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BseaeHue

Mporpeccupytowmii HaabagepHbit napanund (MHMN), nan 6onesHb Ctuna-PuyapacoHa-OblueBCKOro, OTHOCUTCA K AereHepaTMBHbIM
3aboneBaHnAM ronoBHoro mosra. Ans MHM xapakTepHO NPOrpeccMpoBaHnE aKMHETUKO-PUMMAHOTO CUHAPOMA, PaHHee passBuTUe
NOCTYpa/ibHON HeyCTOMYMBOCTM, coveTatloweeca C HagbagepHon odTanbmonserven, ncesaobynbbapHbIM CUHOPOMOM WM AeMeHLMei
NobHoro Tmna. 3abonesaHne 6bi10 Bnepsble onucaHo B 1963-1964 rr. KaHaackumu Hesponoramu J. Steel u J. Richardson coBmecTHO ¢
natomopdonorom J. Olszewski. ABTopbl NpeacTaBuan 7 ciyvyaeB HEM3BECTHOIO HelpoaereHepaTMBHOro 3aboneBaHus, NPoABAAIOWEroca
PUIMAHOCTBIO MbIWL, LIEW W BEPXHEM 4YacTu TynoBuULWA, NceBobynbbapHbIMM HapyLIEHUAMM, HagbAgepHOU odbTanbmonnervein u
nemeHumeir. B Hawelt ctpaHe MHIM Bnepsble 6bin onvcaH B 1980 r. Ha Npumepe ABYX NALMEHTOB, HabNOAABLUMXCA B KANHUKE HEPBHbIX
6one3Heit MOCKOBCKOM MeaMUMHCKOW akagemun um. U.M. CeuyeHoBa. MO AaHHbIM Pa3/IMYHbIX MONYAALMOHHbLIX MccnegoBaHumia, MHN
BbiABNAETCA B 4-7% C/ny4aeB NapKMHCOHM3MA, €r0 PAcnpOCTPAHEHHOCTb AOCTUraeT 5x107. [e6toT 3a60/1€BaHUA NPUXOANTCA HA CPEOHUN K
MOXMIOW BO3PACT, MY*KYMHbI HONEIOT HECKO/IBKO Yalle.

3Tnonorua n natoreHes MHIM oKoHYaTeNIbHO He U3yYeHbl. 3aboieBaHNE OTHOCUTCA K rpynne «Tay-naTtuii». K atoi rpynne, nomumo MHIM,
oTHOCATCA 6ose3Hb Anburerimepa, 6onesHb MUKa, NapKMHCOHM3M-BAC-aemeHUMA, KOpPTUKOBasa/nbHan AereHepaums, a Takxe pApg,
HacneACTBEHHbIX 3a60/1eBaHNI (HacNeACTBEHHbIE MY/IbTUCUCTEMHbIE Tay-NaTum).

Mopdonornyeckn MHIM xapakTepusyeTca AereHepaTMBHbIMM M3MEHEHUSMU HEMPOHOB C GOPMMPOBaAHMEM HenpodUBPUANAPHBIX
KNybOYKOB B BELLECTBE CPefHero mosra, MocTa, 6asanbHbIX FaHIAMAX WM 3ybyaTbiX AA4pax MO3Xeuyka. Helpoxumuyeckve nameHeHMA
XapaKTePU3YIOTCA CHUMKEHNEM KOHLEHTPALMM AodamMHa U ero MeTaboIMTOB B XBOCTAaTOM A4pe U CKopAyne.

Nogasnstowee uncno cnydaes MHM nmetoT cnopagnyecknin xapakTep, ogHako De Yebenes u ap. 8 1995r., a 3atem v ApyrMe aBTopbl
OMNUCann Cembm C NPeanoNOKUTENbHO ayTOCOMHO-AOMUHAHTHBIM TUMOM HacneAoBaHUA 3aboneBaHnA. COrnacHo AaHHbIM MOEKYNAPHO-
reHeTUYeCKMX nccneaosaHnin, ogHa ns popm MHM (PSNP1) moxeT 6bITb Bbi3BaHa reTEPO3UrOTHOM MyTaLMen B reHe, KOTOPbIN 0KaAM30BaH
Ha 17921.31 v KogupyeT Tay-NpoTENH.

