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Pesiome

JlobHo-BMCOYHble aereHepaumu (JIBL) — 310 reTeporeHHas rpynna 3a6oneBaHuii, XapakTepU3YHOLWMXCS NPENMYLLECTBEHHbBIM NOpa-
YXE€HWEM NOBHbIX U/UNU NepeaHUX OTAENOB BUCOYHbIX AOMei ronoBHoro Mo3ra. JIBL sBnsetcs BTOpoi No pacnpoCTpaHeHHOCTH
[leMeHUMel B npeceHnnbHoM Bo3pacte (oo 65 net) nocne 6onesHun Anbureitmepa. ObbiuHo JIBL, anarHocTupyeTcs B BO3pacte
45-65 net, HO BO3MOXeH H6onee paHHU M nNo3oHuin aebtot. [lo 40% cnyyaes JIBLL MMEOT NONOXKMTENbHBIA CEMENHbIA aHaMHe3.
CornacHo coBpeMeHHOM KnaccudukaLmu BblAENSOT cieayolme knuHuueckne dopmel JIB[: noseneHuveckas dopma JI1BM, arpam-
MaTuyeckas dopmMa nepsuyHom nporpeccupyrowent adasmm (MMA) n cemantnyeckas gopma lMMMA. o Mepe cBoOero passutnsa 3
KIMHWUYECKME CMHAPOMbI LUMPOKO MepPeKpbIBAKOTCS APYr C APYrOM U C CUHAPOMAaMM aTUMMYHOTO NapKMHCOHU3Ma (Mporpeccupyto-
LM HaobAAEPHbIM Napanuy, KopTrkobasanbHbli CUHAPOM) U pexe € 60N1e3HbI0 ABUraTeNbHbIX HEMPOHOB. Bapuaunm kKnnH1Yeckoi
KapTWHbI ONpPefenstoTCs J0Kann3aumen AereHepaTMBHO-aTpodumyeckoro npouecca. losegeHuveckas dopma JIBL coctasnset
6onee nonosuHbl cnyyvaes JIBLL 1 xapaktepuayeTcs COYeTaHMEM KOFHUTMBHbIX, MOBEAEHYECKMX U IMOUMOHANbHO-adhdEKTUBHBIX
HapyLeHuit. Mpu MNIMNA peueBble paccTpoicTBa NOSBASIOTCS 6€3 BUAMMOM NPUYMHBI, HENMPEPbIBHO MPOrpeccupyroT B OTCYTCTBUE UK
NPy MUHUMANbHOW BbIPAXKEHHOCTU APYrMX KOTHUTUBHBIX M NMOBEAEHYECKMX HAPYLIEHUI B TeueHe ABYX 1 6onee neT. KnuHuyeckme
ocobeHHocTu [IA 3aBKUCAT OT OKaM3aLMKM NaTONOrMYeCKOro npouecca. B ctatbe pacCMOTPEH KAMHMYECKMI CyYal arpaMMaTy-
yeckoi ¢opmbl MMMA. MokasaHbl COBpeMEHHbIE MOAXOAbl K AMArHOCTUKE U BeLEHMI0 AaHHOM rpynnbl nauueHToB. [peactaBnsercs
LlenecoobpaszHbiM NpUMeHeHNe MEMAHTMHA Y MaLMEHTOB C arpaMMaTiyeckoit popmoti MIMA.

KnioueBble cnoBa: N06HO-BMUCOYHAs AETeHepaLys, NeperYHas nporpeccupyioulasl ahasus, arpammaruyeckas hopma, AeMEHLMS,
noBefeHYeckue paccTponcTBa, MEMaHTUH
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Abstract

Frontotemporal degeneration (FTD) is a heterogeneous group of diseases causing neurodegeneration on the frontal and/or ante-
rior temporal lobes. FTD is the second most common dementia in presenile age (up to 65 years) after Alzheimer’s disease. Usually,
FTD is diagnosed at the age of 45-65 years, but an earlier and later onset is possible. Up to 40% of FTD cases have a positive
family history. According to the current classification, the following clinical variants of FTD are distinguished: behavioral variant of
FTD, agrammatic variant of primary progressive aphasia (PPA) and semantic variant of PPA. As they develop, these clinical syn-
dromes overlap widely with each other and with atypical parkinsonism syndromes (progressive supranuclear paralysis, cortico-
basal syndrome) and less often with motor neuron disease. Variations in the clinical features are determined by the localization of
the degenerative-atrophic process. The behavioral variant of FTD accounts for more than half of the cases of FTD and is character-
ized by a combination of cognitive, behavioral, and emotional-affective disorders. In PPA, speech disorders appear for no apparent
reason and progress continuously in the absence or with minimal severity of other cognitive and behavioral disorders for two or
more years. The clinical features of PPA depend on the localization of the pathological process. The article reviews a clinical case
of an agrammatic variant of PPA. Modern approaches to the diagnosis and management of this group of patients are shown.
It seems appropriate to use memantin in patients with agrammatic variant of PPA.
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anuaeMuonorua

JTobHo-BUCOYHbIe fereHepaumm (JIBL) — 370 KNMHKUYECKH,
reHeTM4yeckn 1 NaToMopdoNorMyeckm reTeporeHHas rpynna
HelpoaereHepaTMBHbIX 3a001eBaHMI, XapaKTepPH3YHLLMXCS
NpenMyLLECTBEHHbIM MOPAXKEHUEM NOBHbIX U/UNU NepefHUX
OTAENOB BWCOYHbIX Joner ronosHoro mosra [1-5]. JIBA
3aHMMAtOT BTOPOE MECTO MO PacrnpoCTPaHEHHOCTU B CNUCKE
NPWYUH  BbIPAXKEHHbIX HEMPOKOrHUTWMBHbBIX PACCTPOMCTB
cpeau MauMeHTOB MPeceHWnbHOro Bo3pacta (oo 65 neT)
nocne 6onesnn Anbureiimepa (BA) [6]. Mo paHHbIM nonyng-
LMOHHbIX MCCNenoBaHmiA, pacnpocTpaHeHHocTb JIBM Bapbu-
pyet ot 2 no 31 cnyyasa Ha 100 000 HaceneHus [7]. HepasHui
0630p 26 NOMNyNAUMOHHBIX MCCNELOBAHMI MO pacnpocTpa-
HeHHoctu JIB[l nokaszan eule 6onbwyt BapuabenbHocTb —
ot 1 no 461 cnyyag Ha 100 000 HaceneHus, a 3aboneBae-
mocTb - oT 0 Ao 33 cnyyaes Ha 100 000 Hacenexus B rog [8].
TakoW 3HauMTENbHBIM Pa3bpoc B LUMBPax CBMAETENbCTBYET O
TPYLHOCTAX NPWXKU3HEHHOW AauarHoctuku JIB. Xots 3a
nocnenHue AecaTUNeTUs 6bln LOCTUTHYT PSA, YCNEXOB B MOHM-
MaHMMU reHeTUYeCKMX, NAaTOMOPMONOrMUYECKMUX U KITMHUYECKMX
0COBeHHOCTEN 3TOW rpynmnbl HeMpoaereHepaTMBHbIX 3abone-
BaHWIA, MPOUEHT OLWMOOYHBbIX AMATHO30B OCTAETCS OYeHb
BbICOKMM. [0CKOMbKY BO3MOXHOCTH Neyermns npu JIBL, BecbMa
OrpaHuyeHbl, NPeACTaBASETCS OYeHb BAXKHbIM YCTAHOB/IEHME
[MArHo3a Ha paHHUX CTaaMaX MaToNOMMYeckoro npoLecca,
Koraa TepaneBTUMYECKME MEPOMNPUATUS MOTYT BbiTb Hanbonee
3bdekTMBHbIMU. [103TOMY Yy HEBPONOrOB, NCUXMATPOB M BPa-
yew Apyrux crneumanbHOCTer LOMKHA MPWUCYTCTBOBATb Bpa-
yebHas HaCTOPOXKEHHOCTb B OTHOLIEHWMMW AAHHOM NaToNOrmn.

