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Corticobasal degeneration (clinicalcase)

Pestome

KopTiko-6a3anbHas ierexepaums — pegkoe Cnopaguyeckoe AereHepatBHoe 3a60nesanie ronoBHOro MO3ra ¢ npeumyLie-
CTBEHHbIM NOPDXEHUEM 6a3abHbIX FAHINUEB W NOGHO-TEMeHHOW kopbl. [PeACTaBNeHO HAONIDACHHE NAUWEHTKY, Y KOTOPOH B
Te4eHue 4 net chOpMUPOBANOCH CBOBOOPA3HOE COYETaHNE ACMMETPUYHOTO FYNEPKUHETHYECKOr0 CHHAPOMA B BIAE AMCTOHUM
¥ MUOKTIOHHA B NEBOA BEPXHER KOHEYHOCTH, OPAAMKMHE3MM, DEHOMEHA «4YXKOW KOHEYHOCTH», YYBCTBUTENbHBIX HAPYLLIEHHHA
(B TOM 4YMCNE HAPYLLEHWIA CNOXHbIX BUAOB YYBCTBUTENBHOCTH), NNPAMUAHOA HEAOCTATOYHOCTH, C BLIDDKEHHLIM HApYLWeHWeM
YHKLMN NEBOM PYKM.

Knioyesble CNOBa: HEMPOAEreHepaLUms, TUNepkHETHIECKWI A CUHAPOM, (EHOMEH «<HYXKO# KOHEYHOCTH», KOPTHKO-6a3anbHas
Jerexepauua

Summary

Corticobasal degeneration - a rare sporadic degenerative brain disease, mainly affecting the basal ganglia and frontoparietal
cortex. Presented by the observation of the patient, which in the course of 4 years, a peculiar combination of asymmetric
hyperkinetic syndrome in the form of dystonia and myoclonus in the left upper limb, bradykinesia, the phenomenon of “alien
limb*, sensation disorders {including violations of the complex species sensitivity), pyramidal insufficiency, with a pronounced
dysfunction of the left hand.

Key words: degenerative brain disease, hyperkinetic syndrome, the phenomenon of “alien limb*, corticobasal degeneration

Beenenne

Koptiko-6a3aibHasg  ercHepausis — CrHOpaaHueckoe
aereHeparsBioe 3abonepanne LIHC, xapakrepuiyoweecs
ACUMMETPHUHBIM  NOPAKCHHEM OOHO-TEMEHHBIX OT1EM0B
KOpbl BO/IBIMHX NOJNYILAPHH H  Oa3aIbHBIX FAHIJIHEB, KJIK-
HHYECKH NPOARAAIOLICCCH HAPYLIECHHEM BBICILHX MO3TOBbBIX
dyukuni (anpakcren, adga3nen. 1eMeHuUNel 1 T.2.), 1apKHH-
COHMIMOM B JIPYIHMHE YKCTPAITHPAMH,HBIMH CHH/1poMaMy [ 1,
3]

Kannndeckne cayuan 3abosieBaHig ObUIH  OIMCAb]
(bpannyickumu Hesposioramu J.-M. Charcot B 1888 1. 1 J.
Lhermitte 8 1925 1. [lepBoe kinHrKo-naroMopdoornueckoe
onncanue caetano B 1968 1. T.J. Rebeiz, E.H. Kolodny » E.P.
Richardson y 3 n0&uABIX 1AUKEHTOB € ACKMMETPHUHBIM
NAPKHHCOHHIMOM M A1IPAKCHCA aBTOPHI BBISBHIIM CBOCODpai-
HbIC JICTCHEPATHBHBIC HIMCHEHHA B KOpe DOMBILMX N10/1yila-
pHR, 3yOuaTbIX f;1pax H OasanbHbix ranramax [1, 2).

