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Peszrome

No6Ho-Bucounbie perenepanuu (ABA) — 210 reTeporeHHas TpyIia mporpeccupyroniux He-
POAETEHEPATUBHBIX 3a00AEBAHU, CBA3AHHBIX C [TPEUMYIIIECTBEHHBIM MTOPAKEHNEM AOOHBIX 1/
HAU [IEPEAHNX OTACAOB BUCOYHBIX AOAEH TOAOBHOrO mMosra. ABJ szammmaror derBeproe MecTo
B CITMCKE MTPUYNH BBIPAKEHHbBIX HEMPOKOIHUTUBHBIX PACCTPOMCTB BO BCEX BO3PACTHBIX IPYIIITAX
U BTOPOE MECTO CPEAU MMAITMEHTOB ITPECEHUABHOTO Bodpacra (Ao 65 aer). ABA — renerndeckn
aerepMuHupoBaHHOe 3aboaeBanne. B 30-40% caydaes 1pocaesxyBaeTcs ceMeNHbIN aHaMHE3,
KOTOPBIA o4t B 15% caydaeB xapakrepusyeTcs ayroOCOMHO-AOMUHATHBIM TUIIOM IEPEAAUN.
O6praH0 ABJ\ HawMHaeTCsA Ha MIATOM-IIIECTOM ACCATHUACTUAN JKU3HHU, HO BO3MOKCH U 6OACE ITO3A-
umnn pebior. B cratbe paccmarpuBaiorcs ocHoBHble KanmHdeckue dopmer ABA. TToBependeckas
dbopma ABA cocraBaser 6onee roroBunbsl caydaeB ABA n xapaxrepusyercs coderaHueM KOr-
HUTUBHBIX, [TOBEACHIECKUX U IMOLMOHAABHO-a(EKTUBHBIX HAPYIIEHUH, aTpodreit AOOHBIX
U BUCOYHBIX OTACAOB TOAOBHOTO Mo3ra. [lpu cunppome niepsudanon mporpeccupyioineit adgasum
(I'TITA) pedeBbie paccTpoiicTBa SBASIOTCS HAMOOAEE 3HAYUMBIMUA KAMHIIECKUMU CUMITTOMAMU
B TedeHne He MeHee AByx AeT. Kannuaeckue ocobennocru ITITA 3aBucar or rokaamsanun ma-
TOAOTUYECKOTO 1ipotiecca. Pazperenne na kannndeckue Gpopmbt ABJ\ akTyaabHO AUIIb B ITepPBbIE
roabl 3a00AeBaHnA. B AaAbHEHIIIEM pazAnanst MeKAY HUMU CTHPAIOTCS, U B CTATYCE MOKET I1PU-
CYTCTBOBATh OAHOBPEMEHHO HECKOABKO KamHH4YecKnx (opm. B aeuennn AB)A ripepcrasasercs
BaKHBIM KOMITAEKCHBIN [TOAXOA, BKAIOYAIOIINI CUMIITOMATHYECKYIO TEPAITNIO, a TAKKe HEeACKap-
CTBEHHBIE METOABI (06pazoBaTeAbHAS IPOrPAMMa, IICUXONOTIIECKAS TTIOAACPKKA, KOTHUTHBHBIN
TPEHUHT, AOTOITEAMMECKUE YIIpasKHeHMs). TOIHBIN aHaAn3 SMOITMOHAABHBIX U [TOBEACHIECKIX
cuMIToMoB 11pu AB/\ MOKeT 1103BOANTD ITPOrHO3MPOBATH TEYEHUE [TATOAOTHYECKOTO TIPOIIecea,
OITUMU3UPOBATH CUMIITOMATHUIECKOE ACYCHUE M TEM CaMbIM YAYYIIINTD Ka9eCTBO )KU3HU Ial[n-
€HTOB M NX POACTBEHHUKOB.
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Abstract

Frontotemporal degeneration (FTD) is a heterogeneous group of progressive neurodegenerative
diseases associated with a predominant lesion of the frontal and/or anterior temporal lobes of the
brain. FTD is at the fourth place in the list of causes of severe neurocognitive disorders in all age
groups and at the second place among patients of presenile age (up to 65 years). FTD is a genetically
determined disease. In 30-40%, there is a family history, which is characterized by an autosomal
dominant type of transmission in up to 15% of cases. Usually F'TD begins in the fifth or sixth decade
of life, but a later onset is possible. The article discusses the main clinical variants of FTD. The
behavioral variant of FTD accounts for more than half of the cases of FTD and is characterized by a
combination of cognitive, behavioral, and emotional-affective symptoms, atrophy of the frontal
and temporal lobes of the brain. In primary progressive aphasia (PPA), speech disorders are the
most significant clinical symptoms for at least two years. The clinical features of PPA depend on the
localization of the pathological process. The division into clinical variants of FTD is relevant only
in the first years of the disease. In the future, the differences between them are erased, and the status
may contain several clinical variants simultaneously. In the treatment of F'TD, a comprehensive
approach is presented, including symptomatic therapy, as well as non-drug treatments (educational
program, psychological support, cognitive training, speech therapy). Accurate analysis of emotional
and behavioral symptoms in FTD can help predict the course of the pathological process, optimize
symptomatic treatment, and there by improve the quality of life of patients and their relatives.