O6bluHO JIB[L amarHoctupyetcs B Bo3pacTte 45-65 net
(cpenHwii BO3pacT Havyana 3abonesaHns 56 net), HO BO3MO-
XeH bonee paHHWUA 1 no3aHuit febtot [7]. JIBL, BcTpeyaeTcs
C OOMHAKOBOM YaCTOTOM Y MYX4MH W xeHwwmH [8]. Jo 40%
cnyyaeB JIB[L MMeKT NONOXMTENbHBIN CEMENHBIN aHaAMHE3.
®OopMbl C ayTOCOMHO-AOMMUHAHTHbLIM TUMOM HaCNeA0BaHMS
cocrasnstor okono 15% [9, 10]. Mytaummn B reHax C9orf72,
reHe 6enka Tay (MAPT) n nporpaHynuHa (GRN) coctasnstoT
okono 80% Bcex cnyyaes cemeinon J1IB [11]. o 90% cny-
yaeB JIB[l cBsi3aHbl C HAMYMEM BHYTPUKIETOUHbIX BK/OYE-
Hui: Tay-6enka mam [AHK-cea3biBatowero 6enka (TDP-43),
penko OBHAPYXMBAKOTCS BK/IOYEHUS OHKOMEHHbIX OenkoB
unu gpyrue natonoruu [12].

KINMMHUYECKUE DdOPMBbI

CornacHo COBpeMeHHOW KnaccuduKauum BbIAENSKOT Cne-
Lytowme kamHuyeckue dopmel J1IB: noBeaeHyeckas dopma J1B,
arpamMmaTmyeckass Gopma MepBMYHOM MpOrpeccupyoLLei
adasum (MMA) n cemaHtyeckas dopma MMMA [1-5, 13-15].
Mo Mepe CBOEro pasBWUTUA 3T KAMHWUYECKME CMHOPOMbI
LIMPOKO MepeKpbiBatoTCA Apyr C APYroM U C CMHOPOMaMu
aTUNUYHOIO NAapKMHCOHM3MA (NMPOrpeccMpyoLLMin Hagbaaep-
HbI Mapanuy, KopTMKoDasanbHbIM CUHAPOM) U pexe C
60ne3Hbl0 ABWraTeNbHbIX HEMPOHOB. Bapuauuu kanHuye-
CKOW KapTWHbl ONpeaenstoTcs NoKanmsaumen gereHepatms-
HO-aTpoduyeckoro npouecca. [103TOMy KOHKPETHYI KIMHU-
4eckyt GOpMYy MOXHO YCTAHOBWTb IULLb HAa PAHHWMX CTAAMSX,

a npu NporpeccMpoBaHMM NATONOrMYECKOro npolecca
MOXHO roBOpuTb b 0 JIBJ, B uenom [5, 16].

MoBepeHueckaa dopma JIBO, ssngetcs Hanbonee pac-
NPOCTPAHEHHOM 1 XapakTepu3yeTcs NpeobnagaHnem B Kiu-
HMYECKOM KapTMHE 3MOLMOHANbHO-NOBEAEHYECKMX pac-
cTpoicTB. VX npenctaBneHHOCTb 3aBMCUT OT JIoKanm3aumm
MaTos0rMyeckoro npouecca 1 ctagmu 3aboneBaHus.

OTAMYUTENBHBIMU KITMHUYECKMMKU MPU3HAKaMKU MOBEAEH-
yeckon dopmbl JIBLL 9BNSOTCS: paCTOPMOXEHHOCTb, anatus,
CHMKEHWE COLMANbHOIO MHTENNeKTa, CTepeoTUNHOE MU KOM-
NyNbCUBHOE (PUTYanbHOE) NOBeAEHME, UBMEHEHME MULLEBOTO
NOBEAEHMS. ITU CMMNTOMbI Ha PaHHWUX CTaAMSIX MOryT ObiTb
€ABa 3aMEeTHbIMW, MHOTUE M3 HUX NEPEKPbIBAOTCS C NCUXMYe-
CKMMU paccTpoircTBamMu unm Habnogattcs npu BA u opyrmx
HelipoaereHepaTMBHbIX 3a00NeBaHUSX, MO3TOMY MALMEHTbI C
JIBL1 »MetoT BbICOKMIA pUCK OWwMBOYHOro amarHosa [1-5, 16].

PacTOpMOXEHHOCTb M UMMYNBbCUMBHOCTb XapaKTepPU3YyHTCS
couManbHO HeanekBaTHbIM noBeaeHueM. Habntopaetcs
BTOPXXEHME B MEX/IMYHOCTHOE MPOCTPAHCTBO, HEYMECTHbIE
NPUKOCHOBEHWUS UAM Pa3roBOPbl C HE3HAKOMbIMU NHOAbMMU,
nybnmMyHoe obHaxeHue U MoyencnyckaHue. MNaumneHTsl MoryT
COBepwaTtb WMMMYAbCUBHbIE W KPUMWHAMbHbIE MOCTYMNKM
(a3apTHble Urpbl, BOPOBCTBO, Ype3MepHble TpaTbl U HEOCTO-
pOXXHOe BOxAeHue). KpuMuHanbHOe noBeLeHMe MOXeT
Habntopatbcs y 40-50% naumeHTOB C NoBeaeHYecKon Gop-
mon JIBO [17]. MaumeHTbl CTAHOBATCA HeCAepXaHHbIMK,
KOr4a OXMAAKT CBOEN oyepeau, AOMYCKaT 0ckopbuTenb-
Hble WYTKM U CYXKAEHUS, YACTO C CEKCYalbHbIM MOLTEKCTOM.
MposiBNeHNEeM UMMYNbCUBHOCTM SIBASETCS TakXKe 3MOLMO-
HanbHas NabUNbHOCTb M MOBbILEHHAS PA3APAKMTENbHOCTb.

AnaTtus XapakTepusyeTcs CHUXEHWEM MHTepeca K x066w,
COLManbHbIM B3aMMOAENCTBMAM, paboTe, AOMALLIHUM 0693aHHO-
CTAM U TUTMEHWMYECKMM npouenypaMm. MaumeHTbl HyKaAoTCs B
NOCTOSIHHOM MOBYXXAeHUK, 4Tobbl AenaTb AOMalLHWe Aena, BCTy-
naTb B pa3roBOp WM 3aHUMATbCS (BU3MYECKOW AKTMBHOCTbHO.
Yacto anatuio ownboYHO NPUHMMAIOT 3a Aenpeccuto [3-5, 18]

CHMXEHME COLMANbHOMO MHTENNEKTa WM CHUXEHME
3MnNaTMK (CNOCOBHOCTb MOHMMATb IMOLMM U MOBEAEHYECKME
peakLuMu Apyrux NoAen) SBASETCS CaMblM PaHHUM KIMHKYe-
CKMM NPU3HAKOM, KOTOPbI, 0AHAKO, 4OCTAaTOYHO TPYAHO 06b-
eKTMBM3MpoBaThb. HabnogaeTcs 3MOUMOHANbHAs OTHYXKAEH-
HOCTb OT 6AM3KMX Ntofei, paBHoAywwWe B OTBET KaK Ha
MO3UTUBHbIE, TaK U HEraTUBHblE COOLITUS B XM3HU CEMbMY,
yMeHbLUaeTcs NoTpebHOCTb B 06LWeHnu.

CrepeoTunHoe nnm KOMNynbCMBHOE (PUTYanbHOE) MoBeae-
HUE XapaKTepu3yeTcs Kak NPOCTbIMU MOBTOPSIOWLMMUCS Aei-
CTBMSMM (Hanpumep, NOCTYKMBAHME, XNOMaHbe B NafoWMN,
pacTupaHue, NpUYMoKMBaHme rybamu), Tak u 6onee CnoXHbl-
Mu hopMaMK NoBeaeHMS, CONPOBOXAAIOLLMMUCS HAaBA34YMBOM
noTpeBHOCTbI0 MOCTOAHHO MPUHMMATb AYLL, XOAUTb N0 QUKCH-
POBaHHbIM MapLIpyTaM MM 3aHUMATbCS HAKOMUTENbCTBOM.
Peyb TaKkxke MOXET CTaTb CTEPEOTUMHOM, MaLMEHTbI MOBTOPSOT
CnoBa, Gpasbl, YaCTO NMLLIEHHbIE KAaKOro-1Mbo CMbICna.

M3MeHeHMe nNULLEBOTO MNOBEAEHMS XapaKTepusyeTcs
M3MEHEHMEM MULLEBbIX NPUBLIYEK, MOSABASETCS NPUCTPACTLe
K Cnafkol 1 boratoi yrneBogamu nuile, MOXeT NoSBUTbCS
6ynMMMS C yTpPaToM YyBCTBA HACbIWLEHMS, Ype3MepHoe Kype-
Hue 1 3noynoTpebneHue CAMpTHbIMKU HanuTkamu [19].

