi.
org/10.1016/j.maturitas.2019.08.001.

Alattar A.A., Bergstrom J., Laughlin G.A., Kritz-Silverstein D.,
Richard E.L., Reas E.T. et al. Hearing impairment and cognitive
decline in older, community-dwelling adults. J. Gerontol. A Biol.
Sci. Med. Sci. 2019;Febl2. https://doi.org/10.1093/gerona/
glz035.

Liu C.M., Lee C.T. Association of Hearing Loss With Dementia.
JAMA Netw Open. 2019;2(7):e198112. https://doi.org/10.1001/
jamanetworkopen.2019.8112.

Bobomko M.IO., bepnuuxosa W.I1., I'apbapyk E.C., CanaxGe-
koB M.A., Mansniesa H.B. BiusiHue HEHTpalIbHBIX CIYXOBBIX
paccTpoiicTB Ha pa30OpPYUBOCTH PEYM IMPH CEHCOHEBPAIBHON
TYTOyXOCTH. Becmnux Omopunonrapuneonoeuu. 2018;2:4-8.

46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

CLINICAL RESEARCHES AND CASE REPORTS

[Boboshko M.Y., Berdnikova I.P., Garbaruk E.S., Salakhbekov
M.A., Mal’tseva N.V. The influence of central auditory process-
ing on the intelligibility of the speech in the patients presenting
with hearing impairment. Vestnik Otorinolaringol. 2018;2:4-8.
(In Russian)]. https://doi.org/10.17116/otorino20188324-8.
Musiek F.E., Chermak G.D. Handbook of central auditory pro-
cessing disorder. Vol. 1. Auditory neuroscience and diagnisis.
2nd ed. San Diego: Plural Publishing; 2014:745.

GollJ.C.,Kim L.G., Ridgway G.R. et al. Impairments of auditory
scene analysis in Alzheimer’s disease. Brain. 2012;135:190-200.
https://doi.org/10.1093/brain/awr260.

Golden H.L., Agustus J.L., Goll J.C., Downey L.E., Mum-
mery C.J., Schott J.M., et al. Functional neuroanatomy of audi-
tory scene analysis in Alzheimer’s disease. Neurolmage Clinical.
2015;7:699—708. https://doi.org/10.1016/j.nicl.2015.02.019.
Gosselin P.A., Ismail Z., Faris P.D., Benkoczi C.L., Fraser T.L.,
Cherry S.W. et al. Effect of Hearing Ability and Mild Behavioural
Impairment on MoCA and Memory Index Scores. Can. Geriatr.
J. 2019;22(3):165-170. https://doi.org/10.5770/cgj.22.374.
Gates G.A., Anderson M.L., McCurry S.M., Feeney M.P.,
Larson E.B. Central Auditory Dysfunction as a Harbinger of
Alzheimer Dementia. Arch. Otolaryngol. Head Neck Surg.
2011;137(4):390-395. https://doi.org/10.1001/archoto.2011.28.
Schneider B.A. How Age Affects Auditory-Cognitive Interac-
tions in Speech Comprehension. Audiol. Res. 2011;1(1):e10.
https://doi.org/10.4081/audiores.2011.e10.

bo6omko M.IO., Puexakaiinen E.M. PeueBas aymmomerpus
B kimHHYeckor mpaktuke. CII6.: Juamor; 2019:80. [Bobosh-
ko M.Y., Riehakainen E.I. Rechevaya audiometriya v kliniches-
koy praktike. SPb.: Dialog; 2019:80.(In Russian)].

Musiek F.E., Chermak G.D. Psychophysical and behavioral pe-
ripheral and central auditory tests. Handbook of Clinical Neu-
rology. 2015;129:313-332. https://doi.org/10.1016/b978-0-444-
62630-1.00018-4.

Bobomko M.IO., Xunuuckas E.B., Baxbeiook A., Maiblie-
Ba H.B., ILloxonms M., Kombmeiiep b. PeueBas ayauomerpus
C HCIONB30BaHMEM MAaTpUKCHOTO (paszoBoro Ttecra. Becmm.
omopunonapuneonocuu. 2016;81(5):40-44. [Boboshko M.Y.,
Zhilinskaia E.V., Warzybok A., Maltseva N.V., Zokoll M., Koll-
meier B. The speech audiometry using the matrix sentence test.
Vestn. Otorinolaringol. 2016;81(5):40—44. (In Russian)]. https://
doi.org/10.17116/otorino201681540-44.