Keywords: frontotemporal degeneration; primary progressive aphasia; dementia; behavioral
disorders
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AIIMAEMNONOTI'NA

No6Ho-Bucounbie pereneparuu (ABA) — aro re-
TEPOTeHHAsI TPYIITA IIPOTPECCUPYIONINX HEMPOAETe-
HEPATUBHBIX 3a00AEBAHNI, CBS3aHHBIX C IIPEUMYIIIe-
CTBEHHBIM TOPKEHUEM AOOHBIX U/MAU TIEPEAHUX
OTACAOB BUCOYHBIX AOAEH TOAOBHOTO Mo3ra [1-5]. AB/,
3aHMUMAIOT YE€TBEPTOE MECTO B CIIVMCKE ITPUYUH BbIpa-
JKEHHBIX HEMPOKOTHUTUBHBIX PACCTPOMCTB BO BCEX
BO3pACTHBIX Tpyriax (rmocae 6one3Hn AnbIrerMepa,
AeMeHIIUN ¢ TeraMu NAeBu U 11epeGpOBACKYASIPHO-
ro 3a00AEBaHUs) U BTOPOE MECTO CPEAU TIAIMEHTOB
[IPECEHUABHOTO Bo3pacra (Ao 65 aer) B GOABIINH-
crBe mccaepoBaHui. 1o AQHHBIM OITYASIITMOHHBIX
nccAepoBaHUl, pacripoctpaneHHocts ABA Bapbu-
pyer ot 2 po 31 caygaes Ha 100 000 naceaenus [6].
3aboneBaeMocTb cocraBAseT B cpeaHeM 1,6 caydaes
ma 100 000 HacereHMsT B rop, HO 9T 3HAYEHUS 3Ha-
YUTEABHO YBEAMYIUBAIOTCS MEKAY TISITBIM U CEABMbIM
ACCATUACTUSAMU SKU3HU W CHIDKAIOTCS Y AHWI] MO-
Aoke 40 Aer M B cTapIimx BO3pacTHBIX Tpyrax [7].
Xors 3a TIOCACAHUE ACCITUAECTHS OBIA AOCTUTHYT PSIA
VCIIEXOB B MOHUMAaHUN T'€HETHUYECKUX, MaTOMOPdO-
AOTMHYECKUX M KAMHHUYECKUX OCOOEHHOCTEHM 3TOM
TPYIIBl HEMPOAECTEHEPATUBHBIX 3a00AEBAHUI, T1PO-
[IEHT OIIMOOYHBIX AMATHO30B OCTAETCSl OY€Hb BBLICO-
kM. [lockoabky BosMoskHOCTH AedeHust 1ipu ABA
BECbMa OTPAHUYECHBI, TIPEACTABASIETCSI OYEHb BaK-
HBIM YCTAHOBACHHME AMArHO3a Ha PAHHUX CTAAMSX
[ATOAOTUYECKOTO TTPOIIECCa, KOTAA TeParleBTHYECKIE

MEPOTIPUSATHUS MOTYT ObITh HamboAee 3PHEKTUBHBI-
mMu. [losromy y HEBPOAOTOB, IICUXMATPOB 1 Bpadein
APYIMIX  CIIEIIMaAbHOCTER AOAKHA TIPUCYTCTBOBATH
BpadeOHasi HACTOPOKEHHOCTh B OTHOIIIEHUN AAHHOM
[TATOAOT U

ABA o6srano aebiorupyer B Bospacre or 45
A0 65 AeT, OpHAKO OIMUMCAHbI CAydan 3a00A€BAHUS
Ha TPETbEM U AEBITOM ACCATUAETUU >KU3HU [5].
TToroKUTEABHBIT CEMEMHBIN aHAMHE3 IIPOCAEKU-
Baercst B 30-40% caysaeB ABA, mipu arom opmbl
C ayTOCOMHO-AOMMHAHTHBIM TUIIOM HACACAOBAaHMA
cocraBasiior okoro 15% (7, 8]. Cemeitbie caysau
ABA cBsizansl ¢ MyTanuaMu B TpeX reHax: reie 6eaxa
ray (MAPT), nporpanyauna (GRN) u rere Corf72.
Ha A0AIO 3THX TEHOB TIPUXOAMTCS ITOAABASIIOIIEE
6oabinncTBO (6oace 80%) cayuaes cemerninont ABA
[9]. TTaromopdonoruyueckas wapruna ABA r1ipea-
cTaBAeHa aTpOPUIECKUMU U3MEHEHUSAMU B AOOHDIX
M BHUCOYHBIX AOASIX TOAOBHOTNO Mosra. BosmMoskHO
TAK)Ke BOBACYCHUE B ITATOAOIMHMECKUI IPOITECC Te-
MEHHOU KOPBI, Y€pHOU CyOCTaHIINHU, IIOAOCATBIX TEA,
APYIUX [MOAKOPKOBBIX CTPYKTYP U IIEPEAHUX POTOB
CIIMHHOTO MO3ra, 9TO HAXOAUT OTPAKEHUE B KAM-
Huvyeckon kapruuHe 3aboneBanus. [Ipu rucrororn-
geckoM uccaepoBanuu B 50% cayaaes ABJ Boisasas-
forcst BratodeHust AHK-accoriumpoanHoro 6eaka
(TDP-43), B 40% — 06GHapyKHUBAOTCS Tay-TIO3UTUB-
HbIE BKAIOYEHWMS, 3HAYUTEABHO pPEXe OOHapPYKIBa-
I0TCSL BKAIOYEHUs OHKOTEHHBIX 6eAKOB [10)].
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KAVMMHUYECKUE ®OPMbI

Boipeasitor caepyroriime kamnmdaeckue popmbr ABA:
[IOBEACHYECKYIO U PEYEBYI0 (CHMHAPOM I1€PBUYHON
niporpeccupyionient abaszuu (ITTTA)). Cunppom TTITA
reTepOreHeH, M B 3aBUCUMOCTU OT AOKAAN3AIINN ACTe-
HEPATUBHOIO IIPOLIECCA BBIACASIIOT arpaMMaTIICCKYIO
dbopmy TIITA ¢ mpeumyriiecTBEHHBIM HapYIIEHUEM
MOTOPHOTO ACIIEKTA PEIM U CEMAHTUIECKYIO GopMy
[IITA ¢ napymenuem nonumanusa pean. Caepyer or-
METHUTb, ITO PA3ACACHHUE Ha KANHIYECKUE POPMBI aK-
TYaAbHO TOABKO Ha HAYaABHBIX CTAAMSIX 3a00AEBAHUSL.
[Tpu nporpeccrpoBaHUM TTATOAOTUYECKOTO IPOTIECCA
PABAWMIISL MEKAY HUMU CTHUPAIOTCS, TIO9TOMY HO30MO0-
ITYECKUI AArHO3 YAAETCA YCTAHOBUTD AUIIIb C [IOMO-
IIIBI0 MOACKYASPHO-TEHETHYECKOr0 MAU 11aTOMOPdO-
Aormdgeckoro uccaeposanms [1-5, 11-13].