3aboneBaHMe HaUMHAETCA C TaKMX HecneuuodUyecKUx CMMMNTOMOB, KaK MOBbIEHHAA YTOMIAEMOCTb, YrHETEHHOe HacTpoeHwue,
rO/IOBOKPY}KEHWe, roNIoBHaA 60/b, apTPanrMmn, COHANBOCTb UM BEeCCOHHMLA, CHUXKEHME PaboTocnocobHOCTH, cyKeHne chepbl MHTEPECOB
n Kpyra obweHna. Co BpemeHem Ha nepBbli NAaH BbIXOAAT 6onee cneunduyeckne CUMNTOMbI: NOCTYPaibHasA HEYCTOMYMBOCTb C YaCTbIMU
nageHuamm (60% cnydaes), ausaptpua (33%), 3ameaneHHoCTb AsuKeHnn (13%), pacctpoicTea 3peHns (13%). Becbma peako HayabHbIMU
cumnTomamm 6biBatoT ancdarva, 3acTbiBaHUA Npu xoabbe, M3MeHeHUA NoBeAEeHNA UKW NAPANY BEPTUKAIBHOIO B30pa.

B nebiote 3aboneBaHna B pesysibTaTe NOPAXKEHUA HUTPOCTPUAPHOIrO CEerMeHTa Pa3BMBAOTCA XapaKTepHas MblWeYHaa PUrMAHOCTb U
nporpeccvpytowas oaMrobpagnknHesns. MapknHcoHnsm npu MHIM cummeTpuyeH, passBuBaeTca paHo, U 6osee BbipaXKeH B aKCManbHOM
MYCKYNaType, HeXenn B KOHEYHOCTAX; TMMUYHO XapaKTepHOe NOBbIWEHWE TOHYCa B pa3rmbaTensx Wwen 1 CiuHbl (<ropaenvBas ocaHKa»).
Tpemop nokoa OObIMHO OTCYTCTBYET, M Hambonee 4YacTo CMHAPOM MAPKUHCOHWM3MA MPEeACTaBleH aKMHETUKO-puUrnaHon ¢dopmon, He
noagatolenca Tepanum nesogonoi. Moxoaka npu MHIM MOXKET 3HAaYUTENBHO OT/IMYATLCA OT TAKOBOM Mpu 60ne3HM MapKMHCOHA U HOoCUT
XapaKTep «MapKUMHCOHUYECKOWN aTaKCMM»: BONbHON HE MOXKET MPaBUIbHO CKOOPAUHUPOBATDL ABUMKEHUA TYIOBULLA U HOT MO OTHOLLEHUIO K
LLEHTPY TAXKECTM, YTO NPUBOAUT K YaCTbIM NaZeHUAM Ha3ag, 6e3 NonbITOK yaepKaTb paBHOBECUE.

MNo3aHee NpPUCOEAMHAIOTCA HaLbALEPHbIE [1a304BUraTe/lbHble HapylweHWs, B MaToreHese KOTOPbIX peLlatolyto ponb Urpaet
LereHepauusa [OPCanbHbIX OTAENOB CpefHEero Mosra. [BMMKEHMA [Na3 HapylaltTcA CHavyana B BEPTUKANbHOM MNOCKOCTU, a B
rnocnesytowem nOCTeNeHHO pPasBMBaeTcA MNoAHaA odTaibMONNEerya C pPeTpakuuMen BepxXHUX BeK W MNOABJEHUEM XapaKTepHOro
«YOMBNEHHOTO» BbIPAaXKEHMA nLa.

CpaBHUTENbHO paHo y 6onbHbix MHIM Takke pa3BuMBatoTCA TAXKesble nceBaobynbbapHble npoasneHns — aAusapTpua, gucdarus,
pednekcbl OpanbHOro aBTOMATU3Ma, HACUNBbCTBEHHbIM CMEX U Naay.

Y 3HAUMTENbHOW YacTM NALMEHTOB Y)Ke Ha pa3BepHyTOM CTaauu 3aboneBaHMA MPUCOESMUHAIOTCA KOFHUTUBHbIE M 3MOLMOHANbHO-
JIMYHOCTHbIE PACCTPOMCTBA, OTpaKatowme gUcyHKLMIO NOOHbIX foNei.