[latomopdonoruyeckyo ocnosy 3aboneBanns cocTas-
K0T TOPAKEHHE KOPbI H MOIKOPKOBBIX TAHIIHEB C [IHOTOM,
dopmupoBanne 6an10H006paIHBIX HEAPOHOB ¢ BONbILIMM
KO:IHYCCTBOM  [1ATONOTKYCCKOTO  Tay-(IPOTeHHA, Helpodu-
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TAMEHTOB B YOHKBHTHHa (rpynma Taynaruit), a Takxke mno-
paxeHste Ge10ro BelllecTsa ¢ ero AeMHeNHHH3ALHeH, yTpa-
TOH aKCOHOB H IVIHO30M (MOPaXCHUE KOPTHKO-CTPHAPHbIX,
KOPTHKO-OyNb6apHbIX BOTOKOH, NHPAMHAHOIO TPAKTA).
3a6osecBaHne pa3BHBaeTCA MOCTENEHHO, B BO3pacTe
60-80 ner, ¢ Ha4aNbHBIMK MPOSBICHHAMH B BH/E HApacTaw-
ILEro aCHMMETPHYHOTO AKMHETHKO-DHIHUAHOINO CHHAPOMA,
BOR/CKAIOWIETO OfIHY W3 KOHEYHOCTeH (4yawe pyKy), B KO-
TOPOH NOCTENCHHO [(OSBIAOTCA OUCTOHUSA, MOCTYpPAIbLHO-
KHHCTHYCCKHHA Tpemop,
TTomumo

MHOKJIOHHYECKHE MOAepruBaHua.
YKCTPalHpaMHAHBIX  HAPYLIEHHHA, BO3HHKAIOT
anpakcua, againg H KOPKOBBIC HAPYLIEHHS YYBCTBHTENLHO-
CTH (4CTEPEOrHO3, IHCKPHMKHHALHOHHAA 4YBCTBHTENLHOCTS,
ABYMEPHO-[IPOCTPAHCTBEHHOE paccTpoicTBO
CYCTABHO-MblILIEHYHOTO YYBCTBA, CHHAPOM «UYXOH KOHeY-
HOCTH», ITHPAMHIAHAA HEOCTATOYHOCTL. [Ipy BoBREUCHHH
HHAHHX KOMCYHOCTEH, paHO Hapyiwaercs xoabba no Tuny
nobHoRaNCEasH. B HeKOTOpbIX ciyyasx AeMeHUMA pai-
BHBACTC HA N0OIIHEH CTAAWH, B APYr¥X — MpOSBICHHE fe-
MCHUMH (0BLIYHO TOGHO-BHCOMHONO THNA) JOMHHHPYIOT B
KIHHHUCCKOR KapTHHE, HauHHag ¢ ae6ioTa 3abonesanns [1].

4yBCTBO),
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MporHo3 3a6onesaHns He6NaronpuATHbLINA, HeYKNOHHOE
nporpeccrpoBaHne ¢ MNOCTENEHHOW reHepanu3aluneint asura-
TeNbHbIX HapyLIeHW 1 pasBUTNEM KOFHUTUBHOIO AeduunTa
NpuBOAAT K NeTanbHOMY ucxoay 4vepes 5-15 net oT aebioTa,
yalle OT acnupaLroHHONW MHEBMOHWUM UAK ypocencuca.

Mpu HelipoBM3yanu3auuyu Ha paHHeil cTaguu 3abone-
BaHUA MOXET He BbIABNATLCA MaTONOrNK, HO B faNbHelLleM
pasBuBaeTCa acCMMMeTpU4Has aTpodus, NpenmyLLecTBeHHO
BblpaXKeHHas B 3afjHeli YacTu NOGHOW M TeMeHHOI foneld Ha
CTOPOHe, KOHTpanaTepanbHON Haubonee MOpPaXKeHHOW Ko-
HEYHOCTW. SIBHAs aCUMMETPUA B 4acTU CNyuvaeB BbiABNAETCH
TOMbKO NPY AUHAMUYECKOM UCCNef0BaHNN. BO3MOXHO CHM-
XKEHWEe MHTEHCUBHOCTW CUTHaNa oT CKOpAymnbl B T2-pexume.

MpenapaTbl N1€BOAOMbI W APYre NPOTUBONAPKUHCOHN-
yeckue CpeAcTBa, Kak npaswio, HeadeKTuBHbI. C LeNbio
KOPPeKLMN HEBPONOrMYECKOro AedunLmnTa BOSMOXHO Npume-
HeHve GeH3oAMasenunHoOB (KMOHasenama), MUOpPenakcaHToB
(6aknodeHa), pexe - aroHUCTOB LO(aMWHOBbLIX PeLEenToOpoB
(Hpamunekcona), amaHTaguHa (MugaHTaHa), XONWHOMAUTHU-
koB. 6eTa-6nokaTopoB (mponpaHonona), kap6amasenuHa,
BNNbNpoaTta HaTpuA; Npu (oKanbHbIX JUCTOHUAX (0COGEHHO
C BbIP@XXEHHbIM 60/1€BbIM CUHAPOMOM) MOKa3aHbl MHBLEKLMM
6oTynotokcnHa[ 1,4].

