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B nacrosiiiee BpeMst HEyKIOHHO PacTeT YHCIIO MAlEeHTOB ¢ pa3IuYHbIMH HeifpofereHepaTHBHBIME 3a00I1eBa-
HUSIMH, KOTOPbIE YaCTO COIPOBOXKJIAFOTCS PEYEBBIMU PACCTPONCTBAMM, TAKUMHU KaK MEPBUYHAS IIPOTPECCUPYOLIAst
adasys, anpakcus pedy WIH Au3apTpust. Hapymenus pean MOTyT SIBIATHCS H30JIHMPOBAHHBIM IIPU3HAKOM HeHpoze-
TeHEepaTHUBHOTIO Ipollecca Ha PaHHHX CTAAUSX 3a00IeBaHHsA U HEIIPEPHIBHO MPOrPECCUPOBATH B TEUCHUE HECKOIb-
KHUX JIeT, HeU30eXKHO MPUBOJS K MOJHOMY pacrajay pedeBoil GyHKIMHU. B cTaThe NpencTaBieH peikuil KIMHHYe-
CKHIl CITy4aif MaIlUeHTKHU, Y KOTOPOH B TEUCHHE HECKOIBKHX JICT JeOIOTHPYIOINM U €IHHCTBEHHBIM CHMIITOMOM
ABIISUIOCH HApacTalolliee HapyIIeHHE PEul, B OTCYTCTBHE APYIHX JBUTaTEIbHBIX U KOTHUTHBHBIX Hapymenuii. Co
BPEMEHEM IPUCOEAMHUBILIMICS 3KCTPATUPAMUAHBII CHHAPOM C IOCTYPAJIbHBIMU U TJIa30/{BUraTeIbHBIMU HapyIlie-
HUSIMH, a TakoKe XapakTep HapyLICHUS PedH, NMPOSBILIOMUNCS B BUJC BBIPAKCHHOU OpaIbHO-apTUKY/IAIHOHHON
anpakCUM ¢ ¢AMHUYHBIMM NIPU3HAKAMH arpaMMaTHYECKOrO BapHaHTa MEPBUYHON Mporpeccupyomeil agasuu mo-
3BOJIMJIH TIPEIIIOJIOKHUTD Pa3BUTHE EPBUYHON IIPOrPECCUPYIOLIE apakCHu pevn B 1e00Te (OPMUPYIOLIETrOCs pe-
4eBOro (heHOTHIIA IIPOTPECCUPYIONIETO HAXbIAECPHOTO apainia. BrisiBieHne 0cOOCHHOCTEH pedeBbIX HAapyIIeHHH
C TIOMOII[BIO MOIPOOHOTO JIOrONENIECKOr0, HeHPOICHXOIOrNUECKOro 00CIeIOBaHN U HeHPOBU3YaIN3aOHHbIX
JITAaHHBIX UT'PAET BaXKHYIO POJIb B CBOEBPEMEHHON JIMAarHOCTUKE HEHPOIereHepaTUBHbBIX 3a00JI€BaHUI 1 OTIpEIETICHUS
JaibHeHIell TAKTHKY BeJCHHS MAI[IIeHTOB.

napaJjny, HepBHYHAS MPOrPecCHPYIOIAst ANPAKCHS peduH, peHOTHI

PRIMARY PROGRESSIVE SPEECH APRAXTA
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Currently, the number of patients with various neurodegenerative diseases, often accompanied by speech
disorders such as primary progressive aphasia, apraxia of speech, or dysarthria, is steadily increasing. Speech
impairments can be an isolated sign of the neurodegenerative process in the early stages of the disease and progress
continuously over several years, inevitably leading to complete speech impairment. This article presents a rare
clinical case of a patient whose initial and only symptom over several years was a progressive speech impairment,
in the absence of other motor and cognitive impairments. The subsequent development of extrapyramidal syndrome
with postural and oculomotor disturbances, as well as the nature of the speech impairment, manifested as severe
oral-articulatory apraxia with isolated signs of the agrammatic variant of primary progressive aphasia, suggested
the development of primary progressive apraxia of speech at the onset of the developing speech phenotype of
progressive supranuclear palsy. Identifying the characteristics of speech impairments through a detailed speech
therapy, neuropsychological examination, and neuroimaging data plays an important role in the timely diagnosis of
neurodegenerative diseases and determining subsequent patient management.
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BBenenue

B mocneanue HECKOIBKO JECATUICTHI 00-
JACThI0 MHTEPECA YUEHBIX BCEro MHpa CTalu
HeliponereneparuBHbie 3abomeBanus (HJ3),
SIBJISIIOIIIMECS. BeAYIleW MPUYMHON WHBAIUIAU-
3allid M CHI)KCHHUS KaueCTBa KM3HU Hacele-

uust. JluddepeninansHas THarHOCTHKA Hew-
POIIETCHEPATUBHBIX HO30JIOTHI MPEACTABIISIET
€000 Cepbe3HyI0 MPOOJIEMY B CHITY CXOJCTBA
KJIMHHYECKOW KapTHUHBI MPU Pa3HBIX MaTOJO-
rHYecKux Gopmax. 3HaunuTeNbHas Bapruadeb-
HOCTh TEUCHHS, TaKe B paMKax OIHON HO30-
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JIOrHYecKoi (POpMBI, aTUITMYHBIE TPOSBICHUSI
1 HEePEKPhITHE CUMITOMOB TAK)KE 3HAYUTEIIb-
HO OCJIOXKHSIOT JAMAardHOCTUKY HelpojereHe-
paTuBHBIX 3abosieBaHUil, OCOOEHHO Ha paH-
HUX CTaJHsIX.

Hapacraroiee HapymieHue pedn sBisieTcs
TUIWYHBIM CHMIITOMOM MJIsl HeHpoaereHepa-
TUBHBIX 3a00JI€BaHUH, B PsANE CIIy4yaeB B OT-
CYTCTBME WJIM P MUHUMAJIbHON BBIPAKEHHO-
CTH JIpyTUX KOTHUTHUBHBIX HapyleHui. B pam-
kax An((y3HOro MopakeHus TOJIOBHOTO MO3Ta
peyeBble paccTpoicTBa Pa3IMUHON MOJANb-
HOoCTH (ada3usi, TU3apTpHs, anpakChs PEdn)
MOTYT BCTpEYarhCsi B KOMIUIEKCE, YTO KIMHU-
YECKH MPOSIBISIETCS. pa3HOOOPA3UEM PEUEBOIO
HapYIICHUS, OXBarhiBas COOOW HapyIlICHUs
APTUKYJSIUH, OCTIOCTH, MOHUMAHUS M HHU-
LUalKy peur, HOMUHATHBHbIC TPYIHOCTH, Ha-
PYLICHHUS YTCHHS U MHUCbMa U JIPyTUe HpOsB-
JeHus. 3a4acTylo HapylLIeHHe pedH, BO3HUKA-
ol1ee MOCTEIICHHO U HEYKJIOHHO IIPOrpeccu-
pyroliee, BBICTYIAeT MPEJUKTOPOM — TIEPBBIM
1 U30JIMPOBAaHHBIM CHUMIITOMOM HeWpojereHe-
paruBHOro npouecca [1]. BrisiBienue ocoden-
HOCTEH pe4eBOro HapyIICHHs B TAKUX CIIydasx
MOXET ChIrPaTh OOJIBIIYIO POJIb ISl yCTAHOB-
JICHUS JOCTOBEPHOI'O IMarHo3a u BbIOOpa Tak-
THUKH JATLHEHUIIETO JISUSHUS.

[lepBuunass nporpeccupyromas adasus
(ITITA) — penxoe 3aboieBaHue, BXOASIIEE B
IpyIy HeHpoaereHepaTUBHBIX 3a00JeBaHUi
U TPOsBIAIOLICECS HEYKJIOHHBIM IIporpec-
CHUpPOBAaHHEM PEUEBBIX HApyLIEHWH Ipu Co-
XPaHHOCTH JPYTUX KOTHUTHBHBIX (YHKIUH
0 KpaiiHeil Mepe B TeueHHe IByX Jer [2].
B nanpneiimneM, mo Mepe pacnpoCTpaHEHUs
JIETeHEePaTUBHOTO IIpoliecca 3a MpeAesbl pede-
BBIX 30H MO3Ia, BO3MO)KHO MOSIBJIICHHE CIIEL-
n(pUUECKUX HEBPOJOIMUECKUX, KOTHUTUBHBIX
U TIOBEJICHUECKHUX HapylIeHHH. 3a c4eT cBo-
€ro MpOrpeccUpyIONIEro, HEMPephIBHOTO Xa-
paxrepa IIIIA B urore mpuBOAUT K MOJHOMY
pacragy peueBOd (QYyHKIMH, 3HAYUTEIHLHOMY
CHMJKCHHUIO COLMAIbHO-OBITOBOM AaKTHBHOCTH
1 Ka4eCcTBa KU3HU [1alIUEHTOB.

