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Primary progressive aphasia (PPA) is a heterogeneous group of neurodegenerative diseases related to focal degenerations of the brain and
mainly manifested by a gradual loss of speech functions. This symptom is characterized by specific speech disorders. The article presents the
etiopathogenic features of PPA, systematizes the clinical criteria for its diagnosis, and describes the modern neuroimaging characteristics of
different types of PPA. The proposed PPA severity point scale allows clinicians to record the very early manifestations of aphasia. Modified
scales, such as the Frontal Behavioral Inventory (FBI-mod) and the Clinical Dementia Rating (CDR), are also important for specifying the
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[lepsuunas npoepeccupyrowas agazus (I111A) — rereporeH-
Hasl TpynIa HelpoaereHepaTUBHBIX 3a001€BaHUIN, OTHOCSIIINX-
csl K (poKaJIbHBIM JIeTeHepalsiM TOJIOBHOTO MO3Ta W TIPEeUMy-
IECTBEHHO TPOSIBIISIIONINXCST TTOCTETIEHHOUW yTPaTOil peueBhIX
dyukiuii. OTMeYaroTCs UCTIOABOIb, HO JIABUHOOOPA3HO Hapac-
Talolye 1eQUIUT «ITOUCKA CIOB», TOHUMAHUSI CIOB, PACCTPO-
cTBO (ppazooOpaszoBaHus [1], KOTOpble HE COMPOBOXKIAKOTCS
KOTHUTUBHBIMU HAPYLUIEHUSIMU U HEBPOJOTMYECKUMU CUMIITO-
MaMHU. S13bIKOBBIe (DYHKIIMM CTPANaloT M30JMPOBAHHO B Tede-
HUe TI0 KpaitHeil Mepe 2 JieT 6e3 yXyIIIeHUsT APYTUX KOTHUTUB-
HBIX (QYHKIIMIT, KpoMe mpakcuca [2].

Tepmun «mepBuyYHas nporpeccupyiomias adasusi» BBeIeH
OTHOCUTEJIbHO HellaBHO. OTaeIbHbIE CTaThU U COOOLLIEHUS O 3a-
OosneBaHuM, MpoTeKaoleM B Buiae adasum 6e3 pa3BUTHUS Jie-
MEHIINY U APYTUX CUMIITOMOB, ITOSIBVJIACH B @HTJIOSI3BITHBIX Me-
OUAIIMHCKUX u3maHusx B Hadare 1980-x rn. B 1982
M.M. Mesulam [3] nepsbim ontcan [TITA u nan ee onpeneneHue
B cTaThe «MenieHHO Tporpeccupyloliias agasust 6e3 reHepaiu-

4

30BaHHOI JIeMEHILIMMW», ONyOJIMKOBAaHHONM B XXypHayie «AHHaJIbI
HEBPOJIOTHH»: Y 6 MAllMeHTOB B TeueHue 5—11 et HaGmoaeHus
OTMEeYaJIOCh MTPeodIIalaHe peueBbIX HapylIeHwil. B mocnemyto-
weM ciryyau [1T1A Ob11u onucaHbl aBTOpaMU B pa3HbIX CTPaHaXx.
Tak, B 1990 . S. Weintraub u coasr. [4] cooGmmiu 0 4 GOIBHBIX
[1I1A co cHuxeHueM G6ernocTtul peu, a B 1991 . B. Croisile u co-
aBT. [5] onyOiuKoBau ele 3 mogoOHBIX ClIydast.

B oteuectBeHHOI uTepatype uHTepec K [MT1A Takke Bo3-
HMK JoctaTo4Ho gaBHO. B 1996 . A.C. KanbikoB u coasT. [6] B
crarbe «[Iporpeccupytoiias agasust 6e3 feMeHIMU — 1e010T aT-
poduIecKoro mpoliecca roJIOBHOTO MO3Ta» OIKMCAIH MAlleHTOB
¢ [TTA. B.A. CrenikuHa u coasr. [ 7] mpeacraBin 0630p 16 Kin-
Huyeckux ciaydaeB [1TTA ¢ aHanIM30M JaHHBIX HEMPOMCUXOJIO-
TMYECKMX TeCTOB, ITOKa3aTesieil MarHUTHO-Pe30HAHCHOM TOMO-
rpapuu (MPT) npu pasubix Tunax I1I1A, a Takxe ocobeHHO-
CTeil ONTUMAIBHOTO TI0A00pa Tepanuu Y TaKUX MaIlueHTOB.

CornacHO COBPEMEHHBIM TIPEACTaBICHUSIM O JlereHepa-
TUBHBIX 3200J1€BaHUSIX TOJIOBHOTO Mo3ra, [1ITA oTHOCAT K TpyTI-
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e JJIoOOHO-BUCOYHBbIX AereHepatmii (JIB). Kak uzsectHo, JIBJI
MOp(dOJIOTUYECK MHOTOBAapMAHTHBI: a) HamboJiee 4acTO MpH
HUX MMEEeT MECTO TaymnaTus (M3MEeHEHHME CTPOCHMS Tay-Oelka,
(GopMUpOBaHUE BHYTPUHEHUPOHAIBHBIX IIUTOMIA3MUYECKUX
BKJIIOUEHUI W JereHepanus CTPYKTYp MPEUMYIIECTBEHHO Iie-
PEIHMUX OTIEJIOB TOJIOBHOTO MO3ra) B COUYETAHUU CO CIIOHTHO-
(OpMHBIMU M3MEHEHUsIMU (TaK HasbiBaeMblii BapuaHT JIBII ¢
Hecrnennpurueckoit Mmopdoiorueii); 6) pexke BMECTO 3TOM TH-
MUIHON MOP(OJOTUYECKOIl KAPTUHBI BBISIBISIETCS HEMpPOHAb-
Hasl JereHepanusi BCIeACTBUE U3MEHEeHUs YOUKBUTUHA ¢ (op-
MHpOBaHUEM YOMKBUTHUH-COAEPKAILIUX BHYTPUHEHPOHATBHBIX
BKJTIOUeHMel (6osiee XxapakTepHasl Ul TapKUHCOHU3Ma U acCo-
IIMUPOBAHHBIX C HUM COCTOSTHUIA).

B 2004 . M.L. Gorno-Tempini u coaBr. [8] 6GbLIa TIpeaIo-
KeHa knaccudukanus [1T1A, ocHoBaHHas Ha Pa3TUIUSIX B KM~
HUYECKMX OCOOCHHOCTSIX peueBoro aedekTa, TaHHbIX HEPOBU-
3yajiM3aluy U nMaroMopdoioruy, BKIYaolas Tpu OCHOBHbIE
dopwmar TTTTA:

* ceMaHTUUYeCcKylo ¢opMy 0e3 CHUXKEHUs OETJIOCTU peuu
(anrn. Semantic, fluent, wim semantic dementia);

* arpaMMaTHYeCcKyIo (popMy cO CHUXKEHUEM OETrJIOCTH pe-
yu (aHr1. non-fluent, agrammatic, uau nonfluent progressive
aphasia);

* JlororneHuyeckyto ¢opmy (aHri. logopenic progressive
aphasia).

B Hacrosiiiee BpeMst omMcaHbl CIydad CMEIIaHHOM dhop-
mbl [TITA — xKoMOMHUpPOBaHHAs (opMa, UMeIoIasi MPU3HAKKA
ceMaHTUYecKoli U arpammaTtudeckoit opm ITITA [9].

