KopTnko-6asanbHas
NereHepauus



KopTuko-6asanbHasa gereHepauus (Kb[) — cnopagunyeckoe
nereHepartusHoe 3aboneBaHune LIHC, pa3ssuBatouleecs rnaBHbIM
obpa3om y nnu NoXXMnoro Bo3pacTta (=60 ner).

* My>X4MHBI N XEHLLNHbI Nopa)karTcHa C O AMHAKOBOW YaCcTOTOW;
» Tay-natus;

* PasBuBaeTca McnoaBosib, NOCTENEHHOE U HEMPEPLIBHOE
nporpeccupoBaHune (=8 neT);

* KNnnHn4yeckasi KapTuHa cKnaabiBaeTcsi U3 MPU3HaKoB NopaXkeHus
KOpbl 1 BasanbHbIX raHrmmMeB B N0bomn KombuHaumm n B nodomn
nocnegoBaTenbHOCTU.



[lpenmyLiecTBEHHO
nopaxaroTca:

* NTOOHO-TEMEHHAasA Kopa;
* yepHagqa cybcTtaHuus

Pexe:

* cTpUaTym;

* BEHTponarteparnbHbIn
Tanamyc;

e AApa cpegHero Mmoara;

e dApa MO3XKeYyKa;

* HWXHWE ONNBDLI




Mopaonorusa

MukKkpocKonu4yeckKum:

* YMEHbLUEHNE YNCIIEHHOCTU HEMPOHOB B NNOOHOW N TEMEHHOWU KOPE;
 [no3 B 6enom BeLlecTBe;

* Axpomamu4eckue barrioHoobpa3Hbie HEUPOHbI B KOpPe, ba3anbHbIX raHrmusx,
CTPYKTYypax cpegHero mosra, 3yoyaTtom siape MO3)Keyka;

* BHYTPUKNETOYHbIE BKIMIOYEHUS, COAdEPXKALLNE Tay-NPOTENH B HEMPOHAX U B

rMnanbHbIX KNeTkax: B acTpoumTtax (doopmumpys cneundumdHele anga Kb/
«acmpouumapHeie» brsauwku) n onurogeHgpounTax.

Makpockonn4yecku:

* AcMMMETpPUYHas atpodusa BellecTBa Mo3ra, bonee BbipaXXeHHasa B JIOOHOM K
TEMEHHOU KOpe;

« [NenurmeHTaumsi 4HepHom cyocTaHuun,

anI TMMCTOXMMUNYHECKUX UCcCcriegoBaHusAXx: pe3koe ymMmeHbLeHne cogep>xXaHn4d



KnnHumka

ACNMMETPUYHLIN aKUHETUKO-PUTUAHBLIA CUHOPOM

CnHAPOM «4YXKOU KOHEYHOCTU»

HapyLueHune BbICLUMX KOPKOBbIX PYHKLUMW (anpakcus, adpasung)
HapyLueHune crnoXHbiX BUOOB YyBCTBUTENBHOCTHU

MblLweYHble AUCTOHUN

MunoknoHuga

HaobsaaepHble rmasogBuratenbHble HapyLeHusa

Tpemop (nocTyparnbHbIU, pexe — KNHETUYECKNI)
[TupammngHbie HapyLleHus

JlobHbIe 3HaKKM (xBaTaTernbHbIN pedriekc, PeHOMEH
npoTnBoaepxaHua)

XopeoTaTeTos
[Oun3apTtpusa (70%);



Kputepu kopTuko6aszanbHON aereHepauum
no W.H. Oertel u N. Quinn (1996)

AnsA noctaHoBKU AnarHo3sa Kbl Heobxoanmo
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anuyue 3-x U3 6-Tu cneayroLWMNX NPU3HAKOB:

. L-0O®DA-pe3nCTeHTHbIN aKNHETUKO-PUTUAHBLIN

CUHOPOM;
theHOMEH «4YXKON» KOHEYHOCTH;

anpakcus UNu HapyLleHne CNoXHbIX BUOOB
rny6oKou YYBCTBUTENBHOCTH;

doKanbHaa AUCTOHUA B KOHEYHOCTMH,
MUOKITOHUMU;

rpy6bin NocTypanbHbIN UNU KWNHETUHECKUN
Tpemop.

