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CHHJAPOM KOPTHUKO-BA3AJIBHON JET'EHEPAIIMU C MIEPBUYHON
IMPOTPECCHUPYIOIIEN A®ASUEN
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B cmamve npedcmasneno onucanue Haba0OeHUs NAYUEHMKU C 803MOHCHOU KOPMUKO-0A3aIbHOU 0ecenepayuel, ¥ KOmopoli 8
meuenue HeCKONbKUX Jiem eOUHCIMBEHHbIMU NPUSHAKamu bonesHu Oviiu peuegole napyuwenus. IIpuseden ananus iumepanmypei,
NOCBAUEHHDLI COBDEMEHHOMY BUOCHUID NAMOMOPPONOSUYECKUX, KIUHUYECKUX U UHCMPYMEHMANbHO-OUASHOCUYECKUX 0CO-
bennocmeti KOpMuKo-6a3anbHOU Oe2eHepayuy U nepeudHoU npozpeccupyroujeli agasuu co CHuUMCeHueMm 6e210cmu peyu.

KnrodueBblie cIIOBa: kopmuko-basanbras 0eceHepayusi, KOPMUKO-0a3anbHblll CUHOPOM, NEPEUUHAS NPOZPeCcCUpyIoulds
aghazusi co cnudicenuem 6e2nocmu peyl.

THE CORTICOBASAL SYNDROME WITH PRIMARY PROGRESSIVE APHASIA
Yakhno N.N., Drokonova O.0O., Yavorskaya S.A., Voskresenskaya O.N., Damulin L.V.

Neurological and neurosurgical department of .M. Sechenov First Moscow State medical university; A.Ya. Kozhevnikov
clinic of nervous diseases of University clinic #3, .M. Sechenov First Moscow State medical university, Moscow

A case report of a patient with possible corticobasal degeneration is presented. She has had speech disturbances as the only symptom
of the disease during several years. The article presents a literature review dedicated to modern look at pathomorphological,
clinical and diagnostic markers of corticabasal degeneration and primary progressive aphasia with speech fluency decrease.

Key words: corticobasal degeneration, corticobasal syndrome, primary progressive aphasia with speech fluency decrease.

Kopruko-6azanbhast nereHeparmst (KBJ) — orHOCH-
TENBHO PEAKO BCTPEYAIoIIeecs: U K HACTOSIILIEMY BPEMEHH
HEJIOCTAaTOYHO M3YYeHHOE HeHposereHepaTuBHOE 3a00Ie-
Banue. C MOMEHTa MepBOro onucanusi 6one3nu B 1967 r.
JJ. Rebeiz, E.H. Kolodny u E.P. Richardson [1] ero xa-
PaKTEpHON KIMHUYECKOH 0COOEHHOCTBIO CUUTAIN KOMOU-
HAaIIMIO KOMIIJIEKCA KOPKOBBIX U MOJKOPKOBBIX CHHIPOMOB.
3T aBTOPHI ONHUCATH TPEX MALMEHTOB C 3aMEAJIEHHOCTBIO,
PHUTHIHOCTBIO U HEJIOBKOCTBIO B OIHON KOHEYHOCTH B CO-
YeTaHUM B HEKOTOPBIX CIydyasx ¢ ()EHOMEHOM «UY>KOID
KOHEYHOCTH, MOCTYpaJIbHBIM TPEMOPOM U JHUCTOHHUEH.
[Ipn maroMop¢oIOrniYecKoM HCCIEOBAHUN ObLIM BbI-
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SBIIEHBI aCHMMETpHYHAs aTpo(ust JTOOHBIX M TEMEHHBIX
JIOJICH TOJIOBHOTO MO3ra, a TAaKXKE PEe3KOe YMEHBIICHHE
YHCIICHHOCTH KIIETOK M TIIMO3 B YEPHOW CyOCTaHIMH U
TIOTIKOPKOBBIX siipaX. OTKPBITYIO UMH OOJIE3HB aBTOPHI Ha-
3BaJIi «KOPTHKO-/IEHTATO-HUTPaJIbHAS JIETeHepaIys ¢ ax-
pomasueii HefipoHo» [1]. [lo3mHee 310 3aboneBaHue 1M0-
JIYYHJIO Ha3BaHUE «KOPTHKO-0a3alibHast JiereHeparms» [2].
B oreuectBeHHOl JMTEpaType CYIIECTBYIOT SIMHUYHBIE
nyOnukarnyu 00 3ToM 3a0oneBanuu |3, 4].

B nocnieiaue roybl MOSIBUITHCH OMTUCAHMS PAa3HBIX KITH-
Huueckux nposeienuit KbJl. K auM otHocurcs, B yact-
HOCTH, TiepBHYHas mporpeccupyromas adazus (I111A)
— CHHJIPOM H30JIMPOBAHHBIX PEYEBHIX HApyIIEHUH, Mpu
KOTOPOM Ha TMPOTSDKEHHH 2 JIET U Ooliee TIporpeccupyro-
miast adasus sSBISETCS eANHCTBEHHBIM TIPHU3HAKOM HEHpO-
JIETeHepaTUBHOTO TIpoliecca. B nuTeparype Kk HacTosIe-
MY BpPEMEHH IPEICTaBIEHbI JIUIIb €INHIYHBIE OITCAHUS
cyqaeB I1ITA npu KB/I. IlpuBomum Hare HaOmomeHNe
Bo3MmokHOI KB/] ¢ cunpomom ITITA.

bonpmas K. 65 mer, nmpexpsBisia kaaoObl Ha
MIPaKTUYECKH MOJTHOE OTCYTCTBUE IKCIIPECCUBHON peun
(CTIOHTaHHOH, ITOBTOPHOM) TIPH COXPAHEHHH TOJHKO
MIPOCTBIX CJIOB (1@, HET, Mama), TPYZHOCTH NPH TOHH-
MaHUU OBICTPOM peur, OMMOKH MpU HAOOpe TEKCTa Ha
KOMIIBIOTEpE B BHUJIE NEpecTaBieHUs] OyKB, CIOTOB; Ha
CKOBAaHHOCTh W 3aMEJIEHHOCTh JIBMKEHUN B TpaBoi
pYKe, 3aMEIJICHHOCTb MPU X0b0e, MOMEepXUBaHUE MPH
IIpUEME TBEPJAOU U HKUAKON MUIIIH.

