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ITapenxuMaTo3HAsI KOPTUKAJIbHASI MO32KE€YKOBasi aTpodusi:
00Cy:K/IeHMe KJIMHUYECKOro HA0II01eHUs

BoeHHo-mMepguumHckas akagemus um. C.M. Knposa, CaHkT-lNeTepbypr

Pestome. [Ipedcmasnen ananiu3 KIUHUMECKO2O CAYHAS NAPEHXUMANMO3HOL KOPMUKANbHOLL MO3XKEUKO0BOIL ampoduu y
45-nemmueeo myxuunnt. [Ipoeeden numepanmypuiii 0030p ¢ 0C8eLUeHUEM KIUHUMECKO20 NOIUMOPPUIMA, MOPPOSI0UHECKUX
O0COOEHHOCMEl I 2EHEMUYECKUX ACNEKMO08 0aHH020 3a00.nesanus. O000UeHbl 8321150bl HA MECIO NO30Hell KOPMUKAbHOLL
MO3KEUKO8OTl ampoduu cpedu Opyeux HelpooeceHepamuhblx 3a601e6aHull. Ycmanogneno umo, napeHxumamo3snoll
KOPMUKALLHOU MO3KEUKOB0U ampo@duu NPUCYl, 8blPAKEHHbLI KAUHUYECKULT NOAUMOPPUIM ¢ OMCYMCMEUEeM
NAmMoeHOMOHUYHBLX CUMNINOMOS. BoipasxeHnvlll Hucmaem A611emcsa 4acCmvlmM CUMIIOMOM NAPEHXUMAMO3HOIL
KOPMUKAAbHOI MO3XKeuK080l ampodui, 00HAKO €20 3HAYUMOCMb NPpU OAHHOL Namooeuu JUCKymabdensuda.
Mopgonoeuueckue usmeHeHUs NPU NAPEHXUMANMO3ZHOT KOPIMUKATILHOI MO3)KEUKOBOL ampo@uu He A6ASI0MCs YHUKATbHbLMU
U NAMOSHOMOHUMHBIMUL: OHU UMEIOM ONpedenenHoe CX00CME0 € MAaKO8bIMU NPU ONUBONOHMOUEPEOENIAPHOL ampopull,
a maksxe ¢ HeKOMOPbIMU CUMRIMOMAIMUHECKUMU POPpMAMU ampoduu mo3xeuka. Bosneuenue 6 psae ciyuaeé CHUHHO2O
MO32a U A0ep MO3KeUKA U NONOKUIMENbHbLE PE3YAbINAIbL 2CHEMUMECK020 UCCAed08anUs, ommeraemvie ¢ 19% cayuaes
cpeou cnopaduneckux opm, mpeoyrom pasepaHuveHust ¢ Haca1e0CmMEeHHbIMU PoPMAMU AMAaKCUu.

Kntoueente croea: mozxeuxosas ampod)uﬂ, Heﬁpoaeeeﬂepamueﬂbte 36160]16801—114}1, NAPEHXUMAMO3HASA KOPMUKAIbHA A
MO3XKeuKkoeas ampogbuﬂ, 0ﬂu60n0Hm0L4€p€6eﬂJlﬂpHaﬂ ampod)uﬂ, JUHAMUUECKAS MO3KEUKOBAS amakxkcus,

CUMNIMOMAMUUYECKAA MO3XKEUKO8A A ampodm;z, HACIe0CMEEHHA s AmMAaKCUsl.

BeBepeHue. Cnopagnyeckne Mo3xeykoBble atpodum
C MNO3OHMM HA4yasioM XapakTepmU3yloTCs MeasieHHO Npo-
rpeccupyoLwmMm pacCcTPONCTBOM NOXOOKU, aTakcuen
KOHEYHOCTE, An3apTpueit, HUCTarMoMm, 1 pa3HO0bPasHbI-
MW NPU3HaKaMn NMPaMmMOHOro CUHAPOMA, YyBCTBUTENb-
HbIMW 1 OyNbOAPHLIMU PACCTPONCTBAMU, HAPYLLEHNEM
GYHKUMM Ta30BbIX OPraHoB, AEMEHUMEN 1 xopeen [14].
OHM nNpuHagnexaT K rpynne HegoCTaTOYHO M3YYEHHbIX
M elle OKOHYaTeNIbHO HE CUCTEMATU3NPOBAHHbLIX HOPM
HenpoaereHepaTuBHbIX 3aboneBaHnini. Ha ocHoBaHUK
OCOOEHHOCTEN KIIMHUYECKOW KapTUHbI 1 NnoKanuaaunm
naTtomMopoNorMyecKoro npoLecca BbIaensioT Ase Gopmsbl
3aboneBaHus: 0JIMBO-MOHTO-LepebennsapHas atpodus
(OlMUA), koTopasa yallie paccMaTpuBaeTcsa B pasaene
MYJIBTUCUCTEMHbBIX AUCTPODUIA, N MAPEHXMMATO3HAsA KOp-
TukanbHas modxevkosas atpodus (MKMA) [6, 11]. Cnox-
HOCTM NPV NpoBeaeHUn anddepeHumanbHON AMarHOCTUKA
MexXay BbllLIeyKa3aHHbIMW BApUaHTaMm BOSHMKAKOT B CBA3U
C OTCYTCTBMEM HETKOW KIIMHUKO-NAaTOMOP@ON0rn4eckomn
knaccudukaummn, HaTMYNEM 3HAYUTENbHOIO KIIMHUYECKO-
ro n natomopdonormyeckoro nonmmopduama [5, 11],
obunvem nepexogHbix GopM, a Takke obHapyXeHneM
TUMUYHbIX FEHETUYECKNX 0edEKTOB Npu Cropagnyeckmnx
dopmax MO3XKeUKOBOW atakcum [7].