Warzybok A., Zokoll M., Wardenga N., Ozimek E., Bobosh-
ko M., Kollmeier B. Development of the Russian matrix sentence
test. Int. J. Audiol. 2015;54(Suppl.2):35-43. https://doi.org/10.31
09/14992027.2015.1020969.

Goman A.M., Lin F.R. Prevalence of hearing loss by severity
in the United States. Am. J. Public Health. 2016;106(10):1820—
1822. https://doi.org/10.2105/AJPH.2016.303299.

Tocrynuna 30.12.19
Ipunsra x neyarn 17.01.19




POCCWICKII HEBPOMOTUYECKW XKYPHAT, Ne 1, 2020
DOI10.30629/2658-7947-2020-25-1-52-55

KIMHWYECKWE MCCNTEAOBAHNA N HABMIIOAEHWA

© KOJIJIEKTHB ABTOPOB, 2020

JEYEHUE HIIYMA B YHIAX
ITynenkoe A.B., Kocakoe C.A., ITuenenox E.B.

OI'BOY JI10 «Poccutickast MeAUIIMHCKAsT aKaJAeMHUsl HEIIPEPHIBHOTO MPO(ECCUOHATBLHOIO 00pa30BaHus» MUHUCTEPCTBA 3/1pa-
Booxpanenust Poccuiickoit @enepanun, kadeapa oropuHonapuHronoruu, Mocksa, Poccust
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Abstract. Tinnitus (ringing in the ears) is the perception of sound in the absence of an auditory stimulus. Tinnitus is
perceived by about one in 10 adults, and for at least 1 in 100 tinnitus severely affects their quality of life. Objective
is to present a review of pathophysiology and treatment approaches for the patients with tinnitus. Currently available
options range from medications to the cognitive behavioral rehabilitation and the use of hearing aids. The review
provides the overview of the approaches to tinnitus patients, based on national experience and national and interna-

tional guidelines.
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VYIIHOH TIyM SBISE€TCS JOCTaTOYHO YaCThIM CHM-
MITOMOM; CYHMTAETCS, YTO €0 HCIBITHIBAIOT MPUMEPHO
10-15% naceneHus, HO 3HAYMMO OH BJIUSICT Ha KAY€CTBO
Ku3HU y 1-2% [1, 2]. My4uuTenbHbIN IIyM 9acTo CBsI3aH
C JIETIpeCCHEeN, TPEBOKHOCTHIO U OECCOHHUIICH.
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[IpunsaTOo paznuyare OOBEKTUBHBIN U CyOBEKTHB-
HBIM myM B ymax. [log nepBbIM moHUMaeTcs 3ByK, KO-
TOPBIII MOYXHO 3aperuCTpHpPOBaTh, KpailHE pEaKo ero
MOJKET YCIBIIIATh IPYroi yenoBek. OObeKTHUBHBIN yIII-
HOW IIYyM BCTpEYaeTcsi ropaszio pexxke CyObeKTUBHOTO,
U NPUHATO CUUTATh, YTO OH MBILICYHOH WM COCYAH-
CTOM IPUPOJBL.

CyObexTuBHBIN yrHOH 1mrym (tinnitus, THHHUTYC) sB-
JISIeTCS OILIYIIEHHEM M MOYKET OMMCBHIBATHCS MalUeHTOM
KakK MUCK, 3BOH, CBUCT, Ty U T.II. ET0 MOXHO onpenenuTs
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KaK «OLIyLICHHE 3ByKa 0e3 ero OueBHAHOIO MCTOUYHHKA,
KOTOpOE JTUTCS OoJiee S MEHYT M HE CIIEIyeT cpasy Mmocie
BO3JIEHCTBHSI HHTEHCHBHOTO TIryMay |3, 4]. Henb3st 0060ii-
TH BHUMaHHEM U OPMYIUPOBKY O€3yCIOBHOTO aBTOPHTE-
Ta B 3Tol obnactu P. Jastreboft: «CiyxoBble outymienus,
SBIISIIOIIMECS] UCKITIOYUTENBHO PEe3yJAbTaTOM aKTHBHOCTH
HEPBHOH CHCTEMBI W HE CBS3aHHBIE C MEXaHHMYECKHMH
1 KoJeOaTesIbHBIMH MIPOLIECCaMt B YIIUTKeE» [S].