ITosependeckasa dopma ABJ  cocraBasger Goaee
ITOAOBUHEI caydaeB ABA m xapaxrepusyercs codera-
HIEM KOTHUTUBHBIX, [IOBEACHICCKUX, 1 9MOI[MOHAND-
Ho-adexTuBHbIX HapyieHun (puc. 1). dru cumirro-
MbI Ha PAHHUX CTAAVMSIX MOTYT ObITh €ABa 3aMETHBIMH,
MHOTME M3 HHUX IIEPEKPBLIBAIOTCA C MCHUXIICCKUMIU
PACCTPOMCTBAMU MAW HAOAIOAAIOTCS TIPU  OOAC3HU
Anbirenimepa (BA) 1 apyrux HeripopereHepaTUBHbBIX
3aboAeBaHUAX, 1109TOMY HarenTs! ¢ ABJ\ umeior BbI-
COKII PUCK OITHUOOTHOTO ArarHo3a. CTrieKTp HEKOTHH-
TUBHBIX CUMITTOMOB TIpU TTOBeAcHIecKon hopme ABA
3aBUCUT OT AOKaAU3AITUU [IATOAOTMIECKOTO IIPOIECCa
u crapum 3aboreBadus [1-5, 13]. OmanauTeAbHBIMI
KAMHUYECKIMU TTPU3HAKAMU [TOBEACHIECKON (HOPMBI
ABJ SBASIFOTCS:  pacTOPMOKEHHOCTD, araTus, CHU-
JKEHUE OMIIATUH, CTEPEOTUITHOE WAU KOMITYAbCUB-
HOE (pUTYaAbHOE) TIOBEACHUE, U3MEHEHUE TTUITIEBOTO
[TOBEACHUIS.

CHwkeHre sMmaTun  (CriocoGHOCTh TOHMUMATh
3HAQUYEHUE BBIPAKEHUN 3MOIIUN UAU IIPEACTABAATD
cebe MepeKUBAaHUS APYTUX AIOACH) SIBASIETCS Ca-
MBIM PAHHUM KAMHUYECKUM IposgBaeHmeM ABA.
Habamopaercs sMormoHaabHass XOAOAHOCTH K CBO-
UM OAMBKUM U APY3bAM, CHIDKEHHUE OT3bIBYMBOCTU
Ha 9MOIIMU U 1yBCTBa Apyrux Aoaeit. [larmentsr Mo-
IYT OCTaBaThCs PABHOAYIITHBIMU [IPU TI0TEPE OAM3-
KOTO IeA0BEKa, HEAAeKBATHO pearnpoBaTh HA I10XO-
POHBI UAM APYIUE BaSKHBIC CEMEITHBIC MEPOIIPUATHAL.
ATO IIPUBOAUT K 9aCTON OOUAE YIACHOB CEMBU U APY-
3ei Ha rarierTa [16].

[ToBepentdeckass pacTOPMOKEHHOCTh TAKKE SIBASI-
ercsa pannuM cumnromom ABA m xapakrepusyercs
COLIMAABHO HEAACKBATHBIM [TIOBEACHUEM. XapaKTePHbI
AYPAILIAMBOCTD, IIAOCKUI IOMOp, HEYMECTHBIE IIPU-
KOCHOBEHUST A PA3rOBOPDI C HE3HAKOMBIMU AIOABMH,
CEeKCyaAbHAst HECAEPKaHHOCTD. larmenTsr MoryT co-
BEPIIIATh UMITYABCUBHbBIC M KDUMUHAABHBIC TOCTYTTKU
(azapTHBIE UTPBI, BOPOBCTBO, YPE3MEPHBIE TPATHI U HE-
OCTOPOKHOE BOKACHME). Kak T11paBuAO, MarieHThl
HE OCO3HAIOT HEYMECTHOCTh CBOMX AeticTBri [14].

Amnatusg gacro HaOAIOAAETCS B AEOIOTE TIOBEAEH-
geckont opmbr ABA. Habaropaercs cHrkenue Mo-
TUBAIIMM U WHUIMATUBBI K AIOOON ACSITEABHOCTH,

CHIDKEHME nHTepeca K pabore, X0O60H, COLIMaABHOMY
B3amMopericTBuio u ruruene. [larpenTsr HyxpatoTCS
B ITOCTOSTHHOM TTOOYKACHUU, ITOOBI ACAATH AOMATITHIE
A€M, BCTYIIATh B PA3rOBOP MAM 3aHUMATbCs usnde-
ckom akruBHOCTHIO. [Ipn 91OM HarmenTs He oco3Ha-
0T CBOM Ae(peKT, a POACTBEHHUKH 9aCcTO BOCIIPUHNMA-
0T ANaTHIO KaK ACHb MAN ACTIPECCHUIO.

CrepeoTuiiHoe AU KOMITYAbCUBHOE (PUTYaAbHOE)
[OBEACHNE XapaKTePU3yeTcst M30bITOYHON TOTPEGHO-
CTBIO K BBIIIOAHEHHIO OAHUX U TEX )K€ ACHCTBUI. JTO
MOTryT OBITH KaK IIPOCTBIE TIOBTOPAIOIINEC ACTICTBUA
(HarpuMep, MOCTYKUBAHUE, XAOITAHBE B AAAOIIIH, pac-
THpaHWe, PUIMOKMBaHME Iy0aMu), Tak U 0Ooaee
CAOKHBIE (DOPMBI TTOBEACHMSI, COIIPOBOMKAAIOIINECS
HaBA3YMBOM IOTPEOHOCTBIO ITOCTOSHHO IIPUHUMATh
AVIIL, XOAUTD 110 (PUKCHPOBAHHBIM MapIlIpyTaM WAU
3aHMMATBCA HAKOIIUTEABCTBOM. Pedb Takke MOKeT
CTaTh CTEPEOTHUITHOWN, TAITMEHTHI ITOBTOPSIOT CAOBA,
(dbpaspl, 9acTO AUIICHHBIE KAKOro-Anb6o cMbicaa [2-5,
13, 15].