Llenb uccneposanua. Onpenenmtb OCHOBHbIE K-
HMYECKMEe, HEMPOBU3YANTN3aALMOHHBLIE N MOPQOornye-
CKMe XapakKTepUCTUKM NAPEHXMMATO3HOMN KOPTUKAIbHOM
MO3>XE4YKOBOWN aTtpodun.

Martepuanbi n meToapl. B ka4ecTBe npumepa npmBo-
O1M COBCTBEHHOE KNIMHMYEeCKOe HabnaeHne. MyxynHa
45 net, npaBLwa, pabo4ynin KOTenbHO, HabnogaeTcs

B KJIMHUKE HEepPBHbIX 60ne3Hel i BoeHHO-MeauLMHCKOW
akagemun um. C.M. KupoBa B TeyeHmne 6 mecsiues. MNpun
NMOCTYMN/IEHUN NPeabsaBAsan Xanobbl Ha WATKOCTb Mpw
xonbbe, HeYeTKOCTb peyn.

Pesynbratbl nnx o6cyxaeHue. [epBble NpuaHaky 3a-
6oneBaHns NOSIBANCH OKOJI0 7 NET Ha3aa, Koraa Brepsble
OTMETWJT HEYCTOMYMBOCTb NMPU X0AbOE («XOXYy Kak 6yaTo
NbsHbIN»). B Te4eHre nocnenyowmx YeTbIpex IET oTMeYar
NOCTENEHHOE, HE3HAYUTENBHOE YCUNEHME BbIPaXXEHHOCTN
paccTporCcTBa NOXOAKM; 32 MEANLMHCKON NMOMOLLbIO HE
obpawancsa. CnycTsa naATb NeT OT Hayana 3aboneBaHus
NOSIBUIOCH HAPYLLEHVE PEYY B BUAE HEHETKOCTU 1 Npepbi-
BMCTOCTM NPW NPOM3HOLLEHNN dPa3, OpOXaHNE B pyKax npu
BbINOJIHEHWM LIENIEHANPAaBIEHHON OEATENBHOCTU, OCOBEHHO
TOHKMX MaHUMNYSLMIA, YCUIMBAIOLLEECS MPY NPUBAKEHN
K uenun. B TeyeHne nocnenyowmx AByx JIET OTMeYas rnocre-
NMEHHOEe YCUNEHNE BbIPXEHHOCTM PACCTPONCTB XOAL0bI 1
pe4u 1 CBSI3aHHbIE C HUMU TPYAHOCTU B NnpoLLecce npodec-
CUOHANBHOM AEATENIbHOCTU, YTO U MOCYXWIIO0 MPUYMHOMN
obpalLieHNs B KNMHKUKY. MauyeHT B TeueHne 5 neT ctpagaet
apTepuanbHON rMNepTeH3meN 2 CTENEHN, PEFYASIPHO MPUH-
Mas aHTUrMNEPTEH3MBHbIE Npenapatbl. HacneacTBeHHOCTb
Mo HEBPOSIOrMHYECKON 1 NCUXMATPUHECKOWN NaTonornm He
oTarowleHa. MNaumeHT He KypuT, NeprMoamyeckn yroTpebnser
YMEepEeHHOE KONNYeCTBO aJIKOrONsi.

