KopTuko-basanbHasa gereHepauus
N NporpeccupyroLInn
HaObAOEPHbLIV Napanny.

BeinonHun: opanHaTop
2roga

AxmeTtoBa A.K



» KopTunko-6asanbHasa aereHepauunsa (Kb)
— peaKoe COCTOAHNE, KOTOPOE
XapakTepmayeTcd aCUMMETPUYHbBIM
nopaxeHMem NPeNMyLLIECTBEHHO
NTOOHO-TEMEHHOW KOPbI, 0Da3arbHbIX
raHrnmeB, 3ybyaTbiX SOep MO3)Ke4dka n
KITMHUYECKN MPOSIBNSAETCS
aCUMMETPUYHbIM NAPKNHCOHU3MOM,
PE3NCTEHTHLIM K Npenaparam
11eBoAonbl, B COMETAHUN C ANCTOHUEN,
MWOKJTOHYCOM, TPEMOPOM W
KOrHUTUBHBIMUW HAPYLLUEHUAMM.



BcTpevaeTtcsa ¢ yactoTtom 0,45 Ha 100 ThbIC., CpeaHui Bo3pacT aebtoTta: 63
roaa.
My>x4mHbl 6onetoT
HECKOINbKO Yalle, YEM KEHLLMHbI.




oTrnonaTtoreHes:

e [JAaHHOE COCTOAHME OTHOCUTCA K rpynne
Taynatun.

* Beayuwinn natoreHeTU4YECKUA MEXaHU3M |

HapyLwlieHne metabornmama OCHOBHOIO
bernka BHYTpEHHEN HEMPOHAaITbHOW
MEeMOpPaHkLLL3Y-NPOTENHA) NOeT ero
HaKonfeHne B HEMPOHAaX M MMnanbHbIX
KreTkax, obpasytoTtcs bannoHoobpasHble
HENPOHbLI BO BCEX CIOSIX KOPbI, ba3anbHbIX
raHrnmnsix, CpeaHeEM Mo3re.



KnnHuka:

e CMHOPOM NapKnMHcoHu3ma B 100% crny4aes,
B nepBble 3 roga 3aboneBaHns-
aCCUMETPUYHbIN aKNHETUKO-PUTUOHBLIN
CUHOPOM+ NoCTyparnbHas HeyCTONYNBOCTb.

* Tpemop B 30% cny4aes, rpyobin,
nocTypanbHbI NN NHTEHUUOHHLIN.

« [InctoHnmn B 60% cny4aes, B AUCTanNbHbIX
oTaenax, No3)e KOHTPaKTYypbl.

* MunoknoHuu B 45% cny4aes, Yalle B
OucTanbHbIX oTAenax, ycunmaaeTca npu
OBUMKEHUMN.



KnnHuka:

Cneunuryecknm NpossiBNeEHNEM
KOpTnkoba3sarnbHoOW gereHepaunm siBNseTcs
cuHApomM —yyxoun pykull (alien hand
phenomenon), KOTOpbIX HabnNgaeTcsa B 60%
cny4aes 9TOro 3abosieBaHMA 1 pa3BUBAETCS B
nepsble 2 roga 3abonesaHnsa. CUHOPOM Yy>KON
pykull nposiBNsieTcst HECNOCOBHOCTLIO
OCO3HaBaTb M KOHTPONNPOBaTb AEUCTBUS
OLHOWN N3 PYK, KOTOpast He NOAYMHAETCS
NPOnN3BONIbHOMY KOHTPOS0. B TO XXe Bpems Ha
NMOpaeHHOM pyKe COXpaHAEeTCS
YYBCTBUTENBLHOCTb.

Haunbonee 4acTo nepBbIM NPOSIBNEHNEM
KOpTukobasanbHOW AereHepaummn BnseTCcs
HENOBKOCTb B pyke (50% criy4yaeB), HapyLueHUd
xoabObl (36%), 0AHOCTOPOHHANA Bone3HeHHas
napectesunsi (29%), NobHasa gemeHums (21%),
nageHusa (21%), ansaptpusa (14%), aenpeccus
(7%).



KnnHuka:

* Anpakcus, Yalle naeomoTopHas
* Adpasunsg, Yalle AuHaMmmn4yeckas.

* [NasogBuraternbHble HapyLleHUs-anpakcus
OTKPbIBAHUS rnas, HACUITbCTBEHHOE
OoTBeaeHue rnasHbiX A0rnokK.

 [1lceBOoobynbOapHbIV CUHOPOM- AN3apTpus, +
POA, gucdarus pegko.

e +XBaTaTeNbHbIN pednekc.