MaTepl/lan n MeToabl

MpuBoOAMM ONMCaHWe KAWHUYECKOTO Clyyas nalueHT-
Ku, Habnoaasluelica B HeBponoruyeckom otgeneHnn COKB
Nel.

MauuneHtka O., 68 net, npenogasatenb My3blku, Hbina
rocnuTann3npoBaHa C )xanob6aMmn Ha HeNOBKOCTb, JpOXKaHue
1 NOfepruBaHus, CTArMBaHue B NeBOW KUCTW, 60NN B NeBOi
pyKe CTpenatoLero u TAHyLero xapakTtepa (6osee BblpaXeH-
Hble B Npefneybe W KUCTK), Yalle B HOYHOe Bpema. [ebtoT
3abonesaHns B 2010 rogy (B Bo3pacTte 65 neT) B BMAe no-
ABNEHNA HENOBKOCTM | Nanbla NeBoii KUCTWU NpU yaep>xaHun
npegmMeToB, MOCTeNeHHOEe MpPOrpeccMpoBaHue C BOB/eYe-
Huem Bcei kuctu, ¢ 2011 . NPUCOEAWNHEHME ee APOXaHUs
M noAepruBanuii, ¢ oceHn 2013 r. - cTArMBaHMe Nanbles, C
sHBaps 2014 r. 6onn B neBoii pyke, 60nee BblpaXeHHble B
kuctu. MpuHumana kapbamasenuH, NpoHopaH, fanee npena-
patbl nesogonsl 6e3 ahekTa.

Ha MOMEeHT nocTynieHuns B ctaLmoHap obliecomaTnye-
CKHIA cTaTyc 6€3 maTonornyecknux nsMeHeHmin. B aHamHese y
NauUeHTKN BbISBNAEHHbIA B 2007 . XPOHUYECKNI BUPYCHbII
renatut Be cTaguu pemuccuu, no nosogy KOTOPOro oHa ne-

PUOAMYECKM MONMyYana Kypcbl renaTonpoTeKTopos.

Pe3yanaTb| n o6cy>K,quV|e

Mpu HeBPONOrMYECKOM OCMOTPE BbISIB/IEHDI:

YyBCTBUTENbHbIE HApYLUEHWS - PacCTPONCTBO CNOX-
HbIX BWAOB YYBCTBUTENbHOCTW (acTepeOrHos, HapylueHue
CYCTaBHO-MbILIEYHOTO M AWCKPUMMUHALMOHHOIO 4YyBCTBA B
NeBOI KMCTK), HeliponaTuyeckuii CUHAPOM LEeHTPanbHOro
(Tanammnyeckoro) reHesa;

CVWHAPOM  3KCTpanMpamMuAHOW HefocTaTO4YHOCTM C
(hopMMpPOBaHMEM CMIOXHOTO TUMNepkuHe3a NeBON BepXHeit
KOHEYHOCTW - MMWOKNOHWMU (aKLMOHHble U pethNeKTOpHbIE),
(hokanbHasa AUCTOHMA, MOCTypanbHO-KUHETUYECKNIA Tpemop
NEeBOI KUCTU - B COYETAHUN C GpafUKUHE3Nel 1 3eMeHTaMu
(heHOMeHa «4y>O0ii KOHEYHOCTU» B BUfE ee NeBuTaluu;

CUHAPOM  NUPaMUAHON HeAoCcTaTOYHOCTM, Gonblue
cnesa, pe(hIeKTOPHOTO XapakTepa.

Na6opaTopHble faHHble: B 06LEM aHann3e KpoBu yme-
peHHas TpombounToneHns - 144*109n: B GMOXMMUYECKOM
aHanm3e KpOBM - MOBbIWEHWE MeYeHOUHbIX (epMEHTOB -
ANT 227 E/n, ACT 96 E/n, FTTN 952 E/n, W& 447 E/n,
noBblILIeHNe ypoBHA C-peakTUBHOro 6enka go 20,3 mr/n.

VIMMYyHO(EPMEHTHbI  aHanuM3 KpoBM Ha BbIBAEHME
aHTuTen K Bo3bygutento cuunuca, renatuty C u BUY ot-
puuatenbHble, HbsAg nonoxuTtensHblid. MLP Ha BupycC rena-
TuTa B - oTpuuaTenbHblil pesynbTart.