CyObeKTHBHBIM YIIHOM IIyM MOXKET OBITh CHMITO-
MOM OTPOMHOTO KOJMYecTBa 3a00JIeBaHMIA: OTHATpUYE-
CKHUX (HarmpuMmep, OTOCKJIepO3a, BHE3AIHOH CEHCOHEB-
pabHON TYTOYXOCTH) M HEOTHATPUYECKHUX (HAmpuMep,
MOXXET COIPOBOXKIATh IATOJIOTHIO BHCOYHO-HIKHE-
YeJIOCTHOTO cycTaBa). B ciywae, korma OH SIBISIeT-
Csl M30JIMPOBAHHBIM CHMIITOMOM (TO €CThb HE BXOIUT
B CHMITOMOKOMIUIEKC JPYroro 3a0oJieBaHus), MOXKHO
(hopMynmHupoBaTh CcaMOCTOATENbHBIN auarHo3 «Lllym
B ymax (cyosextuBHbIA)» (MKB-10, knace «bonesnn
yXa ¥ COCIIEBHTHOTO OTPOCTKa», 0ok «/lpyrne Oomes-
HU yxa», kox H93.1).

Takum 00pa3oM, 3TOT JHArHO3 CTaBHTCS METOIOM
UCKIMoueHus. Takke UMeeT CMBICT BBIHOCUTB OTOT JHa-
THO3, €CJIH JKaJ00bl Ha MyYHTEIIBHbIH YITHOH IIyM BBI-
XOJST Ha TEPBBIM IUIaH y MAalMEHTOB C XPOHUYECKON
CEHCOHEBPAJIbHON TYTOyXOCTbIO.

B coBpeMEHHBIX MUPOBBIX MPEJICTABICHUSAX O MATO-
reHese, IMarHOCTHKE U JICYCHUH TAKUX MAllMCHTOB HaM
MPEACTABIISIOTCS KIFOUEBBIMH CICAYIONINE acleKTHI.

1. IlpoucxoxaeHue U MPUYMHBI YIIHOIO LIyMa 0
CHX MOp B TOYHOCTH HEHM3BECTHBI, OHAKO B MUpPE 00-
LIENIPUHATO, YTO BELYILIYIO POjlb B €0 BO3ZHUKHOBEHUU
UrpacT MOBBILICHHAs] HEMpPOHHAsl aKTUBHOCTb, HE CBS-
3aHHas C aKyCTMYECKOW CTUMYIISILIUEN, HO UHTEPIIPETU-
pyemasi MO3ToM Kak 3BYK.

Heitpodusuonor P. Jastreboff [5] B craBmux kiac-
CHUECKUMH paboTax NPEeNNOoNOoKWI, YTO YIIHOW LIyM
SIBJISIETCSL  PE3YJbTaTOM BOCHPUSATHS IATOJIOIMYECKON
AKTHUBHOCTH, KOTOpasi HE MOXET OBbITh CBsI3aHa Hamps-
MYIO C BHCHIHUMH CTUMYJIaMU WU HUX KOM6HH8.HHCI7L
Ot0 cO0ii B npouecce 006padOTKU CIIyx0BO HH(pOpMa-
LU, KOTOpas HAYMHACTCS B HAPYXKHBIX BOJIOCKOBBIX
KJIETKaX M 3aKaHYMBAeTCs B BBICIIMX OTAENax. B mo-
JNOOHOM Moienn Takoi cO00if MOXKET TeHEepUPOBATHLCS Ha
Pa3HBIX YPOBHSIX CIyXOBOM CHCTEMbI U IPOBOLMPOBATH
OKMOOYHYIO PEOpraHu3alfio Mo3ra. PasHble oTaeib
HEPBHOW CHCTEMBI B OOJbIIEH WM MEHBIIEH CTETeHU
BOBJICUEHBI B 9TOT MPOIIECC, B TOM YHCIIE OTBEYAIOMIast
32 3MOLMH JMMOMYECKass W BEreTaTUBHAS CHUCTEMBI.
[Ipouecc oOpazoBaHMsI HOBBIX CBSI3CH IUIACTHYECH, U OH
MOXET OBITh NPEIMETOM M3MEHEHHUH. DTH B3IISAABI CO-
CTaBJISIIOT OCHOBY HEMPO(U3NOIOTUIECKOW MOJICIIN YIII-
HOTO IIyMa, KOTOPasi B HACTOSILLIEE BPEMS SIBIISICTCS HaM-
OoJiee MOMyISIPHOI B MUPE.

