KNUHWUYECKME NCCNEJOBAHWNA 1 HABIOLEHNA

© KOJUIEKTUB ABTOPOB, 2014
YK 616.89-008.434.5-06-07

HEKOI'HUTUBHBIE HEPBHO-IICUXUYECKHUE HAPYIIEHUSA
PU CUHJIPOME INEPBUYHOM ITPOTPECCHUPYIOIIEN A®A3ZUN
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Cunopom nepsuunoti npoepeccupyroujei agazuu (I111A) — xomniekc u30IUPOBAHHBIX NPOSPECCUPYIOUSUX DEUesblX pPAac-
Ccmpoticms 6 OMCYMCmMeuy Uiy npu MUHUMATLHOU 8bIPAACEHHOCU OPY2UX KOCHUMUBHBIX HapyuleHuil. M3yueHue HeKoeHUmu6-
HbIX HepeHO-ncuxudeckux Hapywenui (HHITH) — amoyuonanbheix, nogedenyeckux, ncuxomuyeckux paccmpoicms, Hapyuie-
Hull cha u 600pcmeosaniis npu omoenvhbix gopmax I1I1A 006ycr061eHO UX 3HAYUMBIM HE2AMUBHBIM GIUSHUEM HA KAYECMBO
JHCU3HU, KAK CAMUX NAYUEHNO8, MAK U UX ONUSKUX.

Heas uccnenoanus. Mzyuenue HHITH npu omoenvnuvix ghopmax II1A, usmenenus ux cnekmpa u 8bipaxceHHoCmu npu npo-
epeccuposanuy 3a601e6aHUA.

ManuenTts! u MeToabl. Odcedosanvt 16 nayuenmos c 1114 6 éospacme om 38 do 78 nem (cpeornuii 6o3pacm 61,6 + 10,2 200a).
Bcem nayuenmam npoeoounoce KiuHuueckoe negpoio2uyeckoe u Helponcuxonocuyeckoe oociedosanue. Oyenxa HHIIH ocy-
WecmeaAnach ¢ UCNONb306aHUeM Hetiponcuxuampuieckoeo onpocuuxa Kavmuneca u coasm. Y 13 nayuenmog ¢ 11114 ¢vinon-
Hena ouaenocmuyeckas MPT 2onoenozo mosea 6 pescumax T1, T2 u Flair. Cmamucmuueckas 06pabomka.; cmamucmudecKkull
naxkem SPSS, eepcus 17.0: memoowr Henapamempuueckou cmamucmuxu Bunkoxcona — Manna — Yumnu.

PesynwTarsl. 15 cemanmuuecxoii popmur 11114 xapakmeprnvl mpesoea, denpeccus u anamus. B epynne nayuenmog ¢ acpam-
mamuueckou ¢hopmott 11114 npeobnadanu maxue nosedeHuecKue HapyuieHus, KaxKk anamus, HapyuleHue nuueeo20 noeeoenus
(nogvluteHHbIl annemum) U No8e0eH4ecKds pacmopmoNtceHHoCmb. Jis 1020nenudeckol opmol Haubonree XapakmepHsimu
ovLnu denpeccus, mpegoea u anamus. IIpu npoepeccuposanuu 3abonesanus HHITH mozym ycunugamucs u ux cnekmp mocem
KAuecmeeHHO MEeHAMbCA, Ymo CBUOEMeNbCmayem 0 pAcnpoCmpaHeHUl Hetipo0e2eHepamueHo20 npoyeccd.

3axkimouenne. HHIIH pasnuunoui evipascennocmu xapakmepHul 01 ecex ¢hopm I1I1A. Xapaxmep u cmenens vipasxtcenHocmu
OMOENbHBIX IMOYUOHATLHBIX U NHOBEOCHUECKUX pACCIMPOUCTE MO2Ym ObliMb CEA3AHbL C NPEUMYUeCMEeHHO 10Kanu3ayuell na-
MON02UUECK020 npoyeccd.

KnroueBbie cIoBa: nepsuunas npoepeccupyiowjas agazus; sMOYUOHATbHbIE U NOBEOEHUECKUe PACCIPOUCTEA.

Jna yumuposanua: Hesponornueckuit xypuai. 2014; 19(6): 17-22.
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NON-COGNITIVE NEUROPSYCHIATRIC DISORDERS IN PATIENTS WITH PRIMARY PROGRESSIVE
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Primary progressive aphasia (PPA) syndrome is a complex of isolative progressive speech disorders without or with minimal
other cognitive disorders. The importance of the study of non-cognitive neuropsychiatric disturbances (NCND), such as
affective, behavioral, psychotic symptoms, sleep disorder in some forms of PPA is determined by negative impact on quality of
life both of patients and their relatives.

Purpose: to study NCND in some forms of PPA and their dynamics in disease progression.

Patients and methods: Sixteen (16) patients at age from 38 till 78 years old (mean age 61,6+10,2) passed neurological and
neuropsychological examination. The assessment of NCND was performed with use of neuropsychiatric inventory (NPI) by
J. Cummings. Thirteen patients with PPA had MRI (T1, T2 weighted images and Flair). The results were statistically analyzed
with SPSS 17.0 using non-parametric Wilcoxon-Mann-Whitney test.