Hcmopus 3abonesanusi. boabHA B TEUEHHE MTOCIEIHUX
5 ner, xoraa Ha (OHE MOIHOTO OJArONMOTYYHsT BO3HUKIIO
HapyIlIeHHe PeYd B BUJE INepecTaBleHUs OYKB, CIIOTOB
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B CJIoBax (Hampumep, BOJIK-JIOBK). [Ipu aToM KpuTHKa K
omrOKaM B pedu ObliIa COXpaHeHa 1 AlMeHTKa MbITAIACh
uX UcrpaBuTh. Yepes 2 roma oHa mepecTaia MCIOIb30-
BaTh CIIOKHOCOCTABHBIE CIIOBA, YACTO JIeajia OCTAHOBKH,
nay3bl B PEUH, a MPEIUIOKCHUS CTaId 00Jiee MPOCTHIMU
1 KOpOoTKUMH. W3-3a pa3BUTHS peUeBbIX HAPYIICHUH T0-
SIBUJICSI CTpax Iepei OOIEeHHEM, BhICKa3bIBAHUEM CBOMX
MbIcliel. Bocnpusitue yCTHOM peun 0CcTaBanoch COXPaH-
HbIM. Hapymenus peun mporpeccHupoBaid — Hadald
«TpOTaiaTh» MPOCTHIE CIIOBA, eIle 0oiee YIpOCTUIIACh
(hpazoBast peub — NPETIOKEHHS CTAJIU AJIEMEHTAPHBIMH,
HenoyHbIMU. [IpuMepHo uepe3 4 roza mociie mosBICHUs
HapyIICHUH peur OTMETUIIa HEIOBKOCTh B MPABOM pyKe,
HEBO3MOXHOCTb I10JIb30BaThCsl KIIFOUOM, pacdyeckoil. I1o-
CTEMEHHO MPHUCOEAMHUIACH 3aMEIJIEHHOCTh ABMXKCHUI
B TIpaBO¥ pyke. B TedeHme mociemHero roma OONBHYIO
CTaJT OECIIOKOUTh 3aMEICHHOCTh XOIbOBI M HEYCTOHYH-
BoCcTh. K 3TOMY BpeMeHM pedeBble HapyIICHHs TOCTHUT-
JU TIPAKTUYECKU CTENEHU MYTHU3MA, B PEUM MALUECHTKU
COXPaHMJINCH TOJIBKO CJIOTH M OTIENbHBIE CII0Ba, COCTO-
SIIIE W3 OJUHAKOBBIX CJIOroB (Mama, 0aba). OOrmaercs
TIPH TIOMOIITH KOMIIBIOTEPHOTO TUTaHIeTa. Kpome Toro, B
MOCJEHEE BpEMSl CTaJId OTMEUAThCsl TPYAHOCTH MPH TO-
HUMaHUHU OBICTPOW peun (IpU MPOCIYIINBAHUN Pasvo,
tenenepenad). [lpu mepBomM amOymaropHOM OCMOTpeE
onu1a peamnonokena Kb/l Haznauen mamonap ¢ mocre-
TIEHHBIM TTOBBIIIIEHHEM J103bI 10 750 Mr, Ha doHE npreMa
KOTOPOTO OTMETHJIA YITYUIIICHHE XOAbOBI, OMHAKO PUTH/I-
HOCTh W 3aMeJICHHOCTh B TPABOH pyKe COXPaHSIIKCh.
B centsa0pe 2013 r. manmenTtka nocrynwia B KinmHUKY
HepBHBIX Oome3nedt um. A.Sl. KoxeBHukoBa I[lepBoro
MI'MY um. U.M. Ceuenona.

HUcmopus srcusnu. Tlanmentka pocina 1 pa3BuBaIach
HOPMaJIBHO, UMEET cpeHee TeXHHIeCKoe 00pa3oBaHue,
[0 CIIEHATBHOCTH TEXHOJIOI, padoTaja ITUKTOPOM Ha
paauo, 1abOpaHTOM B JIAOOPATOPUH YEPHOU METAJLTyp-
Uy, NOCHeAHNE 2 To/1a Ha IeHCUH. M3 COmyTCTBYIOIIMX
3a00JIeBaHMi OTMEYaeTCsl si3BeHHass 00Je3Hb BHE 000-
cTpenus. HaciiecTBEHHBI aHaMHE3: CO CJIOB MYy’Ka Ia-
LIUCHTKH, Y €€ TBOIOPOAHON CECTPHI OTMEUAIOTCSI KOTHU-
THUBHBIC HAPYIIIEHUS, BEPOSATHO, B CTETICHU JIEMEHITHH.

Heseponozuueckuii cmamyc. B mpocTpaHcTBe, Bpeme-
HU ¥ COOCTBEHHOW TMIHOCTH OPHEHTHUPOBAHA MPaBUIIb-
HO, KPUTHUKA K CBOEMY COCTOSIHUIO COXpaHeHa. J[Brke-
HUS TIIa3HBIX SOJIOK B TIOJTHOM 00beMe, B3OPOBBIX HAPY-
IIEHUN HET, IPU UCCICNOBAHUU CHEISALIUX JBUKECHUN
OTMEYaeTCs JIeTKask THIIEPMETPHs TJIa3HbIX s0mok. ['u-
nomumust. [lonoxkurenbHble pedIeKchl OpallbHOTO aB-
TOMaTu3Ma (XOOOTKOBBIH, JIaIOHHO-TTOIOOPOIOUHBIN C
00euX CTOPOH), HETIOCTOSTHHBIN XBaTaTeIbHBINA pedIeKc
crpaBa. OpanpHasi anmpakCcus — BO3HHUKAIOT TPYIHOCTH
Ipu OONTM3BIBAaHUHK Ty0, HAyBaHUHY IIEK, MAlIMEHTKA HE
MOXKET TTOCBHCTETh, MOIOKAThH SI3BIKOM. B mokoe orMme-
YaeTcs JIerkas JUCTOHHYECKasl IEBUAIUS [TPABON KHUCTH.
MEIIIEYHBI TOHYC B MPaBbIX KOHECYHOCTSIX OTUYCTINBO
TMIOBBIIICH I10 TUIACTUYECKOMY THITY C ()EHOMEHOM «3y0-
4aToro KoJjieca» B MPABOM PYKE, B JICBBIX KOHEYHOCTIX
HETMOCTOsTHHOE JIETKOE TOBBINICHHE TOHyca. BbIpaxeH-
Has TUIO- U OJIMTOKMHE3MUsl B MPABOM PyKe M B IpaBoOi
Hore. CHHKHHETHYECKOE OTKPHIBAaHHE PTa MPHU BHIMOJ-
HEHUU NPO0 Ha OpaJIMKUHE3HIO MaIblIEeB PABON KUCTH.

Jlerkuil kuHeTHYeCcKui Tpemop B npaBoi pyke. Hemno-
CTOSIHHBIA TpPEeMOp TOKOsS B TpaBoil Hore. Xoapba He
HapymieHa (ynydmmiack Ha (oHe mpueMa Majgonapa),
axeHpoKH1He3 crpasa U JIETKOE OTBEICHUE IPaBON PYKH.
TomukoBble TIPOOBI HAa YCTOMYMBOCTH OTpHUIATEIHHBIE.
Mplmednas cuna gocratrounas. CyxXoKuibHble peduiek-
CBI C PYK M HOT JKHBBIE, CHAMMETPUYHbIC 0€3 pacimpe-
HUS pe(IeKCOTeHHBIX 30H M IMAaTOJIOTHYSCKUX pediaek-
cog. [lanbueHocoByro npoOy NpaBol PyKOH BBITOTHSET
HETOYHO H3-3a T'MIIOKMHE3UH U HOBBILIEHHOIO TOHYCA,
JIEBOW PYKOH OCYLIECTBISET €€ YIOBIECTBOPUTEIHHO,
MSITOYHO-KOJICHHYIO ITPO0Y 00€MMM HOTaMH BBIIIOJIHSIET
0e3 Hapyumenuii. [IpoOy Ha AMCAMaTOXOKHHE3 BBITION-
HSIET HECUHXPOHHO BCJIEICTBHUE TMIIOKMHE3UH B IIPaBON
pyke. [IpoGy Pombepra BeimonmHsier 6e3 3aTpyaHEHH.
Hapymiennit moBepXHOCTHOMN, TITYOOKOH M CJIOKHBIX BHU-
JIOB 4yBCTBUTENBHOCTH HE BbIsiBIeHO. [IpoOrr Xona u
TECT Ha BOCIIPOU3BEICHUE I103bl NAJIbIIEB PYKH BBIIOJ-
HSIET YOBJIETBOPUTEILHO. [IpoOBI Ha peUNPOKHYIO KO-
OPAMHAIIMIO BBIMTOJIHSAET MPABUIBHO B MEJIEHHOM TE€M-
ne. [IpoObl Ha CUMBOMUYECKUIT TIPAKCHC HE HAPYIICHBI.
[Tpoby «kymak — pedpo Tag0HU — JIaZJOHBY BBITIONHSET C
nepceBepalmsaMu. Ta3oBble QYHKIMK COXPAHEHBI.

