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AHHOTaAMSA

Mbl TPUBHIKJIM CYUTATh 3HAMEHWTOCTEH HEOOKWTENSIMHU: OHU
OCJIETIUTENLHO  YNBIOAIOTCSl € 9KPAaHOB, COOMPAIOT CTaJvOHBl U
MPOKUBAIOT UJICATBHYIO JKU3Hb.

Ho 3a Bcnblkamu coUTOB 4YacTO CKPBIBAIOTCS TsKeJIEHIne
cTpajgaHusi, a Tmepes OONe3HbI0 Bce paBHHI — Ooratele U
Oe/iHble, KOPOIM W MPOCTONIONWHBI, TEHMH M KYMHPbl MHJUTHOHOB.
Buronornyeckuii koi He 3HaeT aBTOPUTETOB, a (pusnveckass OONb HE
IeNaeT CKUIOK Ha C/IaBy.

B a1o#i kHUTE coOpanbl uctopur S50 BEMUKHUX JIMYHOCTEH — OT
®penau Mepkbiopu, CtuBa [Ixo6ca u ®@panna Kadku go $pankinna
PysBenbra, Yensuka boysmana u Huka Byitunya.

CkBO3b MpU3MYy  [JOKa3aTeJbHONM  MEIWLIMHBI B  KHUTre
pacckasblBaeTcsl, Kak KyMHpBI 4YeJIOBEYeCTBa OOPOIUCh C PaKoOM,
BUPYCaMM M FeHeTHUECKUMH 3a001eBaHUsIMU. DTO YECTHBIN pacckas
0 TeX, KTO HalepeKop pa3pyluaioleMycs Tejly U3MEHWI MHUPOBYIO
UCTOPHUIO.

KHura He sBJsieTCSi PyKOBOJCTBOM K JAWArHOCTUKE M JIEYEHUIO
OoJesHel.



AnMuHucTpalms caiita JluTpec He HeceT OTBETCTBEHHOCTH
3a IpeACTaBJIeHHYI0 MHpOpMaiMio. MoryT UMeTbCsl MEAULMHCKUE
MPOTHUBOMNOKA3aHUs, HEOOXOIMMA KOHCYJIbTAlNs CHELUAIIHCTA.
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Mapk PyakBucr
boJie3Hn BeJNKHX J101eH

bouae3nu Beauknx JIroaen
IIpeaucioBue: BeckpbiTHE
HcTopuueckoro mudga

Hcropus yesnoBeyecTBa MPUBBIKJIA TOBOPUTH SI3BIKOM TPUYM-
¢oB, 3aBoeBaHMIA, TEHUAILHBIX CUM(OHUI U (DyHIaMEHTaTbHbIX
HAy4YHBIX MPOPHIBOB. MBI CMOTPUM Ha MpaMOpHBIE OIOCTBI TIpa-
BUTEJIEN, MOPTPEThl KOMIIO3UTOPOB B 30JI0YEHBIX paMax U Kaj-
Pbl KHHOXPOHUKHU C TPUOYHAMHU CTaIMOHOB, OECCO3HATEHHO Ha-
Jesisisi MX CO3Jareliell OpeosioM HeysI3BUMOCTU. B KyJbTypHOM
CO3HAHMM TEHUM 4YacTO BOCHPUHUMAETCA KAK YUCTBIM OyX —
a0CcTpaKTHasI BOJIsI, apsiasi HaJl OpEeHHBIM MaTepHaIbHBIM MH-
pom.

OmHako peaJbHOCTh Beeraa Oblia Kyaa 0ojiee COMaTHIeCKOM,
XPYHKOH 1 OOJIe3HEHHOU.

3a KaxIbIM POCYEPKOM Ilepa, MEHSBIIMM TI'PaHMIIbl TOCy-
JapCTB, 3a KaXAbIM 3alpeieIbHbIM BOKATbHBIM MACCAKEM WU
PEBOJTIOIIMOHHBIM OTKPBITHEM CTOSLT )KUBON OUOJIOTMYECKUI Op-
ranusm. TeJo U3 MI0TH U KPOBH, €KECEKYHTHO NOAUMHSIOIIEeCs
3aKOHaM (PU3MOJIOTMH, OMOXMMHUM U KJIETOUHOW KUHETHKH. Te-



JI0, TIOIBEPKEHHOE MYyTALIMAM, aTakaM IaTOr€HOB, ayTOUMMYH-
HBIM cO0sIM U (haTaJIbHBIM COCYMCTBIM KaTacTpodam.

o

Benukue naen He pokaanuch B CTEPUIIBHOM BAaKYyME: OHU
BBIHAIIIMBAJIMCh B CAHATOPHBIX MaJIaTaX MO CBUCT KABEPHO3HOTO
Kalllysl, IeperneyaThlBAIMCh HA MAIIMHKAX MAJIbLIAMU, CKOBAHHBI-
MU TIOJIMAPTPUTOM, U TTPOBO3IJIANIAIUCH C TPUOYH Yepe3 CTajlb-
HbI€ IIIMHBI OPTE30B, YAEPKUBABIIMX MapAIM30BAHHbIE HOTH.

o

Hcropus nuBMIM3aliM — 3TO HE MPOCTO JIETONMUCh MOJH-
TUYECKUX PEHIEHUH U KYJIbTYPHBIX PEBOJIIOINIM, 3TO Mapaliesib-
Hasl XPOHHUKA TATOJIOTU, B KOTOPOM MHMKOOAKTepus TyOepKy-
ne3a, OeqHasi TpernoHema, 1eeKT OIHOrO HYKJIEOTH/IA B XPO-
MOCOMeE WJIM OJIACTHBIN IITOPM B KOCTHOM MO3Te 00JIajaiu He
MEHBIIIM BJIMSIHMEM Ha XOJ COOBITHM, YeM JUILJIOMATHYECKHe
MAKThl U TEHEPAJIbHBIE CPAKEHUS.

DTa KHUTA — He COOPHUK CEHCAITMOHHBIX CIIETEH U3 3aKPhl-
THIX APXMBOB M HE MOIBITKA CBECTH BEJIMYME JyXa K MEPEUHIO
MemuiMHCKUX konoB MKB. Hanpotus, 310 qaHb miiyOodaminero
YBaXKEHMS UeJIOBeUecKoi Bojie. M3yuas uctopuio Oojie3Hel ve-
pe3 mpU3My CTPOro AOKa3aTebHOM MEIUIIMHbBI, Mbl HE IPUHU-
JKaeM reHHeB — Mbl BIIEPBbIE BUJUM MOJIMHHYIO [IEHY UX CBEp-
IIEHUH.



BBenenune: Ue1oBek Kak
OHOJOrnYecKHi y3eJ CyabObl

Yro onpenensier MacmTad UCTOPUIECKON JTMYHOCTH: HECTH-
OaeMBbIil XapaKkTep Wik OMOXUMUYECKHIA OaTlaHC HeHpOMeInaTo-
POB B CMHAIICaX KOpPbI ToJIoBHOrO Mo3ra? CriocoOHOCTh BECTH 32
coOOl HAllMU WM MUHYTHBIE 0OBEM KPOBH, BHIOpAaChIBa€MbIi
1e(OPMUPOBAHHBIM A0PTAILHBIM KJIAaHOM?

Ha npotsikeHuu cToneTuil MeAWIIMHA W UCTOPHSI CYIIECTBO-
BaJIM KaK MapaJijiesibHble TUCIUIUTMHBL. VICTOpUKY aHaIM31poBa-
JI MOTUBBI JINJIEPOB, SKOHOMUUYECKHE MPEINOCHUTKYA BOMH U (hbu-
Joco(pcKure TeUeHusl, CTHIITUBO BBIHOCS 32 CKOOKU (hU3NIECKoe
CTpajiaHue TBOPLIOB. Bpauu ke, HaIpOTUB, 3aMBIKATICH B CYXHX
MPOTOKOJIAX BCKPBITUIN M JJATUHCKUX TUArHO3aX, PEAKO Mpocie-
JKMBasi, KAK UIMEHHO COMaTUYeCKUH CTaTyc MalyeHTa TpaHcgop-
MHPOBAJI MUPOBYIO KYJIBTYDY.

JlaHHOe McclieloBaHUe CO31aHO Ha CTHIKE JBYX MUPOB: KJIH-
HUYECKOll maTocu3noyiornn U Ouorpacgmyeckol HCTO-

puorpacmuu.



Apxutektypa KHUru: IlpuHmmns
KJIMHIYECKOT0 aHAJIM3a

Kaxnas rimaBa 370N KHUTY MTOCTPOEHA KaK MOJHOLCHHBIN KOH-
CHIIMyM, e Ouorpadus rnepersieTaeTcsi ¢ COBpeMeHHBIM MoJIe-
KYJISIPHO-TEHETUYECKUM U (DapMaKOJIOTMUECKUM aHAJTU30M.

Mbl HaMepeHHO OTKa3aJKuCh OT CPEJHEBEKOBBIX JOTM U ap-
XaWYHBIX TEPMUHOB («9aXOTKa», «IpyIHAs kaba», «mamaydas»),
nepeBe/isl KakIpld UICTOPUYECKUI CTy4yaill Ha SI3bIK JIOKA3aTellb-
"ol MeguiiHbl X X1 Beka:

NccaenoBarebCKuii BEKTOP
MeTox0JIOTHYECKHI M0IX0/] B KHAI'e

Buorpacgnuecknili KOHTEKCT

PekoHCTpyKIIMST KJTIOUEBOTO MEPEIOMHOTO MOMEHTA KU3HU:
yCJIOBHH J1e610Ta O0JIe3HU, TICUXOJIOTMYECKOrO OTBETa JINYHOCTH
Ha IMarHo3 ¥ BJIUSIHUSI CUMITTOMOB Ha TBOPYECKHIA WU TIOJIUTH-
YEeCKUI mpoiiecc.

IaToduznosoruuecknii pazoop

CTpyKTypHBIT aHAJTU3 KJIETOUHBIX MEXaHU3MOB: OT TOYEUHBIX
myTtaimii (FGFR3, RET, F9) u pelenTopHbIX AUC(YHKIUNA 1O
IIUTOKUHOBBIX IIITOPMOB, COCYIUCTHIX OKKJTIO3U U THBA3UBHOTO
OHKOTreHe3a.



HcTopuko-meUIIMHCKAsI peTPOCHEKTHBA

OObekTHBHAs OIIEHKA YPOBHS MEIUIIMHBI MOXU: IOUYEMY Te-
panusa XIX Beka (KpOBOIyCKaHU s, MPenapaTsl PTYTH, MBIIIbSIK )
HEPEAKO OKa3blBAJIACh CMEPTOHOCHEE CAaMOTO MaToreHa.

MocT B COBpeMEHHOCTh

AHanm3 Toro, Kak 3TH ke HO30JI0TMU TUarHOCTUPYIOTCS U Jie-
Yarcsl CErofHs: OT TeHHOW Teparuu aJeHO0acCOMUPOBAHHBIMU
BEKTOPaMU ¥ MOHOKJIOHAJIbHBIX aHTHUTET IO TAPTeTHHIX HHIMOW-
TOPOB KMHA3 ¥ pOOOTU3MPOBAHHON XUPYPIrUU.



Cunektp Ho30J0THI: CeMBb
KPYIrOB TeJIeCHOH ySI3BMMOCTH

Knura paznenena Ha TeMaTUUeCKUe pas3fiesibl, OXBaThIBAIOIINE
(pynpamenTanbHBIE 00TACTH KIMHAYECKON METUITUHBI:

Nudexmuonnbie apambl 3m0x: OT peTpoOBUPYCHOIO
mropma BUY/CIIN/Ja v crimpoxeTHOro nopaskeHusi npu 6osnes-
Hu Jlafima 10 rpaHyIeMaTo3HOro Kazeo3a TyOepKysesa JIerKux
Y TOPTaH!, BEKaMH BBIKAIITMBABIIIETO MUCaTesIel, MBICTUTENIeH 1
MOHApPXOB.

DHIOKPUHHBbIE H MeTa0oJn4YecKue JOBYmKH: [IpotuBo-
CTOSIHUE WHCYJIMHOPE3UCTEHTHOCTU M ayTOMMMYHHOMY pPa3py-
IIIEHUIO OCTPOBKOB TOIKETYIOUHOM KeJe3bl, IJie KaXbIi Mpo-
KUTHI JIeHb TpeOoBal aOCOMIOTHOW MaTeMaTU4eCcKOW AUCITH-
IUTMHBI pacyeTa IJIMKeMUH.

OnkoJsorust 1 oHKOremMartoJorusi: Tparequu KjIeTouHOro
O6eccMepTrsi — OT JIGWKO3HBIX KPU30B U MYITMHO3HBIX KAPITUHOM
OpIOIIMHBI IO MENIAHOMBI, CTAPTOBABIILIEN C HEMTPUMETHOTO MO~
HOT'TEBOT'O TISATHA, M HEUPOIHIOK PUHHBIX OIyXOJIeH, pa3OMBIINX
WUTIO3UIO «QJIbTEPHATUBHOTO 11EJTUTEIbCTBAY.

I'eneTnueckne aHoOMaJuM M CHCTEMHbIE CHHIPOMbBI:
[Moxu3HeHHast 6opbOa ¢ nedekTamu CHHTe3a KoJulareHa, MOHO-
TEHHBIMU KOAryJIONaTUsIMU, aXOHAPOIUIA3UEN U BPOKAEHHBIMU
MOpPOKaMH CepAlla, JOKa3aBIlas: aHATOMUYECKUE OrpaHUUYCHHUS
CMOCOOHBI CTaTh KaTaJM3aTOPOM 3arpeiebHONW TICUXOJIOTHYe-



CKOU CTOUKOCTH.



Beanuanmmui napagokc: Ctpaganue
KaK KaTaJu3aTop HacJeaus

MenuHCKMI aHamM3 Ouorpaduii Hen30eKHO MPUBOINT K
napajioKcalIbHOMY BBIBOAY: 0O/Ie3Hb peIko OblBajla MCKJIIOYM-
TEJIbHO Pa3pyLIUTEIBHBIM (DAKTOPOM.

Oco3HaHre KOHEYHOCTH COOCTBEHHOTO OBbITHS, HENpepbIB-
Hasi 601b M (pr3MYecKass HEMOIIb YacTo AEHCTBOBAIM Kak Oec-
MOIIAAHBIN SK3UCTEHIMAIbHBI (PUIbTp. OHM OTCEKa M Iesy-
Xy TOBCEIHEBHOM CYEThl, KPUCTAJUIM30BAJIN XYIOKECTBEHHbIN
CTWJIb, IPUAABANIY TIOTMTUYECKUM PEIIeHUsIM OECKOMITPOMHCC-
HYIO TBEP/IOCTb, & My3bIK€ — IPEeIbHYI0 UCTIOBEJAIBHYIO TITy-
OuHy.

o

Be3 TyOepKyae3HOro KpoBOXapKaHbsi MUP He IOy YrJT Obl Jie-
JEHSIIEN SK3UCTEHIIMAIbHOM sICHOCTH ITpo3bl Kadku 1 Opyanna;

o

be3 mapanuua HMxHUX KoHeuHOcTel PpaHKIMH Py3Bensr,
BO3MOXHO, He 00pest Obl TOM IPaHUTHOW BHYTPEHHEN MOHOJIUT-
HOCTH, KOTOpasi motTpedoBasiach Jis mpeoposieHus Benvkoii ie-
MIPeCccUu;

o

be3 runepmMoOuIbHOCTH CBS30K MUP HUKOTAA Obl HE YCITBIIIAT
VMH(pEpHAIBHBIX CKPUIIMYHBIX naccaxken [larannHu.

OTKpbIBasi 3Ty KHUTY, YMTaTeNlb MpUIIAIACTCS B MyTellle-



CTBUE MO TAalHBIM JIAOMPUHTAM YEJIOBEUECKON OMONIOruu. DTO
pacckas 0 XpyIMKOCTH COCY/IOB M TIPOYHOCTH HEPBOB, O CIIETIOM
’KpeOrU reHeTUIECKOro Kofia M aOCOMIOTHOM TOPKECTBE pa3yMa.
ITO XpOHHUKA TOTO, KaK CMEPTHBIE JIIOIM, 3allepThie B HECOBEP-
IIEHHBIX TeJaX, CO3/IaBAI OECCMEPTHYIO UCTOPHIO.