[lepBoe kIMHUYECKOE OMUCAHUE W TpeJ-
JIO)KEHHE TePMUHA «IIEPBUYHASI IPOTPECCHPY-
romas adaszusd NPUHAIIICKAT aMEPUKAHCKO-
My HeBposory Mapek-Mapcento Mecynamy.
B 1982 1. on onmyGnukoBan crareio «MeieH-
HO TIporpeccupyrommas adasus 0e3 reHepanm-
30BaHHON JCMEHIIMN» B JKypHale «AHHAIBI
Hesposiorun» [3]. B Heit aBTop ommcan 6 ma-
LMEHTOB, Yy KOTOPBIX B TedeHue 5—11 ner Ha-
OmrofieHus mpeolagaiy peueBble HapyIICHHS
IIPU OTCYTCTBUH WJIN MUHUMAJIbHON BBIPAXKEH-
HOCTHU JIPYTUX KOTHUTUBHBIX HAPYIIEHUH.

Beiiensitor  Heckonbko ¢opm TIITA: jo-
TONEHNYECKYI0, CEMaHTHYECKyl0, arpamma-
THYECKYI0 M KOMOWHHMPOBAaHHYIO (cMellaH-
HY!0). Y TMalMeHTOB C JOTONEHUYECKON (aHII.

logopenic aphasia) dopmoii TTITA (alIl1A) Ha-
0JI0AaI0TCS TPYAHOCTH aKTyaJIM3auH — oa00-
pa ¥ Ha3bIBAHUSI CJIOB M HAPYLICHHUE TOBTOPHOM
peun M3-3a CHIKEHMS 00beMa CIIyXOpeueBOM
mamsaTd. [Ipu 3ToM MoHWMaHWEe OOpaICHHON
peur, MPOU3HOCHUTENbHAs CTOPOHA U TpaMMaTH-
yeckoe O(OpMIICHHE PEYEBBIX BHICKa3bIBAHUM
y nauuenToB ¢ alIITA ue ctpagarot.

Cemantnueckass (anmi. fluent aphasia,
semantic dementia) gopma IIITA (cIIITA) xa-
paKTepu3yercss HapylICHHMEM HOMUHATUBHOM
¢byskium  peun. [lanmeHTH 3aTPymHSIOTCS
Ha3BaTh MPEAMETHI 10 TMOKa3y (aHOMHUS), TakK-
JK€ HapylIeHO MOHHMAaHHE CEMaHTHKH CIIOB.
I'py6o HapymaeTcs HOHMMaHUE U yrnoTpeoe-
HUe Ooiee penKoil, HU3KOYaCTOTHON JICKCHKH.
Ilpun sToM OemiocTh peuw, MOBTOPHAsl peub,
MIPOU3HOIIEHNE M TpaMMaTH4ecKas OCHOBa
peuu y TaKuX MaleHTOB HE HapyIlIEHBI.

Hns arpammarnueckoit (anmi. non-fluent
aphasia) ¢opmer IITA (alllTA) xapakTepHbI
BBIPaKCHHbIE HAPYIIEHUs OCIIIOCTH peuH, Ha-
JMYUE arpaMMaTH3Ma, HapyIIEHUs] CUHTaKCU-
YEeCKON CTOPOHBI PEYH, MHOXECTBEHHBIE (Po-
HemaTnyeckue napadaszuu. B skcnpeccuBHOM
peUu 0TMEYaroTCsl 3aIIMHKH 110 TUITY 3aUKaHUS.
HaOmronatotcst aurepanbHble napadasu, mpo-
MTyCKH 3BYKOB (YacTo (Iiekcuii), 3ByKOBBIE HC-
KQKEHUsI U IepceBepaluu. ArpamMMaTH3MBI
B pEYM MPOSABISAIOTCS B BUIE HEMPABUIHHOTO
yIOTpeONeHus] WM TMPOIYCKOB IPEIJIOroB,
MECTOMMEHHUH, OIIMOOK COIIacoBaHUs, He-
BEPHBIX OKOHYAHHUH, 3aMeHbI ()OPM IJIarosios.
[Ipu allllIA Taxxe HaONIOMAIOTCS DIIEMEHTHI
HMIIPECCUBHOTO arpaMMaru3Ma.

He menee BaxnbIM npusHakoMm alllTA sB-
JSeTCsl HalIM4yue OpajbHO-apTUKYISALNOHHON
anpakcuu (B HEBPOJIIOTMYECKON IMpaKTHKE —
anpakcus peud). [lareHTs! He MOTYT BBINOJI-
HUTb ApTUKYJISLUOHHBIC IBMXEHUS 110 3aja-
HUIO (TTOIOKATh SI3BIKOM, OOJM3aTh T'YOBI, BBI-
TSHYTh TyOBl «TpyOoukoi»). Ilapasens-
HO CTpajaroT MPOU3HOLIEHHE, TPOCOINYeCcKas
CTOpoHa M IaBHOcTh peun. Ilo mepe mpo-
rpeccupoBaHus 3a00JeBaHUsl pedb MAalCHTA
HEYKJIOHHO YXYIIIAETCs, peueBasl aKTUBHOCTb
CHMJKAETCsl, BIUIOTH IO IIOJIHOIO OTCYTCTBHS
peun. Beinensior Taxke KOMOMHHPOBAHHYIO
¢dopmy IIITA, koTopasi BKIHOUAET MPOSBICHUS
nlIITA u allITA [4].

IIITA nuarHoctupyeTcs MO pe3ylibTaram
HEBPOJIOIMYECKOTO,  HEHPOICHXOJIOTHYECKO-
ro u Jjoromeguuyeckoro oodcnenosanus. llox-
TBEPKJEHHE KIMHUYECKOTO AMarHo3a odecre-
yuBaercss MPT ¥ nmo3uTpoOHHO-3MHCCHOHHOMI
ToMorpaduell B COYETAaHUU C KOMITBIOTEPHOMH
tomorpagueir (II9T-KT) romoBroro mosra.
Jannbsie MPT 103BOJIAIOT ONpenenuTb arpo-
(rgeckre M3MCHCHHS B Pa3IMIHBIX 00JIACTIX
JIOMUHAHTHOTO monymapus. Passutue allllA
CBSI3aHO ¢ aTpodueil HIKHEH JTIOOHOM U3BUIIU-
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HBI (B 30He bpoka) 1 0CTPOBKOBOI KOpBI ITPeU-
MyILeCTBEHHO JieBoro nonymapus. [Ipu clIITA
BBISBIIICTCS. ACCUMETpPUYHAsi aTpodus B 00-
JACTH BUCOYHOW IONHU (TMIEpEOHUX OTIEIOB).
HeiipoBuzyanuzannonusiM npusHakom JlITTA
SIBJISIFOTCS1 aTpO(UUeCKre H3MEHEHHUS B BUCOU-
HOW U TEMEHHOU IONSAX JOMHUHAHTHOIO MOJY-
mwapus [5].

AMNpakcuio peyd, KaKk OTAEIbHOE MOTOp-
HOE PacCTpOMCTBO, MPU KOTOPOM HaOIFOIaeT-
Csl HApYILEHUE MPOCOAUYECKON CTOPOHBI PEUU
(puTMa, TemIa, MHTOHAIIUHN ), TPOU3HOCUTEIb-
HbI€ TPYIHOCTH, HCKaXXEHHUS M 3BYKOBBIE 3a-
MEHBI, BIIEPBBIE OMMCAJl AMEPUKAHCKHN yde-
b1l @penepuk Hapnu B 1967 1. [6]. Penxue
Cllyyau, IpHU KOTOPBIX alpaKCHUsl PEYU BBICTY-
raer BEAyIIUM U €IMHCTBEHHBIM CHMIITOMOM
Helpo/iereHepaTUBHOTO MPOLecca, BBIICTSIIOT
B OTAEJIbHBIN KJIMHUYECKUNA CHHAPOM — Iep-
BUYHYIO IIPOIPECCUPYIOIIYIO AllPaKCHIO PeYr
(ITITAP) [7]. IIITAP crama paccMmaTpuBaThCs
KaK OTIelbHas HO30JOorrueckas (opMa OTHO-
CUTENFHO HeZlaBHO. B panHMX paborax arpax-
CUSl peYM paccMaTpuBajiach HCKIIOUUTENBHO
B pamkax allllA (xak oauH U3 ee KIMHHUYe-
CKHX CUMNTOMOB). OIHAaKO C HAaKOIUIEHHEM Ha-
YYHBIX HaOmoneHni u uccnemoBanuii [ITTAP
OBL1a BBIZICIICHA B OTAEIBHBIN CHHAPOM. MeTo-
JIbl HEHPOBU3YyaIU3alUU MO3BOJISIOT BBISIBUTh
y nanuentoB ¢ IIITAP xapakrepHble npu3Ha-
KM HelpoJiereHepaluu B MPEMOTOPHBIX 30HaX
JOOHOM J05M, B MEPBYIO O4Yepenb B JOMOIHU-
TEBHON MOTOPHOU oOnacTu [8].