[Mpr 0CMOTpPE B HEBPOJIOrMYECKOM CTaTyCe OTMeHasca
BblPaXKEHHbINM, KPYNMHOPa3MaLLVCTbIN, FOPU30OHTaSIbHBIN HU-
cTarMm npw B3rmsae B CTOPOHbI, @ TAKKE MEHEE BbIPaKEHHbIN
BEPTUKASIbHbBIM HACTArM MNpu B3rSAe BBEPX Y BHU3. YMEpPEH-
HO BbIpaXXEHHas An3apTpus C 3IEMEHTaMM CKaHOVNPOBAHHOM
peun. YepenHble HepBbl 6e3 NaTonornm. MblLLeyHbI TOHYC

18 2(46)-2014

BECTHWUK POCCUMNCKOW BOEHHO-MEONUMHCKOWN AKALEMNN



KnuHuyeckue HCCIeNOBaHUA

HE3HaYUTENbHO CHUXEH, OoJblLE B NPaBbIX KOHEYHOCTSIX,
MONOXUTENbHBIM cuMmnToM OpLuaHckoro crpasa. lNapesos
HeT. CyxoxXunbHble pediekChl B pykax 00bIHHOM XXMBOCTH,
B HOrax rnoBbllLeHbl, D>S, MasTHMKOOOPA3HbI KONEHHbI
pednekc Pyceukoro cnpasa. aTonornieckmx KNCTeBbIX
pednekcoB He onpenenseTcs. [NaTonornieckrin CToMnHbIN
pednekc Hepnoka cnpasa. HyBCTBUTENbHBIX PACCTPONCTB
He npeabasnan. KoopamHatopHble Npobbl (Nanbue-
MOJIOTOYKOBYIO, NasibLie-nasbLEBYO, NanbLEe-HOCOBYIO,
NATOYHO-KONEHHYIO) BbIMOSHAET C UHTEHLIMEN, ANCMETPUEN
1 MMMONMONaZaHNeM C 06eMX CTOPOH, 3HaYMTENbHO Bonee
BbIPAXEHHOM B HUXKHUX KOHEYHOCTSX. [104epK HEPOBHDIN,
HanucaHme Bcex OykB B BUAE NPOMUCHbIX. Npobbl Ha MO3-
KEYKOBYIO acuHepruo (BabrHCKOro B NOIOXEHUN Nexa,
BabuHckoro B nonoxeHunn ctos, OxexoBckoro, CTioapTa-
Xonmca) otpuuatenesHele. B no3de Pombepra HeycTonumB;
noxopka C LUMPOKO pacCTaBNiEHHbIMW HOramm 1 6anaHcu-
PYIOLMMM ABUKEHUSMUN PYKaMW, 3aTPYAHEHNS NP NOBO-
poTax («3aHOCUT» B CTOPOHBI). Xoabba No NpsiMoir NMHUK
HeBO3MOXHa. [pn NpoBEAEHN HENPOMNCKXONOrMYECKOrO
ncenenoBaHns KOrHUTUBHOTO AedekTa BbisiIBIEHO He ObIIo
(MMSE - 30, FAB - 16, meToguka pucoBaHus 4acoB — 10
6annos, natn cnos — 9 6annoB).

OOBLEKIMHNYECKNIA 1 BUOXMMUYECKUI aHaNN3bI KPO-
BN — 6e3 natonoruun. [Mpu BbINOAHEHUM NIOMOBANLHOM
MYHKLMW NOJTy4eH NPOo3payHbIi IMKBOP, BbITEKABLUWI MOA,
nasneHnem 120 mm Bof,. CT.; NPoObl HA NMPOXOAMMOCTb
JINKBOPHbIX NyTel oTpuuatenbHble. MNpn MMKpockonu-
4eCKOM 1CCllef0oBaHNM CIIMHHOMO3IOBOW XNAKOCTY na-
TONIOrnKn He BbisiBAIeHo. OcMoTp odTanbMosiora BbisiBUS
rMNEePTOHMYECKYIO aHrMoNaTuio CETYaTKN.

Mo paHHBIM MArHUTHO-PE30HAHCHOM ToMorpadun
(MPT) ronosHoro mo3ra ot 11.10. 2012 r. onpenensinack
aTpodms NONyLLIAPUIA N HEePBA MO3XKEe4Ka (pUC. a), KNCTa no-
Jlt0ca N1IeBo BUCOYHOWN A0nn (prc. 6), MHOXECTBEHHbIE Me-
Koo4aroBble CyOKOPTUKasIbHbIE O4arv NPeanonoXnTensHO
COCYAMCTOro reHesa [2] (puc. B), YMEPEHHO BblpaXkeHHasa
aTpodusa KOPbI FOSIOBHOIO MO3ra C pa3BUTUEM CMELLAHHOMN
rmgpouedanun (puc. r). Ha MPT wenHoro otaena no3eo-
Ho4Huka oT 18.10. 2012 . naToNornmn He 06HApPYXXEHO.