I'maBa 1. CtuBen XoxkuHr: BceJieHHas
BHYTPH 3aCThIBIIEr0 TeJa

«Kaxoii 661 TpyTHOUM HU Ka3ajiach KWU3Hb, BCETJA €CTh TO, UTO
BbI MOJKETE JIeJIaTh ¥ B Y€M MOsKeTe IipeycreThb. [loka ecTh Ku3Hb,
ecTb Hajiexka». — CTHBeH XOKUHT

B 1963 rogy 21-netHemy acnmpanty KemOpuIKCKOro yHu-
Bepcuteta CTrBeHYy XOKUHIY BBIHECIM MEIUIIMHCKUI MPUTO-
BOD: JKUTh OCTAJIOCh He OoJiee JBYX C MOJIOBUHOM JieT. [{uarHos
3By4asl Cyxo M OecromagaHo — Oo0JIe3Hb JBUTaTeIbHOTO Helpo-
Ha, M3BECTHAas TaKke Kak OOKOBOW aMUOTPO(UIECKHUI CKJIepo3
(BAC). Bonipeku BceM CTaTUCTUYECKUM MOAEJISAM M ITPOrHO3aM
Bpaueil, XOKMHT MPOXHUII C ITOW OONE3HBIO emié 55 neT, coBep-
1B (pyHJAMEHTAJIbHBIE NTPOPBIBBI B TEOPETUYECKOUN (PU3KKE U
KOCMOJIOTHH.



Uctopust 60ae3nm: OT
CMOTBHIKAHMSI 10 CHHTE3aTopa pedu

[lepBble TpeBOXHBIE 3BOHOUKM MMOSIBUIIMCh Ha IOCTEIHEM
kypce Okcopna: CTUBEH cTal 3amedaTh HEOObSICHUMYIO HEYK-
JII0KECTb, NMAAAJl HA POBHOM MECTE, UCTBIThIBAJI TPYIHOCTH IIPU
rpedie Ha Jsoake. [locine obGcnemoBanust B PoxnecTBeHCKue
NPa3IHUKY Bpaul COOOIIMIIN CEMbE Pa3pyIIUTEIbHYI0 HOBOCTb.

Bone3nb nmporpeccrpoBaja HEYMOJIUMMO, LIAr 3a I11aroM OTHU-
Mast KOHTPOJIb HaJl TEJIOM:

[

Konery 1960-x:

niepexoj Ha TPOCTh, 3aT€M Ha KOCThUIU.

o

HauaJuo 1970-x:

CTuBEeH OKOHYATEJIbHO MEPecakMBaeTCsl B MHBAJIUIHOE Kpec-
J0. Peub craHOBUTCA CMa3aHHOM (OU3apTpHsl), MOHUMATh €rO
MOT'YT TOJIbKO ONTM3KKE U ACTIMPAHTHI.

[

1985 roa:

BO BpeMs noe3/ku B ’KeHeBy XOKHUHT 3a00JIeBaeT TsKeNeH-
el mHeBMOHUeH. YToObl criacTv eMy KU3Hb, BPaYM MPOBOSAT
KCTPEHHYIO TPaxeoCTOMUI0O — OIepalfio, KoTopasi HaBceraa
JIMIIAET €ro OCTaTKOB €CTECTBEHHOIO T0JI0ca.

HmenHo Toraa (pusnk oOpeTaeT cBOil KyJbTOBBINA OOIUK: MO-



TOPU30BAHHOE KPECJIO, OCHAILEHHOE MOPTATUBHBIM KOMIIBIOTE-
poOM 1 pedeBbIM cuHTe3aTopoM Equalizer. CHauana oH HaOMpa
CJIOBA C MOMOMUIBI0 PYYHOI'O MEPEKJIIoYaTessl, a KOrjaa OTKa3aiu
HaJIbLIBI — C TIOMOIIIBI0 MH(PPAKPACHOTO JIaTYMKA HA OIIPaBe O4-
KOB, YJIaBJIMBABILETO MUKPOJIBUKEHUS €AMHCTBEHHOM MOJBHXK-
HOI MBIIILIBI IIEKU.

B 3TOM cocrossHuM aOCOMOTHON (DU3UYECKON H3OJISAIUH
XOKMHI' pacCYMTall TEPMOAUHAMUKY YEPHBIX JbIP, OIUCAI SABJIE-
HUE UX KBAaHTOBOI'O MCIIAPEHUA («HU3JIy4eHHe XOKMHIa») U Ha-
nvicasl MUpoBol Oectceriep «Kpartkast ucTopust BpeMeH!».



Nuxenepubin Tpuymd: Kak
POKIAJICA KYJbTOBBIN roJoC
HOTCpH peUn yrpoxaja rmoCtaBuTb KpeCT Ha H&y‘—IHOﬁ Kapbe-
Pe€. OIIHaKO Tparcauda XOKHHIa coBIIaja C 34pPOKICHUCM I_[I/I(b—

POBOIi PEBOJIOINH, OObEAMHUB BOKPYT YUEHOTO MEePeJOBbIX MH-
KEHEepOB MUpA.

[Mudpakpacusii natunk meku (Cheek Switch)]

v

[[TpenukTuBHas cucrema ACAT]

v

(Intel / SwiftKey)

[[1nara anmapatHoro cuHTe3atopa Speech Plus]

v



[Tonocosoi unnt DECtalk (temOp «Perfect Paul»)]

1. IIporpamma Equalizer u niara Apple 11

IlepBoe nugposoe penieHne co3aan KaM(POPHUUCKUNA TPO-
rpammuct Yont Bonrom (komnanus Words Plus). OH pa3spa-
6otan nporpammy Equalizer, kotopas n3HavanbHO padoTana
Ha Oaze komnbiotepa Apple 11, 3akperi€HHOro Ha MHBATMIHOM
kossicke. Ilporpamma ckaHupoBaia ajagaBUT M KaTajJor 4acto
UCTIOJIb3YEMBIX CJIOB Ha 9KpaHe. XOKUHI HAKUMAaJ HEOOJbIIYIO
PYUHYIO KJIMK-TIeIajib MaJbI[aMUA PYKH, TIOKA COXPAHSUIACH T0-
JBVKHOCTh KUCTH, BRIOMPAst CTPOKU U coOupasi (ppassl.

2. Ammaparnbii ynn DECtalk
u roaoc «Perfect Paul»

3a o3ByunBaHue Tekcra orBevasa ruata CallText 5010 c
npoueccopom cuHte3a peun DECtalk, co3ganHbIM BblIAIONTM-
Csl MHXEHepOM M MHOHEPOM peYeBbIX TeXHOJIOruil [leHHucom
Knarrom uz MIT.

Knarr 3anucan u onudpoBan cOOCTBEHHBIM TOJIOC, CO3/aB
npecet noj HazBaHueM «Perfect Paul» (Mneansnsiii [Toi). Xo-
TSI CUCTEMa 3Bydasia C BBIPAKEHHBIM POOOTU3UPOBAHHBIM ame-
PUKAHCKUM aKIIeHTOM (caM XOKHUHT IIYyTUJ: «Imom 2010c¢ 38Y-
uum no-amMepUKaHcKu, HO OH MHe HPABUMCsl, U 5 He coOUparocsy



MEHSIMb €20 Ha OpUMancKuii»), OHa odJiagana YHUKAJILHON IS
CBOETr0 BPEMEHHU SMOIMOHATIFHOW MOMAYJISAIMENd U pa300pUnBO-
CTBIO.

Kornma yuner DECtalk Obuti CHATBHI ¢ TPOM3BOJICTBA B KOH-
ue 1990-x, a opurnHaIbHBIE MUKPOCXEMBI HAYAJIA BBIXOAUTDH U3
CTposi, MHXKeHepbl komnanuu Intel co3ganu TOYHYyIO0 MPOrpaMm-
HYIO SMYJISIIIUI0 BUHTAXKHOTO alapaTHOrO YuIa, YToObl COXpa-
HUTh YHUKQJIbHBIN TEMOp, CTaBIIMIA TIEPCOHATIBHBIM ayTHOOPEH-
oM XOKMHTA.

3. JaTunk Ha ouke (Cheek Switch)
u oTKpbITasa miaargopma ACAT

K cepenune 2000-X MBIIIIIBI TAJTBIIEB OKOHYATEILHO aTpodu-
poBaich. CTHBEH OoJibllle HE MOT Ha)XUMAaTh MepeKovaTesb
PYKO#.

[

NudpakpacHblii onTHYECKHI CEHCOP:

Nuxenep Maptun KuHT ckOHCTpyHpOBast crieliuaibHbId MU-
HUATIOPHBIN AaTYUK, 3aKPETJICHHBIN Ha OMpaBe OUKOB XOKHUHTA.
OH u3myyas caadbii ”H(pPAKPACHBIH JTyd Ha TPaBYIo MIEKy yde-
Horo. Hanpsirasi eTMHCTBEHHYI0 COXPaHHYI0 MUMUYECKYIO MBIIII-
1y HIeKH (

m. buccinator

), XOKHMHT MPePbIBaJI CBETOBOM JIy4, UTO TPOrPaMMHO UHTEP-
MPETUPOBAJIOCH KaK KJIMK MBIIIIH.



o

Cucrema ACAT or Intel:

Ckopoctb Habopa Tekcta ynajia go 1-2 cioB B MuHyTy. B
2012 rony komanpa uccienoBatesnent Intel Bo rmase ¢ Jlamoit Ha-
XMaH TOJTHOCTHIO TTepepadoTaiia uHTepdeic, co31aB KOMIUIEKC

ACAT (Assistive Context-Aware Toolkit)

o

Aaroputmbl SwiftKey:

B cucremy MHTErpupoBaiv KOHTEKCTHO-3aBUCUMYIO MPEIUK-
TUBHYIO KJIaBUaTypy oT pazpaborunkoB SwiftKey. Anropurm
oOyyaJics Ha BceX HayYHBIX MyOMMKaIMsAX, KHATAxX, MUCbMax U
uHTEPBBIO TIpodeccopa. [IporpamMma npemyraapBaia He IPOCTO
cremyrone OyKBbI, HO TieJIbie HayYHbIe TEPMUHBI U (ppasbl, Bep-
HYB CKOPOCTh Ha0Opa K YPOBHIO TIOJTHOIIEHHOM JIEKITMOHHOM pa-
6othl. Ucxonusiii ko matopmel ACAT mo3zxe ObUT BBUTOKEH

komnaHuen Intel B OTKPBITBIN JOCTYI, CTaB CIIACEHUEM J|JIsl CO-
TEH THICSY JIIOJEW C MapaiiuoM IO BCEMY MHUPY.



MeaunuHckui pazoop: bokoBoii
amuotpoduueckun ckaepos (bAC)

BoxkoBoii amuorpodudeckuii ckjepo3 (6ose3nn Ilap-
KO, 3a pyoe:kom — 0oJje3Hb Jly I'epura) — sto nporpeccu-
pyoliiee HefiposiereHepaTUBHOE 3a00JIeBaHuE, IPU KOTOPOM TM0-
HYT MOTOpPHbBIE HEMPOHBI CIIMHHOTO U TOJIOBHOTO MO3ra.

ITapameTp
Onucanye NaTroJornu

AHaTomMuyeckasi CyTh

[NopaxeHue BepxHUX (B KOpE MO3ra) U HUKHUX (B CHMHHOM
MO3re) JBUraTeJbHbIX HepoHOB. CUrHaJ OT MO3ra MepecTaér
JOXOJUTD A0 CKEJIETHON MYCKYJaTyphl.

Kniununyeckue nposigjaeHust

[TocrenenHas arpous MbIIIL KOHEYHOCTEH, (PaCIUKYIALAN
(momepruBaHus), CACTUYHOCTh, TIOTEPSI CIOCOOHOCTU XOAWTD,
I710TaTh (Oucdarus), FOBOpPUTH (IU3APTPUs) U JbIIIATS.

YTo oCcTaéTCA HETPOHYTHIM

KorautuBHble (DyHKIMU, MAMsATh, WHTEIIIEKT, IJ1a30/IBUTA-
TeJIbHBIC HEPBHI, YYBCTBUTEIBHOCTh KOXKH, padoTa C(OUHKTEPOB.
YenoBek OKasblBaeTCsl 3allepT B COOCTBEHHOM TeJle MPH SICHOM



CO3HAaHUU.

IIpuyuHa cMepTH B CTaHapTe

JlpIxaTesibHasi HeJOCTAaTOYHOCTb U3-3a Mapainya auadparMbl
WM acTUpaliioHHasi MTHeBMOHMSA. CpeHssl BbIKMBAEMOCTh —
OT 2 710 5 JIeT ¢ MOMEHTA MOCTAaHOBKM JarHo3a.



®enomen Xokunra: Ilouemy
OH MPOKUJ 00Jiee MmoayBeka?

Crnyvait CtuBeHa XOKMHIa CUMTAETCH YHUKAIBHOM aHOMAJIU-
el B KJIMHUYECKOW HEBPOJIOTHU. DKCIIEPTHI BBIIEISAIOT TPU KJTIO-
4yeBbIX (pakTOpa ero (PeHOMEHATBHOIO J0JITOJIETHS:

IOBenuabHas popma ¢ kpaiiHe MeJJIeHHBIM TeMIIOM
JereHepanuu. 3a0ojieBaHNe HAYajIoCh B OUYeHb paHHEM BO3-
pacte (21 ron). B peakux cnyuasx BAC ¢ panHuM 1e610TOM CTa-
OUIM3UPYETCS WU TPOrPECCUPYET CO CBEPXHU3KOM CKOPOCTBIO.

KpyriocyTounblii BbICOKOTEXHOJIOTHYHBbIN yxoAd. [Ipo-
BEJICHUE TPAaXEOCTOMUU W TOJKJIIOYEHHE K amnmapary HCKYyC-
CcTBeHHON BeHTUIAMM JErkux (MBJI) 3amuTuio ero ot riiaBHOM
NPUYHMHBI THOENM TAKUX MAIlUEHTOB — OCTAHOBKU JbIXaHUS BO
CHE.

CoxpaHHOCTh HEHPOMJIACTHYHOCTU U UHTEJJIEKTYaJIb-
Has Harpy3ka. He uMes: BO3MOXXKHOCTY TUCaTh ypaBHEHUs Ha
JOocKe, XOKUHI pa3Bul (pEHOMEHAJbHOE MPOCTPAHCTBEHHOE U
BU3YaJIbHOE MBIIIUIEHUE, OMEPUPYsl CJAOKHEUIIIMMU MHOTOMEP-
HbIMHA F€OMETPUYECKUMU MOJIEJISIMU LIEJTUKOM B YME.



dpoawonusa Tepamuun: OT 0eccuiaus
NMPOIILIOro K reHHOM WHKeHe P

Bo BpemeHa mononocty XOKHMHIa CrielupuyecKoro JICYeHN s
BAC He cymiecTBoBajIoO B IPUHLMIIE — MEAMIIMHA OIpaHUYMBA-
JIach NAJUIMATUBHBIM YXOJOM.

o
CoBpemennble cranaapThol (hapmakoTepanus):

O

Punyzon

(MHrUOUTOP BBICBOOOXKICHUS TTyTaMara) — 3aMeJIIsieT pas-
pyllIleHHe JBUraTeJbHBIX HEHpPOHOB, MpOJJIeBasl XW3Hb Ha
HECKOJIbKO MECSIIIEB.

O

oapason

— aHTHOKCHJIAaHT, CHWXAIOIIMI OKUCIUTENILHBIN CTpecc B
HEPBHOW TKAHU.

O

Togpepcen (Qalsody)

— TIPOPHIBHOM MpernapaTr aHTUCMBICIIOBOM Teparuu (Tapret-
Has TeHeTHKa), OI0OPEHHbIN 115 MAIIUEHTOB C MyTalliel B TeHe

SOD1



[

HeiipounTtepdeiicsl (BCI):

CeronHs1 TEXHOJIOTUU IATHYJIW JAJIEKO BHOEPEN OT IIEYHOTO
naryrka XOKWHTra. BikuBlieHre YuroB B MOTOPHYIO KOpy (IIpo-
exThl ypoBHs Neuralink u Synchron) no3posisieT mauueHTam c
napagryioM yIpaBisiTh KypCOPOM, MeyaTtaTb TEKCT CHUIION MBICIIU
¥ BO3BpalllaTh CBSA3b C MUPOM C BBICOKOUM CKOPOCTHIO.

Hcropust CtuBena XoKkuHra gokazana: pusnyeckas o0o10u-
Ka MOeT OBITh ITOJTHOCTHIO 00€3/IBHKEeHA, HO UeIOBEUEeCKHUI pa-
3yM CHOCOOEH IMPEOJIoIeTh TPAHUIIBI TPABUTAIIUM U ITPOCTPAH-
CTBA.



I'naBa 2. Maiika /I:xeil Pokc:
Tanen ¢ HeBHJUMBIM POTHBHUKOM

«Moe cyacTbe MpsIMO MPOMOPLIUOHATIBHO MOEMY MPUHSITHIO
MPOUCXOASAIIETO M 0OPaTHO MPONOPIIMOHATIBHO MOUM OXKU/IaHU-
M.