2. YacTo WIyM CONPOBOXIAET TYrOyXOCTb, Ha-
npuMep ceHcoHeBpasbHywo. [lpu moBpexaeHHH BO-
JIOCKOBBIX KJICTOK MCKa)XCHHbBI M YMEHBIICHHBIH B
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OTpeNIeICHHOM YaCTOTHOM JAMana3oHe BXOISIINN CHT-
HaJl MOXKET NMPHUBOAMTH K MOJABICHUIO TOPMOXKCHUS B
LEHTPAIbHBIX CTPYKTypax CIyXOBOI'O aHajIM3aropa,
YTO YCHUJIMBAET CIIOHTAHHYIO aKTMBHOCTb. Takue u3-
MEHEHHUSI MOTYT BO3HHKATh JOCTAaTOYHO OBICTPO H, KaK
yKa3aHO BBIIIE, MPUBOANTH K MATOJOTHYECCKUM B3aM-
MOJICHCTBUSIM CIYXOBBIX U HECIYXOBBIX MPOBOJISIIHX
IyTen.

B 371011 CBSI3M MOXHO OTMETUTH CXOXKECTb MaTOreHe-
3a YIIHOTO ITyMa 1 (DaHTOMHBIX Ooreit [6].

3. Pa3sble npu4MHBI 1 MEXaHU3Mbl BO3HUKHOBEHHUS
U NEPCUCTUPOBAHUS IIyMa, a TAaKXKe pa3Hasi CTENeHb
BIIMSHUSL HAa KaueCTBO JKM3HU OINPENEISIOT Pa3HOPOI-
HOCTh IALIMEHTOB, 0OpalaroIuxcs 3a nomoupoo. Eciu
VIIHOM IIyM SIBISIETCS CHMIITOMOM «OCHOBHOTO 3a00-
JIeBaHUS», TO TPEIIONaraeTcsl Je4eHue 3Toro 3abole-
BaHUs; €CJIM HET WK OHO HEeA((EKTUBHO, TO JICUCHUE
3a4acTyl0 ONpeAeiseTcsl TPaIulMsIMU HAMOHAIBHBIX
CHCTEM 3JIPaBOOXPAHCHHS U HAYUHBIX LIKOJI.

B cooTBercTBUM ¢ METOOMYECKUMH PEKOMEHAALUS-
MU MunuctepcTBa 3apaBooxpanenus PO n Hauuonamns-
HOM MEJMIIMHCKOM accollMalliid OTOPUHOJAPUHTOIOTOB
«Iym B ymrax» (2014), criekTp npeiaraéMbIX METOIOB
JiedeHus] ObUT Ype3BhIYAHO MIMPOK, OT «IPEnaparos,
HOPMAJIM3YIOIINX KPOBOCHAOKEHHE M YHEPreTHYecKue
MIPOLIECCHl B CIIyXOBOM aHAIU3aTOPE», JI0 «IOACIU3U-
CTOM pe3eKLUHU IEeperopoaku Hoca». HelHe nelicTByro-
it nokymeHT «KinHudyeckue pekoMeHaanuu Yo
mryM”» yTBepxkaAeH B 2016 I M HECKOJIBKO CYKHUBAEeT
Kpyr' PEKOMEHIyeMbIX BMemarenscTB [7]. B coorBert-
CTBHMH C 3TUMH PEKOMEHIALMIMHU MEINKaMEHTO3HOE JIe-
YEHUE BKJIIOYACT CIEAYIOIIEe.