Results: affective and behavioral disorders were shown to be in all patients with different forms of PPA. Anxiety, depression and
apathy are specific for patients with semantic and logopenic forms of PPA. Patients with agrammatic form of PPA predominantly
suffered from apathy, eating behavior disorders (boulimia), and behavioral disinhibition. In disease progression the severity of
NCPD increased and their spectrum changed according to neurodegenerative process extension.

Conclusion. NCND are typical for all forms of PPA. The nature and severance of affective and behavioral disorders may be
concerned with predominate localization of pathological process.

Key words: primary progressive aphasia, affective and behavioral disorders
Citation: Nevrologicheskiy zhurnal. 2014; 19(6): 17-22.

CuH/IpOM TIepBHYHOHN mporpeccupyomieil adazun
(ITITA) xapakTepu3yeTcsi pedeBBIMH PacCTPOMCTBAMH,
BO3HHUKAIOMIMMH 0€3 BUAMMON MPUYUHBI U HMEIOIIH-
MU TEHJIEHIUIO K HENPEPHIBHOMY IMPOrPECCHPOBAHUIO
B OTCYTCTBUM WIM IIPA MHHUMAQJIBHON KIMHHYECKOU
MPEJCTABIEHHOCTH JIPYTHX KOTHUTHBHBIX HapyILICHHM.
Peuessie Hapymenus npu 1A n1omkHbI OBITH JOMUHH-

PYIOIIUM KIMHUYECKHM CHHAPOMOM B TEUEHHE 2 JIET U
oomee [1-9].

B cooTBeTcTBUUM € MpPEANIOKEHHBIMH B HACTOSIICE
BpeMsl KPUTEPHSMH BBIACIAIOT Clienytomue (HopMBbl
[ITA: cemantuueckas gopma (CP) 6e3 cHmxeHus Oe-
rocty peur (aHr. — fluent aphasia, semantic dementia),
arpammarndeckas gopma (AD) co cHmKeHHEM Oero-
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Tabnuia 1
XapakTepucTHKa NAIUEHTOB ¢ pa3HbIMHU (popMaMu MePBUYHOI Nporpeccupyomei adpasumn
dopma nepBUYHON Yucno Cpennuit Hacnencrsennsiit Hox JlnurenbHOCTH
mporpeccupymouei apaun OOJIBHBIX BO3PACT, TOIBI aHaMHE3 Ooses3nu, mec
CemaHTHYCCKAS 61,1+7,5 3 (50%) 2™, 4x 36,0+10,7
ArpaMmMarugeckast 60,9 £ 14,0 1(14,3%) 5w, 2x 30,9+ 19,1
Jloronenunyeckas 64,3+ 6,0 0 2 M, 1 x 28,0+ 13,9
cte peun (aHri. — non-fluent aphasia), ToromeHuyeckasi — pasaUYHBIX  HEWPOJECTCHEPATUBHBIX  3a00JICBAHUSX,

dbopma (JI®) m xomOmHHMpoBaHHAS (GopMa, WUMEIOIIAS
npusHaku CO u AD I1I1A [6, 9].

Meronbl CTPYKTYpHOH HEMpPOBU3yaIM3allMM INIPU
CoO TIIIIA O0OBIYHO BBIABISIOT aTpopHIO, a METOo-
el pyHKIHOHANbHOW Helposm3yanuzannu (19T u
ODOKT) — runonepdysuio WIn runomMeTadbonusM B
MepeHUX OTJAeNIax BUCOYHOM JIONIM, TPEUMYIIECTBEH-
HO JeBoro nomymapusi. Jlns AD xapakrepHa aedekt-
HOCTB JIEBBIX JIOOHBIX WJIM JIOOHO-BHCOUYHBIX OT/IENIOB
6oxpmmx nonymapuit. [Ipu JIO 0OBIYHO BBIABISIOTCS
arpodusi TEMEHHOH W 3aJlHUX OT/EJIOB JICBOH BHCOY-
HOM nonu [5-8].

Tonbko HapylieHuss pedd B OTCYTCTBHUE HHBIX
KJIMHUYECKH 3HAYUMBIX HEPBHO-TIICUXMUYECKHUX pac-
CTpoiicTB MOTYT npociexxkusarbesa npu [1ITA B Teuenue
HeckoJbKuX JieT. Ilpu mporpeccupoBanum 3adoneBa-
HUSl K JUC(Ha3UICCKUM PacCTPONCTBAM MOTYT IPHUCO-
eIMHATHCS APYrMe KOTHUTHBHBIC HAPYLIEHMs, a Tak-
K€ HMOLIMOHAbHBIE U MOBEJACHUYECKUE pacCTpOICTBa.
VY mamuentoB ¢ AD I1I1A B manmpHe#IIeM pa3BUBaeTCs
KIMHUYECKas KapThHa 3a00JIeBaHUM, OTHOCSIIUXCS K
rpynrne Tay-NaTHi, B KOTOPYIO BXOIAT JIOOHO-BHCOY-
Has JereHeparnus, MporpecCUpyIOUUi HabsAEPHBIN
napanud, KOpTHKoOasajbHasl JEreHepauus, CHHAPOM
OOKOBOTO aMUOTPOPUUYECKOTO CKJIEpO3a — JCMCHIIHS
nmo6nHoro tuma [5, 10-12]. C® IIITA game mepexoauT
B IIOBEICHYECKUI BapHaHT JIOOHO-BUCOYHOH JieTeHepa-
nuw [5, 13]. Jnsa JI® 6onee xapakrepHa Tpauchopma-
uus B Oone3Hb Aublreiimepa [8, 14].