— Maiixa [[ceii Pokc

B 1991 romy Maiikn xeit Pokc HaXOAUNICS HA MUKE MUPO-
BOil cinaBbl. KynbToBast Tpusniorusi «Hazan B Oyayiee» cienana
€ro IJIaBHBIM JIMIIOM T'OJUIMBY/ICKOTO KMHemarorpada, a ero xa-
pyU3Ma U HeyeMHasl SKpaHHAas SHEPrusi Ka3aJIuch HeUCUYepraeMbl-
mMu. OgHAKO OOHAX Bl YTPOM Ha cheMKax (puiibma «Jokrop 'on-
mByL» BO ®Propuzae 29-1eTHUM aKTEP MPOCHYJICA OT CTPAHHO-
IO OHIYIIEHUS: MU3UHEL] €T0 JIEBOM PYKH MEJIKO, HENPEPHIBHO U
HEKOHTPOJIUPYEMO MOAEPrUBaJICS.

Koncynbraiysi Beylux HEBPOJIOTOB 3aBEPUINIIACH BEPIUK-
TOM, KOTOPBII Ka3aJics OIMMOKON B JOKyMeHTax: 60Jie3Hb Ilap-
KHHCOHA ¢ paHHuM HadajoM (Young-Onset Parkinson's
Disease, YOPD). Bpau npsimo ckazan Maiikiy, 4To ero akrep-
CKasl Kapbepa 3aKOHUUTCS MAaKCUMYM 4epe3 JAeCATh JIET.



Uctopust 60ae3nm: OT
OTPHUIIAHMS K OTKPBITOI 00pbOe

[MepBoii peakimelt akTepa CTall IMOK U TITyOOKOE TICUXOJIOTU-
yeckoe oTpuiianve. Ha npotskeHnn cemu et MaiKi CKpbIBaJl
JMArHo3 OT MyOJIMKH, MPOAIOCEPOB M KOJUJIET MO LEXY, MbITasCh
3aryTyIIUTh CTPaX aJKOrojeM U MaCKUPYsl CAMIITOMBI HA ChbEMOY-
HOW IUIOIIAJKE.

o

MackupoBka TpemMopa:

Ha cpemkax cyneprionynspHoro curtkomMa «CrmH-Cu-
» (Spin City) POKC NOCTOAHHO JepXkajl B pyKax PEeKBU3NAT —
PYUKH, MarKy, Yallky Koge WIn IpsTal JeBylo pyKy B KapMaH
OpIOK, MpeBpalasi HePOU3BOJIbHBIE JBMKEHHS B YaCTh SKCIIEH-
TPUYHOM IUIACTUKH CBOETO IEPCOHAKA.

®

1998 roa:

CkpsIBaTh CUMIITOMBI CTJIO (PU3UYECKH HEBO3MOXHO. Maii-
KJI czienialt myOiIMyHoe pU3HaHKe, epeBepHyBIlee OOIeCTBEH-
Hoe Bocrpusthe Oose3Hu: [TapkMHCOH mepecTan acCoUUMHpo-
BaTbCsl UCKJIIOUUTEIBHO C HEMOIIHBIMU [TyOOKMMHU CTapUKaMHU.

o

Vxoa n3 KNHO U BO3BpalleHune:

W3-3a HapacTaomyx MOTOPHBIX HAPYIIEHUH 1 TIOOOYHBIX (-
(pexToB Tepanuu POKC MOKUHY MOCTOSIHHBIE POJIU, HO TPUYM-



(pasibHO BEpHYJICA B KauecTBe MPUIVIALIEHHOTO aKTepa B cepua-
nax «Xopormas keHa» 1 «KiniHuka», Gnectsine chrpas IMHAY-
Horo ajiBokata Jlyn KaHHuHra, KOTopblid OTKPBITO MaHUITYJIUPY-
€T CBOUM HEBPOJIOTMYECKUM HEAYTOM B 3ajIe CyJa.



MeaumuHCKHl pa3oop:
boJe3ns Ilapkuncona

Bboae3ns IIapknHCOHA — XPOHMYECKOE MPOrPECCUPYIOIIEE
HeliposiereHepaTuBHOe 3a0osieBaHue, OOYCIIOBJIEHHOE H30upa-
TeJIbHOW TUOeNbi0 Jo(haMUHEPrUIeCKUX HEHPOHOB B KOMITAKT-
HOU YyacTu 4epHO# cyocTtanuum (substantia nigra) cpenHero
Mo3ra.

[[ereneparmsi HeiipoHoB YepHoii cyOctanimmu (Substantia

Nigra)]
|
v
[Kputnuecknit aepuuur dodammna]
|

v

[[IncHanaHc 6a3abHBIX FAHTTIUEB (CTPUONAITMIAPHON CUCTe-
Mbl) |



vy
[MotopHas terpanal: [HemoTtopHbIe CUMIITOMBI]:

* Tpemop mokost («cueT MOHeT») ® AHOCMUS (TTOTEPsT 0OOHSI-
HUA)

* MbliievHasi pUruaHOCTh («3y0uatoe Kojeco») ¢ Jlenpeccust
Y anarus

* bpanukunesus (3aMeJIEHHOCTb JABMKeHNH) * Hapymenns
cHa (paccrpoiictBo REM-a3br)

* [locTypanbHasi HEYCTOMUMBOCTD * BereraTnBHasi AUCPyHK-
st

Knaunuvecknit mapkep
Oco6eHHOCTH POSIBJIEHUS

ITaTomopdosiorus
Hakoruienne naronorudeckoro 6ennka ajbga-CHHyKJIenHa,
(popmupyOIIero TOKCUUHBIE BHYTPUKJIETOYHbIE BKJIIOUEHUST —



Teabna Jlesm.

ITopor manucpecranmu

[NepBbie nBUTaTEILHBIE CUMITTOMBI ITPOSIBIISIIOTCS JIUIIIL TOT/IA,
korga norudaer yxe 60-80% Bcex m0(paMUHOBBIX HEHPOHOB.
J10 3TOro MO3r KOMIEHCUPYET AE(PULIUT CKPBITHO.

Cnemnduka YOPD (pannero nauasna)

HuarHoctupyercs B Bospacte 10 50 et (okosno 10-15% ciny-
yaeB). YacTo MMeeT reHeTHYeCKyIo pUpoRy (MyTalluy B I'eHax
PRKN, PINK1, LRRK2, GBA). Xapaktepusyetcs Oojiee Me/IJIeH-
HBIM TEMIIOM KOTHUTHUBHOIO YracaHHsi, HO ObICTPbIM Pa3BUTHEM
JIEKAPCTBEHHBIX TUCKUHE3UN.



TepaneBTHYeCKNH BbI30B:
Jlesogona u penomen «On-Off»

[maBHBIM 30710TBIM cTaHAapToM JieyeHus: IlapkuHcoHa ¢
1960-x ronos octaercd Jlepogona (L-DOPA) — meradonnyue-
CKMI1 MpeJIIecTBeHHUK JO(aMuHa, CIIOCOOHBIN TPOHUKATD Ye-
pe3 remarosHLedaTnIecKuil Gapbep.

C romamu npumenenus JleBogons! pazBuBaercs 3(PPEKT Tak
Ha3bIBAEMOTr0 «MeJ0BOI0 MeCsa» Teparuu:

JMCKNHEe3uH MMKA A03bI: BMECTO CKOBaHHOCTM BO3HMKA-
10T M30BITOUHBIE, HEMTPOU3BOJIbHBIE BOIHOOOPA3HbIE ABKEHUS
BCETO TeJ1a (Xopest), KOTOPhIE 3PUTEIIN YacTo BUAAT y Maiikiia BO
BpeMsi MyOJIMYHBIX BBICTYIICHUH.

®enomen ucromenus 0361 (Wearing-Off) m «On-
Off»: Pe3kue Hempenckazyemble NEPEKJIIOUEHUsI OT COCTOSI-
HUS NOABMKHOCTH («On») K COCTOSTHUIO TIOJTHOM OKaMEHEeJIOCTH
(«Off»), xoraa yenoBek OYKBaJIbHO MPWIIMIAET K Moy ((peHoMeH
«freezing»).



Xupyprust 1 uHHoBaun: I'inyookas
crumyasuus mo3ra (DBS)

B mapre 1998 ropa Maiikn Jxern Pokc nepeHec onepanuio
TAJAMOTOMHMHU — TOYEYHO! JECTPYKLIMH si/ipa Tajlamyca, 4yTo
TIOMOIJIO 3HAYUTEJIBHO YMEHBIINUTD TSAKEJIBIA TPEMOP JIEBOU CTO-
POHBI TeJa.

CeromHs XUPypruvecKuil CTaHAAPT CTaJl 0OPAaTUMBIM U BBICO-
KOTOYHBIM:

o

Deep Brain Stimulation (DBS):

B cyOranamudeckoe sapo (

STN

) WJIM BHYTPEHHUI cerMeHT OJieJHOTO 1mapa (

GPi

) AMILIQHTUPYIOTCS TOHYAWIINE IEKTPOABI.

o

[Ton xoXy rpyau BIIMBAeTCA HEUPOCTUMYJIATOP («Kapauo-
CTUMYJIATOP JUIsl MO3Ta»), KOTOPBIM MOJAE€T BHICOKOUACTOTHBIE
MEKTPUIECKUE UMITYJIbCHI, OIOKAPYIOIIHE TATOIOTMIECKUE CHT-
HaJTbl ¥ CHUMAIOIIHE TPEMOP CO CKOBAHHOCTBIO.



Pong Mainkiaa /:xest Pokca
(MJFF): Hayunas peBoJironus

B 2000 rony axtep ocHoBas1 The Michael J. Fox Foundation
for Parkinson's Research. Ha ceromusinuii gens o cTast
KpyIHEeWIled B MUpe HEKOMMEPUECKON opraHusaiueit no ¢u-
HAHCHPOBAHUIO UccienoBaHuil Oone3nu [lapkuHcoHa, coOpaB u
HallpaBUB B HAyKYy CBbIIIE 2 MIJIJIMAPIOB 10JIAPOB.

I'naBubii Tpuymdc donaa (2023 roxmx)

Uccneporarenbckas nporpamma douga PPMI (Parkinson's
Progression Markers Initiative) coBepIiiia S10XaJIbHbIN TPOPHIB:
ObLT OTKPHIT U Bepuduiimpoan 0umomapkep 6oJie3nu Ilap-
KHHCOHA C MMOMOIIBI0 MeTosia aMmriidukarmu 6enkoB (alpha-
synuclein SAA). Tenepp HanM4YMe NATOJOTMYECKOTO alb(da-Ch-
HYKJIEMHA B CIIMHHOMO3TOBOM KUIKOCTU MOKHO OOHAPYKUTb 32
rOJbl U JECATUIETUS [0 MOSIBJICHUS NePBbIX CUMIITOMOB — 3a-
JOJTO /IO TOTO, KaK MOTHOHYT 10(haMUHOBBIE HEUPOHBL.

Maiiki ket Poke AoKa3an MUPY: IUArHO3 — ITO HE TOUYKA
B KM3HM, 2 HA4YaJ10 HOBOM MUCCHH.



I'naBa 3. bproc Yuiuiuc:
3akat «Kpenkoro opemka»

«7KuBH Tak, OyATO 3aBTpa HE HACTYITUT, HO TIOMHH, UTO KaX-
JI0€ CKa3aHHOE CJIOBO UMEET BEC».

— bproc Yunnuc

B mapre 2022 roga mupoBoi KuHeMaTtorpad norpsicia Ho-
BoCcTh: bpioc Ymnuc — Henobeaumerii [xon MakkieiiH, cra-
CHUTEJIb TUIAHEThl U3 «ApMare]JIoHa» U BOIUIOLIEHUE HECOKpY-
IIMMOM MacKyJMHHOCTH 1990-x — 3aBepiuaer kapbepy. Cembs
aKTepa oObsBHJIA O BBHIABICHHON y Hero adasuu, paccTpoicTBe
peun. CrycTs rof1, oclie yriayOIeHHbIX HeHpOpaIuoIOTHUeCKIX
oOcJieJoBaHMiA, AUMarHo3 ObLT YTOUHEH U MPO3BYyYal Kyda Oosee
JpaMaThyHO: J0OHO-BHcouHas Aemennusi (JIB/I/ FTD).

DTOT KJIMHUYECKUI CIydail HArJIsSHO MPOIEMOHCTPUPOBAT,
KaK KOBapHOE HEHpoIereHepaTuBHOE 3a00IeBaHNE MOKET rojia-
MU MaCKMPOBAThCS IOJI OCOOEHHOCTH XapaKTepa, YCTaIOCTh HIIH
YyJayecTBa cTapeolieil KWHO3BE3/Ibl.



IlepBbie nposiBjeHusi: CUrHajbl
Ha CHeMOYHOH IJIOHIaKe

3a HECKOJIBKO JIeT 70 O(UIMATBLHOTO OOBSIBICHUS TUAarHO3a
B KMHOWHAYCTPUM Hauyald IUPKYJIUPOBATH CIYXH O «CTPAHHO-
CTSIX» B MoBejileHnU Ywuiuca. To, 4To cHavyasla CIMChIBAIM Ha
BBITOpPaHKE M HEXeJIaHUEe YUUTh TEKCT, Ha CaMOM JieJie ObLIO Jie-
OI0TOM TsTKeNION aTpouK KOPBI TOJIOBHOTO MO3Ta.

o

IIpo6.eMbl ¢ 3aIOMIHAHUEM PeIUINK:

AxTep Oosbllie HE MOT yIepXuUBaTh B MaMsTh auanoru. Ha
ChEMKax TOCIEAHUX MaJIOOIIKETHBIX OOEBHKOB €My B YXO
BCTaBJISUIM HE3aMETHbII MUKPOHAYIIHHUK («earpiece»), 4yepes
KOTOPBIN aCCUCTEHT 3aU4MThIBAJI TEKCT I10 CJIOraM Mepe Kax oM
PETLTUKOM.

®

IHoTepsi KOHTEKCTA CIEHbI:

Pe:xuccepsl otmevanu, uyto bpioc nopoii He noHUMaJl, rae Ha-
XOAUTCS, TIOUEMY JEPKHUT B PyKaxX PEeKBU3UTHOE OpYXKHE M 3a-
9YeM BOKPYT HEero Oeraiot Kackaiepbl. X pOHOMETPaX ero MpUCyT-
CTBUS Ha IJIOMIAa/IKe COKpaTuiu 10 10—15 MUHYT 3a cMeHy.

o

Tpanccopmanus noBeaeHus:

Hekorna MpOHWYHBINA, OCTPOYMHBIA W O0AasTENbHBIA B 00-
IIEHUH aKTep CTal 3aMKHYTbIM, SMOIIMOHAJIBHO YILJIOIIEHHbBIM,



yTPaTUII CIIOCOOHOCTh K SMIIATUU U TTPUBBIYHYIO MUMUKY.

Cembs1 Yuimca — keHa DMMa XeMUHT, ObIBIIasi CyNpyra
Hemu Myp u nisITh Jouepeii — OObeTUHIINCH B MOIITHBIN TTO/I-
Jep)KUBAIOIIMN KPYT ¥ MIPUHSUIA pellieHue OTKPBITO TOBOPUTH O
60J1e3HM, YTOOHI ITPUBJIEYb BHUMAaHKE OOIIECTBA K OJTHOMY M3 Ca-
MBIX HEJJOOIIEHEHHBIX JIMarHO30B B HEBPOJIOTHH.



MeaumuHCKHl pa3oop:
JIoOHO-BHCOYHAsA JoOapHasi
nerenepanus (JIBJII)

JIooHo-BHCOYHaA nemeHnusa (0oae3nb Ilnka B Ki1accu-
YeCKoil HOMEHKJIaType) — reTeporeHHasi rpyrmmna mporpeccu-
PYIOIIMX HEMpoJereHepaTUBHBIX 3a00JIEBAaHUM, ITPH KOTOPHIX TT0-
PaXKaIOTCsl MPEVMYIIECTBEHHO JIOOHbIE W TIEPEJIHUE BUCOYHBIS
JIOJTV TOJIOBHOTO MO3Ta.

B omiiuue ot 6051e3uu AsblireriMepa, Kotopas Jailie nopaxa-
et Jnofien crapiie 6570 JieT 1 HauMHAEeTCs ¢ HapYIIIeHU Kpat-
KOBPEMEHHOUW MaMsITU (MIaMsATH Ha TeKyiue coobitus), JIBIl —
I71aBHAs MPUYMHA PaHHEW JemMeHuuu (B Bo3pacrte oT 45 no 65
JIeT), T/Ie IAMATh JOJITO OCTAETCs COXPAHHOM, a Mo yaap moma-
JAI0T JUYHOCTh, CONAJIbHBIH KOHTPOJIb H PeYb.