1. B mepByo ouepens, «peoaorudecKue» mpenapa-
ThI, KOTOPbIE PEKOMEHAYETCS «HCIOJIb30BaTh MPH aH-
THOTEHHBIX KOXJICAPHBIX HAapYIICHHUSX: TPOHU3BOIHOE
OapBHHKa — BHHIIOIETUH — YIy4IlIaeT MO3rOBOE Kpo-
BOOOpalleHre, CHIDKAET arperamnnio TpPOMOOIMTOB, OKa-
3BIBAET cocyJopaciuupsmoee aeiictsue» [7]; a Takxke
«mpousBogHoe cropeib — Dihydroergocryptine +
Caffeine, Bxomsaiiee B cOCTaB Tmpenapara ajibha-au-
TUIpO3prokpuntuH. Ilpm mnpuMmeHeHuu mpenapara
YMEHBILACTCS arperanus TpPOMOOIIUTOB U SPUTPOLIUTOB,
CHIDKAETCS POHUIIAEMOCTh COCYANCTON CTEHKH, YIyd-
[I1af0TCA KPOBOOOpAIIEHNE U TMPOLECCH METadoIn3Ma
B TOJIOBHOM MO3re» [7]. AHaIH3UPYsI OIBIT 3apyOeKHBIX
KOJUIET TI0 MPUMEHEHHIO «PEOTIOIMYECKUX» MPEnaparos,
CTOUT OTMETHUTh, YTO B eBponelickux ctpanHax u CLIA
OHHU B TEUEHHE MOCIECTHHUX JIECATHICTUH HE MCIIOIb3Y-
IOTCSI B CHJIYy YMO3PHUTEIBHOCTH MJCH HApyLICHHUs KPo-
BOCHA0XXCHUS CIIyXOBOI'O aHAJIM3aTOpa KaK NPUYUHBI
yIIHOTO 1IryMa [6] 1, camoe TIIaBHOE, COMHUTEILHOU d(h-
tdhextuBHOCTH. [0 »TOM MpHumHe ¢ 2009 1. B ['epmannu
KOMIICHCAIHS TAlMeHTaM TIOKYIKH 3TOW TPYIIbI Mpe-
MapaToB MO CTPaxoBKe MpekpaieHa [§].

2. «IIpousBoansie ginko biloba (opdorpadus noky-
MEHTa HaMM coxpaHeHa. — [lpumeu. asm. cmamou) —
EGb 761 mpemapar pacTUTENBHOTO NPOUCXOXKICHUS,
yay4iIaeT 0OMEHHBIE IPOLECCHI U PEOJIOTHYECKUE CBOM-
ctBa kpoBu. Egb 761 (opdorpadus mokymeHTa HaM# co-
xpaneHa. — [Ipumeu. asm. cmamou) YPPEKTHBEH y TMa-
LIMEHTOB C HENPOJOJKUTEIbHBIM YITHBIM LIyMOM» [7].
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BeposiTHO, MOITydeHHBIE PE3yIbTaThl CBA3aHbI C JIET-
KM CTUMYJIHPYIOIUM ¥ aHTUICTIPECCUBHBIM JEHCT-
BHEM [7].

B nmuteparype moctaro4HO MpHCTaIbHOE BHUMaHHE
VAEISUIOCh PUCKY BO3HHUKHOBEHHUSI KPOBOTEUCHUH, B TOM
YHcie y MAIlMEeHTOB, NMPUHUMAIOMINX alleTHIICATUIIH-
JI0BYI0 Kuciory. I[Ipu aHanuse mokasareneil remocrasa
MAIMEHTOB, TOJyYaBIIUX CTAHAAPTU3UPOBAHHBIA HKC-
tpakT JuctheB Ginkgo biloba (Memoruianr), He BbIsB-
JICHO YBEJIMUECHUsSI pUcKa KpoBoTeueHus [9, 10].

3. «PexoMeHn0BaHO Ha3HAUaTh MPH IIyMe B TE€POH-
TOJIOTUYECKOH MPAKTUKE CIIEAYIONINE TpenapaTsl: [HH-
Hapu3nH, QiryHapu3uH... HeoOXoqumMo yUnuTHIBaTh, 9TO
Ha (OHE IMpreMa dTHX MPernapaToB BOIMOKHO YCHUICHHE
JIETIPECCUH U TIPOTPECCUPOBAHNE TTAPKUHCOHM3Ma» [7].
OueBu/IHO, YTO HEraTHBHBIN 3D (HEKT yCHIeHUs MapKuH-
COHHM3Ma CJIelyeT UMETh B BUJYy UMEHHO B TE€POHTOJIO-
THYECKOH TPaKTHKE, 8 BO3MOKHOE YCHIICHHUE ICTIPECCHU
Kak pa3 KpaiiHe HeOIaronpusTHO JUIs MAMEHTOB, CTpa-
JAIOIINX IITyMOM B yIIIax.