Hapyierme nuieBoro moBepeHUs XapakTepusy-
€TCA M3MEHEHUEM IIMINEBbIX HpucTpactuit. OObHO
MTOSIBASIETCSI MIAM TTOBBIIIIACTCS JKEAAHUE YIIOTPEOASITD
cAaAKyIo u Goratyio yraesopamu rmiiy. Mosker pas-
BUBATLCS OYAMMES C yTPATOW YYBCTBA HACBIIICHUS,
MOBBIIIIEHHAA TATd K KyPeHUIO M 3A0YIOTPEOACHUIO
crmMprHbIMM  HarmTKamu. Ha  passepHyTbIX Ccrapm-
ax ABJ, kak rpaBuno, HaOAIOAAETCH THIIEPOPANUIM.
V nmanpenra BO3HUKAET JKEAAHNUE €UTO-TO SKEBATh, I1PO-
60BaTh Ha BKYC BCE BUAMMBIC ITPEAMETDI, B TOM YMCAE
HecbepoGHbIe [16].

B ae6iore ABA y ueTBepTH IarimeHTOB 06HAPYKU-
BAIOTCHA OMOILIMOHAABHO-aP(PEKTUBHBIE HAPYIICHUA
B BUpE TpeBoru u pctipeccun [17]. Y HekoTopbIx Tary-
€HTOB OITMCAHBI TICUXOTUYECKHE HapyleHus (6pepo-
BBIE U FAAAIOIIMHATOPHBIE PACCTPOMCTBA) yKe B IIPO-
APOMaAbHBIX CTapMsIX 3a6oaeBanms [18)].

Ha paHHMX cTapMAX HALMEHTHI C ITOBEACHIECKON
dboprort AB/\, 1acTo AeMOHCTPUPYIOT OTHOCUTEABHYIO
COXPAHHOCTb ITOBCEAHEBHON ACATEABHOCTH, OTCYT-
CTBHE€ MAM MUHUMAaAbHbIE M3MEHEHUS KOTHUTHUBHBIX
dyHKIMI  1pu GOPMAABHOM  HEHPOIICHXOAOTHYe-
ckoM ob6caepoBanuu [5]. M3-3a cHYOKeHUS KPUTUKA
K CBOEMY cOCTOAHMIO nanueHTel ¢ AB/, o6bpraHO >Ka-
200 He 1pepbaBAgior. [ToaroMy paHHAS AparHOCTHKA
noBepeHueckont ¢popmer AB/\ ormpaercs Ha BbIABAC-
HUE 9MOIMOHANBHBIX M TOBEACHYECKNX HAPYITICHIII
BO BPEMs OECEABI C IAIMEHTOM U ero OAVDKANIINMU
pPOACTBEHHMKAMU 11pu cOope >Karo0 M aHaMHesa.
Caepyer 3apaBaTh HaIIPABACHHBIC BOITPOCHI POACTBEH-
HUKAM VAU YXQKUBAIOIIUM AMI[AM, & AMI OOBEKTU-
BU3AIIMM  HEKOTHUTHBHBIX  HEPBHO-TICUXMYECKNUX
HaPYIIEHUI UCIIOAB30BaTh, HAIIPUMeEp, HeMPOIICHXU-
arpuaeckuit orpocauk (NPI) [19]. Ha npoasusyThix
CTapAAX KOTHUTUVBHBIC HapyT_HGHI/IH HpI/I ITIOBEACH-
geckort dpopme ABJ\ mpepcTaBACHBI HapyIIICHUAMU
VIPABASIIOIINX AOOHBIX (QYHKIMIA (IleAerioaraHue,
MAQHMPOBAHUE 1 KOHTPOAB) TIPU OTHOCHUTEABHON CO-
XPAHHOCTY MIAMATH U 3PUTEABHO-TIPOCTPAHCTBEHHBIX
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dyuxrmit (2, 4, 5]. Arst otleHKE yripaBAsionnx GyHK-
LU HanOOAEE 9YBCTBUTEABHBIMU ANATHOCTUIECKUMU
METOAUKAMHM MOI'YT OBbITh: TECT CUMBOABI U LIH(DPBI,
Tect cBa3u nudp u OyKB, Garapest TECTOB AASL OLIEH-
Ku A0GHOM pnchyHKimy u ppyrue [5, 20, 21]. Muorue
rarmeHTel ¢ ABA pAeMOHCTpUPYIOT HapyIlIeHUs 3pH-
TEABHO-TIPOCTPAHCTBEHHBIX (DYHKIIMIL, a TaKKe Ha-
PYIIECHUS TaMATH, KOTOPbIE MOTYT OBITh IIPEACTABAC-
HBbl KaK B BHAEC HEAOCTATOYHOCTH BOCIIPOM3BEACHUS,
06YCAOBACHHOM AUCOHYHKIIUEN AOGHBIX AOAEH I'OAOB-
HOI'O MO3ra, TaK B BUAE HEAOCTATOYHOCTU 3aIllOMUHA-
Hus U XpaHenwus nndopmanmu [2, 5, 22].

Becbma xapakrepHbIMEU AASL TTOBepeHUeCKon (op-
Mpl ABJ\ sBASIOTCA HapylieHMs pedr B BUAE I1PO-
rpeccupyioliert agasun, KOTOPble B 3aBUCUMOCTH
OT AOKaAM3aIMK [ATOAOTMYECKOIO IIPOIIecca IIPOsiB-
MSIOTCS B BUAE AMHAMUYECKOH adazuu CO CHIDKEHUEM
PEYEBONT AKTUBHOCTH, IPAMMATHYECKUMU OINOKaM,
OCKYACHMEM PEYM BIIAOTH AO PAsBUTHs MyTU3Ma U/
AW HEAOCTATOYHOCTBIO HOMWHATUBHONM (PYHKIIMK
pedant (CriocOGHOCTb HA3blBaTh BHEITHUE OOBEKTEI,
npeaMerel, Aoaert). Hapyimaercs nonmManne 3Ha-
YEHUST CYITIECTBUTEABHBIX B OGpaIliéHHon pedn (or-
qyKACHNE CMbICAA cAoB). [Ipn aroM narmenTsr YacTo
CIIPAIIMBAIOT Y COOECEAHHKA, YTO 0003HAYACT TO UAU
nHoE cAoBo [2, 4, 5, 23].