ITo muenuio P. Hoffman u coasr. [10], cyuiecTByiolas
KJaccupukaius Tpedyer 10paboTKU, a COBPEMEHHbIE METObI
WCCIICAOBAHUS TTO3BOJIAT BBIICIUTH TOIOJHUTEIBHBIC (hOPMBI
TIITA. CoracHo 3NMMAEMHUOJIOTUIECKIM JaHHBIM, PacIIpoCTpa-
HEHHOCTb JJOOHO-BHUCOYHOI aTtpodum coctapiser 2,7—15,0 Ha
100 thIC., M3 HUX 20—40% cinyyaeB — ato [1ITA.

Cpennuii Bo3pact Havana [TTTA — 50 net (ot 20 no 82 ner).
TIpomoskuTeIbHOCTD 3a00JIEBaHUS COCTABIISIET B CPEIAHEM 7 JIET
HE3aBHCHMO OT TI0J1a U Bo3pacTa. Y 77% MalueHTOB CO BpeMe-
HEM pa3BHUBaeTCsl ToOanbHas ada3us U TOSBISIOTCS Ipyrue
KOTHUTUBHBIE M HEKOTHUTHMBHBIC CUMIITOMBI MOPaXXeHUs To-
JIoBHOrO Mo3ra [11].

NERUKA

BeTCTBEHHOTO 32 TpaHckpunuuio JHK HelipoHOB B JTOOHBIX U
BUCOYHBIX noJisaX. TDP-43-matust Bo3HMKAET Mpu U30BITOYHOM
HaKOTUIEHUM OesiKa-TpaHCKPUIITOpa B sIApe HelpoHa, Koraa
KJIETKa HE MOXKET CIPABUTBCSI C BBIBEIEHUEM €rO arperaTtoB B
LIMTOTUIAa3My, a MX HAKOIJICHWE B siIpe TIPUBOIUT K Hellpoere-
Heparuu. bosee yem B 90% HaOMoneHII XapaKTepHBIM KITMHU -
yeckuM deHorumniom siisiercst JIBJ (TDP-43-matust, Tun C) ¢
UTMHHBIMU HeHpoQUOPMIIIPHBIMU KITyOOUKaMu  (BBISIBIIEHBI
TMCTOJIOTUYECKUM METOAOM B KOPKOBBIX OT/eJiaX IOOHOM U BU-
COYHoOI1 moneit) [13].

IMomo6HbBIe N3MEHEHUST TAKXKe BCTPEYAIOTCST ¥ TIPU HEKOTO-
pbIx arpammatryeckux opmax. o HabmoneHusm S.J. Makaretz
U COaBT. [14], maHHBIN KIMHUYECKUI CUHAPOM PEIKO BO3HMKA-
€T BCJIEAICTBUE TIEPBUYHON Tay-TIaTUM WK 00JIe3HU AJTbIIreliMe-
pa (BA). J.A. Knibb u coaBT. [15] O0JBIIMHCTBO ClTyyaeB arpam-
MaTtudeckoi u cemantuyeckoit opm ITITA oTHOCAT K peueBo-
My BapuaHTy JIB/I.

Crneunduyeckuil Metoa uccieqoBaHus Tay-naTtuii (the
presumptive tau [1DT-KT' ligand flortaucipir) BEISIBIIT TIOBBITIIE-
HUE CUTHAJIa B POCTPATHLHOM HAIIpaBIEHUH OT 001aCTH TI0JI0ca-
TOTO Tesia (BeHTpOMEAUaIbHOE SIAPO, MpUIIeKallee SApo) C Bbl-
paXkeHHOI acuMMeTpueii (JIeBbIi > mpaBblit) [16—18].

Aepammamuueckas gopma IlIIA co cruxcenuem beenocmu
peuu dalnie o0ycJIOBJIeHa HAKOTUIEHWEM B HEIPOHAX U TN Tay-
TIPOTeNHA, OTHAKO ITAaTOJIOTHS, JiexKalllast B OCHOBE JAaHHOTO KITH-
HHUYECKOTo cuHapoma, rereporeHHa. 1o manubmv D.C. Tippett u
coaBT. [19], He-Tay-maTosorus1, perucTpupyemasi pu arpaMMa-
tnueckoit popme IITA, Takke Bkitouaer B ceodst JIB/I ¢ youksu-
TUH-TIOJIOXXUTEIbHBIMU BKJIIOUEHUSIMU U BA (oTioXeHue beta-
amuiionaa). ArpaMmmaTrdeckast (hopMa BCTpevaeTcsl IPU TaKUX
Tay-TIaTUSIX, KaK TIPOTPECCUPYIONINI HATBIICPHBIN TTapaand 1
KOPTUKO-0a3aabHast MereHeparus.

[MaTonornueckne m3MeHEHUs] TPU arpamMMaTUYeCKON
IITTA oGHapyXuBaroOTCs B 3aIHUX OTAEIAX JIEBOM JOOHOM JOJIH,
B o0OsiacTu octpoBkKa (lobus insularis) [8, 20]. B HekoTopbIX Ha-
OstoieHUsIX aTpodusi U30JIMPOBAHHO MOPaXaeT MPEMOTOPHYIO
U JOMOJHUTEJBbHYIO MOTOPHYIO 00sacTu [21].

ITo mepe mporpeccupoBaHus 3aboeBaHUs aTpopus 3a-
XBaTBIBAET AOpCOIAaTepaTbHbIe OTAEIbI MPedPOHTATHLHON KO-
pbI TOJIOBHOTO MO3Ta, BEPXHUE OTAEIbI

dTHonorua

B nHacrosiiiee BpeMst BeIyTCs TO-
HCK M pa3paboTKa HaleXKHBIX OroMapKe-
pos I1ITA, B yacTHOCTH crielIU(PUISCKIX
HeponenTuIoB, BbISIBISIEMBIX B Lieped-
PpOCIUHAIBHOM XUAKOCTHU (00U U Pho-
copmIMpoBaHHBIN Tay-TIPOTeWH, OeTa-
amuonn) [12]. [IpoBomsTcst reHeTHYe-
CKUIi aHAJI3 U BBISIBIIEHNUE TEHOB, OTBET-
CTBeHHBIX 3a pa3putue [1I1A.

Cunapom IIITA rucTonoruyecku
HEOMIHOPOICH M, KaK MPaBWJIO, CBsSI3aH C
OMHUM W3 TpPeX KJIacCOB ITaTOJIOTUM

Cemanmuuecxkas ¢opma IIIA 6e3
CHUMICEHUs Oe2nocmu peyvu Jalle CBsI3aHa ¢
BHYTPUMKJIETOYHBIM HakoruieHuem JJHK-
accouuupoBaHHoro 6enka TDP-43, or-

Puc. 1. Ilpenapam aegoeco noaywapus.
1IHC. II11A, cemanmuueckuii eapuanm ¢ npeu-
MYUeCmEeHHbIM NOPAdCeHUEeM GUCOUHOLL
doau (cmpeaxamu yKkasana A0KanbHas
ampous yHacmKoe Kopbl 201086H020
mosea) [22]

BMCOYHOM O U MeIUaJbHO PacIipo-
CTpaHsieTCsl B OpOUWTAJbHBIE OTIEIIBI
pepOHTATBHOM KOPBI U TIEPEAHME OT-
JIeJIbl ITepeIHENR TOSICHOM KOPBI (LIMHTY-
JISIPHOM M3BUJIMHBI), TEMEHHYIO 10JI0 U
00y1acTh BoAoIpoBoJa Mosra (puc. 1)
[22]. B cnyuasix, Koraa tay-natusi Oblia
MOATBEPXKIeHA, Ha BCKPBITUM HaOIIO-
aJINCh YYaCTKU MCTOIIECHMSI KOPBI TO-
JIOBHOTO MO3Ta B JIOOHBIX X BHCOYHBIX
noJsx [23].