Hetiporicuxonorudyeckoe oOciemoBanue (I-p Men.
Hayk IlpeoGpaxenckas 1.C.): coOcTBeHHast peub 00ib-
HOW peaylupoBaHa: MPOU3HOCHT OT/IENbHbIE 3BYKH U
NPOCTHIE CJI0Ba. JJOMHHHMPYIOT CHMOTOMBI JWHAMUYeE-
ckoit adazum c smemeHTamMu 3pdepeHTHON MOTOPHOH
mucdazun. [loHnManne MeUIeHHON pedn He Hapylie-
HO, 32 HCKJIIOYEHHEM TPYIAHOCTEH BOCTPUSATHUS JIOTHKO-
rpaMMaTH4YeCKUX KOHCTpyKUui. IIpu moBropennun Bo3-
MOJKEH TOBTOP TOJIBKO OT/ENbHBIX 3ByKOB. [Ipu nuceme
HaOIII01a0TCsI TIEpCeBEPaLIiy CIIOB U Ppa3, arpaMMarus-
MBI B BH/IE POITYCKOB MpeaioroB. UTeHne Beiayx HEBO3-
MOXxHO. [TaMsiTh He HapyIIeHa. Jlerkue HapyLeHns KOH-
CTPYKTHUBHOI'O MTpaKcHUca JUCPETYIATOPHOTO XapakTepa.
‘YMepeHHbIe HapyLIeHUs] OpaJIbHOTO Ipakcuca. Brimoi-
HeHHne TpadoMoTopHOH TpoOBl He HapyuieHo. ['Hozuc
coxpaHeH. MBIIUIEHHE HapyLIeHO B JIETKOM CTENEHU
BCJICICTBUE MHAKTUBHOCTH U WHEPTHOCTH MHTEIUICKTY-
AJIbHBIX NIPOLIECCOB, IPU3HAKOB UMITYIbCUBHOCTH.

Peszynemamul uncmpymenmanvhozo u 1abopamop-
HO20 ucciedosanuti. MarHnTHO-pE30HAHCHAS TOMOTPa-
¢ust (MPT) ronoBHOrO MO3ra: aciMMeTpHYHast aTPOQHst
KOPBI FOJIOBHOT'O MO3T'a, Han0oJIee BhIPAKEHHAS B JIEBBIX
BHUCOYHOU U JIOOHO# 001acTsX (CM. PUCYHOK).

OO0mwmit aHamnu3 KpoBH, OOITUI aHAIN3 MOYH, OMOXH-
MHUYECKUH aHaIN3 KPOBHU 0€3 MaTOJIOTHH.

JlyriekcHOe CKaHHMpOBAaHHE MarucCTpPaJbHBIX apTe-
pHUil TOJIOBBI: aTepOCKIEPOTHUECKHE HM3MEHEHHUS 3JKC-
TpaKkpaHHUaJIbHBIX OTACIIOB MarMCTPAIBHBIX apTepuii ro-
JIOBBI CO CTEHO3MpOBaHUEM On(ypKaIuu JeBor o0Iei
coHHOM aptepuu Ha 35%, oudypkaruu npaBoit oOIIeit
COHHOM aprepun Ha 25%, yCThs TPaBOM MOJKIIOUNIHON
aprepun Ha 35%. S-00pa3HbIii M3TU0 MPaBOi BHYTPEH-
Hell cCOHHOU aprepuu B cpemneir Tperu. Jledopmarus
XoJla 00erx MO3BOHOYHBIX apTepuil B KaHaJe Momepey-
HBIX OTPOCTKOB IIEHHBIX ITO3BOHKOB.

OKTI': putMm cunycossiif, YCC 91 B MUHYTY, Keiy-
JIOYKOBAsl HKCTPACUCTOIHSL.

BonbHas momywaer mamomap B jo3e 750 Mr/cyr,
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MarHuTHO-pe30HaHCHast ToMorpamMma OomsHOM K. CrpenkaMu yka3aHbI 30HBI aTPO(QHUH KOPBI IOOHBIX U BUCOYHBIX JIOJICH.

[MK-Mepu (100 mr) 3 paza B cytku. [lo cyObekTuBHON
1 OOBEKTUBHOW OLIEHKE MOJIOKUTENIbHAs JUHAMUKA 3a-
KIIIOYaeTCsl B YMEHBIICHUH BBIPRKEHHOCTH OOLIeH T'H-
MOKMHE3UH W HEYCTOMYMBOCTU IIPH XOAbOE, OIHAKO
Ha HapyLICHUs peyud, MpaKcruca W MBIIUICHUS Tepanus
BJIMSHUSL HE OKa3aja, COXPAHSIOTCS CUMITOMbI Ie€MH-
napkuHCOHM3Ma. Takke NpUMEHsIach MeTaboInvecKas
Tepanus (aKTOBETHH, 1IepeOPOTN3HH, KABUHTOH, MEKCH-
JI0J1, LIEPETpo), KOTopasi 3Ha4YuMoro 3dexra He uMena.

O0cy:xneHue

VY GonbHoli umeetcst cunapom [IITA B Buge s¢de-
peHTHOI MoTopHOU adaszwmm, muHamudeckon adaswm,
OpOOyKaJIbHOW JTUCTIPaKCHW, Ha4yallbHBIX MPU3HAKOB
ceMaHTHUYeCKOW ada3uu (TPyAHOCTH IIPH MOHUMAaHUHN
ObICTpOH peun), mucrpaduu, KOTopble POPMUPYIOT CHH-
JIPOM TIEpBUYHOH MTpOTpeccupyromie adasuu co CHIKe-
HueM OeritocTu peun (Jiorornenndeckas Gopma). Takxke
OTMEYaeTCsl MIEOMOTOpHAs (PEryIsITOpHasi) U KUHETH-
yecKasl alpakcus B MPaBOi pyke, MPOSBIAIOMIANACS X0-
MPaKCHAMH, 3aTPYIHEHUSMH TOIB30BAHMS OBITOBHIMHU
WHCTPYMEHTAaMH (pacyecKoH, KIIOYOM), 3aMeIJICHHO-
CTBIO MBIIIUIEHHUS. TOMMMYECKH ITO COOTBETCTBYET TOpa-
JKEHHUIO TOPCAIbHBIX TIPEMOTOPHBIX U MTPpe(pOHTATBHBIX
OTJIEJIOB KOPHI JICBOM JTOOHOM MOMH W KOPHI BHCOYHOMH
J0nd. DTO COOTBETCTBYET M JIOKAIM3aLUUH aTpoduu
Kopsl, BeisiBieHHON Tipu MPT. K mpusnakam aucdyHk-
nuK 0a3aibHBIX TaHIJIMEB OTHOCUTCS CHHAPOM IPaBO-
CTOPOHHETO TEeMUIIApPKMHCOHHW3Ma, KOTOPHI MaodyB-
CTBHTEJICH K JIeBOJOME. Y MalMeHTKH OTCYTCTBYeT (he-
HOMEH «UYXOI» PYKH, OJHAKO HAOIOIAeTCsl IUCTOHH-
YyecKasl yCTaHOBKaA IPAaBOM KUCTH B IOKOE, yCHITUBAOIIA-
scsl IpU X01b0e, HaOMUHAIOMIast (PEHOMEH JICBUTAIHH.
Hanwmuue nceBnoOynp0apHOro CHHApPOMa YKa3bIBaeT Ha
JIBYCTOPOHHEE TMOpaKeHHE KOPKOBO-SICPHBIX MyTEH.
Teuenne 3a0oneBaHMsI MEIJICHHO TPOTPECCUPYIOIIEE C
MTOCTETIEHHBIM HapacTaHUEM CUMIITTOMAaTHKH. DTOT KOM-
TJIEKC KOTHUTUBHBIX U JIBUTATEIBHBIX PACCTPOMCTB JIaeT
ocHoBaHU I quarHocTuku KB/,