OTKAOHEHMI B  HEBPOAOTHYECKOM  CTATyCe
y GOABIIIMHCTBA AI[MEHTOB C MOBEACHIECKON (op-
Mot AB/\ He BbIABASIETCSI, 32 UCKAIOYEHUEM TaK Ha-
3bIBAEMbIX IIPUMHUTHUBHBIX pedAeKcoB (pedrercs
OpPAAbHOTO aBTOMATH3Ma, (PEHOMEH IIPOTHUBOYAEP-
JKaHS, XBATATEABHBIN pedaeKc). Y HeGOABIION 4a-
CTH MAIfMEeHTOB MOKET PAa3BUBATHCS MTAPKUHCOHU3M
(2,4, 5, 24].

MPT y mnanuenros ¢ ABJ\ o6br4HO BbISBASIET
atpopuio AOGHBIX W/UAM BUCOYHBIX AOAEH TOAOB-
HOTO MO3Ta, 9aCTO ACMMMETPUYHYIO, & TAKXKE B PAAL
cAydaeB aTpopUIo TEMEHHBIX AOAEH U TTIOAKOPKOBBIX
spep [5, 25]. Boabliteit ayBcrBUTEABHOCTBIO 06AaAQ-
o1 [TAT u ODIKT, KoTopbie BBIABAAIOT AOGHYIO 1/
WAV BUCOYHYIO MMITONEeP(Y3UI0 1 TUITOMEeTa00AN3M,
OAHAKO B CBSI3M C BBICOKON CTOMMOCTBIO M ManOM
AOCTYITHOCTBIO AQHHBIE METOABI PEAKO TTPUMEHSIOT
B KAMHMYECKON rpakrtuke. Creruduyaeckne 6mo-
MapKeppl IMaTOAOTUYECKOro Iiporecca mpu ABA
HE YCTaHOBAEHBL

CornacHO KpUTEPUSAM MEKAYHAPOAHOIO COBETa
IKCIIEPTOB, BO3MOKHBIN AMArHO3 I[TOBEACHYECKOMN
dbopmer ABA ycraHaBAMBaeTCS IPU HAAMYUM TPEX
M3 IIECTH OCHOBHBIX CHMIITOMOB (pacTOPMOKEH-
HOCTB, allaTus, [OTepst IMIIATUN, N3MEHEHUs TIUITle-
BOI'O TIOBEACHUS, KOMIIYAbCUBHOE IOBEACHUE M Ha-
pyiienve yrpaeasiommx GyHknui). BeposTHbii
AMArHo3 Tpebyer 3HAYUTEABHOTO (DYHKIIMOHAAD-
HOTO CHIDKEHUS (CO CAOB YX@KMBAIOMIUX AWML} UK
IIIKaA AAS OLIEHKH TTOBCEAHEBHOM AESITEABHOCTH)
M XapaKTepHbIX M3MEHEHWHN 110 AAHHBIM HEHpPOBU-
3yaamzanun. MM ONPEAEACHHOTO AMartHo3a Heoo-
XOAUMO TEHETHIECKOe MAM aTOMOPQGOAOTHIECKOe
nopTBepsKaeHue [1].

IIEPBUUYHO-

IIPOTPECCUPYIOIIINE ADA3ZNN

[Tpu peueront popme AB) 3aborcBarme aAcGrOTH-
PYET C PEeYeBBbIX PACCTPOMCTB. B 9TOM caydae y maru-
€HTAa PEYEBbIC HAPYIIICHUS ITOSBASIOTCS HCIIOABOAB,
6e3 BUAUMOM IIPUMUHBI 1 HEIIPEPBIBHO IIPOTPECCUPY-
1o1. Cunppom ITTTA — 510 KOMIIAEKC M30AMPOBAHHBIX
[IPOTPECCUPYIOIINX PEYEBbIX PACCTPONICTB B OTCYT-
CTBUC VA TIPU MUHNUMaNbHOIT BBIPA’KEHHOCTU APYTUX
KOTHUTHBHBIX HAPYIICHUI B TeIeHUE ABYX 1 Goaee
aer [4, 11, 12]. Auarnocruka TTTA nipeacrasaser co-
6GOM HEIIPOCTYIO 3apady, MOCKOABKY PEYeBOM ACPEKT
HE BCErAa OYEBHACH IIPU OOIICHUHM C IalFICHTOM.
sKano6mr marnmenra Ha pedeBble TPYAHOCTH HEPEAKO
OTCYTCTBYIOT M3-32 CHIDKCHHUS KPUTHKA. B Apyrnx
CAyYIasix SKano00M SBASETCS CHIDKEHHE ITaMATH, TIOA
KOTOPOM MOHMMAeTCsl 3a0bIBaHUE CAOB. Mexay Tem
HapyHIeHVA PCYM, BbIPAa’KCHHDBIC B 3HAYUTEABHOW CTe-
[IEHU, BBI3BIBAIOT MPOQECCHOHANBHYIO U COLUAABHO-
OBITOBYIO AC3AAAITALINIO AQKE B OTCYTCTBUE APYTHIX
pacCTPOVCTB KOTHUTUBHBIX (DYHKLIMIA.