Jloeconenuueckas ¢hopma IIIIA — 'y
30% mnauureHToB BbisiBIsieTcss TDP-43-
MaTusi, BCJENCTBME BKIIOYCHUIT Oeka
TDP-43 B BemiecTBe TOJIOBHOTO MO3ra,
HO B OOJIBLIMHCTBE CIIy4aeB B BEILIECCTBE
MO3ra OIpelesiioTCs OeTa-aMIWIONI U
Tay-TpoTeuH (B BUAE HEpouopuIsip-
HBIX KJIyOOUKOB), YTO TO3BOJISIET OTHE-

TIBT KT — mo3uTpOHHO-3MUCCUOHHAsI KOMITbIOTepHasl ToMorpadusi.
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NERUKWA

ctu JoroneHudeckuii BapuaHT [1T1A k aTunuuHoit hopme BA.
Hawn6Gonee pacpocTpaHeHHO MATOJIOTHEl B HACTOSIIIIEE BPEMST
cyuTatoT bA [14]. DT Ke aBTOpbI HAOI01aIN JIOKAJIbHBIE aTPO-
(duyeckre U3MeHeHUs B 001aCTH BUCOYHOM M TEMEHHOM J0J1eii
(3agHeBMCOYHbBIE 00JIaCTU, CyNpaMapruHaibHas U3BWIMHA, YT-
JioBast U3BWIMHA) [14].

Knuunyeckne ocobeHHoCTH

Hns TITTA xapakTepHBI: a) He3aMeTHOE Hadajlo, Koraa
HaOJI01aeTCcsl U30JUPOBAHHOE CTpaJaHUe sS3bIKOBBIX (DYHK-
LIMI1 B TeUEHHUeE IO KpaliHeil Mepe 2 JieT 6e3 yXyallleHUs ApY-
r'MX KOTHUTUBHBIX MapaMeTpoB, KpoMme mpakcuca [2]; 0) crie-
MUUIHOCTD peueBBIX HapylieHW B opMe AedUunTa «Imo-
HCKa CJIOB», UX TIOHUMaHUsI, a TAKXKe pacCTPOMCTB (hpa3000-
pa3oBaHus4 [1]; B) mocnenytomas (rocie 2 JeT) JJaBUHOOOpas-
HO HapacTalolllasi CKOpocTb (pOpMUPOBAaHUS PeUYEBbIX Hapy-
ILIEHUH.

OAMAarHoCTHYECKHUE KPHTEPUH

[MosBuBIIMECS y TIAllMEHTa peYeBbIe PACCTPONCTBA MOXK-
Ho oTHecTH K [1ITA Ha OCHOBaHUM CIEIYIOIIMX TTPU3HAKOB.

1. BHe3anmHO BO3HUKILIAsE U Tporpeccupylomas acasusi.
st ycTaHOBJEHUsI AMAarHo3a TpeOyeTcsl HeHpOINCUXOJIOornye-
CKOE€ TIOATBEPKJICHNME ITaTOJIOTUYECKUX W3MEHEHUH B OTHOM
W HEeCKOJIbKMX KOTHUTUBHBIX cdepax: TMTOCTPOeHUE TIPEeIIo-
JKEHUIA, TIOUCK CJIOB B CBOOOIHOI peur, HAMMEHOBaHUE O0bEK-
TOB, TOHMMaHUE CJIOB W MPEAJOXEHUI, MpaBoMUcCaHue, uTe-
Hue, nopropeHue. [Ipu 3TOM HEOOXOAMMO MCKIIIOUUTDH U30JIM-
pPOBaHHBIE PACCTPOMCTBA apTUKYJISILMU (Au3apTpuu). B Havane
3a00sieBaHMs aha3ust BBICTYIIAeT OCHOBHBIM CUMITTOMOM U TIPH-
BOJIWT K HAPYIIEHUIO HOPMAJIBHOTO COIMMATbHOTO (hYHKIIMOHU-
pPOBaHUS TIPEXIE BCETO B TeX cepax, KOTOPbIE CBSI3AHBI C SI3bI-
KOM (Hampumep, P UCITOIb30BaHUU TeJedoHa).

2. OTHOCHUTEIbHAsI COXPAHHOCTh KOTHUTUBHBIX (DYHKIIMI
(KpaTKOBpeMEHHasl MaMsITh, KOHCTPYKTUBHBIN MPAKCHUC, 3pU-
TEJIbHO-TIPOCTPAHCTBEHHAsT opveHTalus). [Ipy 3ToM HeKoTo-
pble KOTHUTUBHBIE (PYHKIIUUA MOTYT OBITH CHVDKEHBI, OTHAKO pe-
YeBbIe HAPYIIEHUST OCTAIOTCST BEAYIIUM KIMHUIECKUM CUMIITO-
MOM Ha TMPOTSLKEHUU Beero 3aboseBaHus [24].

3. HeiipoBusyanuzauroHHOe MOATBEPXKACHUE Heiipoiere-
HepaTUBHOIO XapakKTepa 3abosieBaHus [2].

BriepBbie BBISIBICHHBIC IMAIlMEHTHI, YIOBJIETBOPSIOIINE
TIePEUNCICHHBIM KPUTEPUSIM, HYXXIAIOTCSI B JUIUTEIBHOM Ha-
OJTIOZIEHNY ¥ KOMIUIEKCHOM O0CIIeIOBaHUU.

Jwnarno3 I1ITA yctaHaBIMBaIOT B COOTBETCTBUU C «ITpaBU-
JoM 2 neT». Eciu y maumeHTa 1o ucTedeHuu 2 JeT B KJIMHUYe-
CKOIl KapTuHe 3a00JIeBaHMSI COXPAHSIETCS] OTHOCUTENIBHO MU30-
JIMpoBaHHasI U (DYHKIIMOHAJIBLHO BhIpakKeHHasi ada3usi, MOXHO
npeanosoxuts Hanuuue y Hero [1TTA. Takoil monxon mo3Bossi-
eT nuddepeHITMpPoBaTh MAIMEHTOB C OBICTPO MPOTPECCUPYIO-
muMu  adasusaMu, Hampumep Tnipu 6onesHu Kpeitidens-
na—Sko6a [2]. «ITpaBuao 2 yner», BO3MOXHO, OyIeT CrocoocT-
BOBaTh HO30JIOTMYECKON OTHOPOJHOCTH MALUEHTOB C CUHAPO-
mowm TITTA.

Onnako, o MHeHUI0 M.M. Mesulam u coaBT. [2], momo6-
HBI TIOIXON OTHOOOK M OTBJIEKAeT KIMHUIIMCTOB OT TOMCKA
paHHUX, MPOAPOMATBHBIX CUMITOMOB 3a00JeBaHUsI, HAIpaB-
JIs1s1 KIIMHUYECKUI U MCCleNoBaTeIbCKUIl TOUCK Ha U3ydyeHue
YK€ YCTAaHOBJIEHHBIX (hOpM 3a00JIeBaHUS U «ITPOJABUHYTHIX» €TI0
cranuii. JlaHHbBIE O paHHUX CUMITTOMAaxX 3a00JIeBaHUST CKYIHBI 1
HEOMHO3HAUHHI [4, 25—28].