[[TaTtonornueckuii OEJIKOBBIA KaCKa]

(Tay-6emok / TDP-43 / 6enok FUS B HelipoHax)

v

[36uparenshas arpocpus JIoOHbIX 1 BrucouHsix momei]



vy

[[ToBenenueckuit BapuanT (bvETD)]: [f3bIkOBbIE BapuaHTHI
(ITepeuunas nporpeccupyiorias agazust)]:

* Vrpara sMmatuvm U pacTopMoxeHHOCTh ¢ HeduyeHt-
HbIld/arpaMmaTUyecKuil BapuaHT (30Ha bpoka)

* Anatus, yTpaTa KpuTUKH K ceOe © CeMaHTUIeCKUil BApHAHT
(yTpaTa 3Ha4eHHUs CJIOB)

* CTepeoTUIHOE/KOMITYJILCMBHOE TTOBeieHue * Jloronennye-
CKH BapHaHT

ITapameTp cpaBHeHus
Boae3nns Aabureiimepa
JIoOGHO-BHCOYHAA AJeMeHnu (cayJad Yuuimca)

Cpeanuii Bo3pacTt ae01oTa
65-75+ ner



45-65 sieT (pasrap akTUBHOW KU3HM)

IlepBUYHBIN CHMIITOM

AMHe3us (3a0bIBUMBOCTH HEJJABHUX COOBITHIA)

N3menenne xapakrepa / PeueBble Hapymenus (ada-
3HA)

OpueHTanys B IPOCTPAHCTBeE
Hapyiaercsi Ha paHHUX CTaAMSIX
Jlosro coxpaHsieTcs B HOpMe

Kputnunocts K 60J1€3H1

[MarieHT TPEeBOXKMUTCS U3-3a MPOBAJIOB B MAMSTH

AHO30rH03us1 (TIOJIHOE OTCYTCTBHE KPUTUKH K CBOEMY CO-
CTOSTHUIO)

I'eneTnueckuii (pakTop

Crniopaguuaeckue (hopMbl PeodIa aoT

o 30-40% cnyyaeB umeioT cemelinyio ucropuio (reust GRN,
MAPT, C9orf72)



Kiuanuyeckue popmbi: Uto
NPOM30ILI0 ¢ MO3rOM aKTepa?

VY bBprooca Ywimca pa3BWICA CMEIIaHHBIA CHUMIITOMOKOM-
TUIEKC:

IlepBuunasi nporpeccupyromasi apazus (PPA): I1pu no-
pakeHUHU JIEBOM BHCOUYHOW J0JIM M 30HBI bpoka paspyaercs
SI3BIKOBAS APXUTEKTYpa. YesloBEeK CHavyasIa UCTIBITHIBAET TPYJHO-
CTU C OAOOPOM HYKHOTO CJIOBa (AHOMMUS), 3aTEM TepsieT Ipam-
MaTUYECKYIO CBSI3HOCTh MPEAJIOKEHUH, a TIO3KE MepecTaer Mo-
HUMATh 3HAUCHUE Jja’ke 0a30BbIX OBITOBBIX TIOHSATHI 1 OOpaIlleH-
HYIO K HEMY p€Yb.

IloBenenueckue paccrpoiictea (bvFTD): Ilo mepe pac-
MIPOCTPaHEHUs! JeTeHepaliy Ha IpePOHTAIIBHYIO KOpPY pa3py-
IIAI0TCSI MEXAHU3MbI «HUCTIOJTHUTEJIBHOTO KOHTPOJISl». Yracaer
COIMAJILHBINA 3THKET, SMOIMOHAIBHBINA OTKJIMK, CIIOCOOHOCTD K
TUIAHUPOBAHUIO M aOCTPAKTHOMY CY:KAECHUIO.



Tepanesruueckmnii craryc: Ilouemy
MeIUIINHA OKa 0ecclabHa?

Ha cerognsimamii IeHb TIOOHO-BUCOYHAS AEMEHIIHS OCTaeTCS
OIHAM M3 CaMBbIX CJIOKHBIX BBI30BOB COBPEMEHHON OMOMETUIIH-
HBI:

[

OTcyTcTBHE NATOreHeTHYECKON Tepanuu:

[Tpenapatsl ot Oos1e3HU AuiblireriMepa (MHTMOUTOPBI alleTHII-
XOJIMHACTEPa3bl Bpojie AoHene3ua) npu JIBL He Tonbko Head-
(peKTUBHBI, HO MOTYT YCUJIMBATh MOBEIEHYECKYIO PACTOPMOKEH-
HOCTb U TICMXOMOTOPHOE BO30YyXICHHE.

[

Papmakosornyeckasi KOppeKuusi CAMITOMOB:

[TpumeHsI0TCS CeNIeKTUBHBIE MHTMOUTOPBI OOPaTHOTO 3aXBa-
ta ceporonnHa (CMO3C) s CHUKEHUSI MMITYJIbCUBHOCTU U
KOMIYJILCUBHOCTH, a TaKXe MATKUE aTUITUYHbIe HEHPOIENTUKN
B MUKPOJI03aX MPH BBIPAKEHHOW arpecCcry WM NMCUXOTUYECKUX
SMU30aX.

[

Heddapmakosiornueckuii yxon:

OcHOBOI1 BeJIeHUs MALMEHTa CTAHOBUTCSI CTPOTUI paclopsi-
JOK [Hs, ajJanTauuys Cpelpl [Jis UCKJIIOYEeHHUs] TpaBMaTU3Ma,
paboTa ¢ JoroneaamMu M CIENUTUCTAMU TI0 3proTepanvu, a
TaK)ke BCECTOPOHHSISI MCUXOJIOTMYECcKasi MOMOIb POICTBEHHU-



KaM (TpoprIaKTUKA CUHIPOMA BBITOPAHUSI OMIEKYHOB).



Hacaeame 3a npeaejiaMu SKpaHa

Cnyuyann bpioca Ywumuca CHs1 CTUTMY CThlIa C TSDKENBIX
opraHuyeckux nopaxeHuil mosra. ®oun The Association for
Frontotemporal Degeneration (AFTD) 3adukcupoBai pekopi-
HBIIA BCIUIECK MOXEPTBOBAHMI M OOpPAIEHNH MOC/E OTKPBITOTO
N1ChMa CEMbU YHILTUC.

O06pa3 HECOKPYIIMMOTO SKPAHHOTO repost YCTYITHII MeCTO 00-
pasy ysI3BUMOTO UeJIOBeKa, OKPYKEHHOT0 Oe3yCJIOBHOM JIIOOOBBIO
6mm3kux. Ero ncropusi crana MOLTHBIM KaTau3aTOPOM I7100aITb-
HBIX HAYYHBIX TOMCKOB OMOMAapKEPOB U TEHETHUECKHX JIEKApPCTB
MPOTUB JIOOHO-BUCOYHOM JIeTeHepaluu.



I'naBa 4. Pooun Yuiabsamc: Teppopucrt
BHYTPH I'¢eHHAJbHOT0 pa3ymMa

«51 myman, 4To Xypiiee B )KU3HU — ITO OCTaThCsl B OUHOYE-
cTBe. DTO He Tak. Xyjlllee B )KU3HU — OCTAThCS C JTIOIbMHU, Psi-
JIOM C KOTOPBIMH Thl 4yBCTBYEIllb C€0s1 OTUHOKHM>.

— Pobun Yunvsamc

11 aBrycra 2014 roma mup norpscia rparuyeckast Bectb: Po-
OUH YUJIbSIMC — TEeHUN MMIPOBU3AIMM, OONagaTe/ib MpeMuun
«Ockap» ¥ caMblii TIOOMMBIN KOMEAMUHBIA aKTep TJIaHEThl —
MIOKOHYMJI ¢ 000l B cobcTBeHHOM Jome B Kamdopuuu. [ep-
BbIE COOOIICHUS ME/IUA TIeCTPENI TIOBEPXHOCTHBIMH 3ar0JIOBKa-
MU O «JETPECCUM KOMHKa» U PEIMINBE CTAPhIX 3aBUCUMOCTEH.

TokcuKonornyeckas sKCrepTu3a OnpoBepriia 3TU CIyXU: aK-
Tep ObUT aOCOMOTHO Tpe3B. McTMHHAs MpUYMHA KaTacTpodsl
BCKPBUIACh JIMIIb TPU MeCsIa CIYCTS B OTYETe CyaeOHO-MeIr-
IIUHCKOTO BCKPBITHS: YWIBSIMC CTajl )EPTBOM OJHOTO U3 ca-
MBIX arpECCUBHBIX U HEIMArHOCTUPYEMBIX HEHpoJereHepaTuB-
HBIX 3a00neBaHnid — JeMeHnun ¢ teJbuamu Jlesu (JATJI /
LBD). IlaronoroanatoMsl OXapakTEpPU30BAIU MOPaXKEHHUE €ro
MO3ra Kak «OJHO M3 CAMBIX TSDKEJIBIX U Pa3pylIUTEIbHBIX, YTO
UM KOTAa-71100 JOBOAUIIOCH BUIETH».



XpoHHUKa Kolmmapa:
ITocaennune Mecsnbl ;JKU3HA

Pasym PobuHa Yuibsimca — heHOMeHaIbHO OBICTpPHIN, (POH-
TAHUPYIOIIUI acCOIMAIMAMU U JIECATKAMH T'OJIOCOB B CEKYH[Y
— Hayvas jgaBarh coou B KoHIle 2013 roga. CuMIITOMBl Haka-
THIBAJIM JIABUHOOOPA3HO, COMBAs C TOJIKY JIYUIIMX KJIMHULFICTOB
CHIA.

o

Ilannyeckue aTaky U NapaHoIis:

V akrepa pa3Buiiack MyuuTEIbHAS T€HEPAIM30BaHHAs TPEBO-
ra. Ha cbemkax ¢punbma «Houb B My3ee: CekpeT rpoOHUIIb» B
BankyBepe y PoOuHa ciydusics Tsokeablil IPUCTYIT MAaHUKU: OH
BIIEPBBIE B )KU3HU HE CMOI BCIIOMHUTb HU €IUHOM PEIUIMKU U3
CLIeHapusl.

®

3purejbHbIe TAJIIONMUHALIMA U JeJTHPHIL:

Yupsimc Buzien JIofer U TEHU TaM, Iie HUKOTO He ObLJIo, Mpsi-
TaJI lIeHHbIE BEIll B HOCKU OT BOOOpakaeMbIX rpadUTeliei U Be-
PUJI, YTO Y HETO HEU3JICUMMBIH paK.

o

OmmooYHbIN JHArHO3:

B mae 2014 roma akrepy amarHoctupoBaiu OonesHb [lap-
KMHCOHA. DTO JIMIIb YCUJIAJIO CTPax: CUMITOMBI HE YKJablBa-
JIMCh B KJIACCUYECKYIO KIIMHUYECKYIO KapTUHY, Ha3HAUE€HHas Te-



panus He IPUHOCKIIA OOJIETYeHHMs], a PACTa/l BHICIIMX KOTHUTUB-
HBIX (PYHKIIMM HApaCTaJl KaXIbli JACHb.

Ero BpoBa Ceio3an IlIHaiinep mo3xke Ha3zBaia 3TOT MPOIIECC
«TeppOPHUCTUYECKUM 3aXBaTOM MoO3ra»: POOMH oco3HaBas, 4To
ero OJIeCTSAIIMI MHTEJUIEKT pacTBOPSIETCS, HO ObUT aOCOTIOTHO
OeccriieH OCTAHOBUTD Pa3pyIleHUeE.



MeaunmuHckuii pa3zoop: JlemeHuus
¢ treabnamu Jlesu (IATJI)

HeMeHnusi ¢ TeabuamMu JleBu — BTOpas 1o 4acrore Npu-
YMHA TIEPBUYHBIX JETEHEPATUBHBIX JEMEHIIUN Y TIOKWIBIX JIIO-
Jieit rocyie 0osie3Hu AJTbIreiimepa.

3aboneBaHre BO3HUKAET M3-32 AHOMAJIbHOTO HAKOIUICHUS U
CKJIleMBaHMs Oejka aJjib(pa-cuHykJenHa. B ommume ot 6o-
ne3nu [lapkuHCcOHa, r7ie 3TM TOKCHYHBIE OEJIKOBBIE BKJIOYE-
HU (Tesbiia JIeBr) KOHIIEHTPUPYIOTCS B 6A3aJIbHBIX TAaHIIUSX U
cpeaaeM moare, ripu JTJI onn guddy3Ho 1 arpeccuBHO nopa-
’KaloT BCIO KOPY IOJIOBHOI0 MO3ra, CTBOJI ¥ JINMOWUYECKYIO CH-
cremy.

[[TaTonornueckas arperaius Albga-CrunykiienHal

v

[PopmupoBanue Tesnen JIeBu 1o Bcer KOpe U CTBOJIY MO3ra]




\ A A4

[KornutuBHas uykryauusa] [[lcuxormuyeckuit cuHIpOM]
[[TapkuHCOHU3M ]|

* CryTaHHOCTh CO3HaHusA * SIpkue cueHomnomoOHble * MpbI-
1IeYHas pUrMIHOCTD

* [ITpoBasibl BO BHUMAHUM 3pUTETIbHBIE TAJLTIOIMHALMY © [[ap-
KaloIas Ioxoaka

* [lepuonp! «mpocBeTeHus1» * bpenoBbie uaen npecieaoBa-
HUA * PucK BHe3anmHbIX MageHUN

Kananuecknii npu3Hak

boae3nn Aabureiivepa

boae3ns Ilapkuncona

Hemennus ¢ Tejbuavu JleBu (ciayuain Yuabsmca)

OcHOBHOM oYar NopakKeHust

['mnmokam ¥ BUCOYHbBIE 30HBI KOPBI

YepHas cyOCTaHIIMSI CPETHETO MO3Ta

Hucdy3Ho: Kopa + CTBOJ + JUMONYECKAsA CHCTEMA

JAuHAMHKAa KOTHUIHT



MOHOTOHHOE MPOrPeCCUpYIOIIEe yracaHue

MensieHHOe CHUKEHME Ha MO3/IHUX CTaJusIX

PuaykTyupymoniee TedeHue (pe3kre CKauku sICHOCTH U CITy-
TAHHOCTH 3 Yachl)

I'annonuHanumn

Penxo, Ha TepMUHAIBHBIX CTa/IASIX

Penxo, vaie kak nmo6ounsiii apdpextr L-DOPA

Pannnii cMMIITOM: BBHICOKO/IETAIM3UPOBAHHBIE 3PUTEIIbHbIC
00passl

Peaknus Ha HeHPOJeNTHKH

CranpaprHas

Ymepennas

INapajgokcanbHas rUNEPYYBCTBUTENLHOCTD (PUCK KOMBI
Y JIETAJILHOTO MCXO/1a)



J{uarHocTuuecKuil JaOUPUHT
1 NApPaJ0KC HeHPOJIENTHKOB

JITJI Ha3pIBAIOT «BEJIMKUM MHUCTU(PUKATOPOM» HEBPOJIOTHU:
OHa CoBMeIIaeT B cebe CUMITOMBI 00Jie3HU AJlbIreiimepa (CIry-
TaHHOCTH), Oosie3HU [TapKkuHCOHA (CKOBAaHHOCTH) 1 IMU30(PpeHo-
MOJOOHOIO TICUX03a (TaJUTIOIUHALIVIN ).

PaccrpoiictBo mnoBeaeHuss B (pa3e OBICTPOro cHa
(RBD): 3a HECKOJBKO JIET 0 MOTOPHBIX HApYyIIEHUN OOIbHBIE
HTJI HaunHAIOT (PU3UYECKU «OTHITPHIBATh» CBOM HOUHBIE KOIII-
Mapbl — KpHU4aT, ObIOT PyKaMH U HOTaMH BO CHE, TIaJJal0T C KPO-
Batu. Y YuibsaMca 3TOT CUMITOM IPUCYTCTBOBAI 3a70Jr0 JI0
MaHupecTalmy rncuxo3a.

CMepTreabHasi OIACHOCTh AHTHIICMXOTHKOB: 113-3a BbI-
PaKEHHBIX 3PUTENIbHBIX rajUTonUHanui nauveHTam ¢ JTJI va-
CTO OIMMOOYHO HA3HAYAIOT KJIACCUIECKUE HEHPOJICITUKH (TaJio-
NIepUAO U aHAJIOTH). Y OONBHBIX C TesbliaMu JleBu 3Tu npena-
paThl BBI3BIBAIOT OCTPYIO HEMPOJIETITUYECKYIO OI0Ka1y ¢ HeoOpa-
TUMOM MBIIIEYHON PUTUAHOCTBIO, BET€TATUBHBIM KPU30M U PE3-
KUM POCTOM CMEPTHOCTH.