Taknm 06pa3omM, OCHOBHbIM NPOosiBNieHeM 3aboneBa-
HWS SBUJIOCh HanMyme OTHOCUTENbHO MU30JIMPOBAHHOIO,
Me[IJIEHHO NPOrPeCCHPYIOLLLErO MO3XKEYKOBOI0 CUHAPOMA.
Ero ocob6eHHOCTAMM ABASIOTCS OOMbLUAsA BbIPAXEHHOCTb
OVHAMNYEeCKOM aTakCuUM B CPABHEHUM CO CTaTUYECKON,

605bLLUas BbIPaXEHHOCTb AMHAMMYECKON AMCKOOpAMHA-
LMW B HYXKHUX KOHEYHOCTSIX M CO4YETAHME C YMEPEHHO Bbl-
pPaXeHHOM Ou3apTpUen n anemMeHTamMm CKaHOAMPOBAHHOMN
peyn. Ha 0CHOBaHUM xapakTEPHOWM KIIMHNYECKOW KapPTUHBI,
naHHbIX MPT 6bIn BbICTaBNEH AMArHO3: NapeHXMaTo3Hast
KOPTUKaNbHas MO3Xe4koBas aTtpodus.

HecmoTps Ha Hanyme JOCTaTO4HO YETKO O4EPHEHHOIO
KIMHn4eckoro aapa, anga NKMA npucyly, onpeneneHHbiin
KJIIMIHUYECKNIA MOAMMOPDU3M, 3HAYUTESIbHO 3aTPYAHSOLLNIA
nposeaeHve anddepeHumansHom guarHoctukn. CoTpya-
HUIK VIMnepaTopcKor Meauko-Xupyprm4eckor akagemmm
. YcneHckuin [3], B CBOEM AMCCEPTALMOHHOM MCCNeno-
BaHWW, HAa OCHOBaHUK 0630pa NUTepaTypbl U Pe3ynLTaToB
COBCTBEHHbIX HabMOAEHNI, YKa3biBal HA BO3MOXHOCTb
pasBuUTUS MeOJIEHHO NPOrpeccupyoLen AMCKOoOpanHa-
LM OBVXKEHWN NMPU NOBPEXAEHUN PA3JINYHBIX OTAENOB
rOIOBHOr0 MO3ra: MO3Xe4ka, BaposimeBa MoCTa, a Takke
AndPY3HOro NOBPEXOEHNS B paMKax «MpOrpecCuBHOIO
napanu4a ymanumueHHblx». Bnepsble nccnegosasawune
«4UCTYI0» MO3XeukoByto atpoduio P. Marie, C. Foixu T. Ala-
jouanine [16] onucanu YeTbipex NaUUEHTOB C BbIPaXKeHHOM
TY/JIOBULLHOW aTakCMeEN Nnpu COXpPaHEHHOM KOOpAMHALMN
BEPXHUX KOHEYHOCTEWN B COYETAHUN C YMEPEHHBIM Hapy-
LUEHNEM PEYM MO TUMY AN3aPTPUM NPU OTCYTCTBUN KOTHWN-
TUBHbIX HAPYLLEHWI. BaXXHOM 0COBEHHOCTbLIO KITMHUYECKOA
KapTUHbI 3TUX CJly4aeB OblNO0 OTHOCUTENILHO NO3OHEEe Ha-
yano 3abonesaHus (40-78 neT), 4TO NOCYXMI0 MOBOAOM
K BO3HVKHOBEHWIO ASIUTENBHOE BPEMSI CYLLECTBOBABLLEIO
Ha3BaHWs JaHHOro 3a001eBaHMS Kak «MO3AHSAS KOPTUKaSb-
Hasi Mo3xeukoBas atpodus Mapu-Pya-AnaxyaHuHa». B
JanbHernLweM, B CBA3M C HAJIMYNEM CIly4aeB OTHOCUTENIbHO
paHHero nebioTa, AaHHbIN TePMUH Obin 3aMmeHeH Ha NKMA
[4], ooHako B 3apybexHol nuTepaTtype npeabiayliee Ha-
3BaHMe OKOHYaTesIbHO He BhbILLIIO 13 yrnoTpebneHus [11].
MocnenywowmMmm nccnenoBaHMsaMmn Obi1o NokasaHo, 4To
BO3PacT NOSBIEHMS MEPBbIX CUMMTOMOB ABNSETCS BKHbIM
nuarHoctudeckmum kputepuem: npu NMNKMA otmevaeTcs
6onee no3aHuii 0edoT B cpaBHeHunn ¢ ONMLA [13].