Kiunnueckass kapruna KB/ Bxiarouaer coueranue
CHHJPOMOB TIOpaKEHUsI JTOOHO-TEMEHHOW KOpbl U Oa-
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3aJbHBIX TaHIVIMEB, MPOSBIIOLIMXCS HICOMOTOPHOW U
KWHETHYECKOU ampakcuel, (PeHOMEHOM «UyXOi» pPYKH,
JUCTOHHEH KOHEYHOCTH, CHOHTAHHBIM MM PeQIeKTop-
HBIM MHOKJIOHYCOM, JIEBOAOMAPE3UCTEHTHBIM acHMMe-
TPUYHBIM HapKUHCOHM3MOM. [5] MMMyHOnmTOXMMUUE-
ckue uccienopanus, nposeaeHHbie D.W. Dickson [6],
MOKa3aJlM, 4T0 0ayuioHOO0Opa3Hble HEHPOHBI COmEpIKaT
Oonbioe KomumuecTBo (hochopHIMpoBaHHBIX HeWpodu-
JIAMEHTOB, Tay-TIpoTerHa 1 yonkeuTHHA. B ocHOBe KB/]
JIOKUT HaKOIICHHWE Turep(ochOopriIMpoBaHHOIO Tay-
MPOTEHHA C 4 TTOBTOpAaMH B HEHPOHAX W IIIUH (aCTPOIIH-
tapHble Omsiikn) [7]. latomopdonoruyeckrue Kputepun
BKJIIOYAIOT HAJINYME THCTONATOJOIMYECKUX IPU3HAKOB
Tay-HIMMYHOPEAKTUBHOTO TOBPEXJIEHHUS HEWPOHOB U
IJIMK B COYETaHUU C BBISBICHHEM ACTPOLMTAPHBIX OJIs-
1IeK, KOPKOBOMH atpodueii u rereHepanueii yepHoi cyo-
cTanyu [8]. BeIIEISIOT MaKpOCKOITMYECKHE TTPH3HAKH,
K KOTOPBIM OTHOCSIT aCHMMETPHYHYIO aTpoduio JT0OHBIX
1 TEMEHHBIX JI0J1eH, «00eCcIIBeUnBAHUE» YCPHOI cyOCcTaH-
LM, ¥ K MUKPOCKOITHYECKIM NPU3HAKaM OTHOCST YyMEHb-
LIEHHUE YKCiIa KJIETOK, [IN03 ¥ IIOBEPXHOCTHBIN CIIOHTHO3
B HamOoyee MOpakeHHbIX W3BWIMHAX [6]. OOs3arels-
HBIM HMMMYHOITUTOXUMHYECKAM KPUTEPUEM SIBISICTCS
BBISBJICHHE Tay-NIPOTEMHA WM alb(a-B-kpucrammmna B
MOpaKeHHBIX 001acTAX Mo3ra. MOTyT BBISBIATHCS Tay-
MIO3UTHBHBIC aCTPOLMUTAPHBIC OJAIIKH, a TAKXKe Tay-TI0-
3UTUBHBIE HUTEBUIHBIEC MMOBPEXICHNS CEPOTO M OEoro
BeecTsa. Hanbornee 4acTo 3T M3MEHEHHS BBISBIISIOTCS
B 00macTy TIOOHON M TEeMEHHON W3BWJIMH WIH B TIpe- U
MOCTIHEHTPAIbHOM M3BWIMHAX U B cTpuaryme. MHorma
OOHAPYKHBAIOTCS TAy-TIO3UTUBHBIEC OJIUTOICH IPOTITHAITb-
HBIE IIapOBUIHBIE Tebla. OTCYTCTBHE aXpOMAaTHYECKUX
0aJIIOHOOOpa3HbIX HEHPOHOB MPH HAJTMYHMU TPH3HAKOB
Tay-IO3UTHBHOTO MOBPEXKICHHUS B HACTOSILEE BPEMS HE
nckmodaeT nuarHo3a KB/ [8].

C 1999 r. B nmuTeparype cTajiu HOSBISTHCS ONMUCAHUSA
MaToJoro-aHaToMu4decku noarsepxkaeHHon Kb/[ ¢ kminu-
YECKUMHU TTPOSIBIICHUSIMH, CXOIHBIMH C IPYTHMH HeHpozie-
reHepaTUBHBIMU 3a00JI€BaHUAMM, TaKMMH Kak Iporpec-
CHPYIOIIMI HaIbsIIEpHBIA mapanud [9], T00HO-BHCOYHAS
nemennust [ 10], [TTTA co camkenuem oertoctu peun [10],
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CHHJIPOM Tporpeccupyrolei 3aauei arpoduu [11].

CumnromoxomIuieke, xapakrepubld ans KB/, onu-
CBIBAETCS TaKXK€ B paMKax APYTUX HeHpojereHeparus-
HBIX 3200JI€BaHUH, TOATBEPKICHHBIX MaTOJIOTO-aHATO-
MUYECKH: O0JIe3HH AJbIrefiMepa, IporpecCHPYIOIIETo
HaJbAJIEPHOTO Tapaiwnda, oone3nu [luka, gemMeHIum c
tenbiamu Jlesu, 6onesnn Kpeirugensara—Akooda [12—
15]. [ToaTOMY B JIMTEpATYpPE CTAJI UCMONB30BATHCS KIIU-
HUYECKUH TEPMUH «KOPTHKO-0a3abHBIN CHHAPOMY [5].

Ha ocnoBannm anammsa 206 cimyuyaeB maromopdo-
norudecku nonrBepxkaeHHor KB/ Obun mpeanoxeHsl
KpUTEpUN IMATHOCTHKH W HanOojee 4acTo BCTpedae-
MBbI€ MTPU3HAKYU 3TOTO 3a0oseBanus [16—18].

JIBurarenbHbpIe HApYIICHUS BKIIOYAIOT aCHMMETPHY-
HBIH JIEBOAONAPE3UCTEHTHBIN MapKUHCOHM3M (73% ciry-
4aeB), AUCTOHHIO 1 MHOKJIOHYC. B 85% cinydaeB nmenach
PHUTHIHOCTD B OJHOM KOHEUHOCTH, B 76% cityyaeB — Opa-
muknuHe3ns. B nedrore 601e3Hr pUTHAHOCTE B OHON KO-
HEYHOCTH HaOmoanacek B 57% ciy4aes, a OpaguKkuHe3us
— B 48%, TynmoBWIIHAS PUTHIHOCTH OOHapyxeHa B 27%
CllydacB B Havaje 3a0oieBaHus U B 69% HaOmrOneHUi
IIpu ero pa3BepHyToH KapTuHe. Y 39% OONbHBIX UMeNCs
TPEMOp, KOTOPBIi ObLT MpeAcTaBIeH KOMOMHUPOBAHHBIM
TPEMOPOM TIOKOSI, TIOCTYPATbHBIM M aKI[HOHHBIM TPEMO-
poM, a Takxe HenuddepeHIUPOBaHHBIMU BUIAMHU TpE-
Mopa. Hapymienust craTuku v oXoaKu oTMeueHs! B 73%
ciiy4aeB, IpH 3ToM B 33% ciydaeB B ae0roTe 3a0oseBa-
HUSL U IIPEJCTABIIEHBI ITOCTYPAJIBHOW HEYCTOMUMBOCTBHIO
u nageHusiMu. Jlucronus onucana y 59—71% nauueHToB,
MpH 3TOM TONBKO 38% MAaIMEeHTOB UMEIH AUCTOHUIO KO-
HEYHOCTU. MuokJoHyc Habmonancs B 27% ciiy4aes; OH
MOYKET HAKJIa/IbIBaThCs Ha TMCTOHMUIO, Yallle BO3HUKAET B
pyKax, HO MOXKET BOBJIEKAaTh U MbILIIIbL Juna. Y 6% na-
[IMEHTOB BBIIBIISIETCSI IT1a30/[BUTaTeIbHAS TUCQYHKIMS B
BHJIE HAPYIICHUSI CIIOCOOHOCTH BBITIONHATH IO KOMaH/IE
LieJIEHaNpaBIeHHbIE CaKKaJu4ecKnue JBHKEHHUs. Taxxke
B HEKOTOPBIX CIy4asX OMHCAaHBI MPU3HAKK TIOPaKEHUS
BEpPXHEro MOTOHeHpoHa [16].