2020(19¥42-50 |MEDITSINSKIYSOVET | 43



MNosepeHyeckas dopma JIBL, moxeT anebroTupoBaTth C
[Lenpeccun UAn NCUXOTUYECKMX PaCcCTPONCTB (bpenosble M
raftoLUMHaTOPHbIe paccTpPOMCTBA). bpen u rannoumMHaumum B
NpOAPOManbHbIX CTaansax 3abonesaHus (B cpenHeM 3a 4,5 net
[10 AMarHo3a) HabnaaTCs NPenMyLLeCTBEHHO Y NALMEHTOB
C CONYTCTBYKOLLMM MOPAKEHWMEM MOTOPHbIX HEWPOHOB U
HocuTenen Mytaumm reHa Corf72 [20].

AUATHOCTUKA NOBEAEHYECKOW ®OPMbI JIBA,

Ha paHHUX CTagusx naumeHTbl C noBedeHYeckon dop-
mMoi JIBLL 4acto AeMOHCTPUPYHOT OTHOCWUTENbHYHK COXPaH-
HOCTb MOBCEAHEBHOM AeATeNbHOCTH, OTCYTCTBME MU MUHMU-
MasibHble U3MEHEHMS KOTHUTUBHbIX QYHKLMI Npyn dopmanb-
HOM HeWponcmxonornyeckoM obcnepoBaHum [5]. Mostomy
paHHAS OMArHOCTMKa noBeaeHYeckon Gopmbl JIB[l onupaet-
CS Ha BbISIBNEHWE 3IMOLMOHANbHbIX M NMOBELEHYECKMX Hapy-
WweHuni Bo BpeMs Becenbl C MALMEHTOM U ero BamKanumnMm
pPOACTBEHHMKaMK Npwu cbope xanob u aHamHesa. Cnepyet
334aBaTb HanpaB/eHHble BOMPOChI, a A9 0ObeKTUBM3aLMUK
HEKOTHWUTUBHbIX HEPBHO-MCUXMYECKUX HAPYLUEHWUIA UCMONb-
30BaTb TakWe LKabl, KaK HEMpPONCUMXMATPUYECKMIA ONpoC-
HuK (NPI) [21] nan wkany oueHkM NOBeAEHYECKMX HapyLue-
HWIA Npm nobHoM omcdyHkumn (frontal behavioral inventory -
FBI) [22]. Ha npoOBMHYTbIX CTaaMax UCCIefoBaHWUE KOTMHM-
TUBHbIX (DYHKLMI BbISBNSET CHUXEHWE WHTENNEKTyasbHOM
rMOKOCTU, KOTHWUTMBHOIO KOHTPONS MpU OTHOCUTENbHOM
COXPaHHOCTM MNaMATU U 3PUTENbHO-MPOCTPAHCTBEHHbIX
GyHKUMI [5]. Ona oueHKu ynpaBagowmnx GyHKUMI (NaaHKu-
pOBaHWe M KOHTPO/b) Hanbonee YyBCTBUTENbHBIMU AMATHO-
CTUYECKUMM METOAMKAMU MOTyT OblTb: TECT «CMMBOMbI W
Lundpbi», TeCT CBA3M LMdp 1 Byks,TecT Crpyna, BUCKOHCMHCKMI
TeCT COPTUPOBKM KapToyek u Ap. HapyleHns ynpaBasowmx
DYHKUMI OTpaxatoT AMCOYHKUMIO OopconaTepanbHbiX npe-
(OpOHTaNbHbIX OTAENOB KOpbl FONOBHOrO Mo3ra [5, 23].
MHorve naumeHTsl ¢ JIBl 4€MOHCTPUPYIOT HApYLWEHNs 3pu-
TeNbHO-NPOCTPAHCTBEHHbIX MYHKLUMM, @ TaKXKe HapylleHus
namatv [3, 5]. XoTa HapyweHne 3nM304MYECcKOM NaMsATy
ABNSETC KPUTEPUEM MCKNOYEHWUS NOBEAEHYeCKoW (OpMbl
JIBLl B coBpeMeHHbIX AMarHocTmyeckux kputepusax [1], sce
6onblue CBMAETENbCTB YKA3bIBAOT HA MX pacCTPOMCTBA Yyxe
Ha paHHUX cTaauax 3abonesanus [24]. B HegaBHMX nccneno-
BaHMAX OblN0 MOKA3aHO, YTO HapyLUIEHWUS 3MM30AMYECKOW
namatv npu JIBL moryT 6biTb conoctaBumbiMK C BA, yto
MOXeT CBMAETEeNbCTBOBATb O PACMPOCTPAHEHUM NaTONOrMYe-
CKOro npouecca Ha MeauanbHble OTAENbl BUCOYHBIX Lonew
ronoBHOro Mo3ra [25, 26].

[nsg noseneHyeckol dopMbl JIBLl XxapakTepHbIMUK SBNS-
l0TCS peyeBble PACCTPOMCTBA, KOTOpPble B 3aBMCUMOCTU OT
NOKanusaumMu MNaToNorMyeckoro npolecca MnposBASKOTCS B
BMAE NPOrpeccupytoLlein AnHaMmueckon adasmmn co CHmxe-
HWEM peyeBOW aKTUBHOCTW, arpaMMaT13MaMm, OCKYLHEHNEM
peun BMIOTb 4O PasBWUTUS MYTM3MA W/UNU HELOCTaTOYHO-
CTbi0 HOMMHATMBHOW QYHKLMM peyn (CNOCOBHOCTb Ha3bIBATb
BHELHWe 0bbekTbl, MpeaMeThbl, Atoaen). HapywaeTca noHu-
MaHWe 3HaYeHWs CyLLeCTBUTENbHbIX B OOpalLeHHOM peyu
(oTuyKAeHWe cMbicna cnoB). [aumeHTbl CnpalmnBatoT y cobe-
CeflHuKa, 4To 0603HaYaeT To UAKN MHoe CNoBo [27].
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XOTS OTKNIOHEHMI B HEBPONOIMYECKOM CTaTyce Y B0onbLUMH-
CTBa MALMEHTOB He BbISBNSETCS, Y HEOONbLUOM YaCTU U3 HUX
pa3BMBAETCS NAPKMHCOHW3M UK NPU3HAKM MOPAXKEHWS MOTOP-
HOro HerpoHa. [MpuMuTHBHBIE pednekchl (pednekcsl opanbHO-
ro aBTOMaT13Ma, GEHOMEH MPOTUBOYLEPXKAHMS, XBATATE/bHbIM
pednekc), Kak NpaBmIo, NOSBAMKOTCA NO34HO M He 0COBEeHHO
Mone3Hbl C AMarHOCTMYECKOW TOYKM 3peHns [3-5, 28].

MPT y naunentoB ¢ JIB[l 06bl4HO BbiSBNSET aTpoduio
NOOHBbIX M/MAU BUCOYHbIX AONEN TFOAOBHOrO MO3ra, 4acto
ACMMMETPUYHYLO, @ TakXKe B psade CydyaeB aTpoduio TeMeH-
HbIX [oNier 1 NOAKOPKOBbIX aaep [5, 29].

CornacHo KpuTepUSIM MeXAyHapOAHOr0O COBETa 3KCMEPTOB,
BO3MOXHbIM AMarHo3 nosegeHyeckorn dopmsl /1Bl yctaHasnu-
BAETCS MPW HANMYMM TpEX M3 LUeCTU OCHOBHbIX CMMMTOMOB
(PaCTOPMOXEHHOCTb, anaTus, noTeps 3MMAATUKM, U3MEHEHWS
MULLEBOro NOBEAEHMS, KOMMYbCMBHOE NMOBEAEHWE U HApYLLe-
HWe ynpaBagloWmMX OYHKUMI). BeposTtHbii amnarHos TpebyeT
3HAYUTENBHOTO MYHKLIMOHANBHOIO CHUXKEHMS (CO CNOB YXaXM-
BAMOLLMX L, MAW WKaN O15 OLEHKM NMOBCEAHEBHOM AesTenb-
HOCTW) M XapakKTepHbIX M3MEHEHWUI NO A3aHHbIM HEWpOBM3ya-
nm3aumn. [ing onpeneneHHoro anarHo3a HeobxoanMmMo reHeTu-
yeckoe nnn natomopdonoruyeckoe noateepxaeHue [1].