* KOrHUTUBHbIE HapyLLUEHNA XapaKTepHbl Ha
No3aHMX cTaanax 3abonesaHus(l1ogKopKoBO-
KOPKOBbIV TUN)



Kputepum ana noctTaHOBKK AnarHo3a
KB

1.XpoOHUYeCKoe nporpeccupyroiee Te4yeHue

2. AcMMMeTpPUYHOE HaYvano (BKnYasa passutrue agasmm nnu
anpakcumm)

3.HapyweHue BbiCLLNX KOPKOBbIX PYHKLUN:

A. NgeomoTopHaga anpakcusa ( HapyLleHne BbINMoSIHEHUS

CMbICITOBbIX AENCTBUIN, KOTOPOE HEBO3MOXXHO OOBSICHUTL
aneMeHTapHbIMWU ABUraTesnibHbIMW paccTPOUCTBaMun)

B. HapylueHue cnoXxHbix BUOOB YyBCTBUTENBHOCTU ( Npwu
COXPaHHOCTU MPOCTbIX BUAOB YYBCTBUTENBHOCTU U
NMOHUMaHUK 60MbHbIM 3a4aHNSA)

B. CUHOPOM «4yXXOMN» KOHEYHOCTH

4.Hanu4yue aKkcTpanupaMmmaHbIX HapyLUeHUN, B TOM Yncrne
aKNHETUKO-PUrMOHOIo CUHAPOMA, PE3NUCTEHTHOIO K
npenapartam J1-aodbl B codeTaHUN C OAHUM U3 CIeAYHoLLMX
CUHOPOMOB:

A. INCTOHNA KOHEYHOCTUN C ee NaTosIorM4eckon yCTaHOBKOW
b. CnoHTaHHas u pednekTopHas dpookaribHast MMOKIOHUN




( ’ Kputepumn, ncknrovatollee
anarHo3 Kb/l

1. Ha4yano ¢ KOrHUTUBHbIX HApPYyLUEHUN (
MHBbIX, YeM adpa3na nnm anpakcus)

2. Xopollas U CToOUKas peakuyma Ha
npenaparthbl J1-godobl

3. Tpemop noko4.

4. Tskenaa BeretTatuBHag HeQOCTATOYHOCTb.

5.PaHo pasBuBatoLLerocs napesa B3opa BHU3



Ha MPT y 6onbHbIX KOpTUKO6a3arnbHou gereHepaunen onpeaenseTcs
acMMMeTpuyHas atpodusa Kopbl NOBHO-TEMEHHOM obnacTn, atTpodus
cpenHen 4acTn MO30SIUCTOro Tesa, CKopnyrnbl, yBennyeHme
nareparbHOro N TPETLEIO XENya04KoB
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JleyeHune:

CumMmntTomaTnyeckoe. Y HEKOTOPbIX BOMNbHbIX
nodamMmHeprnyeckme cpeacrtea yMeHbLLaT
CUMNTOMbI MAaPKUHCOHU3MA, HO Yallle 3Tu
npenapartbl OKa3blBalOTCA
HE3MMPEKTUBHbLIMMN.

[Ona yMmeHbLUEHUS MUOKITOHNU MPUMEHSIOT
KrnoHasenam, Npu BbipaKE€HHOM
rMNepToHNYECKOM MMnepKnHe3e BO3MOXHO
BBeeHne DOTYNOTOKCUHA.



[1pOrHo3:

* B cpegHem, 00e30BMXEHHOCTb NaLMEHTA
HacTynaeT 4yepes 5 rner.

* YMUpaIT Yepes 5-10 NeT oT Havyana
3aboneBaHnst OT 6POHXONMHEBMOHUN UMK
ypocencuca.

* YeM paHblUe pa3BMBaETCA U
reHepanmayeTcs

CWHAPOM NapKMHCOHN3MaA, TEM XYXKe
MPOrHoa3.



[1porpeccupyomnm HagbsaaepHbIW napanuy
bone3Hb Ctnna-Puyapacona-OnbLueBCcKoro:

 [lereHepaTuBHOE 3abofieBaHme ronoBHOMO
MO3ra, XapakTepusyoLleecs CKonneHmnem
Tay-0enka B actTpouymTax, HeMpoHarbHbIX
OTPOCTKaX U HEUPOHaX; aHAaTOMUYECKU
npenmMyLecTBeHHO B brieaHOM Liape,
cybTtanammyeckom agpe, KpacHOM
agpe, YepHou cyocTaHumMn n 3ydbdaTtom

aape.