J10 HACTOSIIIETO BpEMEHU MCCICIOBATEIN YACSIIN BHU-
MaHNMe B OCHOBHOM PaHHMM CTaJusSM IEMEHIIUM alblreiiMme-
POBCKOTO THIIa, YTO MTO3BOJIMIO pa3paboTaTh YyBCTBUTEIbHBIC
NMArHOCTUYECKUE KPUTEPUM, BBIYJIECHUTH MPOJAPOMabHbIE
CUMIITOMBI U OOBSICHUTH MaTO(GU3NOJIOTUYECKNE MEXAHU3MbI
3aboneBanus [29, 30]. besycinoBHO, Tiporpecc B 3Toi 00J1aCTH
00BSICHSACTCS BBICOKOI pacpocTpaHeHHOCThIO BA 1 mToHMMa-
HUEM TOTO, YTO C BO3PACTOM PMCK €€ Pa3BUTHUS YBEJIMYNBACT-
cs1. Takum oGpa3om, B ToJie 3peHUs UccleaoBaTeeil monaiu
3[0POBBIE JIIOAU C BBICOKMM YPOBHEM prcKa (MOXUIIbIE JU1Ia,
POACTBEHHUKHU TalMEeHTOB ¢ BA), 4TO MO3BOJIMIO BbISIBUTH
KJIMHUYECKM 3HAUMMBbIE MPOApPOMasbHbIe MPU3HAKU 3a00Jie-
BaHMsI. [eHeTUUeCKMe UCCIeIOBaHUS psifa 3a00JIeBaHUI C ay-
TOCOMHO-IOMUHaHTHOI Tiepenaveii (BA, 6ome3Hb [eHTUHTTO-
Ha u JIBJl) okaszanuch mepcnekTuBHbI [31—33]. [TogoOHBIi
noaxona HepoctyreH npu ITITA, pexnae Bcero n3-3a Toro, 4to
OCHOBHOI1 (haKTOp pucKa ee 1oka He YCTaHOBJIEH, a TaKXke U3-
32 HU3KOU pacnpoCTPaHEHHOCTU TaHHOTO 3a00JieBaHUS B TIO-
MyJISIIUY. 32 UCKITIOUeHUEM OTACIbHBIX OTUETOB O CITydasix ay-
TOCOMHO-IOMUHAHTHOTO HacienoBaHus [1I1A [34] B memom
TOMUHUPYET MpPEACTaBIEHUE O TOM, YTO YJEHBI ceMeii, B KO-
TOPBIX OIpenesieHbl TeHEeTMYeCKUe MYTallMU C pa3BUTUEM
IITIA, ocTatoTcst uHTakTHBIMU [1, 33, 35].

Jnsa xoppektHoii nuarHoctuku [1TTA HeoOxomumo mpo-
BeneHUe IuddepeHINaTbHO-IMarHOCTUIECKUX UCCIeIOBaHUI
(KIMHUYECKUX, HEHPOTICUXOJIOTUYECKNX, HEepOBU3yaan3aln-
OHHBIX). CleayeT MCKIIOUMTH CAyd4au 3MU30JUYECKOrO U He
CBSI3aHHOI'O C PacCTPOMCTBOM pPeUYeBOI MPOAYKIIMU HAPYILIECHUSI
peuu, paccTpoiicTBa 3pUTEJIbHO-IIPOCTPAHCTBEHHOW OpUEHTa-
LMY, TICUXOIAaTOJIOTUYeCcKue HapyleHus [14].

CemaHTM4yecKaa thopma NNA

6e3 cuumenna bernocTn peyn

DTO pacCTPOMCTBO peyr ¢ OTHOCUTEIBLHO CTEPEOTUITHBIMU
HapylieHusiMi. [lepBoHAYaIbHO OUATHOCTUPYETCS M30JMPO-
BaHHas ada3usi ¢ BEIpaKeHHOU IMOTepeil CeMaHTUUECKOM TTaMsi-
TH ¥ OTHOCUTEJILHOM COXPAaHHOCTBIO IPYTUX pedeBhix cep [36].
XapakTepHbIM CUMIITOMOM ceMaHTu4ecKoi dopmbl TTITA sB-
JisieTcsl BepOaibHas nmapadasusi, Koraa MalydeHT 3aMeHSIEeT OIHO
c0Bo ApyruM. [11oxoe moHMMaHUe OTAEIbHbIX CJIOB — €IMHCT-
BEHHBIII CUMIITOM Ha PaHHUX CTaIMsIX 3a00JIeBaHUsI. Y3HaBaHUe
OIHOCJIOXHBIX, OCOOEHHO HU3KOYACTOTHBIX, CJIOB HAPYIIEHO.
Hampumep, penkoe cioBo «3e6pa» He OyIeT y3HaHO, B TO BpeMst
KaK 4acTO MCIIOJIb3yeMOE CJIOBO «KOIIKa» y3HaBaemo. Ompeje-
JISIIOTCSI Cepbe3HbIe HapyIICHUsI B pacliO3HAaBaHUU OOBEKTOB U
JIIofIei, JaXe KOTAa OHM MPEAbSBISIOTCS Pa3IMUHbIMU CIIOCO-
6amMu, MTOMMMO BepOaJIbHBIX, HATIPUMeP B BHIE KaPTUHKUA WIIA
pealbHOTO 00BEeKTa, TAKTUIIBHO, B BUIE 3aTaxa nin Bkyca. dop-
MaJIbHbIE TTPOLIECCHI TTMChMa U YTEHUS KaK (PYHKIIUS He CTpaza-
10T, HO MPH 3TOM MaIlMEHTHl MOTYT HEe TIOHMMAaTh CMBICTIA TIPO-
YUTAHHOTO.

CemMaHTUYECKUI AeDUIAT OOBIYHO KAacaeTcsi MHOXEeCTBa
KaTeropuii (Hampumep, XWBOTHBIC, JIIOAW, WHCTPYMEHTBI).
YV HEKOTOPBIX MAlIMEHTOB OTMEYaeTCs] OOJBIINI KaTeropruaib-
HBIIf OXBAT WJIM BEIOOPOYHBIN Ie(DUITUT KAaTETOPUiA, KacaloIIMX-
cs monei n xkuBoTHBIX. H.A. Yi u coaBt. [37] Habmonanm pac-
CTPOMCTBO MpPEIMETHBIX IMOHATUIA C COXpaHEHUEM abCTpaKT-
HbIX. Y Takux OOJIbHBIX ObLIM MOATBEPXKIACHbBI MPU3HAKKU aTPO-
(buu BUCcouHOI oM cripaBa (puc. 2) U HabIoATUCH TPU3HAKA
TICUXOTATOJIOTMYECKUX HapYIIeHUI B BUIE PacCTPOMCTBA MOBe-
JIEHWST U CHIDKCHUSI SMITaTUH.
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Puc. 2. Cpasnenue cmandapmusuposannoeo Koagguyuenma no-
enoujenus flortaucipir (6epxtue u3o0paxicenus) u ampoguu Kopbl
(HudcHue uzobpadcenus) y nayuenmog ¢ I111A u 6 koumpoavroil
epynne. Ceemavie yuacmku Ha Kapme N08EPXHOCMU KOPbl YKa-
3bl8alom Ha 06aacmu, KOMopbsle Pa3uyarmcs y NAyUeHmog ¢
cemanmuueckoii gopmoii I111A u ucnvimyemvix KOHMPOAbHOL
epynnut [17]

ArpammaTtHyeckaa thopma MNA

CO CHHHEHHEM OEernocTu peyn

OCHOBHBIM KJIMHUYECKUM TPU3HAKOM JTAHHOU KITMHUYe-
CKO#1 (hOPMBI SIBISIETCST arpaMMaTU3M B MMUCHbMEHHOM U YCTHOM
peuu, KoTopast COCTOUT U3 KOPOTKUX M MPOCTHIX pa3 ¢ yIyIie-
HUeM TpamMmaTudeckux ¢opm, mopdeMm, (GYHKIMOHATbHBIX
cioB. [1ponsBoncTBo peun — HanboJsee ClIoXHash PYHKIUS To-
JIOBHOTO Mo3ra. IMeHHO OHa MoBpeXaaeTcs MpU arpaMmaTuie-
cKoii (popme, TTpU KOTOPOIi BO3HUKAET «Ie(UIUT TIaHUPOBA-
HUS apTUKYJSIIun» |8, 38] B Bume anpakcuu pedn, OTHOCSIIIe -
cs1 K HavYaJbHBIM MPU3HAKAM 3a00JIeBaAHUSI.