IIpn arpammarmiaeckonn ¢dopme IITTA  xannnp-
YecKasg ~KapTuHAa  HAIIOMUHAET — TPAHCKOPTUKAAB-
Hyf0 MOTOpHYI0 adasuio (pmHaMudgeckas abdasus —
110 A.P. Aypust). HaGaropaercst CHUKeHUE CIIOHTAHHOMN
pPEIEBON aKTUBHOCTH (TO €CTh HAYaTOM 110 COOCTBEH-
HOUM MHUIIUATUBE), [AIIUEHThl HEMHOTOCAOBHBI, PEA-
KO CaMOCTOSTEABHO HAYMHAIOT pasroBop. Oreedaror
Ha BOIIPOCHI KOPOTKO M TOBOPAT IIpOCThIMU (pasa-
MU. B BBICKa3bIBaHMAX IAI[MEHTOB YaCTO COACPIKATCS
rpaMMaTHUIeCKUE OMIMOKY, OHM HEIIPABUABHO CKAO-
HSIOT U crpsiraloT caosa (otciopa Haszsarme [TTIA —
«@rpamMmMaTdeckash). CHIKeHMe pedeBOr aKTUBHOCTH
1 arpaMMaTU3Mbl HAOAIOAAIOTCS KaK B CIIOHTAHHOW,
Tak U [IUCbMEHHOI pean. B TO K€ BPEMA ITOHNMAaHNE
06pallieHHON pedn He cTpapacT. MoskeT HaOAIOAATHCS
HAPYIIECHIIC MHTOHAIIMOHHON OKPACKU PEYH, OpPaib-
Hasl arpakcust (MarueHT He MOXKET 00AM3aTh TYObI,
BBITSIHYTB I'yObI TpyOouKoi). [ Ipu miporpeccuposanmm
CTpapaeT MOBTOPHAS Pedb, HAOAIOAAIOTCS IXOAANIH
(moBropenue croB vAM Ppaz coOECEAHUKA), PEIEBbIE
CTEPCOTUIINI (HaBHS‘H/IBbIC IMOBTOPEHNMA OAHUX 1 TEX
ke cAoB uan Gpas). B HamGoaee TKEABIX CAydasx
pa3BUBACTCS [TOAHAS yTpaTa CIIOCOOHOCTH BBIPAXKATh
CBOU MbICAU C TIOMOILIBIO CAOB (MyTU3M).

XapaxkTepHbIMU KAMHUYIECKUMU [IPU3HAKAMU Ce-
manTuaeckonn ¢opmer IIITA gsagiorca mapymieHue
Ha3bIBAHUA TIPEAMETOB (AHOMUS) U yTpaTa CMbICAQ
(3HaYEHMs) TIPOUBHECEHHBIX UAM HAIIMCAHHBIX CAOB.
ITocrenierHo yrpadmBaeTcs CIIOCOOHOCTH ITOHMMA-
Hus ob6parennon pedn. CoGCTBeHHAs pedb coxpa-
HAET TIPABUABHBIN I'PaMMATHYECKUM CTPOM, Xapak-
TEPHDbI 3aMEHbI OAHNX CYIICCTBUTEABHBIX APYIVIMU
B paMKax OAHOW CEMaHTHUYECKON Kareropuu (Harpu-
MEp, (AOJKKa» BMECTO ((BI/I]\Ka))) AN MECTOMMCHUAMI
(«aroy, «oHa»). [ToBropenue u YreHue BCAYX He Ha-
PYHIaIoTCA, HO IIPW 3TOM ITalIMCHTHI HE ITOAHOCTBIO
[IOHMMAIOT CMBICA Tex (pas, KOTOPBIEC TOBTOPSIOT
38 MCCAEGAOBATEACM, MAU TEKCTA, KOTOPBIM IHUTAIOT.
IIpocrsie m 1acro ymorpebAseMble CAOBA IAI[UEHT
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quTaer MAM nminer 6e3 ommbok. OpHako dreHue
U HamnucaHue GONEE PEAKMX CAOB HEM3OEKHO IIpu-
BOAAT K ommbKaM, TaK KaK ITalfMeHT HE TIOHMUMaeT
nx 3HadeHud. llpm cemamrmiaeckon dopme ITITA
MOTYT BO3HUKATh TPYAHOCTH Y3HABAHS IIPEAMETOB
1 3HAKOMBIX AWII, CBS3AHHBIC C HapyIIEHUEM Ce-
MAHTUYECKON maMsaTn (0OIue CBEACHUS M 3HAHWS
o mupe). Hapyienue ceMaHTUIECKOM TTAMATH TIPH-
BOAUT K TOMY, UTO TIAI[UCHTBI HE MOTYT HE TOABKO
Ha3BaTh TOT WAU WHOW IIPEAMET, HO U OOBICHUTH
ero npepHasHavenue. B orardame or ceMaHTHYECKON
[aMATY, SIIU30AMYCCKASA MIaMATh Ha TCKYIINEC U OTAA-
ACHHBIC COOBITIA SKM3HU ITIPU CEMaHTIIECKON opMe
[1ITA me crpapaer [4, 11, 12].

Kaxk mpaBma0, CIIycTS HECKOABKO AET OT Havaja 3a-
6oaeBanus pu pedeBbix popmax ABJ mocremneHHO
pa3BUBAIOTCS APYIUE KOTHUTHUBHBIC U [IOBEACHICCKIE
paccrporicrBa. TakuM o06paszoM, Ha OIPEACACHHON
cTapny 3a60NEBAHIIS PABATIVI MEKAY KAMTHIIECKIMI
dbopravu ABA crupatores [13, 24, 26).

IIpu MPT roaoBHOro Mosra IaMEHTOB C arpaM-
matudeckont dopmornt TITTA BeisiBAsieTcs atpodus
AOMUHAHTHOTO TIOAVIIIAPUS C IIPCHUMYIIICCTBCHHBIM
BOBACUCHNEM A0OHOM poam. [Ipm cemarTHMECcKOm
cdopre TITTIA pasBuBaeTcs acuMMETPUIHAS aTPODU
BUCOYHBIX AOAEM, Yartie caesa [12].

Aunarnoz coorsercrsyioment gopmbr [ITTA cra-
BUTCSI HAa OCHOBAaHUU KPUTEPUEB, pa3pabOTaHHBIX
M. Gorno-Tempini u coasr. [12].