Kputepun kopTtukobasanbHON geresepaumn
no R. Kumar » coasr. (1998)

11. xpoHNYeckoe nporpeccHpyrollee TeveHne;
12. acummeTpnyHoOe Hayano (BKn4as passutne adasnm N anpakcum);

3. HapyweHWe BbICWMHUX KOPKOBbIX (hyHKUMI, B TOM YUCNe:

3.1. npeoMOTOpHaR anpakcus (HapylweHne BbINONHeHNA CMbICNOBbIX
OeNCTBUN, KOTOPbIE HEBO3MOXHO OO BACHNTD 3NeMeHTapPHbIMK
OABUratenbHbIMK PacCTPONCTBaMMU);

3.2. HapYWeHHNA CNOXHbIX BWAOB YYBCTEBUTENBHOCTH (NPH COXPAHHOCTH
NPOCTbIX BHAOB YYBCTBUTENbHOCTH U NOHMMaHNK DONbHbIM 3afaHus;
B TOM, 4TO GONbHON NOHMMAET 3agaHne, MOXHO yOeanTecs npu
YAOBNETBOPHTENbHOM BbINONHEHUK NPOObI HA Me@Hee NopPaKeHHON
KOHE@YHOCTH);

3.3. CHHOPOM «NYXON» KOHEYHOCTH (Hanuyne nesnTaunmn HegQoCTaToNHO
ANA ANarHOCTUKN CHHAPOMA «YYXON» KOHEYHOCTH);

4. Hannymne IKCTpanmpamMAaHbIX HapyLWeHWn, B TOM Yucne
AKNHEeTHKO-PUIrMAHOro CMHAPOMA, PE3UCTEHTHOro K npenaparam L-aodel
B COYeTaHMMN C OQHMM U3 ABYX CneaywWwnx CHHAPOMOB:
4.1. AUCTOHMRA KOHEYHOCTH C €@ NaTONOrnYeCcKon yCTaHOBKOI (B TOM Yncne
B NoKoe);
4.2. cnoHTaHHas u pednekTopHan pokanbHas MUOKNOHHA
(pacnpocTpaHfeman 3a npegenbl CTUMYNUPYeMbIX Nanbues);

5. OTCyTCTBHE CHMNTOMOB MCKNIOYEHNA:

5.1. HAYano ¢ KOrHUTUBHbIX HapyWeHUN (MHbIX, Yem achasna UNK anpakcus);

5.2. XOpowasn 1 CTONKaR peakuns Ha npenapartel L-aodbl;

5.3. Tpemop nokos;

5.4. TAxenan sereTaTMBHaA HEAOCTATOYHOCTD;

5.5. ymepeHHan unu Taxenan aemeHumna (y 6onbHoro, cnocobHoro kK
CaMOCTOATENbHOMY NepeaABHKEHNIO) — AaHHbIN KPUTEPHIA UCKNKOYaeT
«aTunuyHbie» cnyvyan KB, nposasnawmnecs nporpeccupyrowen
pemeHunen nobHoro Tuna;

5.6. paHo pasBMBalOWMACA napes B3opa BHKU3 (y GonbHOro, cnocobHoro kK
CaMOCTORTENbHOMY NepeaBHKEeHHIO);

5.7. ovaroBble nameHeHna npu KT unu MPT, cnocoBHbiX 06 BACHNTL
KNHHUYECKY I KapTHHY.




[lepBbIM NMposiBIEHNEM, KaK NpaBuno, ABMAETCA HEJTOBKOCTL B
O[HOM U3 KOHEeYHOCTEeN (Yalle BCEro B pyke), a Takke OHEMEHNE,
conpoBo)xaarwlleecd HapyLeHMeM CIOXHbIX BU0B
YyBCTBUTENBLHOCTM (acTepeorHo3om, arpadpecresmnen,
HapyLleHnemMm AUCKpUMUHALMOHHOIoO YyBCTBAa)

CumMmnTomMaTuKa NocTeENeHHo pacnpocTpaHaeTca Ha
uncunateparnbHy0 KOHEYHOCTb

Ha koHTpanatepanbHyo pyKYy Unn Hory



CUHOPOM «YY>XOWU» KOHEYHOCTW (50% cnyaee)

¢ CybbeKkTnBHOE OLLYLLEHNE OTHYXOEHUA KOHEYHOCTMU;

 Ee aBTOHOMHas HEIMNPON3BOJIbHAA ABUraTesibHaAA akKTUBHOCTb (I'Ipl/l ATOM MaUunNeHT
HE MOXET OCTaHOBUTb UJTN KaK-TO KOHTPOJINPOBATb CO6CTBeHHy}O KOHEYHOCTb).