B mocnennue roasl akTHBHO M3Y4alOTCs HEKOTHH-
TUBHBIC HepBHO-Nicuxumueckue Hapymenus (HHITH)
— OMOIMOHAJbHBIC, TOBEJACHYECKUE, TCUXOTHUECKUE
paccTpoiicTBa, HapyLICHUs CHa U OOAPCTBOBaHMS MPH
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B TOM uucle NnpHu oTaenbHbIX (opmax IITA [15-18].
Anamuz HHIIH npu IIITA moxeT mo3BOJUTH MpO-
THO3UPOBATh TEYEHHE TMaToJIOTMYECcKOro Ipoliecca,
ONTUMHU3UPOBATH CUMIITOMAaTUYECKOE JICUCHUE U TEM
CaMbIM YIYYIIUTh Ka4€CTBO >KU3HU MAIMEHTOB U UX
poncrtBeHHUKOB. CyiecTByeT MHeHHUeE, uTo s TITTA
He xapakrepusl HHITH [19]. Ognako mo pesymnbsratam
JIPYTHX HCCIEAOBAaHUN TMPHU UIATEIHLHOCTH Habmrome-
nug 3a manuentamu c¢ IIITA B teuenmne 3 ner HHITH
BBISBISITNCH ¥ 74% OonpubIX [20]. PasHormacus B pe-
3yJbTaTax HUCCIICIOBAaHUN, BO3MOXHO, OOYCJIOBIIMBa-
oTcs pasnuyHbiMu Metogamu onenku HHITH u cun-
JPOMAJIBHOM M HO30JIOTUYECKOH HEOIHOPOJHOCTHIO
CPYIII MAIlUEHTOB.

Ienbro HacTOSALIETO UCCIIEAOBAHUS IBUIIUCH U3yYe-
ure HHITH npu otnensabix dhopmax IITA, n3meHnenus
UX CIIEKTPa U BBHIPAXKECHHOCTHU HPU MPOTrPECCUPOBAHUUI
3a00eBaHmMs.

HaIII/IeHT])I U METOAbI HCCJICAOBAHUSA

O6cnenoBansl 16 manuentoB ¢ I[ITA (7 myx4aun
u 9 xeHIIMH) B Bo3pacTe oT 38 no 78 ner (cpeaHuit
Bo3pact 61,6 = 10,2 roga). BceM manmmeHTam Ipo-
BOJUJIOCH KJIMHUYECKOEC HEBPOJOTUYECKOE U HEM-
porcuxoyiornueckoe obcimemoBanue. Omenka HHITH
OCYUICCTBISNACH C HCMOJb30BAHUEM HEHPOICHUXHA-
tpudeckoro onpocHuka (HITO) J.L. Cummings u co-
aBT. [20]. [Ipu sTom oneHuBaeTcs 4actora (ot 1 10
4 6ammoB) W BeIpakeHHOCTHL (oT 1 mo 3 6amros) 12
IICHXOTATOJIOTUYECKUX CUMIITOMOB (OpeoBBIX UIEH,
raJUTIOIMHANH, BO30YKIEHHUS, AETPECCUU, TPEBOTH,
sripopuun, amatum, PacTOPMOKEHHOCTH, pa3Ipaku-
TEJIBHOCTH, AaHOMAJIbHOW JABUTATEIbHOW aKTUBHOCTH,
HapyIlICHUS CHA U MOBEJICHHS HOYbIO, H3MCHCHHUS all-
MeTUTa M MHUIIEBOTO MOBeaeHUs). Kakaplii cuMITOM
OIICHUBAJICS TIPH TIOMOIIU YMHOXEHHUS YaCTOTHI €T0
MPOSIBIICHUSI Ha CTEICHb BBIPAKCHHOCTH KJIMHUYE-
ckoll cumnroMaTuku. OTCYTCTBHIO CHMIITOMa COOT-
BercTByer () OamoB. MakcuManbHasi oneHka 12 6an-
n0B. CUMIITOM CYUTAETCS KIMHUYECKH 3HAYUMBIM,
€CJIM €To OlleHKa cocTamiset 4 6amra u 6onee [21].

V¥V 13 (5 manmentoB ¢ CD, 6 ¢ AD u 2 ¢ JID) namu-
€HTOB BBITIOJIHEHA auarHoctudeckas MPT romoBHoro
mo3ra B pexxumax T1, T2 u Flair.