Hnsa TIITAP xapakTtepHO HapacTaroiiee
HapyllEHUE MOTOPHBIX AaCIEKTOB MpOrpam-
MHUPOBAHHS PEYH, YTO TPUBOJIUT K apTUKYJI-
LIMOHHBIM M TPOU3HOCHUTENBHBIM TPYAHOCTIM
IIpH COXPAaHHOCTH I'paMMaTH4eCKOil CTOPOHBI
peun. ITo Mepe mporpeccupoBaHMsI BO3MOX-
HO TpucoenuHeHne adasuu W JAU3apTPUH,
YTO 3HAYUTENBHO 3arpydHseT muddepeHin-
anpHy0 quarnoctuky ¢ allllA. Ognako cnemy-
eT OTMeTHTh, 4To Tpu ITITAP BbIpakeHHOCTD

adaTHYECKUX HApYIICHUH HE MPEBAIUPYET
HaJ MposBIeHUSM anpakcuu [9]. B knuHuue-
CKOW TIPaKTHKE TaKXe OMMCAHBI CIydau Mpo-
rpeccupoBanus [IITAP B allllIA BcneacTBue
pacrpocTpaHeHHs HelpoiereHepaTiBHOTO
nporiecca u3 BepXHUX MPEMOTOPHBIX 00IacTei
B HIDKHIOIO JIOOHYHO W3BUJIMHY U IOJKOPKO-
Bble CTPYKTYpHI [10].

Brinenstor Tpu ocHoBHBIX noaruna [TITAP:
doneTHueckuii  (mMpeobdIagaroT  MPOW3HOCH-
TETbHBIC TPYIHOCTH), TPOCOAMISCKUH (IOMU-
HUPYIOT U3MEHEHUS MPOCOANYCCKON CTOPOHBI
pedn — 3aMeJIeHHe TeMIla, YBEeIMYCHUE Tay3,
HapyIICHUE HHTOHAIIMU) U CMEIIaHHbIN (coue-
TaHWe MTPU3HAKOB MPOCOINIECKOTO U (DOHETH-
geckoro noaTunos) [11]. KimroueBsle mposiire-
uus [1ITAP npencrasnens B Taom. 1.

OOmenpuHATbIE KPUTEPHUH JAMArHOCTHU-
ku cugpoma IIITAP oTcyTcTBYIOT, OIHAKO
X. borxa u K. A. Ho3zedc npemioxuinm moji-
TBEPXKJAIONINE W HCKIIOYAMONINE KPUTEPHH,
KOTOpBIE TIPUBEIICHBI B Ta0II. 2.

CormacHo COBpEeMEHHBIM HAay4YHBIM JIaH-
HbiM, Kak IIITA, tak u IIITAP game Bcero
SIBJIIIOTCSL  KJIMHUYECKUM  [IPEJIBECTHUKOM
pa3BUTHUSL IPYTUX HEHPOTeHEEPATUBHBIX 3a-
OoseBaHMi, TakUX Kak JIOOHO-BHCOYHAs Jie-
Mennus (JIB/]), koptukoOa3zaibHass IereHe-
pamus (Kb/I). B nccnemoBannn cOTpyIHUKOB
®I'bHY PIIHH npeacrtaBiieHO ONUCaHUE Peji-
KOTO KJIMHUYECKOTO HAOMIONCHMS MalMeHTa
C MEPBUYHON MPOrPecCUpPYIOLICH anpakcuei
peuu ¢ MporpecCupoBaHUEM B KOPTHKOOA3aIIb-
HbI CHUHAPOM, JEMOHCTPUPYIOIIUNA CIIOXK-
HOCTH JHATHOCTUKH M JAU(HEpPeHIIHATEHOTO
JIMarHo3a ¢ OJIM3KUMH IO MaToreHe3y Helpo-
JIeTeHepaTUBHBIMU paccTpoiicTBamu [ 14]. Tak-
)K€ OMUCAHbBl CIUHUYHBIC CIIy4au HA3BaHHBIX
PEUEBBIX HAPYIICHUH MPH TPOTPECCHPYIONIEM
HagbsaepuoMm mapanwde (ITHII), a wmvenHo
ero pedeBoM (QeHoTure (aHmI. progressive
supranuclear palsy with predominant speech/
language disorder, PSP-SL) [15].

Taoaumna 1

Knununueckue nposisnenus [TTIAP

o 3ameIeHne 00IIero TeMIia pedn

e licka)keHHE U 3aMEHa 3ByKOB

o YcusieHHE NCKKXEHHSI WIIN 3aMEHbI 3ByKOB IIPU YBEITMUCHNH CKOPOCTHU MPOU3BOIBHON pedn

o CIIBIIIMMEBIC WITH BUANMBIC aPTUKYIIALIUOHHBIC CIIO)KHOCTU; TPYAHOCTU MHULIMALINU PN, q)aHBCTapTBI

° y,I[J'II/IHeHI/IC [JIACHBIX M/WMIIA COITIACHBIX 3BYKOB

° HOBTOpeHI/Ie 3BYKOB WJIX CJIOTOB

° CGFMCHTaIII/IH CJIOTOB B CJIOBax

i hpazamn)

o YBeuuceHue MMPOAOJDKUTCIIBHOCTH MEXKAY OTACIIbHBIMU CETMCHTAMU (3ByKaMI/I, cjioramMu, CjJIOBaMu

e Pacmaj (pa3 v mpeyioKEeHU Ha OT/ICIBHBIC CIIOTH

IIpumeuanue: cocraBieHa aBTOpaMU Ha OCHOBE UCTOYHUKA [12].
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Taoauna 2

Huarnocrnueckue kpurepuu [HITAP

Kputepuu BkiItoueHust

e [locTeneHHOE HaYallo0 U MPOTPECCUPOBAHNE HAPYIIEHUN peun

° AHpaKCI/Iﬂ peun ABJIACTCA €AUHCTBCHHBIM WJIW JOMUHUPYOIUM CUMIITOMOM

e JluzapTpusi MOXKET NMPUCYTCTBOBATb, OJHAKO CTEMNEHb €€ BBIPAKEHHOCTU HE JIOJKHA MPEBLIIIATH
BBIPAKCHHOCTD AlPAKCHH

o JIt00ble cUMIITOMBI aa3ru PACICHEHbBI KAK MEHEE BhIPa)KCHHBIC

Kpurepun nckioueHus

e [larTrepH HEBPOJOrMYECKUX HAPYLICHUH Jydmie OOBSCHSAETCS IPYrMM HeWpolereHepaTHBHBIM
paccTporuCTBOM

o KorHutuBHBIE HapyImEeHUs JIy4Iie OOBSICHSIIOTCS TMCUXHUATPUICCKHUM NUATrHO30M

e Hajudne OTYCTIMBBIX MPU3HAKOB aa3uy, COOTBETCTBYIOUINX KPUTEPUSIM MEPBUYHON MPOTpeccUpy-
fouieit aazuu, BHISIBICHHBIX TP JIETaIbHOM JIOTOIIEANYECKOM/HEHPOIICHX0JIOTYECKOM TECTUPOBAHUH

o Jlu3apTpus npeBaIupyeT HaJl alpakcuel pedn

o JIOMUHUPYIOIIHE HAPYIIICHUS STH30IMYECKOM MaMSATH, 3pUTEIEHO-IPOCTPAHCTBEHHBIX (YHKIIM Ha Ha-
YaJbHOM 9Tare 3aboneBanus (TAIMEHT COOTBETCTBYET KPUTEPUSIM THIHUYHON WJIM aTHIHYHON 6oie3-
HU AJbIreiimepa)

o JIOMHHHPYIOIIHE TIOBEACHUCCKHE HAPYIICHHUs Ha HAYaLHOM STare 3aboseBanHust (MAIMCHT COOTBET-
CTBYET KPUTEPHUSIM MOBEACHUYCCKOTO BapUaHTa JOOHO-BHCOYHOMN JIEMCHIINN )

o JloMHUHHUpYIOLIee HATWYUe TApKUHCOHU3MA, TIaICHHH, TIIa30/{BUIaTeIbHBIX HAPYIICHUH B Hayase 3a60-
neBaHus (ITALMEHT COOTBETCTBYET KPUTEPHAM IIPOrPECCUPYIONIET0 HaIbsACPHOTIO Napasnya)

o JIoMUHMpYIOIME HACOMOTOPHAs arlpakCHs, NapKUHCOHU3M, IMCTOHHS WJIN APYTHE aCHMMETPUYHBIC
MOTOpHBIEC M KOTHUTHBHBIC CHMIITOMBI, BKJIFOYAsi peyeBble, HA HadyaJlbHOM dTare 3a0oneBaHus (ITalueHT
COOTBETCTBYET KPUTEPHSIM KOPTUKOOA3aIbHOTO CHHIPOMA)