I'Iopa>|<eHHa$| KOHEYHOCTb MOKET COBEPLUATb pa3Hoo6pa3Hble ABVNXEHNA:

* [MogHMMaTbCA BBEPX (NEeBUTaLUS), NPUKacaTbCs K rofioBe UMK K APYrMM 4YacTsm
Tena, goctaBaTb U3 KapMaHa Kakue-nnmbo BeLy 1 T.4.

* CUHKMHETUYECKME OBMXKEHUS: «Yy>Kasi» pyKa NOBTOPSET OENCTBUSA 300POBOWN PYKMU.

* VIHTepmaHyarsibHbI KOHPMNUKT (NopaxeHHasA KOHEeYHOCTb MeLLaeT 340p0BOU
coBepLlaTb Kakme-nmbo aencreus).




[ lTapKMHCOHN3M

» Pa3BMBaETCH, Kak NpaBuno, B NnepsBble 3 roga nocre Ha4ana
3aboneBaHus;

* ACUMMETPUYHOE Ha4arno;

* 1o mepe nporpeccmnpoBaHus 3abonesaHns aBuUraTeribHble
HapyLLEeHMsa HapacTatloT, pacrnpocTPaHATCA U CTAHOBATCS
[BYXCTOPOHHUMMU;

* Pe3ncrteHTHOCTb K rnpenaparam Jiesooribl,;

* [loxoaka nauneHToB ¢ Kbl MoXXeT HanoMmnHaTb NOXOA4KY
bornbHbIX ¢ Bl1, HO Yalle oTMevaeTcss UBMEHEHNE X04b0ObI NO TUMNY
anpakcuu.



MbllweyHas OUCTOHUSA (s3-s

« PoKkarnbHas/cermeHTapHas

e OObIYHO BOBNEKaeT KOHEeYHOCTU N/ nnu
aKkcmaribHy MycKynaTypy

« XapaktepHa ans Kbl cBoeobpasHas
OUuCMOHuYecKasl rosa pyKu ¢ ripueedeHuem
rnredya, caubaHuem ripeornneyss, Kucmu u
nanbyes (HEKOTOPbIE NaribLbl MOryT
OoCTaBaTbCA Pa30rHyTbIMN).

* IHorga nanbLUbl OyKBarnbHO BNMBaOTCA B
nagoHb, 1 BoNbHbIE BbIHYKOEHbI OpaTh B
PYKY KITyOOK HUTOK, YTOOLI HE NOPAHUTDL
PYKY HOTTAMM.
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MWOKINOHUSA 5%

« Yalle B Hanbomnee nopaxeHHOM KOHEYHOCTH.

* MnoknoHn4eckue nogepruBaHmns, Kak npaBusmo, ycunmBarTCcs
NPV OBWXEHUU (KUHemu4yeckas, usu UHmeHUUoHHas,
MUOKJITOHUSA),

 /IX MOXXHO Takke BbI3BaTb MyTEM MEXaHNYECKON NN
ANEKTPUYECKON CTUMYNALNK (peghrieKmopHas MUOKITOHUS).

* MMOKNOHNA HOCUT KOPKOBLIN XapaKTep 1 cBA3aHa C HapyLleHUneMm
MHTPAKOPTUKANBHOIo U KOPTUKOTaNaMmmn4eCckoro TOpMOoXKeHUS,
BbI3BaHHOro cenektneHoun aereHepauuen I AMKepruyeckunx
HEWPOHOB NN aCTPOLMTAPHON NATONOMMeEN



HagbagepHble rmasoagBuraTenbHbIe
HAPYLUEHWUA (90%)

3aTpyaHeHMe NHMLUMaLUUM U orpaHnYeHne amnnnTyagbl
rOPU3OHTAaNbHbLIX U/MNW BEPTUKANbHbLIX Cakkagn4yecKnx u
crnegsawmnx ABMXKEHUN;

* ABHbLIV NAape3 B30pa (YaLle BepTMKanbHOIo) BCTpeyYaeTca NuLlb y
20% OONbHbIX 1 0ObLIYHO HA NO3AHEN cTagumn 3aboneBaHns;

* IHorga otmevarotTcsa dopcmpoBaHHOE OTBEAEHME IMa3HbIX
A0MNOK;

* Anpakcua OoTKpbIiBaHUA rmnas (HapyLweHue peumunpoKHbIX
COOTHOLUEHUN MeXay KpyroBou MblILLLIEN Fa3a N MblLLLEWN,
nogHMMarLLEN BEPXHEE BEKO, B pe3ynbraTe Yero 605bHOM
nepunoanyeckm He MOXET MPOU3BONbLHO OTKPbITL Nasa).