4. «PexoMeHJI0BaHO TIPU MPEAIIOIOKUTEIHHO HIIIe-
MHYECKOM TaToTeHe3e Ha3HaYaTh TPUMETa3HuInHA TUTH-
npoxyopum [7].

5. «PexkoMeHJ0BaHO Ha3HA4aTh NPU MOJO3PEHUM HA
MOBBIIIICHHE BHYTPUIAOMPUHTHOTO JIaBICHUs (TIepBUY-
HBIH WM BTOPUYHBIN THAPOIIC) TIpenaparsl, MOAYIUPY-
IOUIMe THCTAMHUHEPTHYECKYI0 Tepenady, — IPOU3BO-
JIHbIC TUCTAMUHA — OeTarucTun» [7].

[Ipu mocraToyHO pacnpoCTpaHEHHOW MPaKTUKE Ha-
3HAYEHUS ATOTO Tperapara i JedeHHs ryMa 00t
MIPUPOJIBI B JIUTEPAType HET JOCTOBEPHBIX TAHHBIX 00
3 (DEKTUBHOCTH JICUCHUS OCTArHCTUHOM YIITHOTO IITyMa
[11] m maxe yMEHBIIICHHH 3TOTO CHMIITOMA TIPU TH-
nporice 1adupunTa. [109TOMY BIIOJIHE YMECTHBIM MpE/-
CTaBIIsIeTCsl BBIBOJ] KOHCEHCYCHOM KoH(pepeHmnu 2018 1.
UTAIIBSTHCKUX OTOPHHOJIAPUHIOJIOTOB M ayIHOJIOTOB TI0
JICUCHUIO OeTarucTUHOM Ooie3Hr MeHbepa o0 Hedhek-
TUBHOCTH TIperiapara JUisl JCYCHHs YITHOTO IIyMa Kak
CUMIITOMA 3TOT0 3a0oneBanus [12].

6. «He pexomeHI0OBaHO Ha3HAuaTh TPAaHKBHIU3ATO-
PBI JUTUTETBHBIMEI Kypcamu 0e3 COTIIaCOBaHUS C TICUXH-
atpom» [7].

7. «PEeKOMEHJOBAHO KpaTKOBPEMEHHOE Ha3Haye-
HUE CHOTBOPHBIX mpernapatoB (peHobapOuTam) s
HOpManM3anuu cHa» [7]. 3apyOexHble HallMOHAJIbHBIE
W MEXIYHapOJHbIE PEKOMEHIAIMK TOXE MpeIiararor
WCTIOJIb30BATh 3TH TPYMIIbI IPEnaparoB AJs JEUSHUS KO-
MOpOUIHBIX cocTostHul [13].

8. «PexomeHmoBaHO Ha3HaYeHHE KOMILIEKCA BHUTa-
MUHOB Tpynmbl B, TpaJWIIMOHHO HCIIOIB3yEeMOTO TpHU
MIaTOJIOTUW CEHCOPHOI HepBHOM cucteMbl» [7]. CremyeT
3aMEeTUTh, YTO Pedb HJET O JOKAIHFHOM MPEANOYTEHUN
(«TpaauIumy), Tak KaK Mpy TIIATEIBHOM W3yYeHUH JIU-
TepaTypbl HAMH HE HaiiJleHo paboT HU MO HCCIea0Ba-
HUIO CBSI3W BUTAMHUHOB TPYNIBI B 1 yrHoro nryma (kpo-
Me eIMHUYHBIX), HI O IPUMECHEHHH HUX B 3apyOekHON
KIIMHUYECKOM NpakThKe. Tak, B CTaThiX aBTOPUTETHBIX
uccnenosareneil B obnactu apMakoTepanu yIUIHOTO
IIyMa Cpeay Ha3HAuyaeMbIX MPEeraparoB B €BPOMEHCKUX
CTpaHaX B KOHIIE TIPOIIIIOTO BeKa IS JICUSHHUS TTallieH-
TOB C THHHUTYCOM BHUTaMHHBI TPyMIsl B He ymomuHa-
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torcs [8, 14]. JIroOonBITHO, YTO B OIHOM U3 3TUX padboT
MepBO€ MECTO 3aHMMAJIH Tpenaparbl THHKIO OMIIOOBI
(B Ipyroii cTaThe YacTOTa Ha3HAUYEHWI HE TIPUBEICHA).