B HacTosLLLEE BPEMS HET HETKMX JAHHBIX O BCTPEYaEMO-
CTV OTAENbHbIX CAMATOMOB U MX AVArHOCTUYECKOM 3HA4M-
mocTu npu NMKMA. B ceoem nccnegosaHum A. Harding [13]
CPaBHMBAET KITMHNYECKYIO XapakTeprcTmKy 605bHbIX [TKMA,
onuncaHHyto PMarie et al [16], n maHHbIMN COOCTBEHHbIX
HabmopeHun. P. Marie et al. [16], aHann3upys pedynsraTsl
COOCTBEHHbIX HAOMOAEHNI, YKa3bIBANIN Ha PEeOKYHO BCTpe-

Puc. MPT ronoBHoro Mo3ra, T2-B3BellleHHOe U300paXkeHue: a — aTpodust YepBs U MOJyLIapuil MO3XeuKa; 0 — KUCTa MoJioca
JIEBOI BUCOYHOI I0JIM; B — MHOXECTBEHHbIE CYOKOPTUKAIbHbIE MEJIKOOYAroBble M3MEHEHMsI BELIECTBA TOJIOBHOIO MO3ra
MPEAIOJIOXUTEIbHO COCYAMCTOrO reHe3a; I — aTpodust KOPbI TOJIOBHOIO MO3ra, HOpMaJibHbIe pa3Mepbl MOCTa, CPEIHEro MO3ra,
OJIMB IIPOJ0JIrOBATOr0 MO3ra Ha ¢hoHe aTpoduK KOPBI U YePBsl MO3KeUKa
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4YaeMOCTb HUCTArMa, OTHOCUTESIbHYIO COXPAHHOCTb PEYM U
CHUXKeHMe KoneHHbIx pednekcos. A. Harding [13] obHapy-
KNNa, YTO AaHHbIE CUMMTOMbI HE Obl CreumdUyHbI TONBKO
ons NKMA 1 He MOryT CNy>XUTb JOCTOBEPHBLIMY KPUTEPUSIMIA
npv nposegeHnn andoepeHumanbHOM oUarHoCTmKu, a
HUcTarMm Obli1 OTMEYEH Y MOI0BMHbI 60/bHBIX CUHOPOMOM
Mapu-Pya-AnaxyaHuHa. Mo gaHHbIM A. Harding, y 60/1bHbIX
MKMA B cpaBHeHun ¢ 6onbHbIMK ¢ OTNUA cTatucTmyeckn
3HaYUMO BbINO HaIMYME B KITMHNYECKOW KapTMHE YyBCTBU-
TeJIbHbIX PACCTPONCTB, He onucbiBaemoe P. Marie et al. paxxe
Y NaLMEeHTOB C 0OHAPYXXEHHOM Mo pe3yfbkTatamM BCKPbITUS
[ereHepaupern onvs.

3a 6onee YeM NoJlyBEKOBYIO UCTOPUIO N3YyHEHUS CMO-
pagnyeckux GopM MO3XKEUYKOBOM aTpoduu, B iMTepatype
OnuCbIBAOTCS eANHNYHBIE KNIMHMYECKKue ciydam ¢ bonee
LUIMPOKMM CMEKTPOM KJIMHUYECKUX MPOSIBIIEHMI B paMKax
MKMA. S.H. Fox etal. [11] Habnopanu nauyeHTta ¢ NMKMA
B COYETAHUM C XOPEEN N AeMeHLNEN HECOCYANCTOro re-
He3a, MMEBLLErO TUMNYHbIE HEMPOBU3Yann3auUVOHHbIE U
naToMopdosiIorMyeckmne xapakTepPUCTUKM «4NCTON» MO3-
XeykoBow atpodumn. B ceoem nccneposaHmm A. Harding
[13] Takke obHapyxuna aea cnyvas covetaHus NKMA c
Xopeen 1 geMeHumen, ogHako natoMmopdonorniyeckmne
M3MEeHeHWs aBTOPOM He Oblnv NoaBeprHyThl oLeHke. MNpu
HaNMYMM HETUMNYHBIX CUMATOMOB KJIMHMYECKas KapTuHa
MKMA B 29% cnyyaeB MOXET yA0BNETBOPSATb KOUTEPUAM
«KJIMHUYECKN BOSMOXHOW» MYNbTUCUCTEMHOM atpodumn
[7]. CunTaeTcs, 4TO Cpean BapnaHTOB Cropagnyeckmnx
dopmM MO3XeukoBbIx aereHepauuin OMUA obnapaet
6onee ObICTPLIM TEMINOM NPOrPECCUPOBAHUSA 1 COOTBET-
CTBEHHO MEHbLLEN NPOAOIKUTENBHOCTLIO 3a601eBaHNS
B cpaBHeHuun ¢ NMKMA, ogHako A. Harding [13] 6bina
NPOAEMOHCTPUPOBAHA CXOXECTb AJIMTENbHOCTU Bbl-
LLeyKa3aHHbIX 3abosieBaHnin. ABTOP, MPOTMBOMNOCTABIAS
KnnHuyeckyto kapTuHy OMNLUA v NMKMA HacneacTBEHHbIM
JereHepaumsam, nokasana, 4To aTpodusa 3puTeNbLHOro
HepBa, opTaNbLMOMNErNs N AereHepauns CeT4aTKN ABS-
I0TCS KIIIOYEBBIMU KIMHUYECKUMUW Pa3fiNyusMun, BCTpeYa-
SICb VICKJIIOYNTENbHO NPU CEMENHbBIX HOpMax aTakCun.