1,39 - 6,4 Ha 100 TbIC. HAceneHus. 4% NapKMHCOHM3Ma NO AAaHHbIM
natomopdoniornyecknx nccrnegosaHnn. KnuHmnyeckne npogasneHus MNHMN vawe
pa3BunBaloTCA B Bo3pacte 50—60 neT, B paBHOM CTENEHN cpean MY>XYNH U
KEHLNH.




KnnHuka:

« OOHUM N3 caMbIX BaXXHbIX
ONarHoOCTUYECKMX NMPU3HAKOB
NPOrpeccupyroLLEro HaabAAEPHOro
napanuya siBrnaeTcs napanny B3opa no
BEPTUKarn, KOTOPbIN MOXET pa3BMBaATbLCH
y)Xe Ha paHHUX cTaanax 3aboneBaHus.
CHa4ara pa3BMBaeTCcs napanuy B3opa
BHW3, a NOTOM BBEPX. [ Opn30HTarbHble
OBWXKEHUSA rnasHbIX A0MTOK COXPaHAKTCH
NN HapyLaloTCA Ha caMbIX NO3OHMX
cTagmax bonesHu



Mporpeccupyrowmm HagbaAepHbIA Napasauy

s Hayano nocne 40 nert;

fapanuy BEPTMKA/LHOTO B3MIAAA;
[pybas nocTypanbHas HEYCTOMUNBOCTb;
OceBas pUrMaHoCTb;
[ceBnobynbbapHbIN CUHAPOM;
Anpakcusa OTKPbIBAHUA Nas;
KOrHUTUBHbIE HAPYLLUEHUS;

3aTbl/IO4MHAA AUCTOHUS;

ATpodus cpeaHero Mo3ra 1 CTBosia C BOB/IEYEHUEM
BEPXHUX XOJIMUKOB YETBEPOXOSIMUS.



[OunarHocTnyeckme Kputepum

(the National Institute of Neurological Disorders and
Stroke (NINDS) and the Society for Progressive Supranuclear
Palsy)

Bo3MOXHbIW ANArHo3:

% MOCTEeneHHo nporpeccupyolLiee 3abonesaHne ¢ BO3pacToM Havana
nocne 40 net

*» HagbsaaepHbIM BepTUKarbHbIV Napanny B3opa unm samenneHune
NPON3BOSbHbIX ABUXEHNW rMasHbiX SS0MOK Mo BEPTMKaNU U
NocTypanbHas HeyCTONYMBOCTb C NadeHUAMN B TEHEeHNEe nepBoro
roga 6onesHu

«» OTcyTCTBME OpYyrux 3aboneBaHnn, 0O6bLACHAKOLMX BblLLEONUCAHHbIE
HapyLleHNsa (CM. KpUTEPUN UCKNKOYEHNS).




BeposATHbLIN ANArHo3:

% MOCTENeHHO nporpeccupytoLLee 3abonesaHne c
BO3pacToOM Ha4yana nocre 40 ner;

*» HagbsaOepHbIM BepTUKanbHbIM Napanuy B3opa u
nocTyparbHas HEYyCTOMYMBOCTb C NageHUAMMN B
TeyeHne nepBoro roga 6onesHu;

% OTCYyTCTBUE OpYyrmnx 3aborieBaHnn, OO bACHAOLLMNX
BbILLEONUCAHHbIE HAPYLLUEHUS (CM. KpUTEPUU
UCKIIOYEHUS).

JocToBepHbLIN OANArHo3:

KIMMMHUYecKas KapTuHa BEPOSATHOIO UM BO3MOXKHOIO
NPOrpeccupyoLLLero HagbAAePHOro napanuya +
rmcronaTonornyeckne gokasatenbcrBa 3TOro
3aboneBaHus.




e Kputepun ucknoueHua ans
( %porpeccmpymmero HaabAAEepPHOro

napanuya:

«» HeOaBHO NepeHeceHHbIN dHUedanuT;

< CUHOPOM «4yxou pykm»ll, KopkoBble YyBCTBUTESbHbIE HApPYLUEHNA, TODHasa nnm
BUCOYHO-TEMEHHAsA aTpodous;

< ranniouyuHaunm unu épea, He cBsi3aHHble C AONaMUHEPTMYECKOW Tepanuen;

< AnbureMepoBCKUM TUM KOPKOBOM AeMEHLUN (BbipaXXeHHaa aMHe3nd 1
apasusa/arHosuns);