Mpy NocTaHOBKe AMarHo3a A0/KHA OblTb yyYTeHa BCA KAMHWUYECKas KapTWMHa B LLE/IOM, a TakKe ocobeHHOCTM ee passuTtuA. OnA
NMOCTaHOBKM AMarHo3a Wupoko npumeHsatoT Kputepum NINDS-SPSP, obnagatowme BbicoKol cneumnduyHocTbto [1-7].

BakHbiMM npobnemamu BegeHna 60nbHbIX MHI ABAAKOTCA CNOMKHOCTb AUATHOCTUKKU, OCOBEHHO HA pPaHHWUX CTaguax 3aboneBaHusa, a
TaK»Ke HU3Kan 3GHEKTUBHOCTb NeYeHUA NPOTUBOMNAPKUHCOHUYECKMMM NpenapaTamm.

Lienb: npeactaBneHne cobcTBeHHoro HabatogeHus MHM ¢ aTunuyHbiM 4e6oToM 1 TeYeHUeM.
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OnucaHne KAMHUYECKOro cy4asn

BonbHan M., 54-x net, NocTynuna B KAMHWUKY C Kanobamu Ha orpaHUYeHuWe ABUMXKEHMA rNasHbiX A6/10K; CKOBAHHOCTb, HENOBKOCTb U
LpOXKaHMEe B KOHEYHOCTAX, 60/blle B NEBbIX; HAPYLWEHNE NOXOAKMU, CIIOHOTEYEHME, HEAEPKAHME MOYN.

M3 aHamHe3a M3BECTHO, YTO OHa 6osbHa C 49 NneT, Korga NoABUAWCL OrPaHUYEHUA ABWMMKEHWW TNasHbix A6a0K, 6onblie cnesa,
CUMMETPUYHOE OnyLLeHWe BeK, 0bLwwan cnabocTb.

MpW HEBPO/NIOTMYECKOM OCMOTPE BbIAB/EH ABYCTOPOHHUI 0dTaNbMONapes: CUMMETPUYHDBIA NOYNTO3 BEPXHUX BEK, Mapes3 B30pa BHU3
W BBEPX, OFPaHUYEHUE MOABUNKHOCTU N1a3HbIX ABIOK B CTOPOHbI. [BUraTeNbHbIX HAPYLWEHUI B KOHEYHOCTAX He Bblao, MblleYyHas cuaa
6blna AOCTaTOYHOM, pedneKcbl — COXpaHeHbl, CUMMETPUYHbI. Ha OCHOBaHWW pe3y/bTaToB NPOBeAEeHHbIX 06cnenoBaHui (Mroibyatas IMF,
rMCTONOMMYECKOe UCCef0BaHME MbILLEYHOTO BUONTaTa), CBEAEHUI O AMArHOCTUPOBAHHOW paHee y maTepy NaUMeHTKU NPOrpeccupyroLLeit
MblweyHol auctpooun (MMA), npossuswelica B Bo3pacTe 60 neT rnasoABuraTeNbHbIMKM  PACcCTPOMCTBaMK, OblNO  BbICKa3aHO
npeanosioXeHne o Hannummn y bonbHon opranbmonnerndeckon NMMA Mpede.

CnycTa TpU roga NosBUAMCL CKOBAaHHOCTb M HENOBKOCTb B /IEBbIX KOHEYHOCTAX, @ 3aTemM — NIErkKuii Tpemop B HWUX. B TeueHue roga
aQHaNOMMYHAA CMMMTOMATMKA MOABWMJIACL B MpPaBblX KOHEYHOCTAX. C 3TOro e BPEeMeHW CTasa OTMeYaTb HaNpAMEeHWe MbIll, Lweu,
HapylweHne NoXoaKun, CItoHoTedeHne, nepnognyeckn HeaepKaHme moun.