BesycnoBHO, BakHbIM MOMEHTOM SIBJIIETCS CXOXECTb
KIMHM4eckom kapTuHbl NMKMA ¢ cumntoMmaTnieckmmmy Bapu-
aHTaMM MO3XEeYKOBOM aTpodun. NposoumpyoLLIMn pakTo-
pammu, CNOCOBHbLIMW MPUBOAUTD K MOBPEXOEHMIO MO3XKEUKA,
B HacTOsILLLIee BPEMS paccMaTpuBaloTcs 3n0ynoTpebneHme
JIKOrosieM, MapaHeonIaCTUYECKUIA NPOLLECC, MHTOKCMKaLMS
QHTUKOHBYJIbCAHTaMM1, MMMNOTUPEOD3, B TO BPEMS KaK pPOJib
B,,-0eduupTHOM aHemMmn 1 HedponaTtyn B passUTN JaHHOM
naTosorMm ocTaeTcsa NpeaMeTomM auckyccun. [ins cumnro-
MaTuyeckmx popm Gonee TUNNYHO NMOAOCTPOE pas3BUTME
MO3XEYKOBOI0O CMHAPOMA, a TaKKE COYETAHMNE C HAJIMHYNEM
NPV3HAKOB MOPaXXeHWsa OPYrx OTAEN0B FOSI0OBHOMO MO3ra,
OPYrnx OpraHoB 1 CUCTEM OpraH1u3ma.

OcHoBHble Mopdonoruyeckue nameHeHnsa npu NMKMA
3aTparmBaloT, MaBHbIM 06Pa30M, «APEBHUN» MO3XKEYOK,
0OKasblBasiCb Hanbonee BbiPaXXEHHbIMW B BEPXHEN YaCTun
YyepBs 1 Npunexalmx ydactkax kopsl [6]. P. Marie et al.)
[16], npu nccnegoBaHMK CEKLUMOHHOIO MaTepuana ye-
Thipex ymeplux ¢ NMKMA, obHapy>Xuam 3Ha4ynTenbHyo
aTpodUIo HEPBS NPU MEHBLLLEN BbIPAXXEHHOCTU aTpodumn

nonyLwiapuin Mo3xeuka, obpalias BHMUMaHWE Ha UCTOH-
YeHre OB MPU HOPMasbHbIX pa3dmepax MmocTa. B Ha-
CTOSILLEE BPEMS CHUTAETCS, YTO AEreHepaums OIMB HOCUT
3aKOHOMEPHBIN BTOPUYHbIN XapakTep Mo OTHOLLEHMIO K
Mo3xeuky npu NKMA, B otnnyme ot OMNUA, npm KOTOpoiA
[JaHHble CTPYKTYpPbl BOBIEKAKOTCS NepBuyHO [13].