NEPBMYHO-NMPOIrPECCUPYIOLLUE ADASUN

NIBL MoxeT [ebTMpoBaTb C peyveBbiX HapPyLWEHW.
Mpu MIMA peyeBble pacCTpoicTBa NosBAstOTCS 6€3 BUAM-
MOV MPUYMHbI, HEMPEPBLIBHO MPOrpeccupyoT B OTCYTCTBUE
MAN NPU MUHUMANBbHOW BbIPAXXEHHOCTU APYTrMX KOTHUTUB-
HbIX M MOBEAEHYECKMX HAapYLUEHWI B TE4EHUE ABYX M Bonee
net [4, 13-15]. MMA oTHocaTCa K GOKaNbHbIM AereHepauu-
M FONOBHOMO MO3ra, UX KNMHUYeCKne 0CoBeHHOCTH 3aBM-
CST OT IOKANM3aLMM NaToNOrMYecKkoro npouecca.

CemaHTMyeckaa dopma MMMA amarHoctmupyetca y 20-25%
naumenTos ¢ JIB[ [30]. BeayLuel xapaktepucTtukon peyesbix
HapylweHuit faHHoi dopmbl MMA aBngeTcs OTYyXAEHWE
CMbICNA CNI0B: NAUMEHTbI HE MOMHOCTbIO MOHMMAIOT 3HaYeHue
CYLLECTBUTENbHbIX B 0OpalLeHHOM K HUM peyn. Mx cobcTBeH-
Has peyb 06eaHSAEeTCs CyLLeCcTBUTENbHbBIMU, HAPYLLAETCS HOMM-
HaTMBHAsA MYHKLUMS peyn. XapaKTepHbl 3aMeHbl OHMX Cylle-
CTBUTENbHLIX APYrMMM B paMKaxX eaMHOM CeMaHTUYeCKoW
kaTteropun (BepbanbHble napadasmu). CobcTBeHHAs peub
COXPAHSET NPABUIbHbIN rpaMMaTUYecKmin CTpoit. lNoeBTopeHune
M YTeHMe BCIYX He HapyLLATCs, HO MPU 3TOM NauMeHTbl He
MOIHOCTbIO MOHMMAIOT Te dpasbl, KOTOpble MOBTOPAIOT 3a
nccnenoBaTeneM, Unn TeKCT, KOTOPbIM YMTatoT. [1py ceMaHTuye-
ckov opme TMA MOryT BO3HMKATb TPYAHOCTM Y3HABaHWS
NpeaMeTOB M 3HAKOMbIX /ML, CBSI3aHHblE C HapyLWeHWEeM
CeMaHTMYeCcKom NamsaTn (0bLwume CBefeHMS U 3HAHWS O MUPE).
HapyleHne ceMaHTMYecKon MaMsTM MPUBOAMT K TOMY, YTO
NaLMEHTbI He MOTYT HEe TONbKO Ha3BaTb TOT UM MHOM NpeaMeT,
HO 1 0BBACHMTL €ro NpefHasHavyeHue. B oTiMumMe ot ceMaHTH-
4eckom MamsTu, aNM304MYeckas NamMsaTb Ha Tekyllme M oTAa-
NEeHHble COObITUS XM3HM NpU ceMaHTUYeckol Gopme MIMA He
cTpagaer [4,13,14,30-32]. MeToapl CTPYKTYPHOM HEMPOBM3Y-
anu3aummn 06bIYHO BbISBASKOT aTPODUIO, @ METOAbl PYHKLMO-
HanbHOM HeMpoBM3yanu3aumm (MO3MTPOHHO-3IMUCCUOHAS
ToMorpadusg 1 0AHOMOTOHHAS 3MUCCMOHHAS KOMMbKOTEPHAs



TOMOrpadus) - runonepdysmio uan rnunomeTabonusm B
nepeaHnX OTAEeNax BUCOYHOM LOAW, MPEUMYLLECTBEHHO NEBO-
ro nonywapwus. NopaxeHwe nNeBoi BUCOYHOM 00K BCTPeYaeT-
C9 NpUMMepHO B TPy pasa uyawe, yem npason [30, 31].
MN3MeHeHUs NMYHOCTM M NMOBEAEHMS YACTO NMPUCYTCTBYIOT NpU
cemaHTunueckon popme MMA[15,16] u Hanbonee xapakTepHsbl
ong AMchyHKUMM NpaBoro nonywapus. Y naumMeHToB Habnto-
[aloTCH NoTEPS 3MNATUK, KOMMYIbCUM M PACCTPOMCTBA MuLLe-
Boro nosefeHus [15, 16, 30, 32, 33]. B niobom cnyvae npwu
nporpeccMpoBaHum 3aboneBaHMs MOpaXaeTcs KOHTpanaTe-
panbHas nepenHas BUCOYHas gons [32].

ArpammaTmyeckas dopma [MA coctaBnset okono 25%
cnyyaes JIB[ v xapakTepusyeTcs HapyleHWeM peyeBoW
npoaykumu [30]. KnuHuyeckas kaptuHa aaHHon dopmel MIMA
HamoMWHaeT TPaHCKOPTUKabHYK MOTOPHY ada3uio (anHa-
Muyeckas adasuns — no A.P. Jlypus). HabnopaeTcs cHuKeHne
CMOHTAaHHOM peyeBOr aKTMBHOCTM, MNALMEHTbI FOBOPST Npo-
CTbIMW  MPEeaNoXeHnaMM unu Gpasamnm C MUHUMANbHBIM
KO/IM4ECTBOM C/10B. XapakKTepHbl arpaMMaTu3mbl (HEBEPHbIE
OKOHYaHMg, HenpasunbHoe ynotpebneHve npeanoros,
MCYE3HOBEHME M3 peYn rMaronoB) Kak B CMOHTAHHOM, TaK U
NMUCbMEHHOM peun, GoHeMuueckme napadasuu. B 1o xe
BpeMs MOHWMaHue oOpalleHHOW peyn He CTpajaert.
Hapyluaetcsd MHTOHAaUMOHHAg CTPyKTypa peuu, 4acto BCTpe-
4yaeTcs opanbHag anpakcus (NauMeHT He MOoXeT 06au3aTh
rybbl, MOCBUCTETb MAKM MOLLOKATb). 1pyM nMporpeccMpoBaHum
CTpafaeT MOBTOPHas peyb, HAbMOLAOTCA 3XONanuu, pede-
Bble CTEPEOTUNUU. B TSKenbIX ciyyasx pedyb NpakTU4yecku
MOAHOCTbIO YTpauMBaeTcs U passmeaeTcsa Mytnsm [13, 14, 30].
[oBeneHYeckne v 3MOLMOHANbHbIE PACCTPOMCTBA BbISBAS-
I0TCS Ha Pa3BepHYTbIX CTaAMaX arpammaTMyeckon Gopmbl
MMA, HO OHWM MeHee BblpaXKeHbl MO CPABHEHWUIO C APYrMMU
KnuHuyecknummn dopmamu JIBL, v npeacraBneHbl Aenpeccu-
el, anaTmen, ytpatorn amnatuum [15, 16, 33]. MeToabl CTpyK-
TYPHOM U QYHKUMOHANbHOW HEWPOBM3Yanu3aumm BbISBASIOT
ACMMMETPUYHYI0 aTpoduIo, Kak MNpaBuao, AOMMHAHTHOMO
nonyLwapus, ¢ NpenuMyLLecTBeHHbIM BOBfiIEYEHWEM NOBHOM
nonm [13,30].

Y 6onblwmHcTBa nauneHTos ¢ MMA nepuon n30nMpoBaH-
HbIX peyeBblX PaCCTPOMCTB MOXET NMPOCNEXMBATbCS B Teue-
HWe Heckonbkux net. Mpu nporpeccnpoBaHuK 3ab6oneBaHuUs
K AMcdasnyecknM pacCcTporMCcTBaM NOCTENEHHO NPUCOEANHS-
0TCS  LpYrMe KOrHWUTUMBHbIE HAPYLIEHMS, NPOrpeccuMpyoT
noBeAeHYeCKMe HapylleHus, xapaktepHole ang JIBM.
Pasnununa mexpy dopmamu [MA cTmupatotcs, n B cratyce
HabnogaetTcd OLHOBPEMEHHO HECKOAbKO KIMHUYECKMX
dopM. BONbWMHCTBO CyyaeB arpamMmaTMyeckon GopMbl
MMA cBs3aHbl € JIBO, HO MX NPUYMHOI MOTYT BbITb COYETAHME
NIBO, n 6okosoro amwuotpoduyeckoro ckneposa (BAC) u
3aboneBaHus, OTHOCALLMXCS K Fpynne TaynaTuii (nporpeccu-
pylOLWNA HaAbAAEPHbIA Napanuy, KopTMkobasanbHas gere-
Hepauus). CemaHTuueckas dopma [MIMA yawe nepexoauT B
noseaeHyeckyto dopmy JIBJ] [5, 15, 28, 34].