Mpu ocmoTpe B Bo3pacTe 54 neT B HEBPOIOTMYECKOM CTaTyce BeAyLUM ABAAICA IKCTPaNnMpaMmUAaHbIA CUHAPOM: ONMrobpaanKknHesnn
6onee BblpaXKeHHas B aKCMa/bHbIX OTAeNaX, ObICTPO HapacTaloLas 3aMea/IEHHOCTb ABUMKEHUI TON0BbI U TYN0BULLA; rpybas runommmus,
npuaaowas avLy MackoobpasHOCTb; MblEYHas PUrMOHOCTL C NpeobnafaHuem B pasrnbaTenax MbIWL, LWEUM U CiuHbl, GeHOoMeH
«3ybyaToro Koseca»; HW3KOAMMIUTYAHbI TPEMOpP MOKOA B COYETAHUU C YMEPEHHbIM MOCTYPasibHO-KUHETUUECKUM APOXKaTE/IbHbIM
TMNEepPKMHE3OM B pyKaX, C npeobnasaHmem cnesa. Mpu xoabbe BbIABAANAACH MOAKOPKOBAA acTasus, PYKWM COTHYTbl B JIOKTAX. Mmennchb
rpybble rnasoAsuraTesibHble HapyleHWs A0 cTeneHW odTanbMoONAerMn C ABYX CTOPOH. Pednekcbl € KOHEYHOCTEl BbICOKWE,
CUMMETPUYHbIe. BbipaxkeHa BereTaTMBHas HEOCTAaTOMHOCTb (rMnepcasvBaLms, NEPUOLNYECKN HEAEPKAHNE MOUN).

Heliponcuxonormyeckoe uccneioBaHMe BbIBUIO KOTHUTUBHbIE HapyLIEHUA YMEPEHHOW cTeneHu BbipaxeHHoctn (MMSE: 25 6annos,
MoCA-TecT: 23 6anna).

Mpn MPT ronoBHOroO mo3ra BbifiBAEHA aTpodua NO6HON M BUCOYHOM A0NEN, pacliMpeHue TPeTbero M YeTBEepPTOro Xenyaoykos,
aTpodmA NOKPBIWKK CpeiHero mosra.

Mpu nosTopHOM Mronbdatoit IMI n SHMI NpPU3HaKOB NEPBUYHO-MbILLIEYHOTO NMOPAXKEHUA U HAPYLUEHNA HEPBHO-MbILLEYHOM Nepesaymn
He BbIABNEHO.

MonyyeHHas MHGOPMaLMA NO3BOMAA U3MEHWUTL AMArHo3: Mporpeccupyrownii HagbaaepHbI napanvy (6onesHb Ctuna-PuyapacoHa-
OnNbLUEBCKOr0); BbIPAXKEHHbIN CUHAPOM MAPKUHCOHM3MA, aKUHETUKO-PUIMOHO-APOXKaTebHasA ¢opma; odTasbMonaerus; noctypanbHas
HeyCTOMYMBOCTb; YMEPEHHbIE KOTHUTUBHbIE HapyLIEHWUs; BEreTaTMBHaA HELOCTaTOYHOCTb (rMNepcanvBaLyms, Nepuoauyeckn HegepKaHne
MouH).

3a nepuos HabnwgeHus Ha npoTaxeHun 6onee 1 roga 6biAM NpeanpPUHATLI MONLITKM Nogbopa MPOTUBOMAPKUHCOHUYECKMX
npenapaToB; MNauMeHTKe Ha3Haya/MCb KOMOMHALMM MPOTUBONAPKMHCOHUYECKUX CPeACTB B MAKCUMaJIbHbIX CYTOYHbIX A03ax C
MCMO/Ib30BaHMEM Pa3/IMYHbIX FPynn (aroHUCTbl 40GAMUHOBBIX PELLENTOPOB, aMaHTaAMHbI, NPenapaTbl N1€BOAOMbI), O4HAKO 3HAYUTENBbHOTO
KANHMYecKoro addeKTa JOCTUMHYTb He YAanoch.

3aKknoueHue

Ocob6eHHOCTbI0O JAHHONO K/AMHWYECKOrO Cay4yas fABAAEeTcA atunuuyHbii gebrot MHM ¢ passutua odtanbmonapesa. Nocneaytouiee
pa3BUTME MAPKMHCOHU3MA WM MOCTYPAsIbHbIX HapPyLUEHWUIM ABASETCA TUMMYHBLIM AN KAMHUYECKOM KapTuHbl MHM. OaHako BbipaxKeHHas
BereTaTMBHasA HeLOCTaTOYHOCTb, KOTOPAsA BbIABAIACL Y MNALMEHTKN, HE XapaKTepHa ANA 3Toro 3a6oseBaHusA.
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