MarHuTHO-pe3oHaHcHas Tomorpagus (MPT) ronosHo-
ro Mo3ra: MenKoo4arosas feiikosHLedanonaTna cocyamcTo-
ro reHesa (eAWHNYHbIE TOYEYHbIe OYaru B Cy6KOPTUKaIbHOM
1 NepuUBEHTPUKYNSAPHOM 6enom BelecTBe N06HbLIX U TEMEH-
HbIX A4Oneit); reHepann3oBaHHas LepebpanbHas atpopus 2-3
CTeNeHW, NPerMYyLLeCTBEHHO KOPTUKanbHas, apTedakTbl OT
3y6HbIX NPOTE30B (CHUMKKN 1-4).

KOHCynbTaLMs racTpo3IHTEpPONora: XPOHWYECKWiA ak-
TUBHBINA renatut (BUpycHblii, HbSAg nonoxunTenbHblli + TOK-
CUYECKMNIA) BbICOKOW CTEMEHWN aKTUBHOCTM, X0ONecTaTuyeckuii
BapWaHT.

MpoBefeH Kypc cocyaucTo-meTabonnyeckoii Tepanuu,
nonyyana 6aknogeH 15 mr/cyT B 3 npuema, nupuky 75 mr/
CyT, Ha (hOHe Yero AOCTUTHYTO YMeHblUeHUe HeliponaTuue-
CKUX 60neil, BbIpaXXEHHOCTb CNOXHOMO rMnepkuHesa coxpa-
HANach NpexHeit. lns KoppekLuun xonecTtasa no peKomeHga-
UMM racTpo3HTEponora MpoBefeH Kypc renatonpoTekTopa
- thocthornme2,5 r BHYTPUBEHHO cTPyiiHO Nel5, nmokasatenu
MeyeHOYHbIX NPO6 YMEHbLIMANCH: LenoYHas (octaTasa

PucyHok 1. MPT r0/I0BHOTO M0O3ra naymeHTku O., 68 neT ¢ KOPTHKO-6a3a/bltoli gereHepaumeit



OPUTVNHANBHbIE NCCNEQOBAHUA

447-268-205 E/n, TTTIN 952-421-286 E/n, AJIT 227-56-42
E/a, ACT 96-28-31 E/n, 6unupy6un 13.3-7,7-7,6 MkMONIB/ 1.

JlndpoepeHuHanbHbI  AHarHO3 MNPOBOAMICA € CO-
CYAMCTBIM MOPAXEHHEM TONOBHOIMO MO3ra (OTCYTCTBHE
MP-nanHBIX 33 BBIpaXeHHYIO NefikodHUedaToNaTHio y na-
UHEHTKH), MYJILTHCHCTEMHOMH aTpodHel (OTCYTCTBHe Bere-
TaTHBHOM HC/IOCTAaTOYHOCTH, HaNHYHE KOPKOBBIX Hapyuie-
HHIT), NPOrPecCHPYIOLHMM HATBbAAEPHBIM NAPATHUOM (BeCh
KOMIJIEKC HMEIOIEHCA aCHMMETPHYHOH CHMIMTOMATHKH, B
T. 4. HanuYHe YYBCTBHTENLHBIX HAPYLIEHHH, B COYETAHHH
C OTCYTCTBHEM MapajHya BEPTHKATLHOTO B3Opa BHH3, NO-
CTypansHO#  HeycToHYHBOCTH), ©Gone3Hbio [lapkHHCOHa
(akTyansHo Tonbko aAnA ne6loTa 3aboneBaHHA, Tak Kak B
nanbHedlIeM OTCYTCTBHE TPEMOPANoKof, NPHCOEAHHEHHE
NOAKOPKOBBIX H KOPKOBBIX HapylueHHH, HedheKTHBHOCTL
npenaparoB €BoaoNbl), 6o1e3HbI0 AHPOY3HLIX Tereu Jlesn
(OTCYTCTBHE KOTHHTHBHBIX H NMCHXHYECKHX HapYLEHHH €O
IPUTENBHBIMH FALTIOUHHAUHAMM), GonesHAMH [Tnka, Anb-
ureiiMepa H 100HO-BHCOYHOH AeMeHUHeH C NMapKHHCOHHW3-
MOM (OTCYTCTBHE PAHHHX KOTHHTHBHbIX HAaPYLIEHHH, acHM-
MCTPHA CHMINTOMAaTHKH), 6onesusio laseppopaena-1linarua
¢ NO3IHHM HA4alioM (CEMEHHBIA aHAMHE3, XapaKkTepHble
HEHPOBH3YaIH3ALHOHHBIE NaHHbIE), TeNaTo-NEHTHKYIAPHOH
7ereHepaunent (ceMedHbIH aHaMHe3, OTCYTCTBHE KojblLa
Kaiizep-®nefiuiepa. CHHXEHHA YPOBHSA LEPYIONNAa3MHHA,
YNLTPa3BYKOBBIX PH3IHAKOB HIMEHEHHS TIEUeHH, OTCYTCTBHE
MCHXHYECKHX HAPYIIEHHH M JNHIETHYECKHX TMPHIAIKOB,
XapaKTepHas HEHPOBH3yalH3IaLUHOHHAA KapTHHA), XPOHHYE-
ckoli NpHoOpeTeHHOH renarouepeGpanbHON dereHepauHed
(aCHMMETPHS CHMNTOMATHKH, OTCYTCTBHE KOTHHTHBHBIX M
NCHXHYECKHX HapylueHHH, xapaktepHo# MPT-kapTuusi) [1,
5.6].