ANDODOEPEHIIIANBHBIN

AMATHO3

Hanvarie HEKOPHUTHBHBIX HEPBHO-TICHXITICCKITX
HapyIIeHU 00yCAOBAMBAET HEOOXOANUMOCTH Audde-
penimaapHoro pauaroza ABJ ¢ nemxnarpuaeckuMu
3abonesanmaMu. OIINGOYHBIN AMArHO3 IICUXUATPU-
94ECKOTO 3a60ACBAHS YCTAHABANBACTCA HE MCHEE YCM
y 50% marmentos ¢ ABA [27]. Takue cumirrombr ABA,
KaK pacTOPMOKCHHOCTB, CTEPCOTUITHOE TIOBCACHUC
U MMITyABCUBHOCTb MOTYT OBITH OIIMOOYHO paciieHe-
HbI KaK OUITOASIPHOE PacCTPOVICTBO UAM KaK IIPOSIBAC-
Hue mmzoppeHun. B opAHOM TpeTn caydaes y narjucH-
toB ¢ ABA amarnocrupyior pernipeccuio. [Ipuannon
9TOMY SBASICTCA IIPHUCYTCTBHE Ha PAHHUX CTAAMAX
AB)A\ amatum, morepn MHLIMATHUBBL, 9MOLIMOHAABHO-
ro 6e3pasamdus u cHkeHve amrarun. OAHAKo Ia-
nuentsl ¢ AB/\ 9acTo He MMEIOT APYrMX CUMIITOMOB,
XapaKTCPHBIX AAS ACIIPECCHU, U OOBIMHO HE IIPCAB-
SBASIIOT YKaAo0bl Ha CHIDKeHue HactpoeHus [27, 28].
Peuessie popmbr ABA wacro npuxopurcsa auddepen-
uuposath ¢ bA. B orantue ot arpaMmMaTHiecKon U ce-
MaHTI4IecKon ($hopM, Aororermyeckas ¢opma [TTTA
paccMaTpuBacTcA Kak aTurmaHas popma bA, 1o moa-
TBEPKAACTCA OMOMapKepaMy  IepebparbHOTO  aMu-
AOMAO3a B CIIMHHOMO3TOBOM JKUAKOCTH WAU TIPU T10-
3uTpoHHO-IMUccuonnon romorpaduu (29, 30]. Ars
aront popmsl I[1TTA xapakrepHb! TpyAHOCTH B 110AGOPE
CAOB B CIIOHTAHHOW PEYM U TIPU HA3BIBAHUU IIPEAME-
TOB (NOTOIIEHU), 3aMEANCHHOCTD PEYH, HaPYIIICHUE

noBropenus ¢ppas u rnpeproxenuit. OpHako, B OTAU-
4me or arpammarmieckont gopmsr [ITTA, ripy rororre-
HITICCKOM (hOpME OTCYTCTBYIOT arpaMMaTuaMbl. Her
TakKe TPYAHOCTEH B MMOHMMAHWH CMBICAQ CAOB, B OT-
Ardre ot ceMaHTrIeckoit popmer TTTTA [12, 29).

AEYEHWUWE ABA

B Aeuennn marmenTos ¢ ABA Hanb6onee addexTn-
BCH KOMIIACKCHBIN (MYABTHAMCIIUIIAMHAPHBIIN) TTOA-
XOp, KOTOPBIN HAIIPABACH HA YMEHBIIICHIE BbIPAXKEH-
HOCTM KOIHUTHBHBIX M IIOBEACHYECKUX HAPYIICHII
Y YAYYIIIEHHE Ka9eCTBa KU3HU KaK CAMUX I1alIEeHTOB,
TaK U MX POACTBeHHUKOB. Lleaecoobpasto ydacrue
B ACYCHUHN PA3AUYHBIX CIEIIMAAUCTOB. HEBPOAOIOB,
PepUaTPoB, KAMHUYECKUX [ICMXOAOTOB, AOTNOITEAOB
M COLMAABHBIX PAaGOTHUKOB. KoMIIeKcHOE AedeHne
BKAIOYAaET 00pa30BATEABHYIO IIPOrPAMMY: IIPOBEAE-
HUEe GECEABl C POACTBEHHMKAMU C IIPEAOCTABACHUEM
OAPOOHOM MHGPOPMAIIMN O CYTH 3a00AEBAHIS, €r0
[IPOTHO3€, LEeASX M Takruke Aedenns. Heobxopnmo
WCIIOAB30BATb CTPATEIMM, HAIIPABACHHBIC Ha KOp-
PEKLIMIO M AAAIITALINIO [TOBEACHUCCKUX HAPYIIICHIIT
(mepexAroYeHrne BHUMAHVS TIAIMEHTA Ha 3aHATHSA,
MPUHOCAIIINE €My YAOBOABCTBHE, IIOOIIPEHUE, AO-
OpO’KENaTEAPHOE OTHOIIICHIIE), Ha IOBBIIICHUE Mep
6€30I1aCHOCTH, CBA3AHHBIX C YXOAOM 3@ IIAllMEHTOM
(cToIT-CUTHAABI MAW 3HAKHM, TIOMEII[EHHBIE HA BBIXOA-
HYIO ABEPb, OTPAHUYEHHUE AOCTYIIA K KPEAUTHBIM Kap-
tam). Kpore Toro, BayKHBIMU SBASIOTCS MEPOTIPUATHS,
HAIIPaBACHHBIC Ha AAANTAMIO KOMMYHUKATHBHBIX
CIOCOOHOCTEN IALMEHTA (PA3AMYHBIC METOAUKU NO-
FOITEAMMECKON KOPPEKIINN), TIOKa3aHa CTUMYASIIVS
YMCTBEHHOM AESATEABHOCTU, KOTHUTHBHBIN TPEHMHT
[31]. HeoGxopmuMO aKIleHTHPOBATh BHUMAHUE [TAITH-
€HTA U €r0 POACTBCHHUKOB Ha IIOAACPKAHNN (PU3ITHIe-
CKOW aKTUBHOCTH (IIEIIINe TIPOTYAKH, XOABOA CO CKaH-
AMHABCKMMU [TAAKaMH, TIAaBaHue u T.A.) [32].