< paHHME MO3XXEeYKOBble CUMMNTOMBbI UM BecnpuyYnHHaN M3aBTOHOMUA
(3Ha4YnTENbHAaA TMNOTEH3US UITN HAPYLWEHNS MOYEeUCyCcKaHns);

< Bblpa)XEHHbIE aCUMMETPUYHbIE NAPKMHCOHNYECKNE NPU3HAKK (Hanpumep,
bpaguknHesus);

< HeunpoBM3yanm3auNOHHbIE AaHHbIE HANMNYUS CTPYKTYPHOW NaTONornm
(Hanpumep, HapkTbl B 06r1actn 6asarnbHbIX raHIIMEB UK CTBOSA MO3ra,
nobHas atpocus);

% 0OonesHb Yunnna, B cny4yae Heo6xoaMMOCTHW, NOATBEP)KAEHHAasA AaHHbIMY
nonMmepasHo LienHoW peakLmu.



[loaTBepxgatoLume Kputepum ang
NporpeccunpyroLlero HaabaaepHoro

napanuya:

CUMMETPUYHAsA aKMHE3NSA NN PUrNMOHOCTb, bonee
Bblpa)XeHHas B MPOKCUMarnbHbIX OTAenax, Y4em B
aucTanbHbIX;

NaToNoOrM4Yeckun HakIioH ronoBbl, 0COBEHHO
PETPOKONIINC;

HU3KUN TepaneBTUYEeCKNN 3P EKT NN OTCYTCTBUE
adbdoeKkTa npm riedeHnmn napKMHCOHM3Ma rnpenapartamMmm
neBoaon.l;

paHHee pa3BuUTME An3apTpun n aucdarnu;

paHHee pa3BUTUE KOTHUTUBHbIX HApPYLLEHUN,
BKIHOYaloLWMX, NO KpanHen Mepe, ABa NpusHaka m3
NepevYncrneHHbIX: anaTmsl, HapyLeHnsa abCTPakTHOro
MbILLUITIEHNSA, CHXKEHME BErnocTn peyun, HapyLUeHNS
nosegeHus Unm NodHbIE CUMNTOMBI.



Ha MPT y 605bHbIX
NpOorpeccupyroLLnNM HagbsaaepHbIM
napannuyom Moryt obHapyXneaTbCs

aTpodoma cpegHero Mosra um Tak
Ha3blBaeMbI —CUMMITOM Konnbpull,
npeacTasnaoLwmn cobom BorHyTyro
NOBEPXHOCTb BEPXHEN YaCTU
cpeaHero moara (KoTopbIv
HanoMMHaeT Konmbpwn) Ha




JleyeHune:

HeT npenapaTtoB, CNOCOOHbIX

npeaoTBpaTUTb NPOrPeCcCnpPoOBaHUS
3aboneBaHus. JledeHne HanpaBneHo NULLb
Ha YMEHbLUEHME CUMNTOMOB:

« [lodpamMnHOBbLIE arOHUCTLI+NeBoaoNa
e Tpuymknmyeckme aHTUOENPECCaHThI

 MeTtuceprug (I'3: dndposHbie
nopaXxeHust BHYyTPEHHUX OpraHoB)

* BOTYNOTOKCUH (Npv pPUrngHOCTU U
OUCTOHUN)




[1pOrHo3:

* [1pogomMKUTENBHOCTDL XXNU3HWM OT Ha4Yarna
3aboreBaHus B CpeaHEM 5-7 ner.

* Yepes 3-5 net BO3HUKAET
00e30BMXEHHOCTb.



JleyeHune HAO3:

B HacTosLee Bpemsa Hanbanee pacnpocTpaHeHa cMMmnTomaTuyeckas Tepanus
HenpoaereHepaTUBHbIX 3aboneBaHu:

1. CpefacTtBa, BO3gencTByoLLmMe Ha cneuudunyeckmne HeijpomeamaTopHble
cucTeMbl MO3ra (peMUHWUI, HEMPOMWOMH, IMUaTUNNH). YKa3aHHble npenapaTbl
ABNATCA LIeHTpahbHbIMU XONTMHOMUMETMKaMMW, BOCMOMNHAKOT necimum
aLeTUNXonHa B Mo3re 3a cYeT broKabl XONMHACcTepasbl U NPUBOOAT K
BETMYEHWNIO NPOAOIHKUTENBHOCTN €r0 JEUCTBUSA Ha NOCTCUHaNTUYeckmne
elenTopbl ]\{Icmnmsaﬂ xonMHegrmquKlyro ne'Penaqg/. XOXMM MEeXaHU3MOM
ericTBMA obnagaroT aHTUryTaMaTepriyeckne cpeactea (MeMaHTI/IHB),
aBNAOLLMECA HEKOHKYPEHTHLIMW CerieKTUBHbIMU aHTaroHUcTamm NMDA-
eLenTopoBs. bnarogapa moaynu OBaI-gIFO rmn TaMaTSé)FI/ILIeCKOI/I nepegayu
nyYyLakTCa KOrHUTUBHbIE NMpoLecchl. B KOH ponmlm/ MbIX MCCNegoBaHNAX
okasaHa a(p(PeKTUBHOCTb NperapaTa npu Bcex BUAax JeMeHL MM