Craructuueckast 00paboTKa MOJyUYEeHHBIX Pe3yJIbTa-
TOB TIPOBOJIAJIACH C UCTIOJIB30BAaHUEM CTAaTHCTUYECKOTO
naketa SPSS, Bepcus 17.0 ¢ npumeHeHneM MeToja He-
apaMeTpUYECKOl CTAaTUCTUKU Buikokcona—MaHHa—
YutHu.
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HOBG)IGH'{CCKI/IC 1 SMOLMOHAJIbHBIC HAPYIICHUA Y MMAlITUCHTOB C Pa3HBIMH (bOpMaMI/I HCpBH‘{HOﬁ HpOFpCCCprIOIHCﬁ aq)aspm.

PesyabTarsi

Y 12 OGompHBIX OBUIO BBICIICEe oOpazoBaHue, y 4
— cpeaHee crenuanbHoe win cpegHee. CpemHsist Aau-
TEIBLHOCTh 3a0ojeBaHus cocTaBmia 32,3 + 14,8 mec
(ot 12 no 72 mec). Y 6 mauMeHTOB HAPYLICHUS peUd
cootBercTBOBaNM Kpurepusim CO,y 7 — AD u y 3 na-
uueHToB — JI® [IIIA. [TauneHTs! ¢ pa3HBIMU pOpMaMu
[ITA ObUIM COITOCTABUMBI 110 TI0J1Y, BO3PACTY, YPOBHIO
oOpa3oBaHusi U AnUTENbHOCTH 3a0oneBanus. Hacnen-
CTBEHHBIN aHamMHe3 oTMmedancs y 4 (25%) nmanueHToB
(Tabm. 1).

B HeBponoruueckom ctaryce y 10 manmeHTOB
(3 nmarmmenTa ¢ CO, 5 6ompHBIX ¢ AD u 2 ¢ JID [II1A)
UMeNNCh peduieKchl OpajbHOro aBToMaTu3ma (Xo0oT-
KOBBIH, JaJIOHHO-TIOI00POIOYHEIH), ¥ 2 OONBHBIX (C
A® u CD [IITA) — oxuBieHue ry0OKUX pediekcoB
Ha Horax. Y omuoii mamueaTku ¢ AD [1ITA ObuIx BBISAB-
JeHbl (PeHOMEH MPOTHBOYIEPKAHUS, JISTKUH acuMMe-

TPUYHBIA AKUHETUKO-PUTHJIHBINA CUHJPOM U alpaKCUs
XOIBOBI.

HHITH BoisBisiines npu Beex ¢dopmax [IITA (cm.
pucynok). B rpynmne nammentoB ¢ AD IIITA mpeob-
JMajany Takue TOBEACHUCCKHE HApYILICHWs, Kak ama-
THS, U3MEHEHUS MUIIEBOTO MOBENEHUs (ITOBBIIIICHHBIN
anmneTHT) W PacTOPMOXKEHHOCTh. Bce 3TH CHMITOMBI
MMEITH KIMHIYECKYIO 3HAUNMOCTh. Y marueHToB ¢ CO
[IITA momMuHMpPOBAIU CIEAYIOUUE KIMHUUCCKU 3HAYU-
MbIE€ CUMITOMBI: TPEBOra, Jenpeccus U amarus. Amna-
TUs OblIa MpeJicTaBlicHa B HAHOOJBIICH CTEIICHU MPHU
AD u CD IIITA (tabm. 2). B rpynme manuerTos ¢ JIO
Han0OoJsIee BBIPAKCHHBIMU OBUIH JCTIPECCHUsi, TPEBOTA U
amatus. [Ipu 3TOM TpeBora y OogHOM MAlMeHTKH ObLIa
KIIMHUYECKH 3HAYMMBIM CUMOTOMOM (cM. Tabn. 2).
B rpynme manmenToB ¢ AQD Obl1a BRISIBIICHA TCHICHITHS
K MEHbILIEH BBIPAXKEHHOCTH TPEBOTU U JICTIPECCUH IO
cpaBHenuio ¢ CO u JI® IIITA. bpen, rammonnHanuu

Tabnuma 2

IMouMoHAIbHO-a)(peKTHBHBIE M MOBeEHYECKHE PACCTPOIiCTBA Y MALIMEHTOB ¢ Pa3HbIMU (popMaMU NMEePBUYHOMN MPo-
rpeccupymouieii apazuu 1no JaHHbIM HEHPONCUXHATPUYECKOT0 ONIPOCHUKA

Cumnrom ®dopma nepBUYHOI Iporpeccupyromniei adasun
ceMaHTHuecKas (6 MalueHTOB) arpamMMarnyueckas (7 manueHToB) JloroneHnyeckas (3 nanueHTa)
BCETO C KIIMHHUYECKU BCEro C KIIMHUYECKH 3Ha- BCETO C KIIMHUYECKU
MNAalUEeHTOB | 3HAYUMBIM CHM- MAlUeHTOB YHMBIM MalEeHTOB 3HAYUMBIM
[ITOMOM CHMIITOMOM CHMITTOMOM
Jempeccust 2 1 1 0 1 0
Tpesora 3 2 1 0 1 1
Anarus 3 3 2 2 1 0
PacTtopmokeHHOCTH 0 0 1 1 0 0
W3menenue anmneruta 0 0 1 1 0 0
OO6muwmii 6amn 3 3 2 2 2 1
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oTcyTcTBOBaNIN Yy Beex narueHToB ¢ [1ITA. CymmapHbIit
6asu1 Ob1T HaMOOJIBIIMM B rpymiie nanueHTos ¢ CD (cm.
PHUCYHOK U Tab11.2).