YeroiurBoe 3HAYUTENILHOE YMEHBIIEHHE CUMIITOMOB
MIApKUHCOHU3MA B OTBET Ha NPHUMEHEHHUE MperaparoB Jie-
BOJIOTIBI SIBIISIETCS] KPUTEPUEM UCKITIOUSHNS AUarHo3a. Tak-
K€ OTMEYAETCs peikas 4acToTa pa3BUTHS JIEKAPCTBEHHBIX
(JTeBOOTTIANHTYIIMPOBAHHBIX ) AUCKUHE3MH [16].

K HapymieHussM KOpKOBBIX (DYHKIIHI OTHOCST arpak-
cuio, GEeHOMEH «Jy)KOi» KOHEYHOCTH, KOPKOBBIE pac-
CTPOICTBAa YyBCTBUTEIBHOCTH, KOTHUTUBHBIE Hapyllle-
HUSI, U3MCHCHHSI TIOBEIEHUS W ada3mio. ATpakcus B
pykax omnmcana B 57% ciryuaeB, HanOoJjee 4acTo BCTpe-
YyaeTcs UICOMOTOPHAS alpaKkCHsl, pexe — KHHETHIeCKasl.
Hannune y manieHTOB TUCTOHUHU B KOHEYHOCTH, Opaju-
KHHE3WH W PUTHIHOCTHU 3aTPYAHSAET BBIABICHHE arpak-
CUM U NPUBOAUT K BO3MOXKHOM ee HemooueHke. Cpenu
HapyIIeHNH Mpakcrca TakKe Obliia orrcana opoOyKaib-
Has anpakcusi. DeHOMEH «4yKOW» pyKH — CBOeoOpas-
HOE JIBUTATENbHOE HAapyIIeHHE, KOTOPOe 3aKII0YaeTCs
B TOM, YTO MOPa)KCHHAs1 KOHEYHOCTh COBEpIIACT CIIOH-
TaHHBIC (MHOTIa CAaMOTIOBPEKIAIOIINE) IEHCTBUS HEe3a-
BHCHMO OT JK€JTaHUs MalUeHTa. DTOT CHMIITOM OITMCaH
B 30% ciyuyaeB MaToi0ro-aHaTOMHUYECKH MOATBEPIKICH-
Ho#t Kb/l  panee ommb04YHO cUUTANICS TATOTHOMOHUY-
HBIM CHHJIPOMOM JIJIsl 3TOTO 3a0osneBanust [16].

Bonee uwem y TONOBHHBI 3a00NIEBIIMX OTMEYAIOTCS
KOTHUTHMBHBIC HapyILEeHUs yke B Hadaje Oone3nu, B 70%
CITy4aeB OHU Pa3BUBAIOTCS B TeUeHHE 3a0orneBanus. MHe-
CTHYECKHE PACCTPOMCTBA ITPOSIBIAIOTCS HAPYIIICHUSIMH 3a-
TIOMHWHAHUS W/WIH BOCIPOU3BeIeHUs nH(popMariu. Hapy-
IIIEHUS TAMSITH OTMEYAITNCh, B YaCTHOCTH, B CITy4JasiX OIIH-
OOYHON MMArHOCTUKK O0Je3HH AJblLreiiMepa, Koraa npH
TaTOJIOTO-aHATOMUYECKOM MCCIIEIOBAaHUN TIOITBEPIKIAIICS
narao3 Kb/I. Peaxo MoryT HaOmonaThest 3pUTeIbHO-IIPO-
CTpaHCTBEHHBIE HAPYIICHUS U aKaIbKyImust. Y 55% marm-
CHTOB HaOJIONAINCh HAPYIICHHs MOBEACHHS, 4acTO OHU
PETUCTPHUPYIOTCS YKe B 1edroTe 3a00eBanus. Bo MHOTHX
ciydasx 3a0onieBaHue JOEOIOTHPYET C CHHIpOMa JIOOHO-
BHCOYHOW JIEMEHIIUM C TIOBEJICHUYECKHMH PACCTPONCTBA-
MH, CUMIITOMBI KOTOPOTO BKJIIOYAIOT aIaTHiO, CTPaHHOE,
SKCUEHTPUYHOE W aCOIMAbHOE TIOBEJICHUE, IMYHOCTHBIE
M3MEHEHUS, Pa3ipaKUTEbHOCTD, TOBEIEHYECKOE pacTop-
Ma)KHBaHHE W TUTIEPCEKCyaTbHOCTE. Cpem ad(heKTUBHBIX
HapyweHuid B 51% ciry4yaeB 3aperucTpupoBaHa KIMHUYE-
CK{ 3HauMMas JIemnpeccus. TOIbKO B OTHOHN ITyOJTHKAITIN
ONMCAHO BO3HMKHOBEHUE TaJUTIOLMHAININ, CBI3aHHOE C
JIedeHNEeM ITpernaparaMu JIeBoAomHI [ 16].

Adasust Bcrpeuaercs B 40% cinydaeB B ne0rote 3a-
OomeBanusi, a y 52% OOJNBHBIX pa3BHUBAETCS IPH €T0
nporpeccupoBannd. Hanbosee yacto oHa mpencrasie-
Ha cuaapomom [1IITA co camkenuem Oernoctu peun. B
HEKOTOPBIX CIydasX OMFcaHa Au3apTpus. PedeBbie Ha-
PYLIEHHUS MOTYT IPOTPeCcCHpoBaTh 10 MyTu3ma [16].

[ITA mpencraBisieT co60i CHMIITOMOKOMILIEKC H30-
JIMPOBAHHBIX PEUEBBIX PACCTPONCTB, KOTOpPHIE BO3HHKA-
IOT WCIO/BOIIb U MMEIOT TEHJCHIIMIO K HEMPEPHIBHOMY
MIPOTPECCUPOBAHUIO B OTCYTCTBUE WU TPH MUHUMAJIb-
HOW BBIPQKEHHOCTH APYTMX KOTHUTHBHBIX, MTOBEICHYE-
CKUX W HEBPOJOrnueckux Hapymenuit. O0brano [IITA
SBISIETCS. ONHUM W3 BapUAHTOB Je0I0Ta KaKOTO-JIMOO
HeWpoJiereHepaTUBHOTO 3a00JIeBaHMsI: Yallle BCEro Jo0-
HO-BUCOYHOH JETEeHEepaIin, pexe 00ne3Hn AlbIreiime-
pa, KbJI [19-22]. Cpenut OCHOBHBIX KIMHUYECKUX YEPT
[IITA cnemyeT OTMETHTH MeIJIEHHOE (HECKOIBKO JIEeT)
MIPOTPECCUPOBAHNE PEUEBBIX HAPYIIEHWUH, KOTOpPhIE H3-
HA4YaJIbHO TPOSBIISIIOTCS JIETKUMH 3aTPYTHEHUSMH B PeUd
B BUJIE 3aMKaHUsI, «CIIOTBIKAHUS, PEUEBBIX Tay3, U3Me-
HEHHS TeMIa PeYH, JUTepabHbIX napadasuii, a B 1aib-
HelleM TpaHCPOPMHUPYIOTCS B TPYOYI0 MOTOPHYIO WIIU
CEeHCOMOTOpHYI0 adasmro. llanmeHTsr cTaHOBSTCS He-
MHOTOCJIOBHBIMH, TOBOPSIT MEAJICHHO, KOpPOTKUMHU (pa-
3amu. llo mMepe mporpeccupoBaHusi 3a00JI€BaHUS pPEYb
CTaHOBUTCS OIHOCIIOXKHOH, pa3opBaHHOH, HapylIlaeTcs
rpaMMaTHYECKU CTPOM, XapaKTepHbl OCTAHOBKH TEKY-
IIETO PEUYEBOT0O BBICKA3bIBAHUS, «3aCTPEBaHU» U Mepce-
BEpaIH OTACIBHBIX CIIOB WiH (horeM. B psge ciydaen
OTMEYaeTcsl HeJOCTATOYHOCTh HOMMHATHUBHOW (DYHKIIMU
peu (TPyIHOCTH Ha3bIBAHUS MIOKa3bIBAEMBIX ITPEMETOB,
He KOppUTHpYyeMbIe MOACKa3Koii epBoro ciora). Co Bpe-
MeHeM (popMUpyeTCs KITHHUYECKH O4epUEHHBIN CHHAPOM
acdazun ¢ anemeHTamu 3 GepeHTHO MOTOPHOH adazuu.
OnHOBPEMEHHO MOTYT MPUCYTCTBOBAThH AU3APTPHSL, JHC-
npocoans (HapylIeHUsi HHTOHAIIMOHHOW OKPAacKH PEvH)
1 opasibHas ampakcus. Ha passepHyTo#l cTaauy narosuo-
THYECKOTO MPOIECcca CTPAIAI0T He TOIBKO CAMOCTOSITENb-
Hast pedb OOJILHOTO, HO U TIOBTOPEHHE CIIOB | (hpa3 3a Bpa-
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Tabnuia 1