° I[OMI/IHI/IpyIOH_[I/IG CHUMIITOMBI ITOPAKCHUS BEPXHETO W/WIIA HHKHETO MOTOHGﬁpOHa Ha Ha4aJIbHOM JTallc

3a0o0seBaHus (MAIEHT COOTBETCTBYET KPUTEPUAM OOJIC3HHU IBUTATEIHFHOTO HEHPOHA)

[Ipumeuanue: cocraBieHa aBTOpaMy Ha OCHOBE UCTOUHUKA [13].

IIporpeccupyronuii  HaabAJAEPHBIN mMa-
pammu win cuHapom Cruna — Puuapaco-
Ha — Onsmesckoro (ITHIT) — rereporennoe
3a00seBaHle, OCHOBHBIMH NPU3HAKAMHU KOTO-
pOro SIBISIFOTCS Pa3BUTHE AKUHETUKO-PUTH-
HOTO CHHIPOMA, MOCTYpPaJIbHBIX HApyILICHWH,
ceBnoOyIL0apHOTO  CHHApPOMA (AM3apTpus,
muconus, aucdarus), JOOHOTO CHHIpOMA
(KOTHUTUBHBIE HapyIllIEHUs) W IVa30/BHra-
TEJILHBIX HapyILIeHUH (mape3 BEepTHKAIbLHOTO
B30pa, 3aMEIJICHHE BEPTHKAJBbHBIX CaKKal)
[16]. UccnenoBaHus C MOMOIIBIO MarHUTHO-
pe3onancHoit Tomorpadun (MPT) manuenToB
¢ [THIT noka3siBatoT arpoduyeckoe mopaxe-
HUE B CTPYKTypax CTBOJIA MO3Tra, B YaCTHOCTH
CpPEIHEro MO3ra, a TaKkKe KOpbl pedpoHTalb-
HBIX ¥ BUCOYHBIX 30H [17].

[IHII xapakrepusupyercsi MOpOrpeccu-
PYIOLIMM TEYEHUEM, a TAKXKE MOJIMMOP(HO-
CThIO KJIMHUYECKHUX BapHAHTOB 3a00JIeBaHMUS.
B 2017 r. OOmecTBOM JaBHraTteilbHBIX pac-
crpoiictB (anrn. International Parkinson and
Movement Disorder Society, MDS) O0bun
IIPEACTABICHBl HOBBIE INAarHOCTUYECKUE KpU-
tepun [THIT (MDS-PSP) u onmcansr pa3mmd-
Hele Gpenorunsl [THIT: denorun Puuapncona,
MAapKUHCOHUYECKUH, KOpTHKOOa3anbHBIH (e-

vorun [THII, mozxeukoBwiid, ¢penorum [THII-
aKWHE3Ms C 3aCTBIBAHMSIMH NPU XOJaw0e, (e-
HOTHII ¢ JJOOHOH CHMIITOMAaTHKOW M (peHOTHIT
C NOPEUMYIICCTBEHHO PEUEBBHIMU HAPYIICHU-
avu [18]. JlnarHocTuka mepeducieHHbIX (e-
HOTHIIOB SIBJISIETCSI CJIO’KHOM 3aj1aueil B COBpe-
MEHHOM KIMHUYECKOW MPAKTUKE, MOCKOIbKY
JIEMOHCTPHUPYIOTCS CXOJICTBA C PA3INYHBIMU
HeHpoJlereHepaTUBHBIMU 3a00JIeBaHUsIMU (Ha-
npumMep, ¢ Oone3npro [lapkuHCOHA) WMnH Jpy-
TUMH CHUHApOMamH. Takke TNpU HEKOTOPBIX
(dheHOTHIIaX Ha paHHUX CTAIUAX Pa3BUTHA 00-
JIE3HW TJIa30/[BUTATENbHBIE W TOCTypajbHBIE
HapyIIeHUs] HE SBISAIOTCS IMPeo0aIaronuMu
CUMIITOMAMH, YTO 3HAYUTEIBHO OCIOXKHSIET
nocraHoBky auarHosa ITHII. B knuHnueckon
KapTHHE pedeBoro (heHoTHIa Ha paHHUX dTa-
nmax JOMHHUPYET HapylleHHe pedd, JHIIb
B TOCIEAYIONMEM MPHUCOCTUHSIOTCS ApyTHE
cumrrombl TTHIT [19]. CormacHo kiwHMYe-
ckuM kputepusm MDS-PSP npu Ha3BanHOM
(eHOTHUIIC Y TIAIIMEHTA HAOIFOJAOTCSI PEUEBhIC
HapyIIeHUs B BUJE arpaMMaTHIEeCKOro BapH-
anTa [1ITA w/mmm anpakcuy peur ¢ MPUCOSIN-
HEHHEM IJIa30/[BUTATEeNIbHBIX HApyIIEeHUH — 3a-
MEJUICHHUSI BEPTUKAIBHBIX CaKKaJ WIA Bep-
TUKAJILHOTO TMapanuya B3opa. Kpome TorO,
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st ITHIT xapakTtepHO pa3BUTHE OU3AapPTPHUU,
KOTOpasi IOTOJHHUTENIBHO YCYTyONIseT cocTosi-
Hue peur nanueHToB. [Ipu 3ToM cnenyer orMme-
TUTh, YTO JTUArHOCTHYECKAsl TOCTOBEPHOCTb,
cBs3aHHas ¢ pedeBbIM GeHoturioMm (I1T1IA/AP),
OTpaHWYeHA JUIIb «BO3MOKHBIM JIHarHO30M
[THIT». OnHako manueHThl ¢ Ha3BaHHBIM (e-
HOTHUIIOM TIPU HPUCOETUHEHUH JTOTIOJIHUTEIb-
HBIX KJIMHUYECKUX CUMITOMOB (IIOCTYypallb-
HOM HEYCTOWYMBOCTH, IMaJeHHUI) MOTYT CO-
OTBETCTBOBATH YK€ «BEPOATHOMY» JHArHO3Y
ITHII. Takum 06pa3zom, HapyIIeHHE peur ObLIO
MIPU3HAHO OJTHUM U3 NEPBIX U KIFOUEBbIX KIIH-
HUYECKUX MTPU3HAKOB, KOTOPBIN MOXKET yKa3bl-
BaTh Ha Bo3MOxHOe pazputue [THII.

Kak mnoxa3pIBaloT COBpEMEHHbBIE HCCIE-
noBaHusi, O0omee 50 % manmenTto c¢ allllA
VI NIPOTPECCUPYIOLLEH allpaKCHEN peuu B M0-
CIIEYIOIIUE TOBl PA3BUBAIOT JIPyrHe CUMITO-
MBI, KOTOpbIE MOIYT INPHUBECTH K JAHArHo3y
peueBoro ¢enoruna [THIT [20]. B 2025 r
OITyOJIMKOBaHBI BEChMa 3HAYMMBIE PE3YIIBTAThI
rccienoBanus (peHOTHUII0B, KOTOPOE MPOBOIN-
nock B iepuoj ¢ 1998 no 2022 1. Ha 0a3e ban-
Ka Mo3ra KIMHUKH Mbio (anr. Mayo Clinic)
Bo ®@nopuye (CIIA). UccnenoBarenu npoBenu
KJIACTEPHBIA aHaIU3 CHUMIITOMOB, MHPOSBISIO-
muxca y nagueHtos ¢ ITHIT B Teuenue Tpex
JIeT ¢ MOMEHTa Hadaia OOJIe3HH, B pPe3ysbTare
4yero ObITH BBIJIEIEHBI CEMb PAaHHHUX MOATHUIIOB
3aboneBanus, BKitoyass peueBoit (PSP-SL).
[TomyuenHsble pe3ynbTaThl MOKa3ain, YTO Y JIUI]
C peYEeBBIM (PEHOTHIIOM JAOTIOTHUTEIHHBIE CHM-
NITOMBI (TAPKUHCOHUYECKHE TIPU3HAKH, KOPTH-
KallbHbIE CUMITOMBI) Pa3BUBAINCH IPUMEPHO
yepe3 4 roga mociue Havana 3aboneBanus [21].