[Ipn kayecTBEHHON BH3yallbHOM OIICHKE JaHHBIX
MPT ronosuoro mo3ra y 4 manueatoB ¢ CD IIITA BbI-
SIBIISITIACH aTpoQusl KOpbI JIEBOW BHCOYHOU jgonwd, y 1
narueHTa — arpodusi KOpsl JIEBOW BHCOYHOW W JIEBOH
J100HOM moiu. Y Bcex manueHTtoB ¢ AD Habmromanachk
arpodusi KOpbl Kak JOOHBIX, TaK U BUCOYHBIX JOJEH
TOJIOBHOTO MO3Ta. Y 3 M3 3TUX OONBHBIX Ipeodiramaa
arpodus crnpasa, y 2 — ciieBa, y | HaONH0IaI0Ch CUM-
METPUYHOE MOPaXeHHUE Moymapuil. ¥ 2 nmauueHToB ¢
JI® Ob11a obHapykeHa aTpoQust KOPBI JIEBO TEMEHHOM
JIOJTH.

Tpoux nanuentoB ¢ CO u 4 ¢ AD [1I1A nabmroza-
nu ot 4 mo 31 mec. [IporpeccupoBanre HaAOMIOAAIOCH
y 4 nanuenToB (y 2 ¢ C® u 2 ¢ AD) Ha cpokax Ha-
omronenus ot 9 mo 31 mec. OHO BBIPAXKAIOCH B YCYTY-
OJICHUM PEYeBBIX HAPYUICHUU, APYTUX KOTHUTHUBHBIX,
OMOIMOHATBHBIX, IMOBEIEHUYECKUX M JBUTATEIBHBIX
pacctpoiicTB. Hanbonbiuas cTeneHs nporpeccupona-
HUSA oTMedasiach B rpymme nanuerTos ¢ CO IIITA. ¥V
nanueHToB ¢ CO [IITA uwepe3 2,5 roga HaOIONCHUS
pa3Buiach KIWHWYECKas KapTHHA TOBEACHYECKOTO
BapuaHTa JOOHO-BHCOYHOH AereHepauuu. B Hauane
3a00J€BaHMsl y 3THX TMAI[UEHTOB HaOIIONAINCh H30-
JUpPOBaHHbIE IUC(a3UUECKUe paccTpoiicTBa B BHJE
HapyUICHHS Ha3bIBAaHUS MPEJIMETOB U MOHUMAaHUS 00-
pamieHHOl peun. J[BuraTenbHBIC, CEHCOPHBIE U Ta30-
BBIE PACCTPOICTBA HE BBIABIUIMCH. BBUIO OTMEUYEHO
yCyTyOlleHHe BBIPQXEHHOCTH PEYEBBIX PACCTPOWUCTB
(HapyuieHUs TOHMMaHUs OOpalleHHOW peyu), MpH-
COCJIMHUIIUCH HAPYIIEHUS PETYJSIHH MPOU3BOIbHON
JIeATeIbHOCTH B BUJI€ HHAKTUBHOCTH, U3MEHEHUS T10-
BEJICHHS B BHJIE CY)KEHHS Kpyra WHTEPECOB, IMOIU-
OHAJBHON JAOMIBHOCTH, U3MEHEHUS MHUIIEBOTO IO-
BeJleHHs (TIOBBIMICHHBIN AaIIeTHT), MaTOJOTHYeCKOH
JIBUTATEIIbHON aKTUBHOCTH (OTKpBIBaeT MIKadbl, J0-
CTaeT BelIu, OECIeNbHO XOIUT 10 IOMY). DTO COTPO-
BOXKJAJIOCh TOSBICGHUEM BBIPAKECHHBIX pediaekcoB
OpaJIbHOTO aBTOMAaTW3Ma, (EeHOMEeHa IPOTHUBOYIEP-
JKaHUA ¢ ABYX cTOpoH. JlanHeie MPT B Hauane 3a-
OoneBaHMs BBIABUIN aTpoduio, O6ojee BBIPAKEHHYIO
B MPOCKUHH JIeBON BucouHOU monu. YUepes 2,5 roga
HaONIONEHHS] y OJHOW MAalMeHTKH OBIJIO0 BBHISBIECHO
BBIpa)KEHHOE JIByCTOPOHHEE pacIinpeHune cydbapaxHo-
MJATBHBIX TIPOCTPAHCTB B IPOCKIIUH JIOOHBIX, BUCOU-
HBIX JI0JIeH TOJIOBHOTO MO3ra. Y JIpyroi OOJbHOW OT-
Medasachk aTpodus J00HO-BHCOUYHBIX OTIENIOB, Ooyee
BbIpaXK€HHas B JIEBOM IOJIYIIAPUU.