Kaunnueckne CHHAPOMBI, 2aCCOMUPOBAHHbIE C KOpTHKO-ﬁaZiaJ'lBHOﬁ nereHepaunei’l

Cunzipom |

TIpuznaku

BeposiTHbIi KOpTHKO-0a3aIbHBbII
CHHJIPOM

Hanuyue 2 ACUMMETPHUYHBIX ITPU3HAKOB U3 HHUKCTICPEUHCICHHBIX: PUTUIHOCTH NUJIK AaKHMHE3UsI B KOHCYHO-
CTU; AUCTOHUS B KOHEYHOCTH; MUOKJIOHYC B KOHEUHOCTHU +2u3 CJIICAYHOMUX IIPU3HAKOB! 0p06yKKa.IH:Ha$I

aTpaKCHs WM alPaKCHsl KOHEYHOCTH; KOPKOBOE PACCTPONHCTBO YYBCTBUTEIBHOCTH; (PEHOMEH «UyKOM»
pykH (00si3aTeNnbHbl APyrUe MPU3HAKHU, TTOMHMO JICBUTALIMN)

Bo3MOkHBIH KOPTHKO-0a3a1bHbIH
CHHJIPOM

MoryT OBITh CHMMETPUYHBIMHE CJICTYOIIHE IPU3HAKU: PUTHIHOCTD WM AKUHE3Hsl B KOHCYHOCTSIX; JAHC-
TOHHSI KOHEYHOCTH; MUOKJIOHYC B KOHEYHOCTH + | U3 CIICAYIONMX CUMIITOMOB: OPOOYKKaJIbHas allpakCHst

WJIH alpaKcusi KOHEUHOCTH; KOPKOBOE PAaCcCTPOMCTBO 4yBCTBUTEILHOCTH; (DEHOMEH «UYyKOi» pyku (00s13a-
TeJIbHBI IPYTUe NPU3HAKH, IOMUMO JIEBUTALIMH)

CuHzpoM JTI0OHO-BUCOYHOHN I€MEHINN
C MOBEACHYCCKUMH HAPYILICHUSIMH

IlepBuunas nporpeccupyiomas ada-
315 CO CHIDKEHHEM OCIVIOCTH Pedr

CHHIPOM NIPOIPECCUPYIOILETO HAIb-
SZICPHOTO TIapanuya

Hanuuwme 2 U3 cieqyromux IPU3HAKOB: HApyLICHUE YIPABIAOMUX QYHKINIT; TOBEIeHIECKHE HAPYIICHHS]
1 MU3MEHEHHs JINYHOCTH; 3PUTENILHO-TIPOCTPAHCTBEHHBIE HAPYIIEHHs

Arpammarudeckas pedb + 1o KpaiHeil Mepe 1 npu3HaK U3 HHXKENEPeUUCIICHHbIX: HAPYLLIEHHEe rPaMMaTH-
YECKOI0 CTPOsI IPENIOKEHHS], OHOCIIOKHAsI Peub; IIepCeBEPaluy OTAEIbHBIX CIIOB HIH (POHEM

Hanmuue 3 u3 CJIICAYIOIIUX IMPU3HAKOB: aKCUaJIbHas WJIN CUMMETPUYIHAS PUTHAHOCTD B KOHCYHOCTAX,
TIocTypajibHas HeyCTOﬁ'—IPIBOCTL WK NaJICHUS; HEACPIKAHNE MOYU; U3MCHCHUS I[TIOBEACHUS ] HaZ[’b}IIIepHLII:I

BEPTHKAJbHBIN Mapaand B30pa WK CHIKEHHE CKOPOCTH BEPTUKAJIBHBIX CAKKal

YOM, YTCHHUE BCIIyX, TUCbMO. MOXKET pa3BUBAaTHCS MOJTHAS
yTpara criocoOHOCTH BBIPa)KaTh CBOM MBICITH C ITOMOIIHIO
cioB (MyTtu3Mm). Tekyliyro JMHAMHKY MPETepPIeSH Hapy-
LIEHUS peuM y Halllel nanueHTKy. [loHnManue peuun u He
CBSI3aHHBIC C PEUb0 KOTHUTUBHBIC (DYHKIIHH, & TAKKE Ca-
MOOOCITYy)KMBaHHE ¥ TIOBCETHEBHAS aKTHBHOCTH MOTYT B
TEUEHHE HECKOJIbKUX JIET OCTaBaThCs MHTAKTHBIMH. DJTO
3aTpymHSAET TUArHOCTHKY OCHOBHOTO 3a0OJIEBaHMSA, OfI-
HAKO CITYCTSI HECKOJIBKO JIET MOSIBIISIFOTCS KIMHUYSCKUE
CHUMIITOMBI W HEHPOBH3YAJIU3AIIMOHHBIE TPH3HAKH, TO-
3BOJISIFOIIHE TIPETIOIOKUTD TUArHO3 (PPOHTOTEMITOPATb-
HOW JIereHepaIiy, MPOrPecCUPYIONIEro HaIbSJICPHOTO
napanuya wid, kak B HameMm ciaydae, Kb/ [20].

Ha ocHoBanmm aHanmmsza ciydaeB matoMopQororuye-
cku nonTBepkaeHHoi KBJ[ 6110 BhIEeHO 4 QeHoTumna
3a0oneBanms [16]. K HUM OTHOCATCS: KOPTHUKO-0a3aib-
HBI CHHAPOM, CHHIPOM JIOOHO-BUCOYHOMW JIEMEHITUH C
MOBEJICHYCCKUMU HAPYIICHUAMH, IIEPBUYHAS IIPOIPECCH-
pytoias aazusi CoO CHUKEHHEM OCTIIOCTH Pedu, CHHAPOM
MIPOTPECCUPYIONIETO HAIBSACPHOTO Tapaitmya (Tabm. 1).

['pymnmoit 3KcrepToB MO0 KOTHUTUBHBIM HAPYIICHUSM,
paccTpoiicTBaM JIBHIKCHHMSI, HEHPOICUXOJIOTaMU ObLITH
pa3paboTaHbl KPUTEPUN JTUATHOCTUKH, OCHOBAHHBIE Ha
CHUCTEMHOM JINTEPaTypPHOM 0030pe ciiydyaes naroMmopdo-
noruyecku noareepxkaeHnoi KbJI. Kputepuu nuarnosa
Pa3JENsOTCS Ha IMarHOCTUKY BEPOSTHON U BO3MOXKHOM
KB/ [16, 17].