[unarHo3s cootsetctytowen dopmbl MMNA ctaButca Ha
OCHOBaHWKU KpuTepues, pa3paboTaHHbiX M. Gorno-Tempini
et al. [13].

MNpencraBnsieM cobCTBEHHOE KAMHMYecKoe HabntopeHue
naunMeHTKn ¢ arpaMMaTmyeckon dopmoit MIA.

KIMHUYECKOE HABJIIOAEHME

MepBuuHoe o6cnepoBaHue

MaunenTtka B.H.A., 45 net, Ha ambynatopHOM npueme B
COMPOBOXAEHUM MYXA, KANYETCH Ha HapyLeHUs peyu, KOTo-
pble NOCTENEHHO NPOrPeccUpyroT B TedeHue 4 net. o cioBam
cynpyra, NauMeHTKa cTana MeHblle MposBASTb MHULMATMBY B
pasroBope, OAHOC/IOKHO OTBeYaTb Ha 3aAaHHble BOMPOCHI,
[LOMYCKaTb OWKMOKM B AOKYMEHTAX Npu nNucbMe 1 Habope Tek-
CTa 3a KOMMboTepoM. [laHHble pacCTpOCTBa NPUBENM K YBOSb-
HEHMIO C PYKOBOAALLEN AOMKHOCTM, M NALMEHTKA CTana pabo-
TaTb npogasuoM. OagHako B CBS3WM C MPOrpeccMpoBaHUEM
peyeBbIX HApYLWEHWUI NaUMEHTKA BblNa BbIHYXAEHA OCTaBMUTb
Takxke u 3Ty paboty. MNpu obpatleHun K HeBponory bbii NOCTaB-
neH amarHo3 bA. OT Tepanuu MHIMBUTOPaMK aLETUXONUHICTE-
pa3bl (PUBACTUIMMH) NaLMEHTKA OTKa3anack. B 6biTy naupeHTKa
aAaNTMPOBaHa: BbIMOMHAET AOMALLHIOW paboTy: roToBUT, you-
paeT, XOOMT B MarasuH, pasyMHO PaCnopsKaeTcs AeHbramu.
TpyaHOCTEN Npy OPUEHTUMPOBKE HA MECTHOCTM HE OTMEYaeT:
6e3 Tpyaa nyTelecTByeT Mo ropoay, BOAMT A04b B AETCKMIA Caf,
M Ha KpyXku. B uenom noeegeHwe npasunbHoe. OpHako, no
CNoBaM Cynpyra, NaumMeHTKa CTana 3MOLMOHANBbHO OTYYXKAEH-
HOM MO OTHOLWEHMIO K HEMY U POACTBEHHMKAM, NepecTana npu-
rMaLwaTb B rOCTU NOAPYT, yTPaTUIa MHTEPEC K NMPEXHUM yBheYe-
HMAM (3aHMManacb pykogenuem, nobuna ymtatb KHUrn). MoH
HACTPOEHMS CHWXKEH, 3MOLMOHANBHO NabuibHA, NepexuBaeT
no NoBoAYy NPOrpPecCcUpyHLLIMX PeYeBbIX paCcCTPOMCTB.

AHaMHe3 xu3Hu. NauneHTka nmeeT BbiCcllee obpa3oBa-
HWe, MO CNeuManbHOCTM — MHXEHED, B HACTOsILLEE BPEMS HE
pabotaeT. 3amyxeM, godepu 4 roga. XpoHuyeckue 3abone-
BaHMS, BpeAHble MpUBbIYKM oTpuuaeT. CeMelHblii aHaMHe3
MO KOTHUTWMBHbIM HapYLUEHUAM HE OTArOLLEH.

Mpu ocMoOTpe MauMeHTKa B SCHOM CO3HAHWM, KOHTAKTHA,
NpaBUIbHO OpPUEHTMPOBAHa B MecTe W BpeMeHu. OnpsTHa,
JIMYHYIO TMrMeHy cobntofaer, cebs obanyxkusaeT. B comatnye-
CKOM CTaTyCe He BbISBNEHO KIMHUYECKM 3HAYMMOM NATONOTUM.

Hesponornyeckumit cratyc. O6LLEMO3rOBOM U MEHWHIeasb-
HOM CMMNTOMATMKM HeT. YepenHo-M03roBas MHHeEpPBALMS
MHTAKTHA, 33 UCK/IOYEHUEM Hanuumsg xoboTkoBoro pednekca.
fMnoMumus. MNape3oB HET, CyXOXWSbHblE W MepUOCTasbHble
pednekcol D =S, cpeaHeit XMBOCTU. MblLLeYHbIN TOHYC B HOPME.
PaccTpoiictBa 4yBCTBWUTENBHOCTM OTCYTCTBYHOT. KoopamHaTop-
Hble MpoObl BbINOAHSET YAOBNETBOPUTENbHO HE3AaBMCUMMO OT
3aKkpblBaHWs rnas. B nose Pombepra ycronumea. MNoxoaka — 6e3
ocobeHHoCTe. TazoBble QYHKLMM KOHTPONMPYET.

Heliponcuxonormnyeckoe obcnenoaHune. B 6ecene roso-
pWT KOPOTKMMM Bpa3amu, Ha BOMPOChl OTBEYAET OAHOCIOXKHO.
Bernoctb peun 3HaUWUTENbHO CHWXKEHA: TeCT Ha Ha3blBaHWE
NUTepanbHbIX accoumaumii (cnoBa Ha BykBy «C») — 2 cnoBa
(Hopma 6onee 12 cnoB), HazblBaHME KaTEropuanbHbIX aCCOLM-
aumin (kuMBOTHble) - 7 cnoB (Hopma 6onee 12 cnos).
CocTaBneHMe pacckasoB MO CHOXKETHbIM KapTUHKaM 3aTpyaHe-
HO: HEBO3MOXHOCTb COCTABNEHWS PA3BEPHYTbIX Mpeanoxe-
HWIA. [ToHMMaHWe 0BpallleHHON peyn He HapyLLIEHO, 33 UCKIIK0-
YEHMEM YMEPEHHbIX TPYAHOCTEN NMPU MOHMMAHWUU CIIOXKHBIX
NOMMKO-TPaMMaTUYECKMX, CPABHUTENbHbIX KOHCTPYKLMIA M
NPOCTPAHCTBEHHbIX Mpeanoros. MOBTOpHas peyb, YTEHWE U
HOMMHATUBHAs DYHKLMS peyn He HapylieHbl. [Tpy nucbme —