Ha 0a3ze HEBpOIOrMYECKOTO OTACICHUS
BTOpoi kimHUKKM Maiio B Pouectepe, mrar
Munnecora (CLLA), yueHble onucanu rpymiy
13 52 NauueHTOB C NPOTrPECCUPYIOLLEH ampak-
cueit peun w/wm alll1A, y KOTOpBIX Ha paHHUX
CTaJIUsIX 3a00JIeBaHHS TPAKTUIECKU HE HAOIIO-
JIaJUCh CUMITOMBI, Xapakrepusle s ITHIT
(oueHUBaINCh ypPOBEHb I[IA30[BUTrATEIBHOMN
(hyHKIIMH, TOCTYpaBHOI 1 00IIel ABUTaTelh-
HOM (yHKIMM). [IepBhIe TpU3HAKK JBUTATEIb-
HBIX HApYIIICHUH B BUIIC TIAJICHUNA, OpaiuKuHe-
3UM W TIA30/IBUTATENIbHBIX HAPYIICHUH ObLIH
OTMEUYEHbI TOJBKO uepe3 2 rojma OT jaedroTa
3a0oneBanus. [lo JaHHBIM TOCIIEAYIOLIETO
HaOmoneHus (depe3 6—6,9 et mocie Havana
3a0oneBanus) 28 (54 %) manueHTOB COOTBET-
cTBOBaIH KputepusiM BosMoxkHoro I1CII ¢ Ha-
pyueHusiMu peuu [22].

Takum 00pa3zoM, BBISIBICHHE OCOOCHHO-
CTEM pedyeBBbIX HApYLIEHUH C MOMOIIBIO MOJ-
pOOHOTO  JIOTOMETUYECKOTO OOCIEeIOBAHUS
WUrpaeT Ba)KHYIO pPOJb B IMPOTHO3UPOBAHUU
BO3MOXHOT'O  HO30JIOTMYECKOTO  JIMAarHo3a
C IIENbI0 OMpEeJeNIeHHus] MporHo3a 3abosena-
HUSL ¥ BBIOOpa TEpaneBTHYECKOW TaKTHKH.

He w™enee 3HauMMmoil sIBIs€TCS HEUpOIICH-
XOJIOTUYECKasi JMarHOCTUKA, HarpaBlieHHAs
Ha BBISBICHWE KOTHUTHBHBIX HapyIIEHUH
MPH Pa3JUYHBIX TMOPAKEHUSX MO3ra, B TOM
gucie npu HJ[3 [23]. YenoBus MeaUIITHCKOTO
CTalMOHAapa U 3a49aCTyI0 HEeIIPOIOJKUTEIIbHBIC
CPOKH rOCIUTATN3AIMHA 00YCIIOBIMBAIOT HEO0-
XOIUMOCTb NMPUMEHEHHUSI CTaHJapTH30BaHHBIX
TecTOB M Oarapen (WIM TICHXOMETPHUYECKUX
WHCTPYMEHTOB) s JAWarHOCTUKA. OmHUM
M3 TICHXOMETPHUYECKHX HWHCTPYMEHTOB, pas-
pabOTaHHBIX IS 3TUX [EIeH, SBISIeTCS] MOJIU-
¢unupoBanHas AJIICHOPYKCKasi KOTHUTHB-
Hasl IIKaJla OLEHKH KOTHUTUBHBIX (YHKIUI
(Addenbrooke’s Cognitive Examination —
Revised, ACE-R). /laHHas mkaia BaluIu-
3upoBaHa [24], ob1agaeT BBICOKOW UYBCTBU-
TEJBHOCTBIO U CHENU(PUYHOCTHIO B OTHOIIIE-
HUM KOTHUTHBHBIX HApYLICHHU, HE3aBHCHMO
OT MX HO30JIOTMYECKOW Mpupoisl. Mrorosas
MakcuMaibHasg oleHka no mkaie — 100 oal-
J0B. Pe3ynbrar 88 U BbILIE CUUTAECTCS HOPMOU
(WM TOBOPUT O BO3MOYKHOM HAIIMYUH HEZe-
MEHTHBIX KOTHUTHBHBIX PacCTPOWCTB), HUXKE
88 — momo3peHre Ha KOTHUTHBHBIE Hapylle-
HUS (4yBCTBUTEIBLHOCTD 94 %, CIEU(PUIHOCTh
89 %), pe3ynbrar HIKe 82 yKa3blBaeT Ha BbI-
COKYIO BEPOSITHOCTH J€MEHINH (IyBCTBHUTEIIb-
HocTh 84 %, ciermpuanocts 100 %).

B kauecTBe WUTIOCTpalMM TPUBOAUM
COOCTBEHHOE KJIMHHMYECKOE HaOJIOJeHUE Ma-
LUCHTKH, Y KOTOPOH B TEUCHHE HECKOJIBKUX
JeT NeOITHPYIONUM U STUHCTBEHHBIM CHM-
MITOMOM SIBJISUTOCH HapacTaroliee HapylleHHe
pcun, B OTCYTCTBHC APYTMX IBUTATCIBHBIX
Y KOTHUTHUBHBIX HapyIICHUH,

Lean uccaenoBanusi — OMUCAHUE PEIKO-
ro KJIMHUYECKOTO Ciydas MaueHTKH C Ipo-
TPECCUPYIONIUMH HM30JIMPOBAHHBIMHA PEUYEBBI-
MU HapyUIIeHUSIMH, MTPOSBISIONINMUCS B BHIE
JIOMUHUPYIOIIEH arnmpakChu Pedd U MEHEEe BBI-
POKEHHBIMH IPU3HAKAMH arpaMMarH4ecKo-
ro BapHaHTa MEPBHYHON MPOrpeccHpyromei
agaszuu B 1eO10TE 3200J1€BaHus, U 00CYKACHUE
CIIOXKHOCTEH AuddepeHInanIbHOi JMarHOCTH-
KA TIpH BBISBICHUHA HEHpPOIEreHepaTUBHBIX
MPUYUH JAHHOTO PacCTpPOMCTBRa.