Jnst 060X BapHaHTOB JMATHOCTHKH 3TOTO 3a00J1eBa-
HUS XapaKTepHO OECCHMITTOMHOE HauaJo Wi MTOCTEeH-
HOE€ MPOTPECCUPOBAHNE CUMITOMATUKUA Ha MPOTSHKCHUU
He MeHee | roma; OBICTpOE MPOTpPECCHpOBAHME 3a00ITe-
BaHUsI SIBJISICTCSI KPUTEPUEM HCKIIFOYCHUS U 3aCTaBIISET
POBOANTH Ar((hepeHIaIbHbIA TUarHO3 ¢ JPYTHMHA 3a-
OoneBaHHMsAMH, Hampumep, OoneszHbio Kpelrudenbara—
Slkoba. Bozpact 50 5ret u crapire B 1e0roTe 3a00IeBaHUs
Ob11 3apeructpupoBan y 98% Oomnbubix ¢ KB/I, a Gonee
paHHee Havajo 3a00JIeBaHMS TO3BOJISIET MPEATIONOKHUTE
JPYTOi MarHo3, HarpuMep JIOOHO-BUCOUHYIO JIeTCHEpa-
mmto. OgHako 0osiee paHHUE BO3PACT TOIYCTHM B BO3-
MoxHbIX Kputepusix KBl 1 oTHOCUTCS K pefKuM cemeii-
HbIM ciydasM. Hanruue poicTBEHHUKA € MOX0KUM HEM-
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POACTCHCPATUBHBIM 3a00JIEBAHUEM SIBIISIETCST KpUTCpUEM
VICKJTIOUCHUSI BEPOSITHOTO JMArHO3a, OJJHAKO JIOITyCTHMO
NpU [IOCTAHOBKE BO3MOXKHOTO AMarHosa. Kpurepusmu
VCKJTIOUCHUS  SIBISIFOTCS  CUMIITOMBI  MIMOTIATHYECKOU
6osie3nn [lapkuHcoHa (Hamuuue TpeMopa MOoKosl, yCTOM-
YHBBII 3HAYUTEIBHBIA MOJIOKUTEIILHBIA OTBET Ha JieUe-
HUE TpenapaTaMu JCBOAOIBI), TALTIOIUHAIINN, KOTOPBIE,
CKOpee XapakTepHsl 1 Oone3nu [lapkuacoHa 1o ne-
MCEHIIUMU C TCIbLIaMH Jlesn. Hanuune cuMnToMoB BbIpa-
JKEHHOW aBTOHOMHOW HEIOCTAaTOYHOCTH, MO3KEYKOBBIX
CUMIITOMOB TIO3BOJIACT IMPCANOJIOXKUTE MYJIBTUCHUCTEM-
HYyI0 arpoduio. BrIsBieHne MPU3HAKOB OTHOBPEMEHHOTO
NOpakKeHHs1 BEPXHETO U HIYKHEr0 MOTOHEHPOHA, a TaKkkKe

TabGnuma 2
Jlnarsocruueckne KPUTEPUU KOPTHKO-023a/IbHON JereHepanuu

Bepostasiii nuarnos Kb/ |Boamoxknsriit tuarao3 Kb/

Teuenue Beccumnromuoe Hayano  beccumnromHOe Havaigo
WM IIOCTENIEHHOE 1IPO-  WJIM IOCTEIEHHOE 1Po-
rpeccupoBaHue rpeccUpoBaHue

MuHuMagbHas 1 1

JUINTEIILHOCTD

CHMIITOMOB,

TO/IBI

Bospacr ne- 50 u crapure bes orpannuenmuii

0roTa, roJIsl

Otsromennsnii  Kputepuit nckimroueHus Jlomyctumo

HACJIE/ICTBEH-

HBIM aHAMHE3

Jlonyctumble  BeposiTHBbI KopTHKO-6a-  B0o3MOXHBII KOpTHKO-

(enoTHBI 3aJIbHBINA CHH/IPOM; 0a3anbHbIN CHHAPOM

(kpuTepuu B CHHJIPOM JIOOHO-BH- WM CHHJIPOM IIporpec-

Tabmn. 1) COYHOM TEMEHIINHU CHPYIOIIETo HaJIbsep-
C MOBEJICHYECKUMHU HOTO Tapajinya, Win
HapYyLICHUSAMH HJIN CHHJIPOM IIPOrpeCcCH-
CHH/IPOM TEPBUYHOMN pytoieit adazuu + mo
nporpeccupyromei aga-  kpaiineit mepe 1 npu-
3MU + 110 KpaifHel Mepe  3HaK KOPTHKO-0a3aibHO-
1 npu3HaK KOPTUKO-0a-  TO CHHApPOMA
3aJIbHOTO CHHPOMA

l'enetnueckne  Kputepuii nckimroueHus Jonyctumo

MyTalu
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Hanmure Bapuanta [1ITA 6e3 cHmkeHHs OeTyIocTH peuu
(«ceMaHTHUECKasl IEMEHLMSDY) TAKKE MO3BOJISET UCKITIO-
ynth quarno3 KbJI (ta6mn. 2) [16, 17].

BO3BpaH_IaHCL K HaIlleu ManuMeHTKE, OTMECTHM, 4YTO B

€€ Cllydae B COOTBETCTBHU C MPHUBEAECHHBIMU KPUTEPU-
MU 3a00JIeBaHUS CIEAYyeT TUArHOCTHPOBATH BO3MOXK-
HYI0 KOPTHKO-0a3aJibHYI0 JCTCHEPAIIHI0, MOCKOJIbKY
Ha JJAHHBIA MOMEHT MBI HE HMEEM TOYHBIX CBEICHUM O
XapaKTepe KOTHUTUBHBIX HAPYLIEHUH Y POJCTBEHHHMIIbI
MMallMeHTKY B HE pacriojaraeM JaHHBIMHA T€HETHIECKOTO
aHaJIM3a, MOJTBEPIKIAOINEIO OTCYTCTBHE MYyTAllUid Te-
HOB, CBS3aHHBIX C KJIMHMYECKU HanOoJjiee OIM3KOM IO
CUMIITOMATUKE JIOOHO-BUCOYHOU JeTEHEePAIUECH.

JUTEPATYPA

1.

10.

11.

12.

13.

14.

15.

16.
17.

18.
19.

20.

Rebeiz J.J., Kolodny E.H., Richardson E.P. Corticodentatonigral
degeneration with neuronal achromasia: a progressive disorder
of late adult life. Trans. Am. Neurol. Assoc. 1967; 92.

. Gibb W.R., Luthert P.J., Marsden C.D. Corticobasal degenera-

tion. Brain. 1989; 112 (5): 1171-92.

. SIxuo H.H., Enaruna U.A., Jamynun U.B. Koptuxo-6a3anbsHas

nerenepanus. Hesponoruueckuii xxypuain. 2005; 4: 9-16.

. Jlesun O.C., Kympy X. Kopruko-6a3ansHas nereHepauus. He-

Bposiorudeckuil xypsan. 1997; 6: 17-22.

. Ling H., O’SullivanS. S. et al. Does corticobasal degeneration

exist? A clinicopathological re-evaluation. Brain. 2010; 133:

. Tox B.H., MBanoBa-Cmonenckas U.A., Jlesun O.C. Dkcrpa-

MIpaMUHBIE paccTpoiicTBa: PyKOBOACTBO 1O JMArHOCTHKE U
neuyenuto. M.: MElnpecc-undopm; 2002: 217-33.

. Kouri N., Murray M.E. et al. Neuropathological feauteres of cor-

ticobasal degeneration presenting as corticobasal syndrome or
Richardson syndrome. Brain. 2011; 134:

. Boeve B.F. Corticobasal degeneration. The syndrome and the

disease. Current clinical neurology: Atypical parkinsonian disor-
ders.