HapyLieHne BbICLUMX MO3roBbIX QYHKLU NI

(bonee 90%)

Hanbonee xapaktepHa — anpakcus (84%)
Hepeako oHa pa3BMBaETCA y)Ke Ha paHHeN ctaaun 3aboneBaHus.

Anpakcusa noyTu Bcerga NpMUCyTCTBYET B TEX Clydadax, korga
3aboneBaHne NpPenmyLLeCcTBeEHHO NopaXkaeT nesoe (JOMUHAHTHOE)
nonyLwiapue, a cMuMnToMaTtuka, COOTBETCTBEHHO, HAQYMHAETCA C
NnpaBoOn PYKM.

Anpakcua npu KbJ] yalle ObiBaeT ABYCTOPOHHEW, HO Nlerye BCEro €€
BbIABUTb B TOU PYKe, B KOTOPOMN MEHEE BbipaXeHa
aKCTpanupamugHaga unu nupammagHaa cMMnToMaTuka



Anpakcu4

1. KNHecTeTn4YecKasa: TPYaHOCTU BbINONMHEHNS MPON3BOSIbHbIX
OENCTBUN, KOTOPbIE CBSI3aHbl C HapyLLEHNEM BOCNPUATUS
CODCTBEHHOIO Tesa, Npu COXpPaHHOM CNOCOBOHOCTU K NMaHNPOBaHULO
NEeNCTBUN;

2. KNHeTn4YecKas: HapyLleHne cepunHon opraHmsaumm u
aBTOMaTu3aunn gBMxXeHUn;

3. ngeaTopHas: HapyLleHne NocTpoeHus (NnaHnpoBaHuA)
OEVUCTBUMN.

[lncnpakcmnyeckne paccTpomncTea BbIABIAKTCA HE TOMbKO pyKaxX, HO U
B A3blKe 1 OopalibHbIX MblLLLaX (OpalbHaa anpakcus),
rmasoaBuraternbHbIX MbllULUAX (anpakcus B3opa).



ACba3I/IFI (20-50%)

Yalle otmevaeTca AMHamu4veckas acpasns — CHUKeHue 6ernocTu
peyn, nay3bl U OCTAHOBKM TEKYLLErO PEYEBOro BbiCKa3bIBaHUS,
HapyLLEeHWe rpaMMaTUYecKoro CTposi pedu, nepcesepaLmsamMm CroB

n opas.

3ampyOoHeHue UHuyuayuu pe4desou odessmeribHocmu, HapyLleHune
NOCTPOEHUA PEYUN Ha YPOBHE MPeanoXeHUN.



HapyLweHuna noxoaku (=100%):
JlobHasa gncbasuna (anpakcua xoabosbl);

[locTypanbHas HeyCTOM4YMBOCTbL C YaCTbIMU
nageHnamMmm (NpemmyLLecTBeHHO K3aau).

[MTnpaMunaHbie HapyLleHUs (6onee 70%) — OXXNBMNEHNE
perJ'IeKCOB, MNaToriorm4eCKkKne KMcteBblie U CTOlNMHbIe 3HaKW .

Y HebonbLLOW YacTn DONbHbIX BCTPEYaEeTCs
MO3XXe4YKOBas aTaKCUSA;



JleyeHune

Y He3HauYNTENLHOW YacTn BOSIbHLIX BISBNSAETCA YMEPEHHbIN (XOTS U
HEeCTOUKUIN) 3 eKT Npu NpUMEHEHNU NpenapaToB J1IeBO4O0MbI.
OnpegeneHHbIn pesynstat MOXHO MHOrA4a NoMyYnTb U C NOMOLLbIO
aroHucrtos godgamuHa. OgHako Yaule 3Ty npenapaTbl OKa3biBalOTCS
HE3MMPEKTUBHLIMW.