TepaneBTHYeCKHE BbI30BbI:
Ha rpanu BO3MOKHOI0

B Hacrosiee Bpems jekapcTBa, CliocOOHOTO OCTAHOBHUTH Ha-
KOIUIEHUE ajib(pa-CUHYKJIEMHA B KOPE, HE CYIIECTBYET.

o

NHru6uTopsl X0JHHICTEPa3bl (JJOHENe3uJ, PUBACTHI-
MHH):

[ToBBIIIAIOT YPOBEHb ALETWIIXOJIMHA, YMEHbIAsl BbIPAKEH-
HOCTh 3PUTENILHBIX TAJUTIOIMHAIIMKN U CTAOMIIM3UPYS BHUMAHUE.

o

Mauasbie 10351 JIEBOAONBI:

Haznavaiotcs ¢ mpeeibHOM OCTOPOKHOCTBIO J1s1 KOPPEKIIUU
JIBUTATEJIbHBIX HApYIIEHUH, TaK KaK U30BITOK JohaMUHA MOXKET
MHOTOKPATHO YCUJIMBATh OpeOBbIe MEPekKUBAHUS U TaJLTIONH-
HATOPHBIN CUHIPOM.

o

ATHNHYHbIE AHTHIICUXOTHKH HOBOIr0O NMOKOJeHus (mu-
MaBaHCEPHH, KBeTHAIINH):

[IpuMeHSI0TCSI B MUHMMAJTbHBIX TO3UPOBKAX JJIs1 KYITMPOBa-
HUs TIcuxo3a 6e3 aTtanbHOro yrHeTeHus J10(PaMUHEPTUIeCKIX
JIBUTATEJIbHBIX TPAKTOB.



Hacaenue: Ctatba B
skypHaJjie Neurology

B 2016 romy Ceiozan IHatinep YuibsamMc ormyOnukoBaia B
o(pUIIMAIILHOM KypHaJle AMEPUKAHCKOUN aKaJeMUK HEBPOJIOTUU
Neurology HayuyHoe 3cce nop Ha3BaHueM «TeppopucT BHYT-
pu mo3ra moero myzka» (The terrorist inside my husband's
brain).

[TyOnukanusi BbI3BaJla TEKTOHWYECKUN CABUT B MHUPOBOM
MEIUIIMHCKOM COOOIIeCTBe, cejaB MpodaeMy MpPHUKU3HEHHON
quddepeHIranbHON AUArHOCTUKY JEMEHLIMU ¢ TelibliaMu JleBu
OJJHUM M3 MPUOPUTETHBIX HAMPABJIEHNI COBPEMEHHON KJIMHIYE-
CKOW HEHpOpaarosIoruu 1 pa3padoTKu OMOMapKepOB B JIMKBOPE.

PobuH Yunbsmc morud He oT c1adoCTH JyXa — OH Tal KepT-
BOU TsDKeJeHITell OpraHnveckor Oypu, pa3pyIIuBIIei OHOIOTH-
YECKYI0 OCHOBY €T0 JINUHOCTH.



I'naBa 5. Cequn /Inon:
IliieHHNIIA COOCTBEHHOIO TeJia

«Ecmm 51 He cMory Oerath — 51 Oymy unaru. Ecnu He cmory
uatu — Oyay nonstu. Ho st He ocTaHOBIOCH».

— Ceaun /luomn

B nexabpe 2022 rona nereHgapHasi (ppaHKOKaHAICKasl TIeBU-
na Cemmu [InoH omyOnuKoBaia BUAEOOOpAIlleHUe, MOTpsICIIee
MUWJIJIMOHBI TTIOKJIOHHUKOB IO Bcemy Mupy. Craep:xuBasi ciesbl,
oOJaiaTe/IbHUIIA OJHOTO U3 CaMbIX MOIIHBIX M Y3HABAEMBIX T'O-
JIOCOB B UCTOPHU TOM-MY3bIKM OOBbsSIBUJIA 00 OTMEHE MUPOBOTO
typHe Courage World Tour. IlpuanHO# cTayl peqyallliiii HeB-
POJIOTMYECKUI AUATHO3 C MYyTralolUM Ha3BaHUEM — CHHAPOM
MbIIIEYHOH CKOBAHHOCTH (CHHAPOM PUTHHOIrO YeJoBe-
ka, Stiff-Person Syndrome / SPS), BcTpeuatomuiicst auiiib y
OIHOTO-/IByX Y€JIOBEK HAa MUJUIUOH.



IlepBbie cuvnTombl: Koraa
CBA3KH MPEBPAIIAIOTCA B KaAMEHb

[TpoGeMsl cO 370pOBbEM HAYAIMCH 33/10JIT0 10 O(PUIHATbHO-
ro npusHanus. Ha nporskenun nouru 15 et CenvH cnivceiBa-
JIa CTPaHHBIE CIIa3MBbl Ha NIEpPEYTOMJIEHHE, (PUBUUYECKOE UCTOLLIE-
HME T10CJIe IPaHIMO3HbIX 10y B Jlac-Berace u sMolmoHaIbHBIN
CTpecc U3-3a TsDKeJIon OOJIe3H! U CMepTH Myka PeHe AHxkenua.

o

IToTepss BOKAJIBbHOr0 KOHTPOJIS:

Bo BpeMs neHus BBICOKME HOTHI BHE3AIHO CpbIBAIMUCH. Ile-
BUIIA OLIYIIAJTa PE3KUM CIIA3M MBIIIL TOPTaHW U Iuadparmsl,
CJIOBHO TOPJIO 3aKMMaJIO TUCKaMH. YTOObI CKPbITh 1e(PeKT Te-
pel MHOTOTHICAYHBIMM 3alaMH, [IMOH NPUXOAWIOCH OIyCKaTh
TOHAJIBHOCTh TIECEH WJIM MpUOerarb K 9KCTPEMaIbHBIM BOKAJIb-
HBIM YJIOBKaM.

o

I'enepanm3oBaHHbIe CyqOpPOrH:

Cna3mbl pacripoCTpaHUJIMCh Ha MBIIIILIBI TPECCa, CIIUHBI U HOT.
Tes1o neBrILIbl BHE3AITHO KAMEHEJIO, JIMIIAs €€ BO3MOXKHOCTH CAe-
Jath mar. B 1oKkyMeHTabHOM (puiibme

«I Am: Celine Dion»

3a(pUKCUPOBAH TSKEICUIINI SNU30[: AeCATUMUHYTHBIN Te-
HEPaJIM30BaHHbIM CMa3M, BO BPeMs KOTOPOrO TeJI0 APTUCTKHU 3a-
CTBLJIO B HEECTECTBEHHOM 103€, a JIMIO UCKa3uiia rpuMaca 6onu



TIPY TIOJITHOM COXPAHEHUU CO3HAHMSI.

o

CeHcopHble TPpUITEPDI:

OmHOM U3 caMbIX MYYUTENIbHBIX YepT OOJIE3HU CTaJla THIep-
YYBCTBUTEJIbHOCTh: BHE3AMMHbII IPOMKHUIA 3BYK, sIpKasi BCIIBIIIKA
CLEHMYECKOI'0 CBETa WJIY JIETKAM SMOLMOHAIbHBIA CTPECC MIHO-
BEHHO 3aIlyCKaJIX MOIIHEHUIUI MBIIIEUYHBIA KPU3, CIIOCOOHBIN
MPUBECTH K MAJACHUIO U TIepesioMaM KOCTE.



Meaunmuackui pa3oop: Cuaapom
PUTrHIHOIO YeaoBeka (SPS)

CuHapoM purHaHOro 4ejioBeka (6ojie3nr Mopma —
BoabTMana) — 310 penkoe mporpeccupymoliee ayTouMMYH-
HOE HEeBpOJIOrhyecKoe 3abosieBaHHe, MOpaxallee IEeHTPab-
HYIO HEPBHYIO CUCTEMY.

B HOpMe 11eHTpaibHAast HEPBHASI CCTEMA HETPEPHIBHO OasiaH-
CUpyeT MeXIy BO30yXkJIEeHHEM M TOPMOXEHHEeM. 3a TOPMOKe-
HUE 1 pacciiadieHre CKeJIeTHOM MYCKYJIaTypbl OTBEYAeT IJIaBHBIN
TOPMO3HBI MEAUATOP — raMMa-aMHHOMACJISIHAsI KHCJIOTa
(T'AMK / GABA).

[CO0li MMMYHHOI CHCTEMBI: BBIPAOOTKA ayTOAHTUTEN K
GADG65]

v

[brokaga ¢dpepMeHTa ITyTaMaTAeKapOOKCUIa3hl B HEMpPOHAX
[HC]

v



[Kputnyeckoe mnajeHue YpOBHS TOPMO3HOIO MeAuaTopa
'AMK]

v

[HekoHTponupyemasi rTurepakTUBalvs ABUraTeIbHbIX HENPO-
HOB|
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[ XpoHndeckuu MblieyHbli runepronyc] [[lapokcusmanbHbie
CIIa3Mbl |

* «JlepeBsiHHAsI» TTOXOAKA, rUnepaopao3 * CrpoBOIMPOBaHbI
3BYKOM/ITPUKOCHOBEHUEM

e OkameHeHHEe MYCKYIaTypbl TyJoBuIlla ® PuUCK pa3pbiBa
MBIIII ¥ TIEPEJIOMOB KOCTE!



Kiaunuvecknii napameTp
Oco6ennoctu narojoruu npu SPS

NMMyHoIOrHYeCKIi MapKep

OOHapykeHre B CHIBOPOTKE KPOBU U CITMHHOMO3TOBOU JKH/I-
KOCTH BBICOKHMX TUTPOB aHTUTEJ K IJIyTaMaT/AeKapOoKcuia3e
(anti-GADG65) (10 70-80% cnyuaeB).

CyTb noJIOMKH

AnTutena arakyor pepmeHT GADG6S, npeBpalaonyii ry-
tamar B TAMK. be3 TOpMO3HBIX MMMYJILCOB CIUHHON MO3T
HENPEPbIBHO MOCHUIAET MBIIIIAM KOMaHAY COKPAIIAThCsl.

duzuyeckKuii craryc

[locTosiHHOE OJHOBPEMEHHOE COKPAIIEHUE MBIIII-ATOHUCTOB
Y aHTarOHWCTOB (KO-COKpaIlieHre). MBIIIIBI OPIONTHOTO Ipecca
Yl CIIMHBI CTAHOBSITCSI TBEPIBIMH, KaK JOCKA.

AyTOMMMYHHBI PO uiInL

Yacro coueraercsi ¢ IpyruMyu ayTOMMMYHHBIMU TIATOJIOTHSI-
MU: CaXapHbIM TUa0ETOM 1-TO THIIA, Ay TOUMMYHHBIM THPEOU V-
TOM, BUTWJIUTO WIH NEPHUITMO3HOM aHEMUEM.



TepaneBTH4eCKNil MPOTOKO.JI:
Bo3Bpainenune nmoaBu:xHOCTH

[MockonbKy 60Je3Hb PUTHIHOTO YeJIOBeKa Hen3Ieunma, Tepa-
TYsI HallpaBJIeHa Ha MO/IABJIEHUE MAaTOJIOTMYECKOr0 UMMYHHUTETa
1 uckycctBeHHoe ycuieHne 'AMK-3pruyeckoro TopMoxeHusI.

CumnromaTruueckoe pacciadjeHne MyCKyJIaTyphbl:

O

Bricokue 103bl OEH30/1Ma3eNMHOB (iMa3ernam, KJIOHa3eram)
— npsamele crumysaTopsl TAMK-A penentopos.

O

baknogen (aronucr TAMK-B penentopoB), B TSKEJBIX CITy-
Yasgx — 4Yepe3 XUPYPruyeckd MMIUIAHTUPOBAHHYIO MHTpaTe-
KaJIbHYIO ITOMITYy ITPSIMO B CIIMHHOMO3IOBOW KaHaJl.

NMmyHOMO Dy THpYOIIAs Tepanusi:

O

Kypcot

BHYTPHBEHHOTro nMmmyHor1o0yiamaa (BBUT / IVIG)
IUTs1 HeUTpaJTU3aliy M PKYJTUPYIOIIUX ayTOAHTHTEI.

O

[Tnasmadepes (OUMCTKA MI1a3Mbl KPOBH).

O



TapreTHble MOHOKJIOHAJIbHbBIE aHTUTEJIA (

Pumyxcumad

) V1Sl YHUUYTO)EHUs B-mumM@onuToB, Npoayupyonmx ayTo-
anturesia K GADG6S.

dusnyeckas ¥ BOKaJbHas peadmanTanusi: MHOroyaco-
BbI€ €KETHEBHBIC 3aHSTHS CO CIIENUATIMCTAMU IO KUHE3UOTepa-
M1, TUJPOTEPAIUS B TEIJION BOJIE U AbIXaTelbHas TMMHACTUKA
JUTSL TIOJ/IEPsKaHU sl JIACTUYHOCTH AracdparMsl.



Tpuymd B Ilapuxke:
T'onoc cuabHee Heayra

26 mona 2024 roga Cenun [IMoH coBepiinia TO, YTO Bpaun
Ha3bIBAIM MEJULIMHCKUM 4yloM. B (prHasie iepeMOHMYU OTKpbI-
i XXXII Onumvmuiickux urp B [laprke oHa momHsiiach Ha
NepBbIi ypoBeHb DiihesieBoi OalltHY U BKHUBYIO UCTIOJHUIA Jie-
reHapHbiil «['umMH moOBw» (L'Hymne a l'amour) Dnut [Mnad.

Ee rosoc 3Byyan KpuUcCTaibHO YUCTO, Oe3 PU3HAKOB BOKAJIb-
HOIl HeCTaOWJIBHOCTU. 32 9TUM MATUMHUHYTHBIM BBICTYIUIEHUEM
CTOSUIM TOAbI U3HYPUTEIHHON Teparuu, CTPOKANIINUNA KOHTPOJIb
TEMIepaTypsl Tejla U aKyCTUIECKON Harpy3KH, a Takke Oecrpe-
LEeJICHTHAasl Chjia BOJIM.

Cenuz J[InoH npeBpatuiia peikyio 1 MaJIOU3yYeHHYI0 00JIe3Hb
B MEXyHapOIHBI MaHU(pECT CTOMKOCTH, 10Ka3aB, YTO YeJIoBe-
YeCKHUH IyX COCOOEH MPEeoIoNeTh Aaxe KeJe3Hble OKOBBI COO-
CTBEHHOIO TeJa.



I'naBa 6. Kpucruna
dunarent: Koporkoe
3aMbIKaHH € HEPBHOM CHCTEMBbI

«5 HUKOrga He ckaxy: “DTo jydiiee, 4YTO0 CO MHOW Cllyda-
JIoCch”. DTO YEPTOBCKU OTCTOMHO. Ho s JomkHa HallTH croco®
KUTb C ITUM».

— Kpucmuna Innazeiim

Jletom 2021 roma B pasrap cbeMOK (PpMHAJIBHOTO CE30Ha I0-
nynsipHoro cepuana Netflix «Méprts nis mensi» (Dead to Me)
akTpuce Kpucrune Snmuireidt — 3Be3e kKomeauil «KeHarsl. ... ¢
JIeTbMn», « TeneBenyimmii» U «O4eHb MI0XHe MaMOYKU» — T0-
CTaBWJIM IUATHO3, Pa3/e/IMBIIUIA €€ KU3Hb Ha «JI0» U «IIOCTIe».
3t0 66T paccesiHHbIl ckiaepo3 (PC).

[Ipou3BoacTBO cepuasia HEMEIJIEHHO OCTAHOBWJIM Ha IISATh
MecsaueB. Bonpekn pekoMeHzanusaM Bpayen 3aBEpIInTb Kapbe-
Py U 3aHATHCS 3[J0POBbEM, DMIUITSUT MPHUHSTIA KECTKOE pellie-
HUE: TOCHATD MMPOEKT 10 KoHa. Ha cheMouHyI0 miomaaky oHa
BEpHYJIaCh B MUHBAJIUJHOM KPECJIE, C TPOCTIO M KOMAH/IOM acch-
CTEHTOB, MO/IJICP)KUBABIIIUX €€ 32 HOT'W BO BPeMsI KPYITHBIX I1J1a-
HOB, T7Jie TPeOOBAIOCH CTOSITh.



Pannne curnaJjnl: I'oabl
YIYHIEHHOT'0 BpeMeHH

OrnsagpiBasich Ha3all, akTpUCa BCIIOMUHAJA, YTO KOBAPHBIMA
HEe/IyT NOJaBaJl TIepBbie CUTHAJIBI 32 TO/bI 10 O(OUIUAIBHOTO MO/~
TBEPXKICHHS:

®

«BaTHbIe» HOT'M HA TAHIEBAJbHBIX PeneTHIHsX:

Bo BpeMsi CheMOK CJIOKHBIX TaHIIEBIBHBIX HOMEpPOB B Ha-
vase 2010-x KpucTrHa BHe3anHo Tepsijla paBHOBECHE WU UyB-
CTBOBQJIa OHEMEHHE B CTOIAX, CIUCHIBAS 3TO HA (PU3HUYECKYIO
YCTaJIOCTD M CTApble TPABMBI CBSI30K.

o

CunapoM nokaJibIBaHusi M NOTEPSI YyBCTBUTEJbHOCTH:

3a HeCKOJIbKO MEeCSIEB 10 AUarHo3a Majiblbl HOT M PyK Ha-
YaJii TOPETh, CIIOBHO OT YKOJIOB COTEH pacKaJeHHBIX UTJI (Tape-
cre3us1). bamaHcupoBath Ha KaOmyKax cTayio (pu3ndecKu HeBO3-
MOJKHO.