3akniovenue

Takum 00pa3oM, Y NaUHEHTKH BBIARAEHO MPOrpeccH-
pyoluee aCHMMETPHYHOE NOPAXKEHHE 1EBOH BEPXHEH KOHeu-
HOCTH ¢ GOpMHPOBaHHEM B HEH KIACCHYECKONO COMETAHHA
JIHCTOHHH, TMOCTYPATbHO-KHHETHYECKONO TPEMOpa, MHO-
K/OHH{, OpanykHHE3NH, (PEHOMEHA «UYKOH KOHEYHOCTHY»,
HapyuleHHH r1yOOKoH uYBCTBHUTENBHOCTH M CIOXHBIX ee
BHIOB (aCTEPEOrHO3, PACCTPOMCTBO AUCKPHMHHALHOHHOIO
YyBCTBa), MHPAMHIHOH HENOCTATOYHOCTH, a TAKKE HAIH-
4He reHepaTH3OBaHHON LepeGpanbHOH aTpodHH ronoBHONO
MO3ra, NPEHMYLIECTBEHHO KOPTHKANbHOH, 2-3 cTenenn Ge3
BBLIPAXEHHOTO 04arOBOTO MOPAXEHHA BELIECTBA TOJIOBHOIO
Mo3ra no gaHHbIM MPT, 4To no3BonHAO AHAarHOCTHPOBATH
KopTHKo-GazanbHylo gereHepausio. B nonwly nanvoro aua-
rHO3a NOBOPHT TAKXKE OTCYTCTBHE Y MALMEHTKH KOTHHTHB-
HBIX paccTpoiicTs B 1¢bioTe 3aboneBanus, OTCYTCTBHE Tpe-
MOpa NOKOA, MPH3HAKOB BENeTaTHBHOH HEJOCTATOMHOCTH,
OTBETa Ha TEPaNHIo NpenaparaMy J1eBOLOMNbI.

JlaHHBIA KIHHHYECKHR CAydYad yKIaablBacTCs B Kjac-
CHYECKYI0 KapTHHY KOpTHKo-0a3anbHo# nereHepaunu. Ero
0c0beHHOCTBIO ABIAETCA OTCYTCTBHE anpakcHU U adasuy, a
TaKKe BbIPAKEHHOR aCHMMETPHYHOCTH aTpodHH Kopbl 106-
HOH M TEMEHHOW [ONEH MONOBHOIO MO3ra.m

Hlonoea 10.B., l'anynoea A.b., I'bY3 CO «Ceepo-
106cKkan obaacmnaa Kkaunuveckan 6orenuya Nel», o. Exa-
mepuntypz: Boaxosa JILH. '6OY BO Ypaneckuii zocydap-
cmeéeunbiin Meduyunckuy ynueepcumem Munsopasa Poccuu,
Kaheopa nepenbix Gonesneti, helipoxupypzuu u MeQUYUNCKOT
2enemuxu, Examepunbype; Aesmop, omeemcmeennviii 3a ne-
penucky - [lonoea FOaua Bacunvesna, 2. Examepunbype, y1.
Boicozpadckan, 185, 8(343)351-16-96, YuWa-11@mail.ru
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