2020(19¥42-50 |MEDITSINSKIYSOVET | 45



doHeMmuyeckune napadaszuu, arpaMmaTnamel. MNamsaTb HapyLle-
Ha B NIErKOW CTeneHW B BMAE HEA0CTaTOMHOCTM BOCMpOM3BE-
[leHNS NpK COXPAHHOCTU 3aNOMUHAHUS. YMEPEHHbIE TPYAHO-
CTW YCBOEHWS MOTOPHbIX Cepuii B Npobe Ha AMHAMUYECKMIA
npakcmc. OpanbHbIit, CUMBOAMYECKMIA, KUHECTETUYECKMIA, KOH-
CTPYKTMBHBIM npakcuc 6e3 ocobeHHOCTel. [HO3MC He Hapy-
LWweH. Ynpasnstowime GyHKUUM HapyLLEHbl B YMEPEHHOW CTene-
HW KaK B pe3ynbTaTe MHAKTUBHOCTU M MHEPTHOCTU MHTENNEK-
TyanbHbIX NMPOLLECCOB, TaK U MMMYNbCUBHOCTU. CYET COXPAHEH.
Tect cBs3m umdp (trail making test part A) - 93 cek (Bblpa-
KEHHOe 3aMe[sieHne CKOPOCTU MCUXMYECKMX NPOLECCOB,
HopMa [0 47 cek). Mo KpaTkoW wkane oueHKM NCUXMYEeCcKoro
CTaTyca naumeHtka Habpana 28 u3 30 6annos, no Llkane
oLeHKM NobHoM AncdyHKumMmM — 13 13 18 6annos (He cnpasu-
Nacb C TeCTOM Ha 6ernocTb peyu, HapyLweH1e AMHAMUYECKOro
NpaKCcm1ca, CNOXHOCTHU NPU BbINOJHEHUK peakLMK BbIBopa, Kak
NPOCTOM, TaK U CNOXHOM). [pn nccnefoBaHNmM IMOLMOHANBbHO-
ro cratyca — KopHenbckas wkana Lenpeccum npu OemeH-
ummn — 7 6annos, YTo CBUAETENLCTBYET 06 OTCYTCTBUM Aenpec-
cuun. Tlo HeMpoNCUXMATPUYECKOMY OMPOCHMKY MNaLMEeHTKa
Habpana 10 6annos M3 144 (KAMHWYECKM 3HAYMMOM Oblna
ToNbKO anatus - 4 6anna, aenpeccus v Tpesora no 3 6anna).
Takum 06pa3oM, Mo pe3ynbTataM HeMponCMXoNnorMyeckoro
06cnefoBaHua BeLyLWMMM SBASIOTCS BblPaXKEHHblE peyeBble
pacCTPOMCTBA B BUAE TPAHCKOPTMKANbHOM MOTOPHOM adasnm
(amHamunueckon acdasun — no A.P. Jlypus) npu ymepeHHbIx
HapyweHUax YynpaBAstoWmMX @QYHKLUWA, OTHOCUTENbHOM
COXPaHHOCTM MaMSATU WM THO3MCA, YTO XapakTepHO ANg AMC-
dYHKLMKM NOBHBIX 4ONE FrO0BHOMO MO3ra.

[lononHuTeNbHbIE METOABI UCCNENOBAHMS: PYTUHHbIE aHa-
NN3bl KPOBK U MOYM, BUOXMMUYECKMUIA CKPUHMHT KpoBK — 6e3
natonoruu. IKI: puT™M CUHYCOBbIN, NPaBWAbHbIN. YacToTa cep-
[EYHbIX cokpaleHuit 63 yao/muH. MPT ronoBHOro mMosra: yme-
peHHOe aCMMMETPUYHOEe paclumpeHue cybapaxHoMaaNnbHbIX
NPOCTPAHCTB B MPOEKUMM NOBHbIX A0NEN TONOBHOTO MO3ra,
6onblue cneBa. bblno BbINONHEHO FEHETUYECKOe MCCienoBa-
HUe — BbISBNIEHO HOCUTENLCTBO MATONOMMYECKOro KOAMYeCcTBa
reKCaHyK1eoTUAHbIX MOBTOPOB B rETEPO3UIOTHOM COCTOSIHUM B
reHe C9orf72. Ha ocHOBaHMKM aHaMHe3a, 06bEKTUBHOMO OCMO-
Tpa, HEMPOMNCKMXONOrMYECKOr0 TECTUPOBAHMS, AAHHbIX A0MNON-
HWUTEbHbIX WMHCTPYMEHTaNbHbIX METOA0B WMCCIeLOBaHMUS U
reHeTM4eCcKoro aHanm3a y naumeHTkM amardoctmposara JIBJ, ¢
cuHapomom TMMA (arpammatnyeckas dopma).

PekomeHpauun: AkatmHon MemaHTMH no cxeme: 1-9
Hen. — 5 mr ytpom 1 pas B aeHb, 2-9 Hed. — 10 Mr yTpom
1 pa3 B AeHb, 3-9 Hed. — 15 Mrytpom 1 pa3 B AeHb, C 4-11 Hep.
W panee noctosHHo — no 20 mr ytpom 1 pa3 B feHb. [daHbl
peKkoMeHAALMN MO KOTHUTUBHOMY TPEHUHTY.

MoBTOpHOE 06CNEaoBaHNE

Ha noBTOpHOM KOHCynbTaLMW 4Yepes LWecTb Mecsues, Co
C/10B My>Xa, NaLMeHTKa CTana akT1BHee, peyeBble PacCTpoOiCTBa
coxpaHstoTcs. [1py NOBTOPHOM HeMponcuMXonorM4eckom nccre-
[IOBaHWW — MONOXWTENbHAS [MHAMUKA B BUIE YBENUYEHUS
Temna no3HaBaTeNbHo AesTenbHOCTU. COXPaHSIOTCS NPU3HAKK
TPaHCKOPTMKaNbHOM MOTOPHOM adazuu. bernocTtb peun cHmke-
Ha: TeCT Ha Ha3blBaHWe NUTEpPaNbHbIX accoumaumii (Cnosa Ha
BYKBY «C») — 3 C/10Ba, Ha3blBaHWE KaTeropuanbHbIX accoLmaLmnii
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(KnBOTHbIE) — 8 cCno.. [llpu nucbMe - arpaMMaTU3MBbl.
CoxpaHstoTCS YMEPEHHO BbIPaXKEHHbIE HapyLIEeHWs YNpaBAsto-
LWMX DYHKUMA. Pe3ynbTtaTt no KpaTkoi LKane OUeHKM ncmuxumye-
CKoro cratyca - 28 6annoB, No LKane OuUeHKW NobHOW AMc-
dyHKUMM — 14 6annos. PekomMeHLOBaHO NPOAOMKMUTL TEPaNmio
AkatnHonoM MeMaHTUHOM B CyTOo4HOM fo3e 20 Mr/cyT.

06¢cyxpeHue. JleueHue

MNpencraBneHa nauMeHTKa CpeaHero Bo3pacra C pa3BuBa-
IOLLMMUCA MCNOLBONb, ©e3 BMAMMOM MPUUMHBI peyeBbiMU
HapyLeHuaMun. HapyLieHns peun npueenu K npodeccuoHanb-
HOM M coumanbHOW Ae3aganTalmm — NauMeHTKa He CnocobHa
3P PeKTUBHO B3aMMOAENCTBOBATL C APYrMMU IHOAbMU, YBOU-
nacb ¢ pabotbl. TakuM 06pa3oM, ykazaHHble CMMMATOMbI MO
KpuTepuaM PykoBoAcCTBa Mo AMArHOCTUKE W CTaTUCTMKE NCU-
xmnyeckmnx paccrponcts (Diagnostic and Statistical Manual
of Mental Disorders — DSM-V) cOOTBETCTBYKOT KpUTEPUSIM
BbIPaXXEHHbIX HEMPOKOTHUTUBHbIX paccTpoicTs [35]. CornacHo
KpuTepuaMm auarHoctukm MIMA M. Gorno-Tempini et al., peve-
Bble HapyLUeHWs Y NaLUMeHTKK cnefyeT paccMaTpmBaTh B paMm-
Kax arpammatuyeckon popmsl A (Hanuumne OByX KNOUEBbIX
MpU3Haka — CHWXEHWe peyeBOW akTMBHOCTM, arpaMMaTM3Mbl
M TpeX NOALEPXKMBAIOLLMX KPUTEPUEB — HApPYLUEHME NOHUMA-
HMS CNOXHBIX KOHCTPYKLMIA, COXPAaHEHWE MOHMMAHUS 3HaYe-
HUS OTAENbHbIX CNI0B, COXpaHeHWe NpeacTaBNeHuii O npen-
MeTax, obpasax). BbigBneHue 3KCMaHCMM MNOBTOPOB B reHe
C9orf72 nonTBepxaaeT anarHo3 [13]. IkcnaHcKs rekcaHykne-
OTUIHbIX MOBTOPOB B reHe C9orf/2 aBnseTcs Hanbonee 4acTom
reHeTuyeckor npuumHoit JIBJl B eBponeickort nonynauum [36].
Knaccmuecknmm GeHotMnaMmn faHHOMO reHeTU4eckoro Bapu-
aHTa, nomumo JIBJl, Takke snsetca codetanume JIBM n BAC [11].
CeMeNHbIM aHaMHEe3 MO KOTHUTMBHbBIM HapyLIeHUsAM Y Hallewn
NaUMEHTKMN He oTaroLeH. Mo AaHHbIM NONYASUMOHHbIX Uccne-
[LOBaHWMI yactota MyTaumu B rede C9orf/2 cpenm cnopagunye-
ckux cnyyaeB JIBLl coctaBnser 2-23%, cpean CeMenHbIX —
3-48% [36]. JaHHas MyTaumMs BCTPEYaeTCs yallie npu nose-
[neHyeckor dopme JIBL, pexxe — y NaUuMeHTOB C arpaMMaTmye-
CKOM U1 ceMaHTnyeckon dopmamu IMIMA [11].