Knunuueckoe nabniooenue

ITammmentka Y., 66 €T, )KeHIIIHA, ITpaBIIa.
OO0pa3oBaHue BBICIICE, B HACTOSILEE BPEMS
Ha nieHcuu. COOp aHaMHe3a 3aTPyIHEH BBHULY
BBIPaXCHHBIX PEUECBBIX HAPYIICHUN, YACTUIHO
coOpaH CcO CIJIOB MAIlMEHTKH U JaHHBIX TPeo-
CTaBJICHHOM MEIMIIMHCKON JIOKYMEHTAIlHH.
Bnepsrle HapylieHUs pedyd IMOSIBUIMCH B Ha-
gane 2018 ., B Bo3pacte 59 ner. IlarmenTka
3aMEeTHjIa, YTO B JIMHHBIX CJIOBaxX CTaja Iie-
PECTaBIIATh CIIOTH, IyTaTh OKOHYAHUS, Peyb
crana 3aMmejuieHHoi. Hapymienne peun manu-
SHTKa CBs3BIBaJIa C MIEPEHECEHHBIM CTPECCOM.
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CrycTd HECKOJIBbKO MECSIEB HapylIeHUs YCH-
JUIUCh U C TeX MOP MPOIOJIKAKT MEIJICHHO
Y HEYKJIOHHO TporpeccupoBarb. Ha3zHagamack
HelipoMeTabommyeckas Tepamus — 0e3 3¢-
(bexta. B cBs3M ¢ peueBBIMU HapyIICHUSIMH B
2020 r. manueHTKa BhIIIUIA HA IIEHCHIO. B OKTS-
Ope 2021 1. 3amon03peH CHHAPOM MEPBHYHOM
nporpeccupyoniei ada3uu, Ha3Ha4ajICs Me-
MaHTHH C KPaTKOBPEMEHHOH MOJOKHUTEIHHON
JTUHAMHKOM, TTOCJIEe Yer0 OTMEYaIoCh yXY/IIIe-
HUE CaMOYYBCTBHS, B CBSI3M C Ye€M IIpenapar
Obu1 oTMeHeH. [IpoBommics auddepeHimas-
HBIA JTMar€Ho3 ¢ (YHKUUOHAIBHBIM PEYEBBIM
paccTpoiicTBOM, KOHCYJIBTHPOBaHA IICUXHA-
TPOM, JTAHHBIX 32 (DYHKIIMOHAIBHYIO TIPUPOILY
paccTpoiCcTBa HE BBIABICHO. BbIpakeHHOCTH
peYeBBIX HapyIIeHUH HapacTana, ¢ 2023 1. 3a-
METHO HapylIWiack KOMMYHUKaTHBHas (pyHK-
ous pedu, pCub MalMCHTKU MEpeCTalin IMOHU-
Matb okpykaromue. C Hayana 2024 r. Habmo-
nmaercs B ®I'BHY PIIHH ¢ mmarnoszom «Heii-
porereHeparuBHOe 3a0o0NieBaHHE: TEpPBHYHAS
nporpeccupylomnias adasus, arpaMMaTnde cKui
Bapuant, ko1 mo MKb: G31.9», mpoxonut pe-
TYJISpHBIE KYPChl HEMPOMETAOOIMYSCKON Te-
panuu U 3aHSATHH ¢ JoromnenoM. JlromOabHas
ITyHKIUS [T UCCIIEIOBAHUS JTMKBOPHBIX OMO-
MapKkepoB 00J1e3HH AnbIreliMepa He TIPOBOIU-
nack. B 2024-2025 rr. peueBas QpyHKIHS TIPO-
JOJDKMJIA TIOCTETIeHHO yxXyamarbes. B 2025 .
OTMEYAJIOCh TpHU MOCICAOBATC/IbHBIX 3IU304a
BBIP2YKCHHOT'O TOJIOBOKPY)KEHUS (110 THUITY CH-
CTEMHOT0), C OIIYIIEHHEM «TUCKOM(pOPTHOMH,
AJdbHOW» TOJIOBBI, IOSIBUJIACh HEYCTOMYU-
BOCTH TIPH XOJB0€ C ONIYIIEHHWEM TEeHJICHIUH
K TIaJICHUSIM, HETTOCTOSIHHOE JIBOCHHE B IJ1a3ax.
BI)Ipa)KeHHOCTI) JaHHBbIX CHUMIITOMOB IIOCTC-
[IEHHO HapacraeT. B HacTosIiee Bpems maiu-
€HTKa B caMOOOCITy)KHBaHWU HE OTrpaHHYECHa,
CaMOCTOSITETTFHO CITPABISAETCS C OBITOBBIMHU

Pexxum T2

00s13aHHOCTSIMH,  XOPOIIIO  OPUEHTHUPYETCS
Ha MECTHOCTHU, PETYJSPHO MOCEIIAET JOrome-
nmudeckue 3aHatus (1 pa3 B Henemto). Hapyrire-
HUU NaMsITH, TPYAHOCTEW IIPU OPUEHTHPOBKE,
M3MEHEHUs TTOBE/ICHHUS 3a BCE BPEMs TEUEHUS
3a00JIeBaHMSI HE OTMEUAJIOCh.

ITo naHHBIM 00CIIEIOBAHMS: MOJICKYJISIPHO-
TEHETUYECKOE UCCIICIOBAHUE IKCTIAHCHH B TEHE
C9orf72: yncno TaHIEMHBIX TEKCaHYKICOTH/I-
HbIX G4C2-TIOBTOPOB B 00OMX aJUIeIsAX T'eHa
COOTBETCTBYET HOpME. | eHOTHIHpOBaHNE TeHa
APOE (29.03.2024): renotumn E3/E3.

MPT ronosHoro mosra (2025 1.): ompe-
JISJISIETCST HEKOTOpPOe HepaBHOMEpHOE (clieBa
0oree BBIpaXCHHOE) YMEHBIIEHHE O00beMa
W3BWIMH JTIOOHBIX Joyield 000WX TOMyIIapuit
00JBIIOT0 MO3Ta, ACHMMETPHS THIIIOKAMITIOB
(JIeBBIi THTIIOKAMIT KOopode u 6oiee Kpyriioi
(dopMBI), a TaKKe XOPHUOUIAIBHBIX IIEJICH
(R>L); OokoBbIe xemymouku ciabo acumme-
TPHUYHHI (JIEBBIH IIMPE MPABOTO), HEPABHOMED-
HO YMEPEHHO pacIIupeHO CyOapaxHOWIAIb-
HOE MPOCTPAHCTBO JIOOHBIX JTOJICH TIOTyIIapHit
OOJBITIOr0 MO3Ta M CHIBBHEBBIC Ienu (Oosee
BBIPaXCHHO CJIeBa), CJIa00 paCHIMPEHO — BU-
couHbIX Joiei (o mkane MTA 1-2). 3akiroue-
Hue — MPT-naHHbIe COOTBETCTBYIOT 0YarOBbIM
M3MEHEHHSIM B 000MX MONYIIapHUsIX OOJBIIOTO
MO3Tra, BEpOsITHEE BCETO COCYAHMCTOTO TeHe3a.
MPT-kapTHa HEpPAaBHOMEPHOI'O PACILIUPEHUS
JIMKBOPHBIX TPOCTPAHCTB U HEPABHOMEPHOIO
YMEHBIICHUSI 00beMa M3BWIMH, IPU HATHYUU
COOTBETCTBYIOIINX KIMHHYECKHUX JTaHHBIX MO-
JKET COOTBETCTBOBATh HEHPOIETeHEPATHBHOMY
MIPOIECCY C MPEHMYIIECTBEHHBIM MOpPaKEeHHU-
€M JIOOHBIX JOJICH.

Tomorpamma, yka3plBaroIlas Ha accUMe-
TPUYHYIO aTpOUIO JICBOM JIOOHOH U BEPXHUX
OTJICIIOB BHUCOYHOM 1T0NM (yKa3aHO CTpelKa-
MH), TIpEJICTaBIIEHA Ha PUCYHKE.