B coorBeTcTBMM ¢ yKazaHHBIMH PEKOMEHIAIUSIMHI
[7], «panroHANBbHAST KOMIUIEKCHAS Tepamusi — Hempe-
MEHHOE YCJIOBHE IMOBBIIICHUS YPPEKTUBHOCTH JICUCHUS
OONIBHBIX C YIIHBIM HIYMOM». JTO TIOJOKEHHE CTaBUT
OTEUECTBEHHOTO Bpaya Tepel AWIeMMOH: J1ubo Ha3Ha-
YUTh TpEnapar, 4T0 PEKOMEHIyeTCs OTEUSCTBEHHBIM JI0-
KyMeHTOM [7], mu00 OTKa3aTbCs OT MEIUKAMEHTO3HOTO
JICUSHHSI, KaK COBETYIOT 3apyOeKHbIe MEKIyHapOTHbIE
Y HalMoHaJbHble pekomeHaauuu [13]. ITo Hamemy MHe-
HUIO, HAJI0 IEWCTBOBATh B COOTBETCTBUH C KIIMHUIECKUM
OTIBITOM CTICITHAIICTA, TPAIUIISIMH YIPEKICHUS, TAC OH
paboTaer, 1 eciii Ha3Ha4aTh, TO OT/IaBaTh MPEAIIOYTCHNE
[perapary ¢ HAMMEHBITUMY TOOOYHBIMH SBJICHHUSIMHU.

CyIIeCTBYIOT HECKOJIBKO MOJXO00B K peadMInTaI[IH
narueHToB. [loxanyii, Hauboee MOMyYJISIPHBI MTOBEICH-
yeckasi peabunuranus (cognitive behavioural therapy,
CBT) u wmerox mnepeoOyuenus (tinnitus retraining
therapy, TRT) [13], koTOpbIi SBISIETCA JIOTUYECKUM
MIPOIODKCHUEM HEHPOMU3UOIOTHICCKOW MOACIH IS
KITUHUKH.

[Ipu Bcem MHOTO0Opa3wMu TMOAXOMOB MOXKHO BBIJIE-
JIUTH 0OIIHE COCTABIIAIOININE.

1. Heo6xomuMoOCTh TOJTHOLICHHON KOHCYJIBTAllUU
(BO3MOKHO, YMECTHEE TEPMUH «KOHCYJIBTHPOBAHHE)),
BKJTIOUAroIeil 00bsICHEHNE TTALMEHTY MaToreHe3a 3TOro
COCTOSIHUSI B JOCTYITHOH (hopMe M CHSITHE HEraTHBHOTO
SMOIIMOHAILHOTO (hOHA.

2. OOmwsicHeHHEe CTIOCOO0B TIEPECTPORKN OTHOIIICHHS
MaIeHTa K COOCTBEHHOMY IIyMY.

3. HMz0eranue TUIIWHBI, BO3MOXKHO TIPOCTYITHBAHNC
(hOHOBBIX 3BYKOB.

4. Ecnu myMm coyeTaeTcs CO CHMKEHHEM CcllyXa, TO
MAaIMEHTy PEKOMEHIYETCs MOI00p CIyXOBBIX ammapa-
TOB. DTOT aCMeKT SBISETCS MPUHIUITHAIBHBIM, U JIaH-
HBIH TIOAXOJ PacIpoCTpPaHEH Cpeau CIEIHATHCTOB,
3aHUMAIONINXCS 3TUMHU TnanueHTamu [8, 15, 16]. Ilpu-
YIHAMA YMEHbBIIIEHUS YITHOTO [ITyMa TP HOIIEHUH CITy-
XOBBIX aIlllapaToB, BEPOSITHO, SBISIOTCS:

a) yCHWJICHWE THUXHMX 3BYKOB NPHUBOIHNT K Pa3MbIBa-

HUIO KOHTPAacTa MEXIy COOCTBEHHBIM IITyMOM
1 OKPYIKaKOIIMMHU 3ByKaMH;

0) MaIMeHT pexe OCTaeTCsl B TUIINHE,

B) MalMEHT MPUXOIUT K TOHUMAHHIO, YTO CHIDKEHUE
ClIyXa, a He YITHOU IIyM, SIBJISICTCSI €F0 OCHOBHOMU
poOIeMol OOIICHUSI.