2. CpegcTtBa C HEMpoT NYECKUM AEVICTBé/IeM (KOPTEKCUH, uege6gonm3|/|H)
CMOCODOHbI NOBbILLATH eKTMBHOCTb MeTa o%mqecmx NPOLIECCOB B TKaHM
MO3ra, CHUXXaTb 0bpas3oBaHNe TOKCUYECKMX CBODOHbIX panKarnos,
CTMMYNMPOBaTb penapaTUBHbIE NPOLIECCHI.

3.CpeacrtBac HeVI_POMETaGOHVI‘-IGCKVIM negICTBVIeM (aKTOBEruH, rMuMuUMH, cemMakc,
ngueTaM, nmMpauetam), CTUMYInu 'él}OLLI,I/IeO MeHHbIe rnpouecchbl B rofTOBHOM MO3re,
NMOBbLILLIAKT YCTONYMBOCTb K TMNQKCUKN, YCUINMMBAKOT XOrTNHEe émquK\éro nepegadyy,
ynydwaT MUKPOUUPKYNALMIO, ONOKUPYya arperaumio TPOMOOLMTOB.



4, Koggekum 3KCTpanupamMmmaHbIX Ha)!o weHun npn HO3 Bo3aMoXxHa nyTem
Ha3Ha4YeHusa neBogoriacogepxalim penell_PaTOB(Manonaa, HaKOM),
nodpamnHoB % R)I'OHMCTgB( npariekc, npo OﬁaH) nnn amaHTagmMHoB
(MmnoaHTaH, LIK-Me dPeKTUBHOCTb Npenapartos fiesogonbl npy HO3, B
OTnn4me ot boneadun I'lapknHcoHa, He cTorlb BbiCOKa U, MO AaHHbIM W. Poewe,
cocTaBngaeT 26%. B cBA3M C 9TUM Ha3Ha4vyeHne aroHMcToB AOIC_FaMI/IHOBbIX
PeuenTo|POB M aMaHTaAMHOB MNpeacTaBndeTcsa bonee npeanoyYTUTerbHbIM,
aK KaK yKasaHHble cpeCTBa He TOJIbKO MOBbILLAT YyBCTBUTENLHOCTL
g ch)%m SII'ITI/I‘—IeCKI/IX peLenTopoB, HO 1 0bnagarT aHTUOKCUOAHTHLIM

KTOM .

5. B cny4dae npor eccmgzmmeﬁ BeretTaTUBHOM He4OCTAaTOYHOCTMU, H
nogjaroLleNCS KO [? LN HEMEeOMKaMEHTO3HbIMW cnocobamin, 3PPEKTUBHbI
KOPTUHEMd UK ryTpoH, HazHa4yaeMble B YTPEHHME Yachl.

6. I'épm NOBbILLEHNN MbIWWEeYHOro TOHyCca nnMpammnaHoro Tuna Ha3Ha4varT
aKJ1TOPEH.

7. McuxoTuyeckue HangIJEHVIﬂ KOPPUTrMpYHOTCA Ha3zHa4YeHNUeEM aTUNUYHbIX
HEeWpPOnenTUKOB (Krno3anua).

8. KOp eKUuMA TpemMopa, MblLLUEeYHbIX WCTOHUI NN MUOKNOHNN BO3MOXHA C
NMOMOLLIbIO KJITOHa3€emnama, rpun Hea CbeKTVIBHOCTI/I NOBTOPHO MOXHO BBECTHU
ANCMNOPT B 3anNHTEPECOBAHHbIE MbILLLIbI.

9. MNpu TsKenbix dopmMax AUCTOHUM IpnberatoT K Hgﬁ OXMPgﬁqueCKOMC}/
BMeLlaTeNnbCTBY — 3MeKTppyYEeCKon Tmmyngumm negHo apa, Kotopas, no
OaHHbIM B. Biolsy et al., aqopeKkTuBHa Yy 42% OONbHbIX .