Tepanuny, mamensoment redenne ABJ, He cyie-
crByeT. KAMHIMeCK1e MCCAeAOBAHIS aHTUACMEHTHBIX
[IPeraparos, MOKa3aBIMx 3(PPEKTUBHOCTh 11pu DA,
y nanueHTos ¢ ABA AeMOHCTPUPYIOT TTPOTUBOPEIU-
Bole parHble. [Ipn ABJ He HabGAIOAQETCA KAMHIYECKN
3HAIMMON AMCPYHKIIUN alleTUAXOAMHEPTUIECKON CH-
creMbl. B 0TpAeABHBIX MCCACAOBAHMIAX GBIAO TIOKA3AHO,
YTO MHIMOGUTOPBI XOAMHACTEPasbl He IPPEKTUBHDI
y HAIJUEHTOB ¢ IToBepeHIeckon Gopmont ABA n paxe
MOTYT YXyALIaTh MOoBepcHIecKne ¢yHKumu (33, 34].
B 10 e BpemMs B mccAepOBaHMU rajaHtaMuHa ObIAa
oOHapyKeHa TEHACHIINS K CTaOMAM3AINN PEIEBBIX
Hapyienuit B rpyrie narnuentos ¢ [ITTA o cpashe-
HUIO ¢ 11Aare60. OAHAKO CAEAYeT OTMETUTD, YTO B 9TOM
MCCAEAOBAHUN HE IIPOBOAUACS aHAAM3 B 3aBUCUMOCTH
or ¢opmsr T1ITA [34]. Xors B ABYX 11Aa11€60-KOHTPO-
AMPYEMBIX MCCACAOBAHUSX, [IPOBEACHHBIX Ha CPABHU-
TEABHO HEOOABILION TIPYIIIE MALJUEHTOB C PAa3HbIMU
dbopmamu ABA\, He OBbIA ITOAYYEH ITOAOKUTEABHBIN
addexr MmemanTrHa [35], B pspe OTKPBITBIX HCCAEAO-
BaHMI Ha (POHE AeYCHUST AAHHBIM I1perrapaToM Obira
[oKa3aHa CTaOMAMBAINA COCTOSHUA B OTHOIICHUM
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Puc.1. Anarnocridaeckue KpuTepun
KAMHIIECKIX (POPM NOOHO-BUCOTHBIX

NA0OGHO-BHCOYHAA AeTeHEePAIUS

AETeHeparnit

v

v

IToBepeHteCKas PacTOPMOKEHHOCTb
Ararus

CHpkenuve aMaTim

Crepeoruritoe rmosepeHue

Hapyiienue nuIeBoro moBepCHI
Hapyenue yripasastornimx GyHKIMIL

[P OTHOCHUTEABHOM COXPAHHOCTH MTaMATH

IToBepenueckas popma ABA, (3 u3 6 npusnaros)

11 3pUTEABHO-TIPOCTPAHCTBEHHBIX (DYHKITUI

IlepBuunas nporpeccupyomas
adazus

Hapymenus peqnn — nan6oaee
3HAIMMBIN KAMHIYECKUI CUMITTOM
Peuesble HapyIieHNA 3HAMMMO BAUAIOT
Ha TIOBCEAHEBHYIO JKU3Hb

Adazna — 3HAYMMbIA KAMHUYECKUT
CHMIITOM B TEYCHUE HE MEHEE 2-X ACT

v

Arpammarnyeckast popma ITITA
Obazamervnole npusnaxn (1us 2)
HemmorocaoBHas, ripepbIBUCTas PEb

C AMTEPaAbHBIMU TapadazmsaMn
ArpaMMaTU3Mbl

Aonoannmenvuvie npusnaxn (2 nz 3)
CoxpaHHOCTDb 00X 3HAHUI
CoxpaHHOCTb TOHUMAHIA OTACABHBIX CAOB
Hapyriienne moHMMaHIA CAOKHBIX
IPEANOSKCHUI

Kak [MOBEACHYCCKUX, TaK M PEUEBBIX (DYHKIIUH y Mariy-
eHTOB ¢ arpammarudeckoit popmoit [1T1A [36, 37].

B nexoropeix nccaeposanmax npu AB/ roxazana
HEAOCTATOYHOCTh CEPOTOHUHEPTUIECKON CHUCTEMBI
(cHVPKeHMe KOAMYecTBa CepOTOHMHOBBIX PEIEIITOPOB
u rubenb HelPOoHOB sippa 1Ba) [38, 39]. Aro o6ocHo-
BBIBAET IIEPCIIEKTUBHOCTD NCIIOAB30BAHNS MHIOUTO-
pOB 0OpaTHOro 3axBara ceporonnta mpu ABA. B o1-
ACABHBIX I1AAIIe60-KOHTPOAMPYEMBIX MCCACAOBAHIAX
OBIA OTMEYEH ITOAOKUTEABHBIN d(pdEKT Teparmu rpe-
raparaMy AQHHOM  (apMaKOAOTMIECKON  TPYIIIIBI
Ha roBeacHYecKue QyHKInu. B To ke Bpemsa ceporo-
HUHEPTUYECKUE TIPEIIapaThl HE OKA3bIBAIOT BAMSHUA
Ha KOTHUTHUBHbIC (DYHKITUN 1 PYHKITMOHANBHBINA CTa-
ryc nanuenros [40].

Konrpoanpyembix umccaepoBaHnit 9 PEKTUBHO-
CTH aHTUTICUXOTMYCCKUX IIPEMApaToOB AAT KOPPCK-
LUK [TOBeAeHIeCcKnX cuMnromos 1ipu ABA He riposo-
Arnoch. TeM He MeHee OHM He PEKOMEHAYIOTCS B CBA3U
C BBICOKUM PHCKOM OJKCTPANMPAMUAHBIX TOOOTHBIX
addexros, kK kKoTopeM manueHTsl ¢ ABJA oco6eHHO
ys3BuMbl [41].

SAKAIOYEHUE

TouHoe M CBOEBPEMEHHOE YCTAHOBACHUE KAMHU-
geckort popmbr ABJ\ mMeer GOAbITIOE 3HAYCHUE AAS
anddepeHnmpoBaHHOroO TTOAXOAA K A€UCHUIO U Oonee
TOYHOTO OITPEACACHIISI IIPOTHO3a 3a00AEBaHIIS.
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