JlocToBEpHO W3BECTHO, YTO CIIyXOBBIE ammaparbl
0e3 TIOJHOIICHHON KOHCYNbTalluy OOJNagatoT MEHBIIeH
a¢dexkTUBHOCTRIO, 1 Hao00poT, pe3ynbrar TRT mydme
Y CIyXOTPOTE3NPOBAHHBIX MTAIIMEHTOB, YeM Y JIFONeH, He
TTOJIB3YIoImUXCst M [17].

[IporpaMMBbl peabUIMTAIIMH 3HAYUTEIHLHO pazinya-
FOTCSl, BIUIOTH JI0 MCIIOJIb30BAHUS KOMIIBIOTEPHBIX ITPO-
IPaMM BUPTYAJIBHON PEAIbHOCTH.

Hepmocrarku MeTonoB peabuiuTanuu — TPYyHAOeM-
KOCTbh, JJIUTENBHBIA CPOK 10 TOdy4deHHus dPQexra u,
YTO MBI OBl 0CO0OO BBIAEIWIN, OTPOMHASI POJIb YeJIOBe-
geckoro (Qaxrtopa (kacaercs AOKTOpa W MEHTAINTETa
narenTa). [Ipu Bcex HemocTaTkax METOBI IOCTOBEPHO

CLINICAL RESEARCHES AND CASE REPORTS

a¢dexTuBHBI [18] U ABIAIOTCS Ha CETOMHSIIHUN JIEHB
HanOoJee pacnpoCTpaHEHHBIMU 3a pyOexoM crocoba-
MU BEJICHUS MAIIMEHTOB, CTPAJAIOIIUX YITHBIM IIIyMOM
[8, 13,15, 16, 19].

OTedecTBEHHBIC PEKOMEHAAINH [ 7] TaK:Ke COBETYIOT
«TIpU HAJIMYUH YITHOTO IIIyMa, UMEIOIIETO Beaylee 3Ha-
YeHHe B JKano0ax MalueHTa, MPOBOAUTh peabuInTaIn-
OHHBIE MEPOIPHUITHS, BKIIOUAIOIIHIE MTOJAeP KUBAIOIINE
KYPCBI JICUCHHS Y CTIEIUATICTOB MO TIPOQIITI0 OCHOBHO-
ro 3a0oeBaHus, CO3MaHUE ONArONPHUATHON aKyCTHUe-
ckoit cpensl (Tinnitus Retraining Management, TRM),
TO3BOJISTIONIEH N30eTaTh IOJTHON THUIITHMHBI KaK TPOBOIIH-
pyrotero (axkropay.

XoTenoch Obl MOMYEPKHYTh, YTO MPEIIOKEH HEBEPO-
SITHO IIMPOKHIA CIIEKTP CIOCOOO0B JIeUeHHs ¥ peadunnTa-
uu. HeBO3MOKHOCTh B IPUHIIMIIE OOBEKTUBHO OLICHH-
BaTh Pe3yJIbTaThl JIEUEHUS MAI[UEHTOB C YIIHBIM IIIyMOM
SIBIISIETCS. OIHOM M3 MPHUYUH CIIOKHOCTU OIpeeIeHus
ux 3¢ ¢dexTuBHOCTH. [pyroil NpUYMHON CIYXUT Ypes-
BbIUaifHasi Pa3HOPOJAHOCTh CYyOBEKTHBHBIX KPHTEPHEB
[20, 21]. HexoTopsie METOBI HE TIPOIILTH POBEPKY Bpe-
MEHEM, JIOCTOBEPHOCTH JEKIAPUPYEMBIX PE3yTHTAaTOB
WHBIX COMHHUTEIbHA, H OTYACTH MIOATOMY MHOTHE M3 HUX
HE BOIIUTH B OT€YECTBEHHBIE U 3apyOeKHBIE peKOMEH 1a-
LMY TI0 JICYSHUIO IITyMa B yIIaxX. Mbl cO4Ir BO3MOXKHBIM
OCTaBHTh WX BHE MIPECTABICHHOTO 0030pa.

dunancupoBaHue. lccieqoBanye He UMEIO CIIOH-
COPCKOM MOIAEPIKKH.

KondumukT unTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHHU KOH(IMKTa HHTEPECOB.
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