V nauueHToB HaOMIOAAIOTCSI HECOTTIACOBAHHBIE 3BYKOBbBIE
OIIMOKY B BUE UCKaXXEHUA, MepceBepaLinii, IMTepabHBIX Mapa-
daszuii, arpammarusma. [Ipu 3T0M coxpaHsieTcst KOHTPOJIb — Ta-
IIMEHTHI CIIBIIIAT U BUISIT CBOM OITMOKY B peur v Tuchbme. [ToHm-
MaHUe OTIeTbHBIX CJIOB He HapylieHo. [loBTopeHne ycTHOI peun
He CTpafaeT Aaxe B MO3IHUX Neproaax 3adbonesanus. Ecnu y ma-
LIMEHTOB MPUCYTCTBYET OpajibHAasl alipakcHsi, CTPaJaloT Kak caMo-
CTOsITeNIbHAS peyb, TaK U TOBTOpeHUe ciIoB U dpa3. [losBistiorcst
MPU3HAKY HETTOHUMAaHWsI, N3HAYaJIbHO TOJIBKO CJIOKHBIX CUHTA-
KCUYECKUX KOHCTPYKITUH (TaKMX KaK «aBTOMOOWIb, 32 KOTOPBIM
exaJl Tpy30BUK, 3eJieHOTO 11BeTax») [39]. [Ipocomust peun Hapyte-
Ha, «<ypOBeHb» peuu 3aMeTHO cHWXeH [8, 40]. Takum oOpazom,
peuyeBble OIIMOKY B ynoTpeOseHnU ((PYyHKIIMOHUPOBAHUMN) SI3bI-
KOBBIX CPE/ICTB MOTYT OBITh MEPBBIMU CUMITTOMaMU JaHHOH (hop-
MBI 3a00JIeBaHUsT, KOTOPbIe MOXHO BBISIBUTD €Il 10 TTOSIBJICHUS
arpakCuy peuu M SIBHBIX arpaMMaTUIeCKUX OINOOK.

M.L. Gorno-Tempini 1 coaBr. [16] IIpeaIoXIIN UCITOIb30-
BaTh MMCbMEHHBIN TECT WIM CUHTAKCUYECKUE 3a0a4M [UISI BbISB-
JIEHUsI paHHUX MPU3HAKOB PACCTPOMCTBA TpaMMaTUKu. Juciek-
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cust v qucrpaduist Ipy CeMaHTUYECKOM M arpaMMaTUIeCcKOM Ba-
puanTe [1ITA puBoAAT K HApyIIEHUSIM YTEHUS U MICbMa B BUJIE
HETUITMYHBIX OIIMOOK opdorpaduu v npousHoieHus. Hampu-
Mep, MalMEHThl PeAYLIUPYIOT CJIOBAa — «ILUUTh» YUTAIOT KaK «Cy».
PacctpoiicTBO HOMMHALIMK peyu OOJIbILe 3aTparuBaeT AEUCTBUS,
yeM 00beKThI [41, 42]. M.L. Gorno-Tempini u coasr. 8] 3ameua-
IOT, UTO YK€ Ha paHHUX CTaausIX 3200 IeBaHNsI TAIIMEHTHI C arpaM-
Marudeckoit popmoii [TI1A MOryT «cTaThb HEMBIMUY.

Noronennyeckaa thopma NNA

Otot BapuaHT I1ITA ObL1 onucan nocneaHum [43]. Cum-
TITOM BKJTIOYAET B ce0sl CIICAYIOIINe PAcCCTPOMCTBA PeUn: IMTOMCK
CJIOB B CITOHTAHHOM peYM, HapylIeHUE HOMUHAILIUM CJIOB, TO-
BTOpPEHUSI IIPEMIOXEHMIA. Pedb XxapakTepu3yeTcs: 3aMeUIEHHO-
CTbIO, CBSI3aHHOM C ITIOMCKOM CJIOB. ATpaMMAaTH3M OTCYTCTBYET,
MPOCOAMS COXpaHeHa, OIIMOKK B pe4u B OCHOBHOM (hOHOJIOTU -
yeckue [8]. AuarHoctuuyeckue kputepuu (opm I1ITA npeacra-
BJICHBI B TaOJI. 1.

MeToAbl AONONHMUTENbHOr0 KAMHNUYECKOTO

obcnepoBanua

OtaenbHbIE UCCIEA0BAHMS TOCBSIIEHBI pa3pabOTKe U Ba-
JIMAN3AMK TIIKaJ, TTO3BOJISIONIMX 00jiee TOYHO TUArHOCTUPO-
Batb opmy I1TTA. D.C. Tippett u coaBt. u A. Kertesz u coaBT.

Ta6nuua 1. Nuaenocmuueckue kpumepuu gopm I111A

JlMarHocTHYeCKHe KPUTEPUn

Cemanmuuecxas ghopma ITIIA b6e3 chudxcenus bezaocmu pevu
A. O6s13aTeIbHO HAJIMYUE 2 OCHOBHbBIX TPU3HAKOB:
1. HapyiieHue HauMeHOBaHUST OOBEKTOB
2. CHUXXeHMEe TOHMMaHMS CJIOB
B. O6s13aTenbHO HaTMuKe 3 BCIIOMOTaTeIbHBIX TIPU3HAKOB:
1. OcBeTOMJIEHHOCTb O 3HAHUU 0OBEKTOB, KOTOPhIE HEYACTO MC-
TOJIb3YIOTCSI B MPAKTHKE
2. Aucnekcust uim gucrpadust
3. [ToBTOpEHME COXpAHEHO
4. JIBUraTebHbIC aCIeKThl PeYr M TPAMMATHKA COXPaHEHBI

Aepammamuneckasn gpopma I1TIA co crusxcenuem 6e2rocmu pequ
A. Hanuuue ogHOTro U3 CIIeAYIONINX OCHOBHBIX KPUTEPUEB:
1. ArpaMMaTi3M B peun
2. YeuneHHasl, 3alMHAoIIasICsl Pedb ¢ HEMOC/IeI0BaTeIbHbIMU
(OHETMYECKUMU OIIMOKAMU U UCKAKEHUSIMU (arpakcust peun).
TIpoconnyeckue paccTpoiicTBa
b. Hanuuue 2 13 3 BcrmoMoraTe/IbHbIX KPUTEPUEB:
1. HapyiieHrue moHMMaHMSI CAHTAaKCUYECKH CJIOXHbBIX (HEKaHOHM-
YECKHUX) MPeUTOKEHU I
2. Y3Koe TOHUMaHKE CJIOB
3. YipoleHHOe 3HaH1e 00 00beKTax

Jloconenuueckas popma 11114
A. JIOJKHBI IPUCYTCTBOBATH 2 CIIEAYIONINX OCHOBHBIX MTPU3HAKA:
1. HapymeHue moucka cjioB B CIIOHTAHHOW peYr 1 HAUMEHOBAaHU
2. HapyieHnue nmoBTopeHus (Gpa3 v mpeanioXeHuit
B. JIoJKHBI ONIPEnesiThes 3 U3 CEMYIONIMX BCIIOMOTATEIbHBIX KPH -
TepUEB:
1. @oHeTnyeckue omMoKH (hoHeTHIecKre mapadasnm) B CIIOH-
TaHHOW PeYy UV HAUMEHOBAHUY
2. CB0OOIHOE TOHMMAHKE CJIOB U 3HAaHUE OOBEKTOB
3. [Ipocoaust coxpaHeHa
4. OTcyTCTBME KCTUHHOTO arpaMMaTh3Ma

Kombunuposannas gpopma I1T1A

A. OGs13aTeIbHO HaJIMYMe 2 KPUTEPUEB:
1. ArpaMMaTH3M B SI3bIKE
2. HapyiieHue moHMMaHUs CIOB
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Tabmuna 2.