. Boeve B.F., Maraganore D.M., Parisi J.E., Ahlskog J.E., Graftf-

Radford N., Caselli R.J. et al Pathologic heterogeneity in clini-
cally diagnosed corticobasal degeneration. Neurology. 1999; 53:
795-800.

Josephs K.A., Dufty J.R., Strand E.A., Whitwell J.L., Layton
K.F., Parisi J.E. et al Clinicopathological and imaging correlates
of progressive aphasia and apraxia of speech. Brain. 2006; 129:
1385-98.

Renner J.A., Burns J.M., Hou C.E., McKeel D.W.Jr, Storandt M.,
Morris J. Progressive posterior cortical dysfunction: a clinico-
pathologic series. Neurology. 2004; 63: 1175-80.

Imamura A., Wszolek Z.K., Lucas J.A., Dickson D.W. Cortico-
basal syndrome with Alzheimer’s disease pathology. Mov. Dis-
ord. 2009; 24: 152-3.

Tsuboi Y., Josephs K.A., Boeve B.F., Litvan I., Caselli R.J., Cavi-
ness J.N. et al. Increased tau burden in the cortices of progressive
supranuclear palsy presenting with corticobasal syndrome. Mov.
Disord. 2005; 20: 982-8.

Horoupian D.S., Wasserstein P.H. Alzheimer’s disease pathology
in motor cortex in dementia with Lewy bodies clinically mim-
icking corticobasal degeneration. Acta Neuropathol. 1999; 98:
317-22.

Vandenberghe W., Sciot R., Demaerel P., Van Laere K. Sparing
of the substantia nigra in sporadic Creutzfeldt-Jakob disease pre-
senting as an acute corticobasal syndrome. Mov. Disord. 2007
22: 1668-9.

Armstrong M.J., Litvan I. et al. Criteria for the diagnosis of cor-
ticobasal degeneration. Neurology. 2013; 80:

Alexander S.K., Rittman T. et al. Validation of the new consensus
criteria for the diagnosis of corticobasal degeneration. J. Neurol.
Neurosurg. Psychiatry. 2014; 0: 1-5.

Rinne J.O., Lee M.S., Thompson P.D. et al. Cortico-basal degen-
eration: a clinical study of 36 cases. Brain. 1994; 117: 1183-96.
Joseph K.A., Joseph R.D. Apraxia of speech and nonfluent apha-
sia: a new clinical marker for corticobasal degeneration and pro-
gressive supranuclear pals. Curr. Opin. Neurol. 2008; 21: 688-92.
Kertesz A., Munoz D.G. Primary progressive aphasia: a review
of the neurobiology of a common presentation of Pick complex.

21.
22.

Am. J. Alzheimer’s Dis. Dement. 2002; 17(1): 30-6.

Rohrer J.D., Rossor M.N., Warren J.D. Alzheimer’s pathology in
primary progressive aphasia. Neurobiol. Aging. 2012; 33: 744-52.
Crenkuna /[.A., 3axapos B.B., SIxno H.H. JlobHO-BHCOUHAS ne-
reHeparus (0030p JIMTEpaTypbl U COOCTBCHHBIC HAOIIOICHUS).
Joxkrop py. 2013; 5: 42-7.

REFERENCES

1.

10.

11.

12.

13.

14.

15.

17.

18.

19.

20.

21.

22.

Rebeiz J.J., Kolodny E.H., Richardson E.P. Corticodentatonigral
degeneration with neuronal achromasia: a progressive disorder
of late adult life. Trans. Am. Neurol. Assoc. 1967; 92.

. Gibb W.R., Luthert P.J., Marsden C.D. Corticobasal degenera-

tion. Brain. 1989; 112 (5): 1171-92.

. Yakhno N.N, Yelagina I.A., Damulin I.V. Corticobasal degenera-

tion. Nevrologicheskiy zhurnal. 2005; 4: 9—16. (in Russian)

. Levin O.S. Kumru Kh. Corticobasal degeneration. Nevro-

logicheskiy zhurnal. 1997; 6: 17-22. (in Russian)

. Ling H., O’SullivanS. S. et al. Does corticobasal degeneration

exist? A clinicopathological re-evaluation. Brain. 2010; 133:

. Shtok V.N., Ivanova-Smolenskaya I.A., Levin O.S. Extrapyra-

midal Disorders: Guidelines for the Diagnosis and Treatment.
Moscow: MEDpress-inform; 2002: 217-33. (in Russian)

. Kouri N., Murray M.E. et al. Neuropathological feauteres of

corticobasal degeneration presenting as corticobasal syndrome
or Richardson syndrome. Brain. 2011; 134:

. Boeve B.F. Corticobasal degeneration. The syndrome and the

disease. Current clinical neurology: Atypical parkinsonian disor-
ders.

. Boeve B.F., Maraganore D.M., Parisi J.E., Ahlskog J.E., Graft-

Radford N., Caselli R.J., et al. Pathologic heterogeneity in clini-
cally diagnosed corticobasal degeneration. Neurology. 1999; 53:
795-800.

Josephs K.A., Duffy J.R., Strand E.A., Whitwell J.L., Layton
K.F., Parisi J.E. et al. Clinicopathological and imaging correlates
of progressive aphasia and apraxia of speech. Brain. 2006; 129:
1385-98.

Renner J.A., Burns J.M., Hou C.E., McKeel D.W.Jr, Storandt
M., Morris J. Progressive posterior cortical dysfunction: a
clinicopathologic series. Neurology. 2004; 63: 1175-80.
Imamura A., Wszolek ZK., Lucas J.A., Dickson D.W.
Corticobasal syndrome with Alzheimer’s disease pathology.
Mov. Disord. 2009; 24: 152-3.

Tsuboi Y., Josephs K.A., Boeve B.F., Litvan 1., Caselli R.J.,
Caviness J.N. et al. Increased tau burden in the cortices of
progressive supranuclear palsy presenting with corticobasal
syndrome. Mov. Disord. 2005; 20: 982-8.

Horoupian D.S., Wasserstein P.H. Alzheimer’s disease pathology
in motor cortex in dementia with Lewy bodies clinically
mimicking corticobasal degeneration. Acta Neuropathol. 1999;
98:317-22.

Vandenberghe W., Sciot R., Demaerel P., Van Laere K. Sparing
of the substantia nigra in sporadic Creutzfeldt-Jakob disease
presenting as an acute corticobasal syndrome. Mov. Disord.
2007; 22: 1668-9.

. Armstrong M., Litvan J.I. et al. Criteria for the diagnosis of

corticobasal degeneration. Neurology. 2013; 80:

Alexander S.K., Rittman T. et al. Validation of the new consensus
criteria for the diagnosis of corticobasal degeneration. J. Neurol.
Neurisurg. Psychiatry. 2014; 0: 1-5.

Rinne J.O., Lee M.S., Thompson P.D. et al. Cortico-basal
degeneration: a clinical study of 36 cases. Brain. 1994; 117:
1183-96.

Joseph K.A., Joseph R.D. Apraxia of speech and nonfluent
aphasia: a new clinical marker for corticobasal degeneration and
progressive supranuclear pals. Curr. Opin. Neurol. 2008; 21:
688-92.

Kertesz A., Munoz D.G. Primary progressive aphasia: a review
of the neurobiology of a common presentation of Pick complex.
Am. J. Alzheimer’s Dis. Dement. 2002; 17(1): 30-6.

Rohrer J.D., Rossor M.N., Warren J.D. Alzheimer’s pathology
in primary progressive aphasia. Neurobiol. Aging. 2012; 33:
744-52.

Stepkina D.A, Zakharov V.V., Yakhno N.N. Frontotemporal
degeneration (review of the literature). Doktor ru. 2013; 5: 42-7.
(in Russian)

55