®

denomen YTxogda (TepMOUIYBCTBUTEJIBLHOCTD):

B xapkue THM Ha CheMOYHOM ILIOMIAKE WM MOCIIe Topsiue-
ro JyIa 3peHre aKTPUCHl CTAHOBUJIOCH 3aTYMaHEHHBIM, a CJia-
00CTh B KOHEUHOCTSIX HapacTajia JJABUHOOOPa3HO — KJlaccuye-
CKMIA IPU3HAK YXYIIICHHS TPOBOAMMOCTH JEMHUETMHU3UPOBAH-
HBIX HEPBHBIX BOJIOKOH TIPH MOBBIINIEHUN TEMITEPATyphl TeIa.



MeaumuHCKHl pa3oop:
Pacceannbii ckaepo3s (PC)

PaccestHHBIN CKJIEPO3 — 3TO XPOHUUYECKOE Ay TOMMMYHHOE
JeMUeIMHU3MpYIollee 3a00/ieBaHre 1IEHTPaJIbHON HEPBHOM CH-
CTEMBl, IPY KOTOPOM COOCTBEHHAs1 MIMMYHHasi cUCTeMa OIInO0Y-
HO aTakyeT 3aIlUTHYI0 MHUEIMHOBYIO OOOJIOUKY HEPBHBIX BOJIO-
KOH T'OJIOBHOI'O ¥ CIIMHHOI'O MO3Ta.

HazBaHue «paccessHHbIN» OTpaxaeT KJII0YeBy0 naromopdgo-
JIOTUYECKYIO CYTb: OYaru NOBPEXIEHUS (OA5uKU CKAepo3a NN
30HBI [JIMO3a) paccessHbl BO BpeMEeHH M B IPOCTPAHCTBE 110
Bcen LITHC.

[AytopeaktuBHble T- M B-1mM@ouunTsl NMPOHUKAIOT 4epe3
I'9b]

v

[MMMyHHasi aTaka Ha MUCITMHOBYIO 000JI0UKy akcoHOB ([le-
MUEIMHU3AIUA) |



[Bamenyienne u OJOKMPOBKA NMPOBEAEHUS IEKTPHUUYECKOTO
HEPBHOI'O UMITYJIbCA ]

v

[©opmupoBaHKe CKJIEPOTUUYECKUX OnsIiek (pyOloBOW II-
anpHoM TKaHu) B IIHC]
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[OuaroBas HeBposormyeckas cummromarukal: [CrucremHble
IIPOSIBJICHUS |:

* PeTpoOynbOapHbIii HEBPUT (CHUKEHUE 3peHus ) © X pOoHUYe-
CKasl MaTOJIOTMYeCKasi yCTaIOCTh

* Atakcus (HapyllI€eHHe KOOPAWHAIMUA Y NOXOAKHU) * KorHu-
TUBHBII «TyMaH» (Brain Fog)



* Cnactuyeckuil napamnape3 KoHeuHocteil  HeliporenHas
JUCYHKIMS TA30BbIX OPraHOB

Kiaunuvecknii napameTp
Oco6ennoctn nposiBjaenus npu PC

HNemorpadudeckuii MUK
Mosnonpie xeHiuHbl B Bo3pacte oT 20 1o 40 siet (cooTHoIe-
HUE JKEHIIWH U MYK4MH gocturaer 3:1).

IIaToJsiornueckasi 0CHOBa

PaspyIeHne W30/IA1MOHHOTO CJIosl (MHeJIMHA), MTOJ00HO IT0-
BPEXKJCHUIO PE3UHOBOU OIUIETKH JIEKTPUYECKOro nposozaa. Mm-
IYJIBC TEPAETCS, PACCEUBAETCS UJIN 3aMBIKAET.

Teuenune 60J1e3HH

B 85% cnydaeB neGooTHpyeT Kak pemuguBHPYIOIIE-peMHu-
tupywomuii PC (PPPC): octprie 000CTpeHUs] CMEHSIOTCS Tie-
pHYOIaMH YaCTUYHOTO MJIM TIOJTHOTO BOCCTAHOBJIEHU S, IOCTETICH-
HO TIepexo/isi BO BTOPUYHO-IIPOrpeccupyoIyo gopmy.

JAHarHocTHyeCcKuil CTaHaapT

Kpurepun Maknonanbaa: MPT rojioBHOro u CMiHHOTO MO3-
ra ¢ KOHTPACTHBIM yCUJIEHHEM (BBISIBJIEHUE aKTUBHBIX OYaroB 1
«UYEPHBIX JIBIP») + OOHApYKEeHUE OJUTOKJIOHAJBLHBIX MOJIOC



IgG B nukBoOpe.



OHKoOJIOrNYeCKNil aHAMHe3:
JIBOMIHOM reHeTHYeCKHUH yaap

PaccestHHBIN CKJIepO3 CTall He IEPBBIM TSKEJIbIM IMarHO30M B
*u3HU akTpuckl. B 2008 rogy y Hee IMarHOCTUPOBAIA PaK MO-
JIOYHOM ’KeJie3bl Ha paHHel ctagun. O6nagas MyTaluen B reHe
BRCA 1, nmureit noua Ha paJuKalbHbIN 1ar — IIPEBEHTUB-
HYIO JIByCTOPOHHIOIO MAaCTIKTOMHUIO, a MO3KE YJaInia SMYHUKA
U (pasuIonueBbl TPyObl.

Bopb0a ¢ oHkosorueii cpopmupoBaia y Hee BHICOYANTITHIA ITO-
POr MCUXOJIOTMYECKOM BhIHOCIMBOCTH, HO PC mocraBui npuH-
[WITUATBHO MHYIO 33/1a9y: €CJIH OIMyXOJIb MOKHO OBUIO YAAJIHTh
XUPYPruuecKy, TO C AayTOMMMYHHbBIM MOpPakeHUEM COOCTBEHHO-
I'0 MO3ra MPUXOAUTCS YUUThCS COCYIIECTBOBATh KaX/Ibli JIEHb.



CoBpemMenHasi
dapmakorepanusi: [IMTPC

Eme tpunuars et Hazaja Tepanus PC cBoauiack K MaccuB-
HBIM J103aM TOPMOHOB (ITyJIbC-Tepanusl METUTIPEIHIU30JIOHOM )
BO BpeMsi 06ocTpenuil. CeroHs mpou30IIuia peBooLusI O1aro-
naps kiaccy npenaparos IIMTPC (Ilpenaparsl, M3mensionye
Teuenne Paccesnnoro Ckieposa):

MoHokaoHaJbHBIE aHTHTEda (Okpesm3ymad, Odary-
mymao, Hataanzymao6): M3oupareibHO CBSI3BIBAIOTCS C PEIeTl-
topamu CD20 Ha noBepxHOCTH 3penblX B-mumdgouunTos, uc-
TOIIast IMyJ1 KJIETOK, BHIPAOATHIBAIOIIMX arpecCUBHBIC aHTUTENA
MPOTUB MUEJIHA.

MoayasaTopsl penentopoB ccunrosun-1-cgpocdara
(Punroaumoa, Cunonumon): biokupyor Bexod IUMQpOIM-
TOB U3 JUM(}ATUUECKUX Y3JIOB B KPOBOTOK, HE [1aBas UM [IO-
OpaTbCsl 10 TKAHU MO3ra.

XumuoTtepaneBTuueckass uHAyKnus (Kiagpuoun):
[Ipenapar KpaTKOBPEMEHHOTO Kypca, BBIIOJHSIONINN «Iepe3a-
IPY3Ky» KJIETOYHOTO 3B€Ha UMMYHHOM CHCTEMBI.



Cuiia caMoupoOHMH |
BBIX0/1 HA AJLJ1€10 CJIaBbI

B nosi6pe 2022 roga KpuctrHa DnrredT BriepBble MOSBU-
Jlach Ha MyOJMKe Tocie OOBbsABICHUS AMAarHO3a Ha IEPEeMOHHUU
OTKPBITUSI UMEHHOM 3Be3/1bl Ha ['o/MByICcKON «AJljiee CiaBbl».
Oma cTost1a 60CHKOM (TaK Kak 0O0yBb BbI3bIBAET Y HE€ CEHCOPHBIN
JUCKOMpOPT U MaJieHus1) ¥ ONUpasach Ha TPOCTh, YKPAILIEHHYIO
Haarmucelo «FU MS» (K 4yepTy paccesiHHbIN CKJIEPO3).

B 2024 rony Bmecrte ¢ aktpucoit Ixeimu-JIuaa Curnep (ko-
Topasi Takxe xkuBeT ¢ PC Gonee mBaamaTyl JieT) oHa 3aIyCcTUIa
YeCTHBIN 1 OECKOMITPOMUCCHBIN ToIKacT «MeSsy», Tiie 6e3 mpu-
Kpac, C €KUM IOMOPOM Y Hay4YHOH TOYHOCTBIO PACCKa3bIBAET O
MIOBCETHEBHBIX PeaIMsX KU3HU C HeWpOoIereHepaTUBHBIM 3200-
JIEBaHUEM.

Kpuctuna DnmredT nokazana: norepsi ABUTaTesIbHOTO KOH-
TPOJISl HaJl TEJIOM HEe O3HA4YaeT yTpaTy rojioca, YyBCTBa IoMopa 1
po(peCCUOHAILHOTO JOCTOMHCTBA.



I'nasa 7. IOy Ile3apnb:
TeHb «CBAIEHHON 00JIe3HIN»
HaJ PuMckoin umnepuei

«Jlyure cpazy ymepeTb, YeM KHUTh B IIOCTOSTHHOM OXHJIAHUU
CMEpTH».

— Taii FOauii 1]ezape

Iau1 FOmuu Lle3zapp nepekpons KapTy aHTUYHOTO MHpA, CIIO-
MaJs pecnyOIMKaHCKUi cTpoid Puma u 3amoxun pyHIaMeHT Be-
nryaieid ummnepun apeBHoctd. OH obnagan heHOMeHaTbHOU
PabOTOCIOCOOHOCTHIO: MOT OMHOBPEMEHHO JIMKTOBATh CEKpeTa-
IO 3aKOHBI, CITYIIaTh JOKJIA/Ibl BOGHAYAJIbHUKOB U ITPABUTH MPO-
BuHIMAMA. OHAKO 32 OnecTsamuyM ¢aca oM IMOJTKOBOILA U TUK-
TaTopa CKPBIBAJICS HEIYT, KOTOPHI aHTUYHBIE aBTOPHI OJ1aroro-
BEMHO U CO CTPaxoM HazbiBaIM morbus comitialis («<KOMULIAATb-
Hast 00JIE3Hb» ) WK morbus sacer («CBSILIEHHAST OOJIE3Hb» ).

Le3aphb cTpaian BHE3ATHBIMU TPUCTYIIAMK CYJOPOT ¥ TIOMpa-
YeHUs CO3HaHWsA. B aHTMYHOM Pume Takoi MpHmagok y Maru-
cTpara CYMTAJICSA TYPHBIM 3HAMEHUEM OOTOB M CITYKHMJI 3aKOH-
HBIM TIOBOJIOM ISl HeMeJIJIeHHOTo pocitycka HapomHoro co6pa-
HUS (KOMULIUI).



XpOHHUKA NPUNAAKOB:
Ot Kopaossl 10 Tamnca

AnTtnusble ucropuku I'an Ceeronnit Tpanksuiut u Ilnyrapx
OCTaBUJIM IOCTATOYHO MOIPOOHBIE KIIMHUYECKUE ONTUCAHUS STTH-
30[10B, C KOTOPBIMH CTJIKMBAJICSI PUMCKMIA AUKTATOP:

®

Ncnanckas kammanus (Kopaosa, 46 r. 10 H. 3.):

CBeToHMI PSIMO YKa3bIBAET, UTO B 3pesible rofbl Llezaps mne-
PEHEC KAK MUHUMYM [1Ba TSKEJIbIX TEHEPAIM30BAHHbIX IPUIIA-
Ka IIPSIMO BO BPEMsI BOEHHBIX ITOXO/IOB.

®

butsa npu Tance (CeBepunas Acdpuka, 46 r. 10 H. 3.):

CornacHo Ilmyrapxy, mepes caMbM HAayajoM PpeELIAOIIEro
cpaskeHHs MpoTUB nommnestHies Lle3aps moyyBcTBOBAN IPUOIH-
’KEHUE ITPUCTYIIA. Y HEro 3aApoKajli KOHEYHOCTH, HAYaJIOCh I'0-
JoBOKpyxeHue. [TonkoBozen ycnen nepenaTb KOMaHIOBaHUE Jie-
raram M yKpbUics B Onusiiesxarieii OaliHe, rjie nepexkujai KoH-
BYJILCUU U TTOCTIEAOBABIIUI ITTyOOKUH COH.

®

Cenarckuii uHIAEHT (44 1. 10 H. 3.):

Heszaznonro 1o MapToBCKMX WJ, KOIZAa CEHATOPhl AABWJINCH K
Le3apro B xpam Benepbi-IIpapoguTesHULBI ¢ IEPEYHEM BBICO-
YafIIIX MOYeCTel, TUKTaTOp HAPYIIWII CBAIIEHHBINA pecmyOnu-
KAHCKUM 3TUKET — He BCTaJl HaBCTpeuy ceHary. [1o3xke cTopoH-



HUKU OOBSACHSIM 3TO HE BBICOKOMEPHEM, a4 TEM, YTO IIPH IIO-
IBITKE ITOAHATBCA L[e3apb OIYTHJI MPEABECTHUKU CYAOPOKHOTO
Kpusa u ooosIICs MOTCPATb CO3HAHUEC Ha IIa3aX Y MOJIUTHUYC-
CKHX Bparos.



MeaumuHCKHl pa3oop:
Onuaencusa (Morbus Sacer)

dnuiencusi — XpOHUYECKOE HEBPOJIOTMYECKOE PacCTpOu-
CTBO, XapaKTEPU3YIOLIEeCs MPEAPACIIONOKEHHOCTBIO TOJIOBHOTO
MoO3ra K IeHepaliy BHE3allHbIX, BBICOKOCUHXPOHU3UPOBAHHBIX
MEKTPUYECKUX Pa3psi/I0B HEMPOHHBIX CETEN, TPUBOIALIMX K CY-
JOpOraM M HapyIIECHUAM CO3HAHUS.

B antrunoctu ['mnnokpar B Tpaktare «O CBSILEHHOM 60J1e3-
HU» NIEPBBIM OTBEPr 00KECTBEHHOE IIPOUCXOXKIEHNUE Heyra, 3a-
SIBUB, YTO €TI0 MIPUYMHA KPOETCS B IOPAKEHUH MO3Ta.

[Ouar naTroaoruyecKor rurepcuHX pOHU3aMA HEMPOHOB KO-
PBI TOJIOBHOT'O MO3I4]

v
[©opmupoBaHue aypbl (ITPOAPOMAIIBHBIN NEPUON) ]

(T'onoBokpyskeHUe, CEHCOPHBIE TAJLTIOIUHAIINN )



[['enepanm3anus paspaga: TOHUKO-KJIOHUYECKUI IPUTIAIOK |
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[Tonnueckas ¢aza (10-20 cek)]: [Kionnueckas daza (1-2
MUH)]:

e [lorepsi co3HaHus, NajieHUe ®* PUTMHUUYECKUE COKPAILEHUS
CKEJIETHBIX MBIIII]

* ['eHepasin30BaHHBIN cnia3M MycKyaatypbl ® [IpukyceiBaHue
SI3BIKA, [IMAHO3 KOXHU

* OcTaHOBKa JpIXaHus, JapuHrocnasMm * lunepcaivBanus
(«meHa u3o pra»)
Kiaununuecknii napameTtp

Oco0eHHOCTH MAaTOJIOr K

BI/IOE)JIGKTpl/l‘leCKaH CYTb



Hapynienvie Gananca Mexay IiyTamaTepradeckuM BO30YX-
nenueMm 1 TAMK-spruueckum TopMoxkeHreM MeMOpaH Herpo-
HOB.

ITocTuKTAJBLHBIN IEPUO]T

Ornyienue, ClyTAaHHOCTh CO3HAHU S, TOJIOBHAS OO0JTh, TTATOJIO-
TYecKasi COHJIMBOCTbh, TPAH3UTOPHAS CIA0OCTh MBI (TTapaIny
Tonna).

IIcuxonoruyeckuii craTyc

BCIBIIBYMBOCTD, BSI3KOCTh MBIIIICHUs, pe3KKe KOleOaHMs
HACTPOEHMSI, TMOBBIIIEHHAS TMOJO3PUTEIbHOCTh (OMUCAHHBIE Y
nozaHero Lle3aps).