OueHnBaeMblit
napamerp

Hopma (0)

CBOOOIHBI TEMIT
peuu, 6e3 npepbl-
BaHUI U KOJeOAHUIA;
IUTMHA dpas

HopmanbHas 6ernoctb
peun

CuHTaKCcUYecKoe

U TpaMMaTHYeCcKOe
ynorpebieHue hbopm
CJI0B (bescamo,
nobexcan), NOPSI0K
CJIOB TIPU TTOCTPOCHUU
dpas 1 mpeaToXeHU

B YCTHOM WJIM MUCbMEH-

Her 3arpynHeHmit
B UCIIOJIb30BAaHUH
rpaMMaTUKU

U CMHTaKCHca

Hllkara mawecmu cumnmomos I1I11A

ComHuTebHbIE/
0YeHb MSTKHE
Hapyuenus (0,5)

Peun compepxut
clyyaiiHbI€ MyCThie
TTay3bl WA UCTIONb3Y-
I0TCSI 3aTIOTHUTENN
(aM-M-M-M);
YMeHbIIICHHAsT

JutiHa dpa3s

CityqaiiHble arpamMmma-
TU3M WIX CMEXOTBOP-
HOCTD (T. €. HeUeTKast
CTPYKTYpa Mpe/io-
JKeHWST, HalTpUMep:

«$1 cBOIT aBTOMOOWIIb
BOJIUTH B BallleM IOME»);
MalUeHT MOXET JIETKO

BeposThbie
Hapymenus (1)

Peub nipencrapieHa
KOPOTKUMM hpazamu,
MPepbIBAETCS May3aMu
WJTU TIOMCKOM CJIOB,

HO OBIBAIOT ClTyYaiiHbIe
MPOOEXKKK OETIoN peun

YacTelii arpaMMaTh3M;
MPOCTBIE CTPYKTYPbI
MPEUTOKEHU I ; YacThIe

Hapymenuns
cpenHeit
crenenn (2)

Hapymienue nuctpu-
OyLMM B OOJIBIIIMHCTBE
BBICKA3bIBAHUI;
JUTMHA dpasbl perKko
TPEBBIIIACT TPU CJIOBA

B BbICKa3bIBaHU Y
MPUCYTCTBYIOT IJIABHBIM
00pa3oM «cozep-

TsKenbie
Hapymenus (3)

Taxenast nuchyHK-
LIMsI pevuu; [UIMHA
dpasbl peaxo npe-
BBIIIAET OTHO
CJI0BO; BO3MOXHO,
MalKueHT

HE FTOBOPUT

OtcyTcTBUE peun,/
MUChMa WITH
TTallMeHT TOBOPUT

00BEIMHSATD CJIOBA
B (hpasbl WM mpeao-
SKEHUST

Hoii (hopme

TToHuMaHue CIIOB:
CITIOCOOHOCTh IMTOHU-
MaTh OTAETbHBIC
Pa3roBOPHBIE WU
MUCbMEHHBIE CIIOBA

TToHnMaHMe CIIOB, Kak
OIMHOYHBIX, TaK U B
MPEUTOKEHUH,

He HapylIeHO

C MMOHUMAaHUEM PEIKO
BCTPEYAIOIINXCS CIIOB
(Harpumep, npobka);

BWTb ITOJT COMHEHUE
3HaYEHUE CIIOB
(Hanpumep:

«Yro Takoe __ ?»)

CrnyyaiiHble TPYTHOCTH

MMAIMEHT MOXKET IMOoCTa-

rpaMMaTUyYecKue WM  KaTeJbHbIe» CIIOBa, OJIHO CJIOBO
MopdoTornieckue CMBICJIOBBIE TIATTEPHBI
OIIMOKHU C PEIKUM UCTIOJb-
30BaHUEM CHHTaK-
CHYECKUX KOHCT-
PYKIMiA, HYHKIMO-
HAJIbHBIX CJIOB UK
MOpPGhOIOrUYECKUX
MapKepoB
OtcytcTBUe TOHUMaHusl [loHMMaHue Heckoib-  MUHMMaIbHOE
cJIoBa (HECKOJIBKO pa3) KMX 4acTO BCTpeyaro- TIOHUMaHUe

B KOPOTKOI1 Oecenie, OTIEJbHBIX CJIOB
HO COXpaHEHa
CIOCOOHOCTh BECTH
JIOCTaTOYHO
cofiepKaTeabHbI

pasroBop

IIMXCS U 001Ie-
YITOTPEOUTETBHBIX CJIOB

[19, 44] ucnonnzosanu Frontal Behavioral Inventory (FBI-mod)
IUTSI M3YYeHHUsI TICHXOMATOJIOIMYECKMX OCOOCHHOCTE! MarreH-
TOB ¢ pasnuuHbiMu hopmamu [TTA. B kauectBe nH(GOPMaHTOB
BBICTYTAJI POJNCTBEHHUKY TAIIMEHTOB WM YXaXKUBAIOIINE JIA-
na. Tak, 11 manumeHToB ¢ ceMaHTh4YecKoit hopmoit [TITA xapa-
KTepHbI OECTIOKOMCTBO, aXUTalusl, a AJIsl MALMEHTOB C arpam-
matuyeckoir ¢opmoii ITITA — cunHapombl aenpeccumn |[5].
E. Gomez-Tortosa v coaBT. [45] He 0OHAPYXUIW pa3IUUYUiA Me-
KTy TPYTITIIaMU B HATUYIUW,/OTCYTCTBUY TPEBOTHU, Pa3IPaKUTEIb-
HOCTH, anaTu¥, TUTIEPAKTUBHOCTU, aHOMAJIBHOU ABUTATEbHOMN
AKTUBHOCTU.

ITonumanue ncuxomnaronoruueckux mnposisiaeHuii ITITA,
HX IUATHOCTHKA U MEAMKAMEHTO3Hasi KOPPEKIIUST HEOOXOIUMBI
IUTSL OTIpee/ieHUsT TIEPCIIeKTUBbI 3a00JIeBaHUsI, UMEHHO 3TOTO
JKIYT OT KIMHUIMCTA YXaXKUBAIOIINE JIUIA (CeMbsI, OTIEKYHBI)
[46]. UM BaxXHO IMOHMMATh, KAKOBBI IIEPCIIEKTUBLI 3a00JI€Ba-
HUSI, 1 He0OX0aMMa KOHCYIBTAaTUBHAS TTIOMOIIIb.

B Hacrosiiiee Bpemsi OTCYTCTBYIOT KpUTepuUM OalibHON
oueHku cumntoMoB ITITA. OpurunanbHasi mkana Clinical
Dementia Rating (CDR), ucnonb3zyemasi i KIMHUYECKOM
OLIEHKY TSDKECTH IEMEHIIMM, He OPUEHTHUPOBaHa Ha crieudu-
yeckue paccrporicta peun [27]. D. Sapolsky u coaBT. [27] pa3-
paboTtanu momosHUTENbHO K Tecty CDR mikanmy GamibHOI
OLIEHKM OerJoCTU peyu, pacCTPOMCTBA CMHTAKCHCA U TpaMma-
TUKU U y3HaBaHus cioB npu [1TTA — mikany TSKecT CUMIITO-
moB [1ITA (Progressive Aphasia Severity Scale; TabJ. 2), KoTopas
SIBJISIETCST HOBBIM CTPYKTYPUPOBAHHBIM KITMHUYECKUM WHCTPY-
MEHTOM, IOIOHSIIOIINM UCITOIb3yeMyto mkaxy CDR [27, 47].