Hawei naumeHtke 6bln OWKMBOYHO MOCTaBAEH AMArHO3
«bA». Hanbonee yacto TpyaHoct B anddepeHumanbHoi ama-
rHocTmke JIB[L BO3HMKAKOT C aTUNMUHbIMU popMamu BonesHu BA.
PazBepHyTON KNMHUYeckoW kapTuHe BA MoxeT mpenluectso-
BaTb floroneHnyeckas dopma MMIA, KoTopas xapakTepusyeTcs
MOMCKOM C/10B B CMOHTaHHOM peyu M Mpu HasbiBaHWUM (N0ro-
MeHWs) M HapyweHneM noBTopeHns dpas M nocnenoBaTeNb-
Hoctn cnoB. OQHAKO B OT/IMYME OT arpaMMaTMyeckon (Gopmbl,
npu noronexHuyeckon Gopme [MIMA OTCYTCTBYIOT arpaMmaTus-
Mbl, OTHOCMTENIbHO COXPaHEH OBLLMIA TeMN peyn, ee MHTOHALM-
OHHasg M 3MOUMOHanbHag coctasngowme [13, 37]. Ha MPT
y NauMeHToB € noroneHnyeckoi dopmoit MIMA 06bI4HO BbISIB-
NAeTcs aCMMMETpUYHas aTpodus C MpenMyLLecTBeHHbIM Nopa-
YXEHWEM 3a[HWX OTAENOB BUCOYHOW [OMM U HUXKHUX OTAEN0B
TEMEHHOM LOAWM AOMWHAHTHOrO MOAyLIApWs NpU OTHOCKUTENb-
HOM COXPaHHOCTU nepeaHnx KOPKOBbIX 0Taenos [30].

PeueBble pacCTpoincTBa y NpefCTaBNEHHOM NaLMEHTKM
COYeTaKTCd C M3MEHEHMSAMM B IMOLMOHANBHOM (3IMOLMO-
HanbHas NabUNbHOCTb, CHUKEHME (DOHA HACTPOEHUS) 1 MOBE-
feHueckon chepe (anatus u CHKeHWe aMnaTtum). Y naumeH-



TOB C arpamMMatuyeckon dopmoit MNIMA oTMeyaeTcs MeHbLas
BbIPQXXEHHOCTb HEKOTHUTUBHbBIX HEPBHO-MCUXMYECKUX pac-
CTPOMCTB Ha PaHHMX CTaAMAX MO CPaBHEHMIO C CeEMaHTUYe-
ckon popmon TMA. OgHako WX CNEKTP WM BbIPAKEHHOCTb
CyLWeCcTBEHHO YyBenMYMBaeTCs Yepe3 2-3 roga OT Hayana
3aboneBaHmMs, YTO MOXET CBMAETENbCTBOBATL O PACNpOCTpa-
HEHMU WCXOLHOro HeWpoAereHepaTMBHOrNO npouecca Ha
MOP®ODYHKLUMOHANbHO CBA3aHHblE KOPKOBblIE CTPYKTYpb
ronosHoro mosra [15, 16, 33, 37]. B npoucxoxaeHnn amMoum-
OHaslbHbIX PACCTPOMCTB Yy NauneHToB c MNMNA, noMUMMO CTpyK-
TYPHbIX HapyLUEHWIA, BO3MOXHO, UrpaeT posib NCUXonormye-
CKas peakums Ha nporpeccupyiolmii peyeson aedekt [38].

MaumeHTKe nocne ycTaHOBNEHUS AMArHO3a Obllo HayaTo
neyeHune AkatvHonoM MeMaHTMHOM. MeMaHTMH (AkaTuHON
MemaHTuH, Merz Pharma GmbH & Co.KGaA, lfepmanus) npea-
cTaBnseT coboi obpaTuMblii BAOKATOP MOCTCMHAMTUYECKMX
NMDA-peuenTopoB K rnyTamarty. [nyramaT sBaseTcs Bo30yx-
[aloWmM MeamnaTopoM, BbIBpOC KOTOPOro YBENUYMBAET SHEP-
ro3aTpaTbl MOCTCMHANTUYECKOro HelpoHa. [pu HelpoaereHe-
paTMBHbIX 3ab0NeBaHUAX IKCAUTOTOKCMUYHOCTb, CBA3aHHAs C
n36bITOUHOM cTumynsumeit NMDA-rnyTamMaTHbIX peLenTopos,
NPUBOAUT K HapPYLUEHMIO (DMU3MONOrMYECKOro NaTTepHa CMHam-
TUYECKOM Nepenayn, 3aTpyaHss NPoLLEeCChl 0byyYeHns, a Takxke
K UCTOLLEHMIO IHEPreTUYeCKnX pecypcoB KNETKU, MOBpexXae-
HWto 1 rnbenn HerpoHos [39,40]. Mo aaHHbIM naToMopdono-
rMyeckux mccnenoBanuii npu JIBLL obHapyXMBaeTCs CHuxe-
Hue NMDA-peuentopoB B n06HOM M BUCOYHOM Kope [41].
Mcnonb3oBaHune aHTaroHmucta NMDA-peuentopoB AkatuHoNa
MeMaHT1Ha N03BONSET A03MPOBAHO YMEHbLWMUTb aKTMBHOCTb
rnyTamMaTepruyeckon CUCTeMbl M CNOCOBCTBOBATL YyYLLIEHUIO
KOTHUTWBHbIX GYHKLMI [39,42,43]. dbdekTnBHOCTb AKaTUHONA
MeMaHT1Ha B OTHOLIEHWUM KaK KOFHUTUBHbIX, TaK U NOBeAEeH-
4ecKkmx GyHKUMIA Bbina ybeanTensHo NPOAEMOHCTPMPOBaHA B
MHOMOYMCIEHHBIX MEXAYHAPOAHbIX ABOWMHbIX CNenbIX paHAo-
MU3MPOBAHHbIX UCCNEN0BAHUSAX B IEYEHMU MALMEHTOB C BA,
6one3Hbto MMapKMHCOHa, AeMeHumen ¢ Tenbuamu Jleen u ap.
Bo Bcex uccnenoBaHmsax oTMeveHa XopoLlas NepeHoCMMOoCTb
M CONOCTaBMMbIN C nnauebo ypoBeHb HesonacHocTH [43-45].
penapaTt xapakTepu3yeTcs OrpaHUYeHHbIM CMEKTPOM NPOTH-
BOMOKa3aHui. [lnutensHbir nepmon nonysbiBegeHns (70 )
MO3BOMSET NPUHUMATL MpenapaT O4MH pa3 B CyTKW. B cBs3m ¢
3TMM npeacTaBnseTcs 060CHOBAHHLIM BO3MOXHOCTb NMpuMe-
HeHuns AkatuHona MemaHTtuHa npu JIB/L.

Mo pe3ynsTaTtaM OTKPbLITOrO MCCNEA0BaHMS Ha (GOHe npu-
MeHenus 20 mMr AkaTuHona MemaHTMHa B TeyeHne 26 Hep.y
naumMeHToB C arpaMMaTmyeckoi opmoli MNIA 6bina oTMeyeHa
CTabunm3aums COCTOSHWUS Kak B OTHOLUEHUWM MOBEAEHYECKMX,
Tak U peyeBblix QyHKUMI [46]. B nunoTHOM nnauebo-KoHTpo-
nupyemoM umccnepoBadun N. Johnson et al. 6bina nokasaHa
MeHbLUas cTeneHb NPOrpeccMpoBaHUs peyeBbIX HapyLIEHWI Y
naupeHToB ¢ MMA npu cpaBHeHMM € Nnauebo nNpu oueHke No
CNeunanm3mMpoBaHHoi peyeBoi wkane [47]. B 2015 r. 6bin
onybnunkoBaH MeTaaHann3 3pdeKkTMBHOCTM AkaTuHONA
MeMaHTMHa Ha OCHOBaHUM ABYX PaHAOMWM3MPOBAHHBIX KNK-
HUYECKMX WCCNefoBaHWi, B KOTOPble Oblan  BKIHOYEHDI
130 nauMeHToB C pasHbIMKU KaMHWYeckumu dopmamu 1B/,
bbino nokasaHo, 4to AKaTMHON MeMaHTWH LOCTOBEPHO Yyu-
Wwaet obulee KAMHMYECKOe BMeyaTNeHne Mo CPaBHEHWID C

nnauebo. XoTa He Bbl10 0TMeYeHo 3PHeKTUBHOCTM Npenapa-
Ta B OTHOLWIEHWM KOTHUTMBHOM cdepsbl, B rpynne AkaTMHona
MeMaHTMHa Oblna MoKasaHa TeHAEHUMS K YNyyleHuo Mo
NoBeAEHYECKMM LWWKanam Mo CpaBHeHWo C nnauebo. Takmm
06pa3om, Bbin caenaH BblBof, YTO AKaTUHON MeMaHTUH MOXeT
6bITb 3pdekTnBeH ons nevenuns JIBM. YuntbiBasg Hebonbluoi
pa3Mep BbIOOPKM, @ TaKXKe FEHETUYECKYH M MATOMOPPONOru-
yeckyt reTeporeHHocTb JIB[, HeobxoauMbl AanbHelliune
nccnenosaHums. CnefyeT 0TMETUTb, YTO BO BCEX MCCNIEA0BAHMAX
OTMeYeHa XopoLlas NepeHoCcMMoCTb npenapata [48].