VY opno#t narmentku ¢ AD III1A B nagane 3abode-
BaHHS HMMEJUCh HapyLIEHHs TpaMMaTHYECKOTrO CTpPOs
pedn B BHJIE MPOITYCKOB MPEJIOTOB, eANHUYHBIE TIep-
ceBepauuu cloB U (pas, IuTepaibHble napadasuu u
JIETKUH aKWHETUKO-PUTHIHBINA cHHApOM. Yepes 2 roga
HaOIIOCHNS, KpOME HapacTaHUs JBUTATEIbHBIX HAPY-
IIeHUH, YCyTyOMIINCh pedyeBble pacCTPONCTBA /10 pas-
BHTHS MyTH3Ma, & TAKXKe MPUCOCTUHUINCH HAPYIICHUS
OpaJIbHOTO Tpakcuca (TPyAHOCTH IPU HAJTYBaHHUH HIEK,
o6mu3piBanuu 1y0). Ha MPT Obinia BEIsIBICHA aTpodust
B MMPOEKIINU TOOHO-BUCOYHO-TEMEHHBIX OT/IENIOB JOMU-
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HAaHTHOTO MHoJjiywmapus. ¥ Jpyroro naluueHTa UCXOJHO
OBLITM BBISBIICHBI arpaMMaThdeckas nucdasus u Kiu-
HUYECKU 3HaunMas anatus. Yepes 9 Mec HaOIOACHUS
Hapsily C HapaCTaHUEM BBIPAXKEHHOCTH PEUEBBIX pac-
CTPOWCTB, anaThuv NPUCOCIUHUIUCH TMOBEAECHUECKUE
HapyLICHUS B BUAE arpeCcCuu, U PaCTOPMOKEHHOCTH.

O0cyxaeHue

OMOLMOHAJIBHBIE U MOBEICHUYECKHE pacCTpocTBa
no ganabiM HITO orMeuanuch mpu Beex dpopmax TTITA.
OnM ObUIM KIMHUYECKH 3HAYUMBIMU Y 3 MALUEHTOB C
Co IIIIA, y 2 ¢ A® u 1 nanmentku c JIO IIITA. Ot-
CYTCTBHUE OpeAOBbIX HapYIICHUH, FaJUTIOLIMHALUHI y 00-
CJIEJIOBaHHBIX HAMH TAIMEHTOB COTIIACYETCs ¢ HAOIIO-
JIEHUSIMU APYTUX UccienoBareneit [22].

[To muenuto psna uccnenosareneit, HHITH nau6o-
nee xapakTtepHsl Ans nanueHtoB ¢ CO IIITA [18, 23].
Opnako ApyTrHe aBTOPHI MOJIAraloT, YTO BEIPAKEHHOCTh
HHIIH npu C® cootserctByeT Apyrum (popmam T1TTA
[24].

B nauane 3aboneBanus npu [IITA 0Ob9HO BEISBIIS-
I0TCA anaTus, pa3ApaxuTeIbHOCTh, TPEBOTA U JIeNpec-
cus [25]. P.J. Eslinger u coaBT. ycTaHOBHWIIH, YTO 4acTO-
Ta anaruu npu I1ITA He mpeBbIIaeT ee BCTPeYaeMoCTh
B COOTBETCTBYIOIIEH BO3pacTHON mnomymsiuuu [26].
B apyrom wmccnemoBanuu amaTusi Obljia BBISIBICHA Y
62% mnamumento ¢ IIITIA [27]. Ilo HammMm naHHEIM,
Cpelu CHeKTpa IMOBEACHUECKUX HapyLIeHWH amaTus
OblTa JTOMUHHPYIONIAM CHUMIITOMOM M HaOIIomanach
npu Bcex Qopmax [IITA. V mauuentoB ¢ CO u AD
[IITA anmarust Obula KIMHUYECKU 3HaUMMOM. PasBurue
amatuy, BO30YXKICHMS, HAPYLICHHS IHILEBOTO IOBE-
JCHUSI CBSI3bIBAIOT C BOBJICUYCHHEM B I1aTOJIOIMUYECKUN
MIPOLECC MPaBbIX MEAHOPPOHTAIBHBIX U OpOUTOPPOH-
TaJIBHBIX OTZIEJIOB TOJIOBHOTO Mo3ra [28—-30].