[Mpennaraemasi K UCMIOIB30BAHUIO LITKAJIA TIO3BOJISIET KM~
HULUCTY (HDUKCUPOBATh U3MEHEHHUs Ha BCEX CTaausX 3aboseBa-

Hust. OLEHKY MPOBOAAT OT HOpMayibHOTO (0) 10 COMHUTENIbHO-
ro/oueHb Msrkoro (0,5), ymepentoro (1,0), ymeperHoro (2,0)
wiu tsikenoro (3,0) HapyeHui.

HeiipoBu3yanusauua

[NosiBneHre HOBBIX METOJOB JIydyeBOW AUArHOCTMKM 3Ha-
YUTEIbHO PACIIMPUIIO MTPENCTABACHUS O CTPYKTYpe U DYHKIUKU
TOJIOBHOTO MO3Ta, aJI0 BO3MOXHOCTb HE TOJIbKO BBISIBUTH, HO 1
KOJIMYECTBEHHO OLIEHUTH TaKK1e TTapaMeTphl, KaK TOHKUE CTPYK-
TypHBIE U3MEHEHMST TOJIIMHBI KOPHI pa3IMUHBIX 00J1aCTeit MO3-
ra, odbemMa IMOJKOPKOBBIX CTPYKTYp, JUKBOPHOM CHCTEMBI
[48—50].

DyHKIIMOHATbHBIE U CTPYKTYPHBIC HAPYIIEHMS B TOJIOB-
HOM MO3Te MPOUCXOMIAT 3a0JIT0 M0 OYCBUIHBIX KIMHUYECKUX
TIPOSIBIIEHN I KOTHUTUBHBIX paccTpoiicTB. K cTpyKTypHBIM OWO-
MapKepaM HelpoBHM3yaanu3alin, OTPakKalolIuM CTeTIeHb HEUpO-
HaJIbHOTO TIOBPEXIEHUSI M, COOTBETCTBEHHO, aTPO(PUIECKOTrO
Mpolecca, OTHOCAT BU3YAJIbHYIO IIKAJIbHYIO OLIEHKY CTENeHU
arpoduu npu MPT, a Takke BOKCelbHYIO (MM BOKCEb-0a3u-
POBaHHYI0) MOP(hOMETPUIO.

He MeHee BaxkHO TOTIOJIHUTH KITMHUYECKUE TaHHBIC YeT-
KOl KOJIMYEeCTBEHHON BU3yalu3alueil aTpouIecKuxX n3MeHe-
HUU TOM WM WHOW JOKaJIM3alMM. DTO aeT BO3MOXKHOCTh
npoBecTu IuddepeHIIMaTbHYIO TMaTHOCTUKY MaTOJOTMYECKUX
MPOLIECCOB, COMpPOBOXIAlOIIUXCs neMmeHlue. Kpome Toro,
ucnojib3oBanue [1DT mo3BoJsIeT BBISIBUTH XapaKTepHbIE U3Me-
HEHUsT MeTaboJIM3Ma TJIOKO3bl U CITeIMdUIECKUX PaIroIIH-
raHgoB (aMwiIoum, Tay-TIpoTeuH) [51]. DTO OTHOCHUTCS M K
IITA. Insg nnarHoctuku [TITA mpuMeHSIOTCS TaKre UCCIen0-
BaHUs rojoBHOro mosra, kak MPT ¢ mopdomerpueit, [19T ¢
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18F-dropnesokcurmokosoit (OAT), IMIOT ¢ Pittsburgh Com-
pound B ([11C] PIB).

MPT ¢ mopghomempueii y narmmeHToB ¢ [TTTA nmpumeHsieTcs
JUTSI BBISIBJIEHUST aTpoUUecKUX U3MEHEHUN TOJOBHOTO MO3ra.
C nomouipto MP-MopdomeTprn BhISBICHbBI ONpeaeeHHbIE 3a-
KOHOMEPHOCTH MEXJTy aTpodueil BerecTBa Mo3ra M HapyIeH-
aMu pedeBoil dyHkuuu [28]. Tak, cHUXEHUE OEIOCTU peun
HaunboJiee TECHO CBSI3aHO C TUOEbIO HEMPOHOB B 00J1ACTSIX, pac-
TIOJIOKEHHBIX 10331 TPAAULIMOHHBIX TPaHUIl 30HEI bpoka (06-
JIacTh HUXKHEN JTOOHOU GOPO3/bl M 3aIHEI YacTu CpeaHeli 100~
HOW W3BWINMHBI). TakuM 00pa3oM, CUMIITOM BbI3BaH MEPBUY-
HBIM TIOPaXXEHWEM TEPBUYHBIX M BTOPUIHBIX acCOLMATUBHBIX
30H KOPBI TOJIOBHOTO MO3Ta, OTBEYAIONINX 32 apTUKYJSINIO U
«MOTOpHBIE 00pa3bl». CHUXKEHME CITIOCOOHOCTH K TIOBTOPEHUIO
CBSI3aHO ¢ aTpodueil KOpbl 3alIHEil YacTh BEpXHEW BHCOYHOM
U3BUJIMHBL. HapylieHne cemMaHTHMYeCKOi 00pabOTKU OOYCIOB-
JneHo aTpodueil mepefHUX OTAEIOB JIEBOM BHMCOYHON TOJH.
TIpuunHOI HapyIIeHUST TPAMMATUIeCKO 00pabOTKH SIBJISIETCSI
Oosee pacripocTpaHeHHast aTpodust KOPBI, BKIIOYAIONIAsT HIK-
HIOIO JIOOHYIO U3BUJIMHY, CYITpaMapTUHAIbHYIO0 U3BWINHY, CEH-
COPHYI0O U MOTOPHYIO KOPY, HIXKHIOIO TEMEHHYIO JTOJIbKY (CM.
puc. 1).

19T ¢ DT cnyXuT [ OLEHKH JIOKaJTbHOTO CHYKEHUS
MeTadoM3Ma TJIOKO3bl BCJEACTBUE HApyUIEHUS aKTMBHOCTU
HepOHOB KOPHI TOJIOBHOTO MO3Ta, YTO MOXET CBUIETEIbCTBO-
BaTh O BBIPAXKEHHOI MeTeHepaIli HEPBHBIX CTPYKTYP C TOCTe-
OyIOIIMM pa3Butuem atpodudeckux uameHenuii. [1pu 19T c
DT onpenensoTcs 30HbI TUIIOMETA00M3Ma B BEILIECTBE TO-
JIOBHOTO MO3Ta, COOTBETCTBYIOLIME aTPOPUIECKUM U3MEHEHU-
sIM 110 JaHHbIM MPT,