Mpw NIBL1 He HabnwopaeTcs KAMHUYECKM 3HAYMMOW OWC-
bYHKUMM aLEeTUNXONMHEPTMYECKON cucTeMbl. B oTaenbHbIX
MCCNeaoBaHMAxX OblI0 MOKA3aHO, YTO MHIMOUTOPbI XOAMH-
3cTepasbl He 3pdexkTuBHbI y naumeHTos ¢ JIB[1 n gaxe moryt
yXyAawaTb noseaeHveckne dyHkumum [49].

Pan wccnenoBaHW CBUAETENbCTBYET O AMCHYHKUMM
CepoTOHMHepruyeckon cuctemol npu JIBL, (CHuxeHue Konu-
vecrsa 5-HT,,5 5-HT,,-peuentopos 8 opbutomenmnanbHoM
NOBHOW, NOSICHOW M BUCOYHOWM Kope M rnbenb HeMpoHOB sapa
wBa) [41, 50]. 910 060CHOBbLIBaET NEPCNEKTUBHOCTb UCMOb-
30BaHMs MHIMOUTOPOB 0BPATHOrO 3axBaTa CEPOTOHMHA Npw
NIBL. B otaenbHbix nnauebo-KoHTPOAMpyeMbiX MCCnenoBa-
HUAX OblT OTMEYEH MONOXMUTENbHbIN 3DdEKT Tepanuun npe-
napaToB AaHHOW hapMaKkonornMyeckon rpynnbl Ha NOBEAEH-
yeckme @yHKUMW. B TO xe BpeMsi CepoTOHWHepruyeckue
npenapaTbl He OKa3bIBaKT BAMUSHUS HA KOTHUTMBHbIE QYHK-
UMK M QYHKUMOHANbHBIN cTaTyc nauneHTos [51].

XOTS B OTAENbHbIX ONUCAHUAX CEpUM CNy4aeB Hbin oTMe-
YeH NONOXMUTENbHbIN 3POEKT aHTUNCMXOTUYECKMX Npenapa-
TOB B OTHOLIEHWM KOPPEKLMU MOBeLeHYECKMX CMMMTOMOB
npu 1B, KOHTpoOAupyembiX MCCnefoBaHuin ux 3GdexkTms-
HOCTM He MpoBOAMNOCH [52]. B cBA3M € TeM uTo npueM Hew-
pONenTUKOB MOXET OblTb CBA3AH C BbICOKMM PUCKOM 3KCTpa-
nMpaMuaHbIX NO60YHbIX 3PDEKTOB, K KOTOPbIM MaLMEHTbI C
JIB[1 0cobeHHO ys3BUMbI, UX CnesyeT NPUHUMMATbL C OCTOPOXK-
HOCTbIO M B MWUHWMaNbHbIX [03MpoBKax [53]. MMpeagnoytu-
TeNlbHee NPUMEHSTb aTUNUYHbIE HEMPONENTUKY.

Y Hallel nauneHTKM Mbl OOUAUCh OTHOCUTENBHOM CTabUIK-
3aUMM  COCTOSIHMS Ha (dOHE MeOMKaMEeHTO3HOM Tepanuu.
bonbwoe 3HayeHve npu BeneHun naumeHToB c JIBL, mmetor
HeMeOMKaMeHTO3Hble METOApl NleveHus. B otcyTcTBue Tepanuu,
nsmeHsowen Tevenne JIB, BaXHO onpegenuTb CTpaTermm,
KOTOpble CMOCOBCTBYHOT OMTUMATbHOMY KAYecTBY >KM3HU Kak
CaMMX NaLMEHTOB, TaK MX POACTBEHHMKOB. ITW CTpaTErnm AOMK-
Hbl MOAOMPATLCA C YYETOM MHAMBMAYA/bHBIX MOTpeBHOCTEN
nauueHTa B 3aBUCUMMOCTM OT KNMHMYeckow dopmsl JIBL v cTa-
[OUW NaToNorMyeckoro npouecca. BaxHenwmin MOMEHT neve-
HMA — MCMXonorMyeckas agantauns naumeHtos ¢ JIBO n ux
POLCTBEHHMKOB K HOBbIM YCI0BMSM XM3HW. Heobxoaumo npo-
BeLeHue becenpl C POLCTBEHHMKAMM C MPEAOCTaBIEHMEM NoA-
pO6HOW MHPOPMaLMK O CyTv 3aboneBaHms, ero NPorHo3e, Lensx
M TaKTMKE nevyeHus. HeMeoMKaMeHTO3Hble MeTOoAbl NleYeHws
MOFYT BK/KOYaTb CTpaTeruu, HanpaBieHHble HA KOPPEKLMIO U
afanTaLMio NOBELEHYECKMX HApYLWeEHWM (NepektoyeHne BHU-
MaHWS MaUMEHTA Ha 3aHATUE, MPUHOCSLLME EMY YAOBObCTBME,
noowpeHue, [obpoxenaTtenbHoe OTHOLIEHWE), Ha MOBbILLEeHWE
6e30MacHOCTH, CBS3aHHbIX C YXOLOM 33 MAUMEHTOM (cTon-
CWUTHabl MW 3HAKM, NMOMELLEHHbIE HA BbIXOAHYIO [BEpPb, Orpa-
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HUYeHWe [OCTyNa K KpeAUTHbIM KapTam). Kpome Toro, BaxHbIMK
ABNAKOTCS MEPOMPUSTUS, HaNPaBAeHHble Ha aaanTaLmIo KOMMY-
HUKATUBHbIX CMOCOBHOCTEN MaLUMeHTa (PasfnyHble METOAMKM
Noroneauyeckoin Koppekumm), NokasaHa CTUMyASUMS YMCTBEH-
HOW [AESTeNbHOCTW, KOTHUTMBHbIN TpeHuHr [54]. Heobxoanmo
aKLEHTUPOBATb BHUMAHME MaLUMEHTa U ero POACTBEHHUKOB Ha
NnoanepXaHun GU3MYeCKor aKTMBHOCTM (Newwune nporyaku,
xoApba CO CKaHAMHABCKMMM Mankamu, nnaeaHue u T.4.) [55].

3AKNTIOYEHME

PaHHAS AMarHOCTMKA 3MOLMOHANbHO-MOBEAEHYECKON
cdhepbl y naumeHTos ¢ JIB[l MoxeT no3BoAMUTb NPOrHO3MpPO-

BaTb TeYeHMe NaTONOMMYeCcKoro npowecca, ONnTMMM3NpoBaThb
CMMNTOMATUYECKOE NIEYEHWE U TEM CaMbIM YNYULIUTL Kave-
CTBO >KM3HM MaUMEHTOB M WX POACTBEHHMKOB. Tepanuu,
u3MeHsowen Tteyenne JIBM, He cyuwecTtyeT. HeobxoanMbi
[anbHenwme nccnefoBaHus ang paspaboTkm shheKkTBHON
Tepanuu JIBL v apyrux HelpoaereHepaTuMBHbIX 3abonesa-
HWI. OfHaKO MCMONb30BaHNE MHAMBUAYANBbHO NOLOOPaHHOW
Tepanuu, BKAKYalLWeERd HeMeAMKAaMEHTO3Hble METOoAbl M
CMMMNTOMATUYECKME /IeKAPCTBEHHbIE CPEACTBA, MO3BONSET
CTabunn3mMpoBaTb COCTOSHWE NALMEHTOB.
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