[To nammm naHHbIM, anaTus ObUIa HanOoJee BIpa-
xeHa no nanaeiM HIIO y Gonmpabix ¢ CO IIITA. Pa3-
Butue 31toil hopmel I1ITA cBs3pIBaloT ¢ HelipoaereHe-
paTUBHBIM MOPaKEHWEM KOPBI MEepeAHe JYacTH JIEBOU
BHCOYHOHN JOJM M €€ CBsI3ed, PaclpoCTPAHSIIOIINMCS
B JajbHEHIIeM Ha NpedpOoHTAJIbHYI0 KOpy — ee Me-
JUalibHble U opOMTanIbHbIe oTAenbl. Kak BUAHO U3 Ha-
mIMX HaONIOACHUH, K CeMaHTHYECKOW Aucdasuul mpu
MIPOrpeccupoBaHNM 3a001eBaHusl 100aBISIOTCS MOBE-
JICHUECKHE PacCTpoicTBa ¢ (POpPMUPOBAHUEM MOITHOU
KapTUHBI JOOHO-BHUCOYHOW aereHeparuu. Hecmydaii-
HO, 4TO y 3 OonbHbIX ¢ CD IIITA 3aboseBaHne HOCH-
JIO HACJEICTBEHHBIH XapakTep, 4TO 4acTo Halona-
eTcsl TIpU JIOOHO-BUCOYHOM JlereHepanuu. Pe3ynbraTel
MPT-uccnenoBanuii noATBEPKAAIN MPEUMYILIECTBEH-
HYIO JIOKaJIM3alUIo0 Helpo/ereHepaTUBHOTO Mpolecca
B JJOOHO-BUCOYHBIX OTJEJIaX.

Armartusi HOcWJIa KIMHUYECKH 3HAUYMMBIN Xapak-
Tep U y 2 6ombHBIX ¢ AD IIITA. Ilpu manprelmem
HaOJIFOJICHUN Y OJIHOM OOJIbHOM OTMEYEeHO (OPMHUPO-
BaHUE MYyTH3Ma C YCyryOJIEHHEM IBUIATEJIbHBIX 3KC-
TpalUpaMUIHBIX PACCTPOMCTB U Pa3BUTUEM OpaJIbHOMU
anpakCUM, YTO XaPaKTEPHO ISl KOPTHUKOOAa3ajIbHOIO
CHUHJIpOMa, HaOJIONAOUIErocsl MPH KOPTUKOOAa3aIbHON
JeTeHepaluy, JOOHO-BUCOUHOM JEreHepalud U Me-
HEee BEPOATHOTO B JAHHOM CJIydae MpOrpeccUpyromero
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HaJbsIepHOrO Mapannya. PazButue y apyroro mamu-
eHnta ¢ A® IIITA noBeneHUYECKUX PACCTPOUCTB CBUE-
TEJIBCTBYET O BEPOATHOM JIOOHO-BHCOUYHON JiereHepa-
[IWH.

B namewm nccrnenoBanuu ObUIO MOKa3aHO, YTO SMO-
[MOHATbHBIE HAPYIICHHS B BHJIE TPEBOTH H JIEMTPECCUU
HaOmonanuch npu Beex opmax [IITA. Knuanueckn
3HAYUMBIE SMOIMOHAIFHBIE PACCTPONWCTBA OBLITN OTMeE-
yeHbl y nanuenToB ¢ CO IIIIA. [lomydyeHHbIe JaHHBIE
COTJIaCyIOTCSl C Pe3ylIbTaTaMU JIPYTHUX HCCIETOBaHUM.
[25, 31-33]. B uccnenoBanuu W. Liu u coaBrt. aenpec-
cusi Opwia BeIsIBNIeHA y 55% manmentoB ¢ CO TIITA
[34]. Yacrora nenpeccuu npu I1ITA Bblme, ueM B aHa-
JIOTUYHOM BO3PACTHOM TOMYJNAIUU. bblna BbIsBICHA
KOppEeJsIUs MEeXIy JAeNpeccueidl U BBIPaKEHHOCTHIO
HapyIIeHUH HOMHHATHBHOW (PYHKIIMU PeUH, CTpamaro-
mei B nepsyto ouepens npu CD IIITA [33]. Pesyns-
TaThl KIMHUKO-HEHPOBU3YaNH3AIMOHHBIX HCCIEI0-
BaHMUH CBUJIETEILCTBYIOT O POJHM MOPa)XEHMs MPaBOro
MTOJTYIIApHs TOJIOBHOTO MO3Ta B MPOHMCXOXKICHUH IMO-
nroHanbHbIX Hapymenuil npu IIITA. Beina BeIsiBIEHA
KOPPEJSAIUsS MEXIy JAernpeccueldl W BhIPAKEHHOCTHIO
arpouy MpaBOH MHUHIAJIMHBI M IMEPEIHUX OTHCIIOB
npaBoil BucouHoi momu [34]. [lo HamuMm naHHBIM, y
oompinHcTBa namueHtoB ¢ C® IIITA BeigBiIsIaCH
aTpodust KOpbI JIEBOW BHCOYHOM 11071, a ripu JID — re-
BOM TeMeHHOU fonu. Hy)KHO OTMETUTHh METOAUYECKYIO
OTPaHMYEHHOCTh KaYyeCTBEHHOTO BH3YaJbHOTO aHaJH-
3a MP-TomMorpamMm U Helnb3s HCKIFOUYUTH BeChMa BEPO-
ATHOTO JIET€HEePaTHUBHOTO TIPOIecca B IPYroM (IIpaBoMm)
roJTynrapuu. B mpoucxoxaeHnn 3MOIMOHAIBHBIX pac-
CTPOMCTB, INOMUMO CTPYKTYPHBIX HapyLIE€HUH, BO3-
MOXKHO, WTPaeT pOJIb TCHUXOJOTHYECKas Peakius Ha
nporpeccupyrolee HapylieHne pedr Ha (PoHe COXpaH-
HOU KPUTHUKHU K CBOeMy cocTosiHuio [33]. D10, B yacT-
HOCTH, MOYKET HaOIIIOaThCsl Ha HAYaJIbHBIX CTaJHAX
KIIMHAYECKOM MaHu(ecTannun 00Je3Hn ATbIreimepa,
¢ kotopoii ceszwiBatoT JID I1ITA [8, 14].