Y nauueHToB ¢ cemaHTuueckoi ¢opmoii ITTTA 6e3 cHu-
JKeHUsI OETTIOCTU PeYr OOBIYHO BBISIBIISIIOT aTPOMUIO 1 TUTIOME-
TabOMM3M TMEpPEeTHUX OTIAEIOB BUCOUHBIX J0JIEH, TTPEUMYILIECT-
BEHHO JIEBOTO (JIOMMHAHTHOTO) IMOJIylIapusi TOJOBHOTO MO3ra
|52]. HapymeHnus metaboau3mMa rpu arpaMMmaTuieckoii popme
TITTA co cHuXeHreM OerIoCTU peur PEruCTPUPYIOTCS B 3aHUX
oTaenax JT0OHOM 1o (B TOM YHCIie B HYKHEW JIOOHOW U3BWIN-
HE) ¥ OCTPOBKOBOI KOPBI, TTPEUMYIIIECTBEHHO TOMUHAHTHOTO
noayapus. [Ipu noroneHuyeckoit popme M3MEHEHUS OTpeie-
JISIIOTCSL B 33JIHUX OT/HeJiaX JIeBOil BUCOYHOI J0/IM, a Takxke B
HWDKHUX OT/e/IaX TeMEHHOM 101U (B 00J1aCTH HaaKpPaeBOi U yT-
JIOBOIA M3BWJIVH) TIPA OTHOCUTETHHOM COXPAaHHOCTH JIOOHBIX JT0-
neit (puc. 3). OToenbHBIE WCCIENOBaHUS YKa3bIBAlOT Ha BO3-
MOXHOCTh nuddepeHmanuu ¢ momoisio MP-Mopdomerpun
u [19T ¢ ®AT noronenunyeckoit hopmel II1A, ¢ ogHOIT cTOpPO-
Hbl, 1 BA — ¢ apyroii [53]. Jas noronenunyeckoit ¢popmbl TTTTA
0oJsiee XapaKTepHbI aTpodust ¥ TUITOMETa00IM3M JaTepabHbIX
OT/IEJIOB JIEBOU BUCOUYHOM JIOJIM, BKITIOUYAsT BEPXHIOKO, CPEIHIOI0
U HUXXHIOK BUCOYHbIE U3BWIKHBL. [1pu BA, Hao60poT, HabII0-
JAIOTCSl U3MEHEHWsI B MEAMAbHBIX OTJesIaX MPaBoil BUCOYHOM
JIOJTW, BKJTIOUast TUIITMOKAMII, a TAKKe B 3aJHUX OTAeaX MOsICHOI
M3BUJIMHBI 1 OpOUTODPOHTATBLHOM KOpe.

I[I9T ¢ [1IC] PIB (panivoakTUBHO-MEUYEHHBII aHajor
(aoopeclieHTHOM Kpacku ThogaaBuHa T, KOTOPBI MOXET UC-
nojib3oBatbesd st [1DT-geTekunm 6eTa-aMUIOUIHBIX OJISIIEK
B TKaHSIX HEPBHOM crcTeMHbI [ 54]) moMoraeT nuddepeHInpoBaTh
MalKEeHTOB ¢ JororeHnyeckoi ¢opmoii ITITA u BA ot nauneH-
ToB ¢ Apyrumu Bunamu [1I1A, mpu KOTOPBIX OTIOXEHUE -aMuU-
Jlouia BCTpevyaeTcsi TOBOJBHO penko. I[Ipu 3ToM oTMedaeTcs
nuddy3Hoe cMMMeTpUYHOE pacpeneneHue coennHenust PIB B
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Puc. 3. Yuacmku xoper 2on06n020 mo3ea, evinoansouue peve-
8yl QyHkyur. Semantic processing — cemanmuueckas oopa-
bomka; Sentence repetition — nogmopetue npeoroNCeHull;
Grammatical processing — epammamuueckas o6pabomia;
Fluency — 6eenocmo peuu [28]

Puc. 4. Tunuunoe cesazviéanue c amunouduvim aueandom PIB u
nammepnut eunomemabonausma ISF-DIAT (FDG): 6 konmpoavoii
epynne (300pogwie dobposoavubi, NC); npu BA (AD); npu aoeone-

Huueckoti ghpopme I1IIA (lvPPA); npu nosedenueckom éapuanme

JIBJ[ (bvFTD); npu cemanmuueckoii popme I111A (svPPA) [56]

BEIIECTBE IOJJOBHOIO MO3ra Kak IMpU JIOTOTIeHUYecKoi (opme,
TaK u 1pu bA 6e3 koppensiiuu ¢ aTpoUIeCKUMU U3MEHEHUSI -
Mmu (puc. 4) [55].

Takum ob6pazom, nuarHoctuka ¢gopm ITITA ocyiiecTBisi-
€TCsl MOC/EN0BATEIbHO — OT KJIMHUYECKON K MHCTPYMEHTAb-
HOI1 U, BO3BMOXHO, TTaToJloroaHaToMuyeckoii. Ha kaxnom artarie
yCTaHaBJIMBAETCS AMAarHO3 — KJIIMHUYECKUI, HEHpOBU3yaIualy -
OHHBIN, HEVPOTICUXOJIOTUYECKU N, TICUXOTATOJIOTUYECKUI U TTO-
cJie TIpOBEICHUS ayTOIICUM — TaToJioroaHatoMuueckuii. [pemn-
JIOXKEHHbI KIIMHUYECKUI TIOAXO PEKOMEHI0BAH HEBPOJIOraM,
McUxXuaTpam M CrelualicTaM CMEXHBIX ClielMaibHoCTei [57].
OH cnocoOCTBYET MEXAUCUUTUIMHAPHOMY B3aUMOIEUCTBUIO.
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HccnenoBanne He MeI0 CIOHCOPCKOM MOAIEPKKHU. ABTOPBI HECYT MOJIHYIO OTBETCTBEHHOCTB 3a MPEI0CTABIEHUE OKOHYATEb-
HOI BepCUU PYKOITMCH B TTevaTh. Bce aBTOPBI MPUHUMAJHM ydacThe B pa3paboTKe KOHIISTIIIMY CTaTbi U HanmucaHuu pykomnucu. OKoH-
yaTebHas BepCcUsl pyKOITMCH OblJIa 0I0OpeHa BCEMU aBTOPAMU.

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2019;11(1):4—11

NERUKA

2017;(1):19-25. (In Russ.)].

52. Sajjadi SA, Sheikh-Bahaei N, Cross J, et al.
Can MRI Visual Assessment Differentiate the
Variants of Primary-Progressive Aphasia? A/NR
Am J Neuroradiol. 2017 May;38(5):954-960.
doi: 10.3174/ajnr.A5126. Epub 2017 Mar 24.
53. Madhavan A, Whitwell JL, Weigand SD,

et al. FDG PET and MRI in logopenic primary
progressive aphasia versus dementia of the
Alzheimer's type. PLoS One. 2013 Apr 23;8(4):
€62471. doi: 10.1371/journal.pone.0062471.
Print 2013.

54. Klunk WE, Engler H, Nordberg A, et al.
Imaging brain amyloid in Alzheimer's disease
with Pittsburgh Compound-B. Ann Neurol.
2004 Mar;55(3):306-19.

55. Rabinovici GD, Jagust WJ, Furst AJ, et al.
AP-amyloid & glucose metabolism in three
variants of primary progressive aphasia. Ann
Neurol. 2008 Oct;64(4):388-401. doi:
10.1002/ana.21451.

56. Laforce R, Rabinovici GD. Amyloid imag-
ing in the differential diagnosis of dementia:
review and potential clinical applications.
Alzheimers Res Ther. 2011 Nov 10;3(6):31.

doi: 10.1186/alzrt93.

57. Muxaiinos BA, Kouoounckast FOB, Cado-
Hosa HIO, TopodeeBa CA. KatamHecTnue-
CKOe HaOJI0ICHIE TIEPBUYHOI ITPOTPECCUPYIO-
el adasuu (KIMHUYECKU# ciydaii). Beepoc-
CUICKHIT KOHTPECC ¢ MEXKIYHAPOIHBIM YJacTH-
eM «CoBpeMEeHHbIE KOHIIETILINN peaduiInTaunm
B TICUXOHEBPOJIOTUU: OTPULIAHUE OTPULIAHMUST».
Camnkr-Ilerepoypr; 2016. C. 316-8.

[Mikhailov VA, Kotsyubinskaya YuV,

Safonova NYu, Dorofeeva SA. Follow-up of
primary progressive aphasia (clinical case).
All-Russian Congress with international partici-
pation "Modern concepts of rehabilitation in
Psychoneurology: denial of denial”. Saint-
Petersburg; 2016. P. 316-8.]

1