Bonpekn npeacraBneHnio o0 CTepeoTUnHOCTU naTo-
Mopdonorniecknx nameHeHmin npm NKMA, B HegaBHMX UC-
cnenoBaHusx Obl1 Noka3aH onpeaesieHHbIn NoIMMopPdU3M
[AHHOV MaTonorvn, ykadblBast Ha 3aBUCUMOCTb JIOKaIM3aLmm
JereHepaumin OfiMB OT NaTONOrMYECKNX M3BMEHEHWI B MO3-
xeuke. Yokota O. et al. [18] onmcbiBaloT ABa naTrepHa naro-
JIOMMYECKNX NBMEHEHWNI: NCTOHYEHWE BEHTPAIbHOM YacTu
OJIVIB B COYETAHUN C MOPAXKEHVEM MONYLLIAPUIA MO3XKEUKa,
M UCTOHYEHME O0PCANIbHOM YaCTu OB NPU MOPaXeHUn
yepss. Kpome TOro, B uccnenosaHmm 6blna npoBeaeHa
KJIMHVKO-NATONOrMyeckas Koppensumst y 0oaHOro 6051bHOro:
NPV OTCYTCTBUM MOPaKEHU ONINB BbIPAKEHHOCTb KIIMHN-
4YeCKuX NPOosIBNEHMIN Oblna MeHbLLUEN 1 3ab01eBaHME UMESIO
MEHbLLIYIO A/INTENBHOCTL B CPABHEHWN C NaLMEHTaMM1, UMEB-
MK nopaxenue onui. Mpu NMKMA peako HabnogaeTcs
nopaxkeHme CNMHHOMO MO3ra v ryboKnx saep Moaxeuka [6],
B TO Bpems kak npu ONMUA ewe J. Dejerine et A.Thomas [9]
ONKCbIBaNIM COYETaHVE NOPaXXeHNst 3yd4aToro sapa, MocTa
1 AEreHEPATUBHbIX NU3BMEHEHWI MO3XEYKA.

Mopdonornyeckn gereHepaumsa CBA3bIBAETCS C
rnéenbto knetok MNMypkuHbe, rpaHyNsapHbIX KNETOK 1 pas-
pacTtaHneMm BONOKHUCTOM mun. OTMevaeTcs, 4To noTeps
rpPaHynsapHbIX KNETOK MO3Xe4yka HACTYyrnaeT TObKO npu
BbIPAXXEHHOM CHUXEHUN KneTok MypkuHbe [17].

Taknm 06pa3om, NaToNOrM4eckne N3MeHeHNs Npu
MKMA He gBnSa0TCS YHUKaTbHBIMU U MATOrHOMOHUYHBIMM.
OHM nMetoT onpepeneHHoe CXo0ACcTBa C TakOBbIMU NP
OMUA, a Takxe ¢ HacneacTeBeHHbIMU popmamm 3abone-
BaHUS N HEKOTOPbLIMW CUMMATOMATUYECKUMUN POopMaMm
atpodum mosxeuka [12]. Mpwu ankoroneHom atpodumn
OMNNCbLIBAETCH BOBJIEYEHNE HYEPBSA BHE 3aBUCMMOCTU OT
BbIPAXXEHHOCTU KJIMHUYECKOW KapTUHbI, B TO BPEMS Kak
nopaxeHne NonayLapun Mo3xedyka OTMEeYaeTCcs NuLlb
NPU 3HAYUTENbHbIX MO3XEYKOBbIX HapyleHusax [8].
CTounT 3aMeTUTb, YTO HE BCe CMMMTOMaTU4eckme hopMbl
MO3XEYKOBOW aTPODUM MMEIOT CXOXYIO NAaTONOrMYECKYIO
KapTuHy: anddysHbIi xapakTep cneumduyeH ona napa-
HeonnacTU4eckom aTtpodun Npu pa3BnTM NOSOCTPOro
aHUedanomMmennTa y oHKonormdecknx 6onbHbix [10].

YuyuTbiBasi BO3MOXHbIA FrEeHETUYECKNI XapakTep He-
KoTopbix cnyyaeB NMKMA, nHTepeCcHbIMU BbIMAAAT AaH-
Hble, YKa3bIBaIOLLME HA XPOHOJIOMMYECKY AMCCOLMALINIO
MeXay KNMHUYECKOM KapTUHOM 1M MaTOMOPMON0rMYecKm-
Mn nameHeHmamun. B nccneposannn S.H. Fox et al. [11]
OblJ10 NOKa3aHo, HTO NPV BONE3HAX C TPUHYKIIEOTUOHBIMU
NMOBTOPEHUAMN KIIMHUYECKME MPOSIBNEHUS AUCHYHKLMS
KNeToK MOryT HabntogaTbCca npexae ux rméenm, obHapy-
X1BaeMor MopdOorn4ecKku.

Vicnonb3oBaHve MeTOAMK HENPOBU3yanm3aum UMeeT
OO0/bLLYIO ANAarHOCTUYECKYIO LLEHHOCTb 1 MO3BOSISIET NPU-
XM3HEHHO BbISIBJIATb KOMOUHUPOBaHHYO aTPOdUIo HepBs
v nonyLwapuii moaxeyka [1, 4]. Mpu cpaBHEHUM pe3y bTa-
T0B MPT y 605bHbIX ¢ OMUA N NMKMA onuvcbiBatoTcs onpe-
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KnuHuyeckue HCCIeNOBaHUA