CoBpeMeHHBIA KOHCHJAUYM: bbla Jin 3T0
HCTHHHBIA HANONATHYECKUN NPUNATO0K?

Cpenu coBpeMeHHbIX HEBPOJIOTOB U MEAUIIMHCKUX HCTOPH-
KOB MarHo3 lle3aps ocraercs mpeaMeToM OKeCTOUEHHBIX AMC-
kyccuil. Unnonarnueckas (MepBUYHAsT) SMUIIETICUS PEIKO MaHU-
dectupyer B Bozpacte crapiue 40-50 et 6e3 npeaiecTByole-
IO JIETCKOTO aHAMHE3A.

BbIIBUHYTHI TPH OCHOBHBIE KOHKYPUPYIOIIUE TUTIOTE3BI:

Tpauzutopubie nmemnuyeckue araku (TUA) u mukpo-
HHCYJbThI: B 2015 rony kapaunonoru uz Mmnepckoro kosuieaxa
JloHaoHa MpoaHaTM3MPOBATIM CUMIITOMBI AUKTATOPa U MIPUIILIH
K BBIBOAY, uTO Lle3aphb cTpagai ot riepeOpoBacKyasspHOI O0Jie3-
HU. MUKPOUHCYJIBTHL HA (POHE aTePOCKJIEPO3a COHHbIX apTepui
MOTJIM BbI3bIBATh MPEXOSIIME JBUTATEIbHbIC HAPYIIEHUsI, IO-
JIOBOKPYKEHUSI 1 OOMOPOKH, KOTOpPBIE pUMIISTHE TIPHHUMAIIA 32
SMUJIETICUIO.

CuMmnromatuyeckass NOCTTPaBMATH4YecKass >SMHJIeN-
cusi / OnyxoJb Mo3ra: B xoe AecsITKOB BOGHHBIX KaMITaHUI
[le3apb HEOMHOKPATHO IOJTYYaJl yaaphl 0 TojioBe. PyOiioBbie n3-
MEHEHUsI KOpbl WM MEJICHHO PacTylas MEHMHIMOMAa MOIJIU
cchopMUpoBaTh CTOMKUI SMUIETITOTeHHBIN (POKYC.

Heiipomyncrunepko3 uiam nocjeacreusi majuasipum: Ile-
peHeceHHble MH(EKIIMA B BOCTOUHBIX M a(DPUKAHCKUX MOXOHAAX
MOTJIM OCTaBUTh KaJIbIIMHATHI B TKAHU TOJIOBHOTO MO3Ta, MPOBO-



LMPOBABILIKE CYAOPOKHBIE PA3PSIbIL.



JBOJOIUS TEPANTHN:
OT 3akJuHaHN 10
NPOTHBOANUIENTHYECKHUX NMPENnapaToB

B [IpeBHem Pume «jedeHne» 3MUIIENICMM HOCUJIO PUTYallb-
HBIM U BApBApCKUM XapakTep:

o

AHTHYHAsI IPAKTHKA:

BoNbHBIM [1aBajiM MUTH TETUTYI0 KPOBb MOTHOIINX HA apeHe
I71aJUaTOPOB (CUMUTAIIOCH, UTO )KU3HEHHAs1 CUJIA CUJIBHOTO BOMHA
W3TOHSIET HEMYT), Ha3HaYald SKCTPEMAJIbHbIE KPOBOITYCKAHUS,
JUETY U3 YEMEPUIIBl U MPHKUTAHUSI KOXKU TOJIOBbI KAJIEHbIM Ke-
JIE30M.

CoBpemeHHbIl CTaHAAPT:

O

Dapmarxomepanusi (AIII):

[IpenapaThl BasJbIPOEBOM KHUCIOTHI, JIeBETUpaLleTaM, Jia-
MOTPHIUKUH, KapOamazenuH. OHU OIOKUPYIOT BOJIbTAakK-3aBUCH-
Mbl€ HATPHUEBbIE U KaJIbLIMEBbIEe KaHaJbl WM yeuarbaloT TAMK-
TOPMOKEHUE, JOCTUrasl MOJIHOTO KOHTPOJIs HaJ| MPUCTYNaMu Yy
70% nauueHToB.

O



Xupypeuueckoe neuenue:

Buneo-93I'-MOHUTOPUHT JTOKAIU3YEeT TOYHbIM SNWJIENTOTEH-
HBIM OYar, MOcCJIe Yero BBIOIHAETC MUKPOXUPYpPrudecKas pe-
3eKLMs WK Jla3epHas aOnsuus okyca.

O

Cmumynsiyuss 6ayxcoarouezo nepea (VINS):

VMriaHTanys reHeparopa MMITYJIbCOB, MPEAOTBPAIAIOILETO
reHepaJIM3alMIo pa3psioB B KOpE.



IMoauTnueckui cuaeq 00Je3HN

Henyr Lle3aps ceirpait pokoByIo poib B cynbOe Pumckoit pec-
nyonuku. [TocTosiHHOE OkHMIaHKe HOBOTO MPUIAIKa, CTpax IMo-
Ka3aTbCs CIabbIM Tiepe/] JIeTMOHAMM U IPOTPECCUPYIOIIast MOI0-
3PUTENLHOCTD MOATOJKHYJIM TUKTATOPA K KOHIIEHTPAIUU abco-
JIIOTHOM BJIACTH U OTKa3y OT JIMYHOW OXPaHBI.

15 mapra 44 roga 10 H. 3. 3arOBOPIIMKY HAHECU eMy 23 HO-
KeBbIX paHeHMS. Bosie3Hb, Tep3aBias ero Mo3r U3HyTpH, TaK U
HE ycresia CJIOMUTb AUKTAaTopa paHblle KIUMHKOB bpyTa u Kac-
cusl.



I'nasa 8. Ivmums Kiapk: Yaap
MOJIHUHU B rojiose Marepu /Ipakonos

«B campble Tsxe1ie MOMEHTBI MHE XOTEJIOCh BBIIEPHYTh LITHY P
U3 PO3ETKHU. Sl mpocuia MeanepcoHal NO3BOJIMTh MHE YMEPETb.
Mosi pabota — Bcs MOsI MeUTa O TOM, KaKOW JO/KHA OBITh
KW3Hb, — CTPOMJIACH Ha s3bIKE M OOIIeHun. be3 3toro s Oblia
HOTEepsIHA».

— Imuausa Kaapx

B Hauane 2011 rona 24-netHsiss OpuTaHCKas akTprca DMIIHUS
Kiapk TosbKO YTO 3aKOHYMIIA ChEMKH B [IEPBOM CE30HE I'PaH/IN-
o3Horo npoekta HBO «Urpa npecronos». Pons deiienepuc Tap-
rapyeH CyJIuia ToJOBOKPYKUTEIbHBIN B3JIET, HO BMECTE C HUM
MIPUHECIA KOJIOCCATIbHBIM MICUXOJIOTMYECKUI CTPECC U U3HYPHU-
TeJIbHbIEe (PU3NYECKUE HATPY3KHU.

11 pepana 2011 roga Bo BpeMs yTpeHHEW CHIIOBOI TPEHU-
POBKM C JIMYHBIM TPEHEPOM B cropr3ajie Ha ceBepe JloHmoHa
aKTpuca IMOYyBCTBOBAJIA PE3KYI0, COKPYIIUTENBbHYIO TOJIOBHYIO
60ib. [lo3ke OHa OMMIIET STO OIMIYIIEHUE KaK «CKaTHe MO3ra
9JIACTUYHOM JIEHTON HEBEPOSTHOM CUJIbI» WJIM «yJap pacKaJleH-
HOTO HOXXa B YEPENHYI0 KOpOoOKY». JJoOpaBIIMCh 10 pa3aeBaIKu
Ha YeTBEpEeHbKaX, DM yIlaJa Ha KOJIEHU NIepesl PaKOBUHON
B IIPUCTYIIE HEYKPOTUMOW PBOTHI, @ MUP BOKPYI Hauajl CTPEMHU-
TEJIbHO TePATh YETKOCTb.



Bpurama ckopoii oMol AOCTaBWiIa ee B OOJbHUIy YWT-
TUHITOHA, TJIe CPOYHAsi KOMITbIOTEpPHAsi TOMOrpadusl BbISIBUIA
KaTacTpohuyeckoe COCTOSIHUE — CyOapaxHOUaJbHOE KPO-
pou3jussHue (CAK) BciencrBue pa3peiBa apTepUalIbHON aHe-
BPU3MbI T'OJIOBHOTO MO3Ia.



XpoHuka 00pbObI: [IBe
omepanuy H NoTepsi peun

Craructuka cyOapaxHOUIATBHBIX KPOBOMBJMSHUMA Oecro-
I[aJTHA: OKOJIO TPETH MAIMEeHTOB MOrMOAIT MTHOBEHHO Ha JI0T0C-
NUTATBHOM 3Tarle, a eile TPETh OCTAITCS NTyOOKMMU UHBATUIA-
MU C TSI)KEJIBIM HEBPOJIOTMYECKUM AePULIUTOM. DMWINHU MPej-
crosia OMTBA 32 BEIKMBAHUE.

[

IlepBas onepamms (2011 ron):

B HanumonanbHOM rocrnuraie HEBPOJOTMH U HEUPOXUPYP-
run Ha KBruH-CkBep HEUPOXUPYPIy MPOBEJIN SHAOBACKYJISPHYIO
orepanuio 6e3 BCKpbITHs yepena. Yepe3 OeipeHHYI0 apTepuio B
naxy ObLT BBeJIeH MUKpOKaTeTep, JOIIEeIIINN 1O cocynoB Bui-
JM3MeBa Kpyra B MO3re, I7ie JIOIHYBIITYI0 aHEBpU3MY 3a0JI0KUPO-
BaJIM TOHYANIIIMMU TJIATUHOBBIMU MUKPOCIIUPATISIMHU.

[

Kpusuc acgazun:

OunyBmmce B peanuManuu, Kinapk He cMmoria BCIIOMHHUTD
coOctBeHHOe M. Ee monroe nvst — Dvimmvst Mzo6ems EBdpo-
cuaus Poy3 Kitapk — mipeBpatiioch B O€CCBSI3HBIN HAOOP 3BY-
KoB. Pa3Buiace

MOTOPHO-CeHCOpHas adra3us

. JJJI MOJIOION aKTPUCHI, Y€ UHCTPYMEHT — MaMSTh U TO-
JI0C, 3TO O3HAyYaJI0 KoHell xu3HU. K cuactelo, Onaronapst Bo3pac-



TY U HEWPOIUIACTUYHOCTH MO3ra peub MOJTHOCTHIO BOCCTAHOBH-
Jlach Yepes3 HesIeo MHTEHCUBHOU Teparuu.

o

Bropas onepanus (2013 romx):

Bo Bpems urpsl B OponBerickol MmoctaHoBKe «3aBTpak y Tud-
(pann» TIAaHOBOE CKaHMPOBAHME TOKA3aJI0, YTO BTOpasi, paHee
«HEMasi» aHeBpU3Ma Ha MPOTUBOIOJIOKHON CTOPOHE MO3ra yBe-
nuauiack BaBoe. [TombITKa 3aKphITh €€ KaTeTepoM ITPOBaIIach
— COCY/1 JIONHYJI MPSIMO HA OMepaliMoHHOM cTosie. Bpayam npu-
IIUIOCh TIPOBECTU IKCTPEHHYIO OTKPHITYIO

TpenaHaluio yepena

, 3AMEHUB (pparMeHT KOCTA TUTAHOBOM TJIACTUHOM.

[MocnenoBanu Mecsiibl U3HYPUTETIbHON OOPbObI C TAHUYECKHU-
MU aTaKaMH, TSDKEJISHIIIM OTEeKOM MO3Tra M MOCTOSIHHBIM CTpa-
XOM BHE3aITHOM CMepTH MPsIMO Tiepei 00beKTUBAMHU TeJIeKaMep.



MeaumuHCKHl pa3oop:
Aptepuaabnas anespusma u CAK

IlepedpanabHast aHeBpH3Ma — 3TO JIOKAJIbHOE MEIITKOBH/I-
HOE WJIM BepeTeHOOOpa3HOE BHIIISTYMBAHUE CTEHKU apTepUu ro-
JIOBHOT'O MO3I'a, BO3HUKAIOIIIee U3-32 UCTOHUEHUs U JiedeKTa ee
MBIIIEYHO-3JIACTUYECKOTO CJIOSI.

CyobapaxnongaabHoe kpoBomsymnsiaue (CAK) — morma-
JaHWEe apTepUaIbHON KPOBHU IO BBICOKMM JaBJIEHMEM B CYO-
apaxHouJajabHOE (MOANAYTUHHOE) MPOCTPAHCTBO MEXAY May-
TUHHOW Y MSTKOW MO3TOBBIMHM OOOJIOUKAMM, TA€ IUPKYIUPYET
CIIMHHOMO3IOBasl XUAKOCTb (JINKBOP).

[BpoXJeHHbIII WM MPUOOpETeHHBbId AeheKT MBIIIEYHOTO
CJ10s apTepu |

v

[PopMupOBaHKE MENIOTYATOM AaHEBPU3MBI|

[Tpurrep: ckayok apTepraIbHOTO AaBIeHus / pu3. HarpysKa]



v

[Pa3pbiB aHEBpU3MBI M M3JUTHE KPOBU IOJ JABJICHHEM B
CAK]

\ A4

[Octpas ¢aza (Thunderclap headache)]: [Bropuunslie ocnox-
HeHus (uepes3 3—14 anen)]:

* BuesamHast «rpomornionoOHas» 6onb ¢ LlepeOpanbHblii aH-
TAOCTIa3M (MIIEMHUS U UHCYJIBT)

* MeHuHreanbHblid CUHIPOM (PUTMIHOCTh 3aTbuika) ® OK-
KJIIO3MOHHAs rujporiedanus (00K JIMKBOpa)

* YTpara co3HaHusl, CyAOpPOrd, pBoTa * PeliuauBHbIN pa3pbiB
aHeBpU3MbI (J1ieTabHOCTh 70%)



Knaunuvecknii napameTtp
XapakTepHucTHKA NaTOJOTHN

XapakTep 060JH

«['pomoniono6Has romoBHast 6onb» ( Thunderclap headache)
— AocTuraet Makcumyma nHTeHcMBHOCTH (10 3 10) MeHee yem
3a 60 cexyH/I.

IIaTocduznonorus noBpeKaeHnst

CB0oOOIHASI KPOBb pa3/ipakaeT MO3TOBbIE OOOJIOUKH, BHI3bIBA-
€T TOKCUYECKHIA OTEK KOPhI M OJIOKUPYET OTTOK JIMKBOpA 4Yepe3
MAXMOHOBBI T'PAHYJISALIMU, IPUBOAS K OCTPOU rHapouedainm.

KoBapcTB0O «X0J10JHBIX» aHEBPU3M

Jlo MOMeHTa pa3pbiBa MPOTEKAIOT aOCOMIOTHO OSCCUMITTOM-
HO («OoMOa 3aMe]IEHHOTO ISUCTBUS» ), €CJT TOJIbKO X TUTaHT-
CKUU pa3Mep He C/IaBJIMBAET COCE/IHUE UePEIHbIe HEPBbI.

PakTOpbI pUCKA
['eneTnueckas c1abOCTb COETUHUTENIBHON TKAHU, apTePUaIIb-
Hasl TUIIEPTEH3M s, KYPEHUE, XPOHUYECKUI CTpecc.



Xupypruueckue crparerun: Kak
PEMOHTHPYIOT COCYAbl MO3ra

B coBpeMeHHON HEMPOXUPYPruu MPUMEHSIOTCS [1Ba IPUHIM-
MUAIBHBIX MTOJXOAA K «BBIKIIOYEHUIO» AHEBPU3MBI U3 KPOBOTO-
Ka:

DHA0BACKYJISIPHAST SMO0JM3AIUsT MHKPOCIHPAJISIMHI
(Coiling):

O

ManouHBa3UBHBIN METO[, Yepe3 MPOKOI B OSAPEHHOM UJTH JTy-
YEBOU apTEepUHU.

O

B monocts aHEeBpU3MBI NOJI PEHTTEH-KOHTPOJIEM 3aBOIATCS
TOHYAMWIIIVE TUIATUHOBbIE HUTH. OHU CBOPAYMBAIOTCS B KITyOOK,
BBI3BIBAsI TPOMOOOOPA30BaHME BHYTPY MeEIIIKa 1 MTPEA0TBpaIast
IPUTOK KpoBU. VIMEHHO 3Ty onepanuio nepBoi nepeHecaa IMu-
JMA.

Mukpoxupyprudeckoe kjaunuponanue (Clipping):

O
OTKpbITasi HEMPOXUPYPruvecKas onepauus ¢ KpaHIOTOMUEN
(TpenaHanyen).