Bbipa*k€HHOCTb MUOKITOHUN U UHTEHLIMOHHOIO TPEMOPa MOXKHO
YMEHbLUUTb C NOMOLLbIO KInoHa3enama. [NoctypanbHbIn TpeEMOpP MHOraa
obrieryaetcsa ¢ noMoLLlbo beTa-6r1okaTopoB.

[TonbITKM NEKAapPCTBEHHOW Tepannunu HEPEOKO NMLLb YXYALLAKT COCTOSAHMNE
BOsIbHbIX, CNOCODOCTBYA HApaCTaHUIO KOTHUTUBHOIO AedoekTa, HapyLUeHU
X0abbbl, 3aTOPMOXEHHOCTN U CYTAHHOCTW.

[Mpn hpokanbHbIX AUCTOHUAX — UHBEKLMM DOTYNOTOKCUHA.

IleyebHas rumHacTuka (npegoTBpaLlleHne KOHTPaKTyp, obneryeHme
6one3HeHHON ANCTOHUN, NoAAEPXKKA aKTUBHOCTU BOMNBHOrO).



KopTuko-basanbHas gereHepaumsa. CUHOPOM «4YyXX0M PYKU» cnpaBa. T2-WI.

Ha akcuanbHbIX (a, 6) cpesax onpenensieTcsd acuMMeTpuYHas atpodus 0osbLUnX nosyLwapun,
bonbLUe Bblpa)XeHHaqa crnesa C Hanuinem y4acTtkoB aTpouyeckon aeMmumenmHusaumm B
NOAKOPKOBbLIX A4pax 1 rinybokom 6eriom BellecTBe.

B nesom Tanamyce Ha opOHTanbHOM cpe3e (B) onpeaensaeTcs y4acToK NOBbILLEHHOro
CUrHana, KOHTpanareparnbHbI CAHOPOMY «4y>XOW PYKU» (CTpenka).






Fig.1. Coronal TI-weighted (A) and axial FLAIR (B) MR images in a patient with the corticobasal syn-
drome. Note the asymmetric parietal cortical atrophy, more evident in the right hemisphere in this patient.



Fig. 2. Axial FLAIR MR image in a patient with the corticobasal syndrome, showing asymmetric atrophy of
the cerebral peduncles.



Fig. 3. Midsagittal T1-weighted MR image in a patient with the corticobasal syndrome, showing thinning of
the corpus callosum where the projections between the parietal cortices traverse.



Fig. 5. Axial FLAIR MR images of three patients with the corticobasal syndrome, showing subtle, hazy
increased signal in the subcortical posterior frontal/parietal white matter. The signal changes are asymmeltric in
B and C, but quite symmetric in A despite strikingly asymmetric clinical findings in all three patents.



[ naBHoOe:

 [lopaxatTca TeMmeHHasa n nobHas aonu, basanbHble raHrmMnu.
ATpodound, Kak npasunno, aCUMMeTpuUYHaa [ acCMMMETPUYHOE
Ha4varno;

CUHOPOM «YYXXOU PYKN»;
AKNHETUKO-PUrnLgHbIV CUHAPOM, PE3NCTEHTHBLIN K NEBOAONE;
Anpakcua (KWHecTeTuyeckas, KuHeTuyeckas, naeatopHas);

° IEl,I/ICTOHI/IL-IeCKaFI Mo3a PYKU C npmeBeaneHNEM riJyieda, crmbaHnem
npegnredbd, KUCTU U NalribLueB,;

e MunoknoHunm.



Pathology:

Anatomy:

» Mesial frontal

« Frontal opercular
=« More parietal

Movement:
« Ocular apraxia
« Myoclonus

= Alien limb
« Dystonia

« Ballooned neurons
» Astrocytic plaques
= Achromatic neurons

CBD

« Asymmetric parkinsonism

Parietal atrophy

Progranulin mutations

Frontotemporal dementia
Behavioral symptoms: Anatomy:
= Emotional blunting = More orbital frontal
=« Spared memory
= Overeating
= Disinhibition
Semantic dementia

Behavioral symptoms:

Loss of knowledge for
words, faces, objects

4R tau

H1 tau
haplotype

A0 tau allele

Pathology:
= Neurofibrillary tangles
= Globose neurons

Anatomy:
= More dorsal midbrain

PSP

Movement:

»  Axial rigidity
Nonfluent aphasia « Falls
Tau inclusions « Vertical gaze
Tau mutations « Early dysphagia

Pathology:
« Ubiquitin inclusions

Anatomy:
» Anterior
temporal

= More widespread brainstem