Xapaxkrep u BeipaxkeHHocTs HHITH npu I1ITA yBe-
JUYUBAIOTCS TPHU TMPOTPECCUPOBAHUU TATOJIOTHYE-
ckoro mpomnecca. Tak, y maruerToB ¢ [IT1A u He60Ib-
IO MPOAOKUTEIBHOCTBIO O0e3HU (MeHee 5 yer)
BBIABISUIMCH  MPEUMYIIECTBEHHO OAMOIMOHAIBHBIE
HapyIlIeHHs, B TO BpeMs Kak JJIs MallUeHTOB C JJIU-
TEIIFHOCTHIO 0OJIe3HH Ooyiee 5 JeT OBLIN XapaKTEePHBI
00JbIIast BEIPA)KEHHOCTH MOBEJCHUYECKUX HApYIIEHUH
(pacTOpMOXKEHHOCTH, HapylleHWe HapyIIeHHWs CHa U
00ApCTBOBAHNUS) U MEHbILASI BHIPAKEHHOCTH JIEIIpec-
CHH ¥ TPEBOTH [25]. YBeIWUEHHE YaCTOTHI U BRIPAJKCH-
Hoctu HHIIH npu IIITA MoxkeT cBHIETENbCTBOBATH
0 pacmpoCTpaHEHWH HMCXOIHOTO HeHpojereHepaTuB-
HOTO mpouecca Ha MOp(PoyHKUHOHANBHO CBS3aH-
HbI€ KOPKOBBIE U MTOJKOPKOBBIE CTPYKTYPHI TOJIOBHOTO
MO3Ta. DTO comIacyeTcs ¢ pe3yabTaTaMU HepoBU3ya-
JTU3aIMOHHBIX UCCIET0BAHUHN, CBUAETEIbCTBYIONNX O
pacrnpocTpaHeHHUH IMaTOJIOTHYECKOTO IMpoliecca ¢ Jie-
BOH BHCOYHOH Ha JIEBYIO JJOOHYIO JTOJIIO y MalMeHTOB
c CO IIITA [35].

Hamm pesynbTaThl MOKa3bIBAIOT, YTO HAUOOIBIINNA
TEMIT IPOTPECCUPOBAHUSI OTMEYAETCs y TMAIMeHTOB C
C® [IITA. Tlo naHHBIM TUTEPATYPHI, TPU HAOIIONECHUU

3a manueHTamu ¢ pasHsiMu Gopmamu [1ITA HamMeHb-
LI TEMII MPOTPECCUPOBAHUS PEUEBBIX HapyIIECHUHN
Obu1 oTMeueH nipu JID TTA, a HanGonbmmit — npu CO
IIITA. V nanuenroB ¢ CD madiromaiocs U 00Jice BBI-
pakeHHOE HapacTaHHWe CTENeHH aTrpo(uu TOJIOBHOTO
mo3ra [36, 37].

OTO COOTBETCTBYET JAHHBIM O Pa3HON MPOIOJIKH-
TETbHOCTH TCUCHHS 3a00JIeBaHUS MPU OO0JIE3HH AJTb-
ureiiMepa M HEWpPONEreHEpaTUBHBIX Ipoleccax IpU
JTOOHO-BUCOYHON JEeTeHEepaluy, KOPTUKO0Oa3aIbHON
JlereHepaluy MporpeccrupyromeM HaabsiIepHOM Mapa-
nge [38].

Takum obOpazom, HHIIH xapakrtepusr mist Bcex
¢dopm IIITA. Ux xadyecTBEHHBIN aHAIHM3 HApPSIAY C Xa-
pakTepoM adazuu SIBISETCS TOTOIHUTENBHBIM (DakTo-
pPOM, TO3BOJIIIOIIMM C H3BECTHBIMH OTPaHUYCHHUSIMHU
cynuTh o Ho3ojorunueckoit popme IITA u npoBonuTh
CUMIITOMAaTHYECKYIO TEpaluIio, HalpaBICHHYIO Ha He-
KOTOpPO€ BpPEMEHHOE YIY4YIIEHHE KadecTBa >KM3HU
OONBHBIX U UX POJCTBEHHUKOB.
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