Pexxum T2FLAIR

MP-momoepamma conosrozo mozea (6 pexcumax 12 u T2 FLAIR) 6onvrou Y., 67 nem, ¢ allllA
IIpumeuanue: cocmaegnen agmopamu no pe3yibmamam 0AHHO20 UCCAe008aAHUsL
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Hespostornueckuil ctaryc Ha MOMEHT II0O-
crymwienus (2026 r.): B co3nanum, opueH-
TUpOBaHa TMpaBWIbHO. KOHTaKT 3HAUMTEINb-
HO 3aTpyJHEH BBHJy PEUYEBBIX HapYIICHUH,
oOIIeHre B OCHOBHOM ITOCPEJCTBOM ITHMChMa
(McbMeHHas pedb ¢ eIMHUYHBIMH arpaMma-
TU3MaMu, B IpeodafaroneM OOJbIINHCTBE —
rpaMMaTHYECKU IPaBUIIbHAS). DKCIPECCUB-
Has peyb MpEJICTaBICHa OTJCIBHBIMH CIIOBa-
MU, TIPUCYTCTBYIOT MIPU3HAKHU allPaKCUU PEUU.
UeTKnX HapyIICHUH TOHUMAHUS 00paIieHHON
peun HeT. XBaTareabHbIN pedeke ¢ AByX CTO-
POH. DJeMEeHThl KOHEYHOCTHO-KHHETHYEeCKON
anpakcUu B pyKaX, UICOMOTOpPHAS arpakcHs
B 00enx pykax. OreHKka KOTHUTHBHBIX (DYHKITHI
o ACE-III: 84/100 GaymoB (BHUMaHUE U OpH-
enrarus 18/18, mamsats 25/26, pedeBast akTUB-
HOCTh 3/14, peub 22/26, 3puTenbHO-TIPOCTPaH-
ctBeHHble yHkiuu 16/16). Onenka no FAB
(Garapes nobnoit auchynkumm): 17/18 OGan-
noB. Onenka no I'lIT/: ypoBeHs TpeBOrH —
2 Gaina (HOpMa), ypoBeHb nenpeccuu — 0 6an-
70B (HOpMa). Heitporcuxuarpudaeckuii ompoc-
UK (NPI-Q) 0/144 6amnoB. OGoHsiHEE CyOB-
eKTUBHO cOXpaHHO. OpHUEHTHPOBOYHO OIS
3peHusl He U3MEHEHBI. [ T1a3Hble 1enu, 3pauku
paBHble. OTpaHUYECHHE BEPTUKAIBLHOTO B30Pa,
B30p B KpalfHUX OTBEACHUAX IO TOPU3OHTAIHN
HEe ynepkuBaeT. JIMImo cuMMeTpHdYHO, ampak-
CUsl BEPXHEW MOPLHUH MUMHYECKOM MYCKyJla-
Typbl (HE HaxMypHBaeT, HE TOAHUMAET Opo-
BH HHU TI0 KOMaHJie, HU 10 1noaoout). I'pydas
TU3apTpusl, TUCPOHUS, DIEMEHTHI TUCharuu.
Pedrnexc Mapunecky — PamoBuun ¢ nByx crto-
poH S > D. SI3bIk MO cpemaHeit TuHNH. YeTKux
nape3oB HeT. /locToBepHas oOlleHKa MbIIIeY-
HOTO TOHyca 3aTpyJHEHa BBHJy IMapaTOHHUH,
CKJIQJIbIBACTCSI BICUATICHUE O HATUMYHUH JICTKO-
O IJIACTUYECKOTO TOHYyca B 00enx Horax. Cy-
XOXKWJIbHBIE PeQIeKChl KUBBIE, paBHbIE. K-
CcTeBO# aHamor peduekca Poccomumo crera.
Jlerkast nByCTOpOHHSISI OpaguKuHEe3us 06e3 eT-
KOH pa3HMIBI CTOPOH. ['MIIEPKUHE30B Ha MO-
MEHT OCMOTpa HeT. YeTKUX paccTpoilcTB mo-
BEPXHOCTHOH W TITyOOKOH YYBCTBUTEIBHOCTH
He BbIABIEHO. KoopanHaTopHBIE MPOOBI BHI-
TIOJTHSIET YIOBJICTBOPHUTENBHO. B mpobe Pom-
Oepra ycroituuBa. B npode TeBeHapa petpo-
mysnbcuu. [Toxonka HECKOJIBKO HEYCTOMYMBas,
nepeABUraeTcsi 0e3 JOMOTHUTENBHONW OIMOPHI.
OYHKIUN Ta30BBIX OPTraHOB KOHTPOJIHUPYET.

Koncynpramus noronena: Ha MmomeHT 00-
cienoBaHusl OonbHAs (TIpaBIma, TIEHCHOHED,
JI0 BBIXOJ]a Ha TEHCHI0 padoTalia y4uTeseM
HayallbHBIX KIJIACCOB, HE pabOTacT, WHBAJIMI-
HOCTH HET) OPHEHTHpPOBaHa B MecTe, BpeMe-
HU W COOCTBEHHOW IJMYHOCTH, BepOaTbHBII
KOHTAaKT 3aTPYIHEH 110 MIPUYNHE BBIPAKEHHBIX
peveBBIX HapymieHui. [IpenbaBiaseT xKamoObl
Ha 3aMeJIEHHOCTh PeUH U JIBUKECHUH, JporKa-
HUE JIEBOM INEeKH, HapylIeHHe Peuu U H3Me-

HEHHE T0J0Ca, HEYCTOMUMBOCTh MPH XOIb0E,
NPUCTYIBI TOJTOBOKPYKEHUH, CHHXCHUE CITy-
Xa, AMOIMOHAIBHYIO JIAOWIBHOCTh, CYXOCTh
BO pry. Co CIIOB OOJBHOM, JIFONW CTalu el ro-
BOPUTH, UTO y HEE «CTEKJISTHHBIE TJIa3a» W OHA
«CyMacIlleNlliasky HM3-32 PEUeBBIX MpolIieM.
VY GonbHOI OTMEUaeTcsi JOCTaTOYHas KPUTHUKA
K CBOeMY cocTosiHMIo. B mpornecce o0cnenosa-
HUSI MOTHBHPOBAHA, SMOIIMOHAIILHO JIA0MITHHA,
OTMEYAIOTCS SMU30/(bI HACUIIBCTBEHHOTO CMe-
xa. TemI BBIIOJHEHUS 3aaHUI 3aMeIJICHHBIN.

Cnyx OOBEKTHBHO HapylleH, HeHpoceH-
COpHasi TYroyXoCThb 2-i CTeleHH, OOOHSHUE
OPUEHTHPOBOYHO HE HapymeHo. Jluio cum-
METPHUYHO B IOKOE U TIPH BBHITTOJTHEHUHA MUMHU-
YeCKUX MPo0, OTMEYACTCs HaJUIHe XOOOTKO-
BOTO peduiekca MpHu BBEICHUHU B MOJOCTH pPTa
JIOXKKH, JIOTONEANYECKOTO 30HJA, IIMaTes;
runnoMuMust. OTMeyaeTcst BbIpaX€HHasd opajib-
HO-apTHKYJSIIMOHHAS alpakcus. 3aTpyIHEHO
BEITIOJIHEHHE Tpo0 Ha TOJHWMaHHE OpoOBeH,
HaXMypHBaHHWe; MPOOBI Ha HaJyBaHWE U BTS-
TUBaHME IIEK, OCKAJIMBAaHNE 3yOOB JOCTYITHBI
¢ nepceBepanusaMu. Cuiia >KeBaTeIbHONH My-
CKyJaTyphl COXpaHHa, KpyroBas MbIIILIA TI'y0
ocnabneHa. S3bIK — 110 cpeHell TMHKY, O0e3 Ha-
JIeTa, KOpeHb S3bIKa He TOHMYEH. AMILTUTY/IA
JIBIDKEHMH SI3bIKA CHIDKEHA, SI3BIK O€CITOKOI-
HbI{ B MIOJIOCTH PTa W MPU BbIBEIEHUHU. MSITKOE
HebOo mpu (OoHAIMH U Ha «TBEPJIOH aTake» co-
KpalaeTcsi HeJOCTaTOYHO.

[lonnmanue cUTyaTUBHOHM, AHMajoruye-
CKOW W HEKOTOPBIX (OPM BHECHUTYaTHBHOM
pedu He CTpajaer, Npu OOIIEHWH CMOTPUT
Ha apTUKYISIHIO coOeceqnmka. BepOampHoe
oOmieHne KpaifHe 3aTpyJHEHO, 3a HCKIIoue-
HHUEM TIPOCTHIX IO CJIOTOBON CTPYKTYpE CJIOB,
HaunOosee poctyneH auanor. OOmaercs mpe-
MMYIIECTBEHHO TIOCPEICTBOM MUChMa (C elu-
HUYHBIMH arpamMMaTH3MaMmu, Ha MMHAChME pedb
TpaMMaTHYECKH TIPABWIbHAS). DKCIIPECCUB-
Hasi pedb IMpEICTaBIeHa OTIENbHBIMU CJIOBa-
MU, CIUHUYHBIC arpaMMaTU3Mbl U Bep6aHBHLIC
napagazun. OTMEYaloTcsl SXOJIAINU, 3aMEHBI
3BYKOB TI0 aKyCTHYECKOMY TIPU3HAKY, OTIY-
IIIeHNEe 3BOHKHUX COTJIACHBIX, PEAYKIINS 3BYKOB
U OKOHYaHHUU CJIOB. bBojpHas NOpakTHUYECKU
HE MPUMEHSET B PEYH MPEIIOrH, OTMEYAECTCS
«renerpadHbIi»y CTUIb OOIIEHHS.

B mnpouecce ¢onamum peueBod BBIIOX
YKOpOUYEH, TEMIO-pUTMHUYECKas OpraHm3a-
Ul peYd HapyllleHa, OTMEYaeTcsi OTCYTCTBHE
yAapeHni, MOHOTOHHS, HAJMYWE JTHUTEIbHBIX
nay3 Tepeq JIioObIM OTBeTOM. loJoc cimabomo-
JyTUPOBAHHBIN, IPOXKALUMI, TIPEPbIBAIOLIUICS.
[TukoBoe Bpemsi MaKcUMaJbHOW (poHAIIMK CHHU-
JKeHO. Pa30opumBOCTh peun M pedeBasi aKTHB-
HOCTh PE3KO CHIDKEHBI. [laMsiTh HE CHIKEHa,
WHCTPYKITUH HA BBITIOTHEHHE HEHPOTICHXOIOT U~
YECKUX Hp06 BBITIOJIHACT BEPHO. IIncemennas
peub 3HAYUTENBHO ONEepPeKaeT YCTHYIO.