[LENEeHHbIE Pa3nnyKs B ToKanmaaumm atpodumm Mo3xeuka:
BEPXHME NMOBEPXHOCTU YepBs Oblnn 6onee aTpodUYHbI,
YyeM HXKHME Npu 0b6eunx popmMax aereHepaumin, Ho nNpu
OlLA aTpodusa Ha BepxHel NOBEPXHOCTU AOMUHUPO-
Basnia B 3aHel gone BKoYasa ckaT 4YepBsa MO3Xe4Kka, B
NPOTMBOMOJIOXHOCTb NpeobnagaHna B NepegHen none
npv NKMA [15]. Mo AaHHbIM KOMMNBIOTEPHOM TOMOrpadunn
y HEKOTOpPbIX 605bHbIX ¢ MKMA onucbiBaeTcs codeTaHmne
aTpodum Mo3xeyka n atpodpum nonywapuin Moara.

KnnHnyeckne ocob6EHHOCTU OMMCAHHOIO clyvas
BKJIIOYAIOT Hanuumne 6onblUel BblPpaXXeHHOCTU ANHAMU-
4eCKOM MO3XEYKOBOW aTakCunM B CPaBHEHUU CO CTaTu-
4yecKkon, 4To He aBngeTcsa TunuyHbiM ansa NMKMA, ogHako
npeobnagaHne AMHaAMN4eCkom MHKOOPAMHALMM B HOrax
ABNSETCSA TUMUYHBLIM NpPU3Hakom 3aboneBaHus. Kpome
TOro, BaXHbIM KJIMHUNYECKUM CUMNTOMOM Obli Bbipa-
XXEHHbIA HUCTarM, 3Ha4MMOCTb KOTOPOro Npuv AaHHOM
naTonornMm ocTaeTcs ANCKyTabenbHON.

aknoueHune. OnNvcaHHbIN HaMK Criyyal yKkasbiBaeT
Ha onpeaeneHHble TpyaHocTn amarHoctukn NMKMA Bemnay
KJIMHNY4ECKOr0 MHOro06pasns CUMMTOMOB, B&XHOCTb 1UC-
NOSb30BaHNS HENPOBU3yaNn3aunn Aas NPUXXKN3HEHHOMO
onpeneneHns xapakrepa v lokaam3aumm naTosnormyeckoro
npotecca n HeobxoamMmMocTb anddepeHumnansHon gua-
FHOCTUKW Npexae BCero ¢ aApyron GopmMoi Criopagnyeckomn
Mo3xeudkoBo aTpodum — OlNLLA. Kpome Toro, BoBneveHme
B PSIAE CNy4aeB CMUHHOMO MO3ra 1 Saep Mo3xe4ka 1 no-
NIOXUTESbHbIE PE3YNbTAThl FEHETUYECKOrO UCCEeN0BaHNS,
oTMeyvaemble B 19% cnyyaes cpeam cnopagmyecknx Gopm
[5], TpebytoT pa3rpaHnyeHns ¢ HacneaCTBEHHbIMKY dopma-
MU aTtakcuu. BeiseneHne pakTtopoB, COCOBHbLIX MPOBOLLM-
pOBaTb PA3BUTUE U30NNPOBAHHOM MO3XEYKOBOM aTpodunK,
Heob6xoaMMO OJ151 UCKJTIOYEHMSI CUMMTOMATUYECKMX DOPM.
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M.M. Odinak, I.V. Litvinenko, A.Yu. Emelin, M.Yu. Prokudin, V.Yu. Lobzin, Ya.B. Skiba
Parenchymal cortical cerebellar atrophy: discussion on clinical observation

Abstract. We demonstrated the analysis of the clinical case of parenchymal cortical cerebellar atrophy in 45-year-old
man. We conducted literature review of clinical polymorphism, morphological features and genetic aspects of disease. The
views of the place of late cortical cerebellar atrophy among other neurodegenerative diseases were summarized. We also have
summarized the views on place of the parenchymal cortical cerebellar atrophy among other neurodegenerative diseases.

Neurologic examination characterized by clinical polymorphism with the absence of pathognomonic symptoms. Pronounced
nystagmus is a common symptom of cerebellar atrophy, but its significance is debated. Morphological changes are not unique
and pathognomonic: they have similarities to those of olivocerebellar degeneration, as well as some forms of symptomatic
cerebellar atrophy. In few studies authors described involvement of spinal cord and cerebellar nuclears, which require the

necessity of differentiation with hereditary ataxia.

Key words: cerebellar atrophy, neurodegenerative diseases, parenchymal cortical cerebellar atrophy, olivopontocerebellar
atrophy, symptomatic cerebellar atrophy, dynamic cerebellar ataxia, hereditary atrophy.
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