COBPEMEHHBIE HAYKOEMKHUE TEXHOJIOTMM Ne 4, 2026



180

PEDAGOGICAL SCIENCES (5.8.1,5.8.2,5.8.3,5.8.7)

Taoéauna 3

Pe3ynbraThl CKpHHUHTOBOIO TECTUPOBAHUS NAIMEHTKH M0 mikanaM 3a 2025-2026 rr.

Jlara nmpoBezneHust 00cie10BaHMs
CKpHUHHUHTOBAS IIIKaTa
14.01.2025 12.02.2026

ACE-R (o0mmuit 6asmn) 92/100 84/100
ACE-R (BHumanue u opueHTanms) 18/18 18/18
ACE-R (Tlamsith) 25/26 25/26
ACE-R (3putenbHO-NpoCTpaHCTBEHHBIE (PYHKIIUH) 16/16 16/16
ACE-R (PeueBast akTUBHOCTB) 10/14 3/14
ACE-R (Peun) 23/26 22/26

HpI/IMe‘laHI/IeZ COCTaBJICHA aBTOpaMU Ha OCHOBEC MOJYYCHHBIX JAHHBIX B XOJAC UCCIICJOBAHUS.

3aKTrfOYeHHe: arpaMMaTHYeCKHid BapUaHT
MIEPBUYHON Tporpeccupyromeii adazun B co-
YeTAaHUH C TU3APTPHUCH rpyOOH CTEIICHH BhIpa-
JKECHHOCTH, JuchoHuerl u aucdarueil Jerkon
CTereHn Ha (OHEe MPOTpecCUpyIoIeii opalib-
HO-apTUKYJSLUOHHON ampakcuu. PexomeHmo-
BaHO MPOBEJICHHUE JIOTOTIEIUICCKIX 3aHATHH.

Koncynpranus ncuxuarpa: OpraHuyeckoe
paccTpoicTBO TMYHOCTH Ha (DOHE OCHOBHOTO
3a0oneBanus. B HacTosiee BpeMs B Ha3Hade-
HUU TIICUXOTPOIHOM Tepanuy He HYKJaeTcsl.

B nacTosiee Bpemsi B KIMHUYECKON Kap-
THHE TAIMEeHTKH JIOMHHUPYIOT BBIPaKEHHBIE
peueBble HapymeHus. [lpm sTom HapymieHus
peun ObUTH eTMHCTBEHHBIMH C MOMEHTA J1e010Ta
3a0omneBanwst (2018 1) u B TedueHue MOCIEAyIO-
LIMX [IECTH JIET, TP OTCYTCTBUU KaKHX-JIHOO
JIBUTATEIIBHBIX U TOBEJICHYCCKUX HAPYIICHHH,
a TaKk)Ke HapYyIMIeHWH SMU30NYEeCKO TaMsTH.
IIpu oueHKe marTepHa PEYEBBIX HAPYIICHUMN
y TaIMeHTKN HaOIONAeTCss OTYETIIMBOE JOMH-
HUPOBAHHUE allPaKCUHd PEYH C BBIPAKCHHBIMU
B 3HAYMUTEJILHO MEHBINEH CTENeHH 3JeMEeHTa-
MH MOTOPHOH a()a3ud, YTO HE COOTBETCTBYET
alllTA, mpu KOTOpPOW BBIpaKEHHBIC arpamma-
TU3MBI SIBIIIOTCSL OOSI3aTENILHBIM KPHUTEPUEM
muaraoctuku (o M. JI. JIxopro-Temmman)
U TIO3BOJISICT MPEATONOKUTh cuHapoMm [ITIAP
(cMerIaHHbBIN THIT) B NIEPBbIE TO/bI TEUEHUS 3a-
OoneBanus. Mmeromuecst y MalyueHTKH 3BYKO-
BBIC HMCKa)XCHUS, 3aMEHBI, TIepCeBepalny, Ha-
PYIIEHUE TUITABHOCTH PEYH B BUZE CETMEHTAINN
3BYKOB M CJIOTOB B CIIOBaX, a TaKkKe 3aMerie-
HHE TEMIIa PEYU COOTBETCTBYIOT IPOSIBICHHUAM
[ITAP (o X. borxa u K.A. Mo3zedc).

C 1uenplo ynIyOJICHHOTO WCCIICIOBAHUS
pedeBoro neduiMTa, TOMUMO KOMILIEKCHOTO
TICHXOJIOTO-JIOTOTIEIMYECKOTO  00CIIeIOBaHuS,
MIPUMEHSIINCH CIEAYIONUe IHarHOCTUYECKHe
METO/IbI:

1) xpurepun MeXyHapOAHOHN CTaTHCTH-
YecKoM Kiaccupuranuu 0oje3Hel 1 mpooiem,
CBSI3aHHBIX CO 3/10pOBbeM, 10-ro mepecmoTpa
(MKB-10) [25];

2) AnneHOpykckasi KOTHUTHBHAsS INKaja,
ACE-R;

3) MarHWTHO-PE30HAHCHAs TOMOTpadus
(MPT) ronoBHoro Mo3ra.

[Ipy CKPUHUHTOBOM TECTHPOBAHUH (B M-
Hamuke 3a 2025-2026 rr.) 1o AIeHOpyKCKOI
korautHBHOH 1Kane (ACE-R) noxy4ens! cie-
Iyrorue 0aJuibl, TpecTaBleHHbIE B Ta0I. 3.

Kak BugHo m3 Tabn. 3, B TedyeHHe II0-
CJIETHEro Trojia HAOIIOAeTCs] M30JIMPOBAHHOE
CHIDKEHHE I10KA3aTeseil peueBOi aKTUBHOCTHU
(mo mxane ACE-R), mpu coxpaHHOCTH ApyTrux
KOMIIOHEHTOB IICHUXMYECKOH JeATeNIbHOCTH.
Kpowme Toro, crrycts 6 jet ot Hayara 3aboieBa-
Hus (B 2025 1) y MaiMeHTKH OTMEYAeTCsI TIPU-
COEIMHEHNE OSKCTPaUpamMHIHOTO CHHIpOMA
C TIOCTYpaJIbHBIMHU U TJIa30/IBUTaTeIbHBIMH Ha-
pYLICHUSIMHU, Tu3apTpueil, nuchonuedt u auc-
¢darueii. [IpumeuarenbHO, 4TO ¢ MAIMEHTKOM
Ha TPOTSDKEHMH YETBIPEX JIET NPOBOIMIINCH
CHCTEMAaTHYECKUE JIOTOIECIUUECKUE 3aHATHS
(1 pa3 B Henenr0), TOrNa Kak MEANKAMEHTO3HAS
Tepanus (B OTHOLICHUU CTUMYJISILIMY TOJIOBHO-
ro Mo3ra) Obljla OTMEHEHA H3-3a MHAUBUIYallb-
HOW HENEepPEeHOCHMOCTH MpenapaToB. Takum
00pa3oM, MOKHO cJieJlaTh BBIBOJ O BBICOKOM
MOTHUBALIUH, HEHPOMIACTUYHOCTH U peaduin-
TallMOHHOM ITOTEHIIHaNe MareHTku Y.

3aKjIIoueHue

IIpencraBnenHoe KJIMHUYECKOE HAOIIO-
JIeHHE JEMOHCTPUPYET PEenKHuil ciydail mep-
BUYHON MPOTrPECCUPYIOIIEH alpakCuu peuu
Y BO3MOXHYIO SBOJIIOIIUIO KIMHUYECKOM Kap-
THHBI TIPH [UTATETHFHOM TEYEHHH 3a00JIeBaHNS.
B nanHOM citywae mpeacTaBlieH TIpUMEp Mpo-
rpeccupoBanus [IIIAP B ¢dopmupyromuiics
(eHOTHIT MPOTrPECCUPYIOMIETO HAABSACPHOTO
napajgnya ¢ MpeUMyIEeCTBEHHO PEUEBbIMU Ha-
pymenusmMu. Takum 00pa3oM, BEISIBICHHE OCO-
OCHHOCTEHW pPEUEBHIX HAPYIICHWH Ha pPaHHUX
cTamusix OOJIe3HW HMEET Ba)KHOE 3HAYCHUE
JUISL YCTAHOBJIEHUS KIMHMYECKOIO JHMAarfos’a,
ompe/esieHus POTrHO3a M BEIOOpa TaKTHKH pe-
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YeBOH peaOUIUTaluy TpHU HelpoiereHeparuB-
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