O



Heiipoxupypr noj onepaiyuoHHbIM MUKPOCKOIIOM IMpenapu-
PYeT MO3TOBbIe OOPO3IbI, BBIIEIISIET IIEHKY aHEBPU3MBI U HAKJIa-
JIIBAET HA HEe TUTAHOBYI0O MHUKPOKJIMIICY, OTCEeKash MEIIOK OT
HECYILEeN apTepuH.



PeHOMEH BbIXKUBAHUA U
0JaroTBopuTebHbIN (poHa SameYou

[o3:xe B uHTEpBBIO TeNeKaHary BBC Dmwmnnsa Knapk npusHa-
nace: «Yacmv moezo mo3zea bonviue He pyHkyuorupyem. Ilpo-
CMo YOUBUMENbHO, MO 5 CNOCOOHA CEAZHO 2080PUNTL U HCUNDL
NOAHOUEHHOU HCUZHBIO 0e3 KAKUX-AUOO BUOUMBLX O2PAHUMEHUTD .
MPT-cHUMKY TIOKa3aId y4acTKu 3Huedatomansiuu (pyoro-
BOM arpouu) B 30HaX, JIMIIEHHBIX KPOBOTOKA BO BpPeMs KpoO-
BOM3JIMAHUSA, OOHAKO (DEHOMEHAJIbHASA HEUPOIUIACTUYHOCTD 103~
BOJIAJIa 37I0POBBIM OTIEJaM KOpbI B35ITh Ha cedsl yTpaueHHbIE
(pyHK1IMN.

B 2019 rony aktpuca ocHoBajia 6;1aroTBOPUTEIbHYIO OpraHu-
3aiio SameYou, HarnpaBJIeHHYIO Ha pa3BUTUE Hellpopeaduu-
TaUUK U1 MOJIOJBIX JIIOAEH, NEPEKUBIIMX MHCYJBTHl U Yepel-
HO-MO3I'OBBIE TPaBMBI. 3a BBIAIOIIMECS 3aCIIyTH B IIOMOLIH JIIO-
J5M C MopaxkeHusAMHU mMo3ra Ivuiaus Kiapk u ee math [l xeHHH
ObUTM HarpaxaeHsl opaeHoM bpurtanckoi umrepuu (MBE) ko-
ponem Kaprnowm II1.

Hcropust «Heonammmoii» mokazana: camast Tsokenasi OuTBa B
’KU3HU Pa3BOPAYMBAETCA HE C BBIMBIIUIEHHBIMU apMHUSAMM, A C
XPYHKOCTBIO COOCTBEHHBIX COCYOB.



I'masa 9. buiaaun Angauni: Purm
CKBO3b HEBHIMMbI€ HMILYJIbChI

«Camoe 4Jacroe, ¢ 4eM $1 CTAJIKMBAKOCh, KOTZIa Y MEHS Clly4da-
€TCsl TUK, — JIIOJU CMEIOTCS, AyMasi, YTO 51 TPOCTO KPUBJISIOCh
WM 1y4dy. M 310 Bceria HeBeposITHO 3a/1€BAET».

— buaau Aiiaum

B konue 2010-x buum AWM CTPEMUTENBHO BOPBAJIACH
B MHMPOBYIO MOMN-KYJIBTYPY, NEPEBEPHYB KAHOHBI MY3bIKAJIbHOU
WHAYCTPUU CBOUM ILIEMYYIIUM BOKAJIOM, MPAa4yHOM 3CTETUKOMN
OBepcan3-oIekK bl U1 MEJIAaHXOJIMYHbBIM 3BydaHreM. B 18 et oHa
YCTaHOBWJIA UCTOPHUECKUI peKOpl, 3a0paB Cpa3y YeThipe TJIaB-
Hble HOMUHAIIMY TpeMun «[ paMME» 3a OIMH Beuep.

OpaHako no Mepe pocTta MOMyJIsiPHOCTH UHTEPHET 3aI0JIOHUIIN
Hape3KH BUIEO C MHTEPBBIO TIEBUIIBI: HA Kaipax ObLIO BUIHO, KaK
bBusuti BHE3artHO BCKUJIBIBAET OPOBH, OTBOMUT 3pauykd BBEPX,
HIEJIKAET YETIOCThIO WJIA PE3KO MOBOPAYMBAET rojioBy. KoMmMeH-
TaTOPBI B COLICETSIX COPEBHOBAIMCH B SI3BUTEJIBHBIX MEMax, 00-
BUHSISI QpTUCTKY B CTPAHHBIX YKUMKAX WM YIIOTPeOJCHUN TICH-
XOaKTHUBHBIX BEILIECTB.

B 2018 romy AWIMIN NOJOKKUIA KOHEII CTICKYJIALUSM, OIyO-
JIMKOBAaB OTKPOBEHHOE MPU3HAHUE: C OAUHHAALATH JIET OHA KHU-
BET C JUAarHOCTUPOBAHHBIM CHHAPOMOM Je Jja Typerra.



JeTcTBO U (peHOMEH «MACKHPOBKH»

[epBrie Tpu3HaKM 3a00JICBaHUS TPOSBWINCh B paHHEM
IIKOJIbHOM Bo3pacTte. [loHauamy MOTOpHBIE MPOSIBIIEHU S HOCHITU
BOJIHOOOpA3HBIN XapaKTep: HeIPOU3BOJIBHOE MOpraHue, Mmojep-
TMBaHMe TUIEYOM, CKaTHEe MBIIII] IPecca.

[

N3uypureabHas mackupoBKa (Suppression):

Honroe Bpems MeBUIIa YYWIach MOAABIATh TUKHA BO BpeMs
MyOJTMYHBIX BBHICTYIUIEHHI U (poToceccuid. [larueHTs ¢ cuHApo-
MoMm TypeTTa ONMUCHIBAIOT MOJAABJIEHUE THUKA KaK TOIBITKY HE
MOpraTh BO BpeMsl CUJIbHOTO BETpa WM 33JIepXKaTh JIbIXaHUE —
HanpspKeHUe HapacTaeT JI0 TeX Top, TIoKa He pa3psiIuTCs cepuei
erre 0oJlee MHTEHCHBHBIX MBIIIIEYHBIX CITa3MOB.

o

Tpancdopmainusi BO BpeMeHH:

Cunapom Typerra oTinyaercss (heHOMEHOM MHTPALIAN CUMII-
ToMOB. O/IUH THK MOXET IMOJHOCTBI0 UCUYE3HYTh HA MECSIIbI,
YCTYIIUB MECTO JPYyroMy: HAIPsIKEHUIO MBIIIIIL [IeU, TBUKEHUIO
VIIIHBIX PAKOBHMH WJIM IIEJTKAHBIO CYCTaBaMU YeJTIOCTH.

[

CnacurebHblil TBOpYeckuil PoKyc:

buum u ee 6par OPrHHEaC HEOJHOKPATHO OTMEYAIN YUBU-
TEeJIbHYI0O OCOOEHHOCTb: KOTJIa MeBUIIA TOET, COUYMHSIET MY3bIKY,
TaHIlyeT WM TIOrpykeHa B TTyOOKYI0 TBOPYECKYI0 KOHIIEHTpPa-



LU0, TUKH
MOJHOCTHIO NMPEKPAIIAIOTCS



MeaumuHCKHl pa3oop:
Cunapom Typerra (GTS)

Cungpom Kuas ne aa Typerra — reHetudecku aerep-
MUHUPOBAHHOE PACCTPOMCTBO HEWPOPA3BUTHS, XapaKTEPU3YIO-
1ieecsi CoueTaHueM MHOKECTBEHHBIX JIBUTATEeIbHBIX (MOTOPHBIX )
U XOTsI Obl OJTHOTO 3BYKOBOTO (BOKAJbHOTO/TOJIOCOBOTO) THKOB,
JUTSIIIAXCST HETTPEePhIBHO Oo0Jiee OJHOrOo rofa ¢ JeOlTOM B JIeT-
CKOM BO3pacTe.

[[eHeTHUecKast MpeaApacnoIOkKeHHOCTb + HEUPOXUMUUECKUIM
cooii]

v

[[duchyHKIus KOPTUKO-CTPHUATO-TAJIaMO-KOPTHUKAIBHBIX
(CSTC) nerens|
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[dodamunepruueckasi ~ runepakTuBHOCTh]  [CHukeHue
'’AMK-TopmOxeHus]

(M36bITOK curHasioB Bo30ykaeHus B crpuatyme) (Hecmocoo-
HOCTb KOPBI 3a0JIOKUPOBATh UMITYJIbC)

v
[Cencopnsiii (peromeH «Premonitory Urge» |

(Puszmyeckoe NpeadyBCTBUE/3Y/L IEPE] TUKOM)
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[MotopHbie TUKH]: [BOKaJIbHbIE TUKHU]:

® HpOCTHei MOpPraHuve, rpumachbl, BCKHIbIBAHUC TI'OJIOBLHI ¢
HpOCTI)IeI IMNOKAIJIMBAHUEC, XMBbIKAHbEC, HIIMbBITAaHbE

* CnoXHbIE: NOANPBHITMBAHUSA, IXONPAKCUA (TIOBTOPEHUE) ©



Crnoxuble: konponanus (MeHee 10-15% cnyuaeB)

Kananuecknii napameTtp
Xapakrepucruka npu cugapome Typerra

AHaToMmn4eckas JOKaJIN3anus
Hapyienvie cBsizeit meskay 6a3abHbIMU FaHIIIMSMU (XBOCTa-
TBHIM SIJIPOM, CKOPJTYIION) ¥ MOTOPHBIMH 30HAMU JIOOHOW KOPHI.

Cencopubiii henomen (Premonitory Urge)

Hags13umBoe TenecHoe olyIleHue 3y/1a, JaBJIeHUs I TIOKa-
JIIBaHK S, KOTOPOE HAPACTAeT Mepeji TUKOM M MCYe3aeT TOJBKO
TIOCJIE €r0 BBHITIOJTHEHMSI.

KomopouaHocts (conmyTCTBYIOIIME PACCTPONCTBA)

B 85-90% cnyuaeB coueraercs ¢ CABI' (cunnpomom nedpu-
1ta BHUMaHus U runepaktiusHocT) 1 OKP (06ceccnBHO-KOM-
IYJIbCUBHBIM PACCTPOUCTBOM).

CrepeoTun o KonpoJajaun

OoriecTBeHHOE 3a0TyKJICHUE CBSA3BIBAET OOJIE3Hb UCKITIOUH-
TEJbHO C HEKOHTPOJMPYEMBIM BHIKPUKWUBAHUEM HElIeH3YpPHbIX
cnoB (Komposaiusi). B peasbHOCTH KOMponianvsi BCTpeyaeTcs
b y 10-15% mnanuenToB; y OombIMHCTBA (Kak Uy busmm)
60Me3Hb MPOTEKaeT 0e3 BHIKPUKOB PYTraTebCTB.



TepaneBTHYECKHNE CTPATerum:
OT noBeeHYECKON TEPANTAHA
J10 HEHPOMO YIS

B GompmuHCTBE ciydyaeB cuHapom Typerta umeer TeHIEH-
[IUI0 K YaCTUYHOW CIOHTAHHOM PEMHUCCUU WM CIIaXKUBAHUIO
OCTPOTHI CUMIITOMOB K 18-25 rogam, oqHaKO yMepeHHBIE Mpo-
SIBJIEHHSI MOTYT COXPAHSTHCS Ha BCIO KU3Hb.

KomMmuiekcHoe mnoBeeHYE€CKOe BMeEHIATeJbCTBO IPH
tukax (CBIT):

O

[IcuxoTepaneBTUYECKUIM 30JI0TOM CTAHAAPT NEPBOM JIMHUU.
[MTatmenra 06y4yaloT TEXHHUKE

Habit Reversal Training

(TpeHUHr nepey4rBaHus NMPUBbIYEK). Kak TOJBKO BO3HUKAET
TEJIECHOE OIIyIIeHNE PUOIMKeHHU S TUKA, YEJIOBEK CO3HATEIHLHO
AKTUBUPYET HECOBMECTHMOE KOHKYPUpYIOILLEEe JBUXKEHHUE (Ha-
IIPUMEP, MEAJIEHHO BBIABIXAET WJIM HAIIPATaeT MbILILBI aHTAro-
HICTBI), TIOZIABJISIS] UMITYJIbC O€3 BHYTPEHHETO CTpecca.

PapmakoTepanus:

O



Anbda-2-agpeHoaroHucTH (

Kaonuoun, I'yangpauun

) — CHIMKAIOT CUMIATU4YeCKOe BO30YXIEHHE U MSTKO pey-
HUPYIOT TUKHU.

O

ATUNHUYHBIE AHTUTICUXOTUKU B MUKPOJ03aXx (

Apununpaszon, Pucnepuoon

) — ceJeKTUBHbBIe OJoKaTopsl nodaMUHOBBIX D2-periento-
POB, KyIUPYIOIIUE TsKeJble (PU3NUECKU TPABMUPYIOIIUE TUKH.

Xupypruueckasi Heiipomonayasus (DBS): B skcrpe-
MaJIbHO TSKENBIX PE3UCTEHTHBIX CIIy4asix B3POC/IbIM MallieHTaM
UMIUIQHTUPYIOT IEKTPOJIBI ITyOOKON CTUMYJISIIIMKA MO3Ta B 00-
JIaCTh Tajamyca Win OJIeIHOTo Miapa.



CHaTHE CTUIMBI U OTKPBITBIN JHAJIOT

B 2022 romy B Gombiiom uHTEpBbIO [I9BUny Jlerrepmany B
oy «Moti caedyrouguii 20cmo He HYIHCOAEMCsi 8 NPEOCMABAEHU-
sx» IPSAMO BO BpeMsl 3anucy y busum ciyuuiicst anu307 TUKOB
U3-3a PKOT0 CTYJUIHOrO cBeTa. BMECTO MOHTa)XHOW CKJIEHKHU
NIeBUIIA MTPEAJIOKIIIA MTOAPOOHO OOCYAUTH ITO COCTOSTHHE TIepe/]
KaMepamH.

«f He npomue 06 amom 2080pumv. Mue dadice Hpasumces om-
6euamv Ha 60NPOCHI, NOMOMY UMO MO OUeHb CMPAHHASL U 3a-
NYMAaHHAs 8eUlb 051 mex, KMo ¢ Hell He CMAAKU8ancsl» , — IpH-
3Hajach AWInml.

buwum Aiymin crajia roJoCcoM IIEJIOro MOKOJIEHUS JIIONEN C
HEBPOJIOTMYECKMMH OCOOEHHOCTSIMH, I0Ka3aB, YTO HECTAHAAPT-
Hasi HEPOOHOJIOT S He SIBJISIETCS MPETIATCTBUEM /1151 aOCOIMIOT-
HOT'O MMPOBOTO IPU3HAHUS U CO3[JaHU S ILIEIEBPOB COBPEMEHHOM
MY3bIKH.



I'naa 10. Kimox Mone: Mup CKBO3b
SIHTAPHOE CTEKJIO KAaTapPaKThI

«5l Gompllle HE BUKY IBETOB C TMPEKHEH OTUYETIIMBOCTBHIO.
KpacHble OTTEHKM KaXyTcsi MHE TPSI3HBIMHU, PO30Bble — OJIEK-
JIBIMH, a TIOyTOHAa ¥ BOBCE YCKOMb3aloT. To, UTO s muIy, cTa-
HOBHTCSI BCe TeMHee U TeMHee. .. 1 BUKy BCE CIIOBHO B TYCTOM
TyMaHe».

— K100 Mone (u3 nucem opyzvsim, 1914 2.)

Kion Mone ObuT 4esioBeKOM, KOTOPBIM Hay4YrJT YeJI0BEYeCTBO
BUJETh cBeT. OTel] UMIIPECCUOHU3MA TTOCBATHI KU3Hb (pUKCa-
L[UU HEYJIOBUMbIX ONITUYECKUX MIHOBEHUI — JIPOXKAHUS YTPEH-
Hell pockl, OJIMKOB coHIIA Ha r1aau CeHbl, MPeIoMIIEHUS JTydei
B TyMaHe JIOHJJOHa 1 HOPMaH/ICKUX COOOPOB.

OpHako Ha ceIbBMOM JIECSITKE JIeT TJIaBHbI pab0ounil MHCTPY-
MEHT XyJOXXHUKA — €ro 3peHue — Hayajl CTPEMHUTENIbHO yra-
catb. [loMyTHEeHUE XpyCTaTMKOB 0OOMX IJ1a3 HE TTPOCTO MOCTaBU-
JIO TIOf] YTPO3Y €ro Kapbepy: OHO (pU3NUYECKU TIEPECTPOUIIO 11Be-
TOBYIO NaJIUTPy MOHE, HEBOJIbHO TIOATOJIKHYB €ro K UICTOKaM a0-
CTPaKTHOT'O KCIPECCUOHU3MA.



Dpomorus xoscTa: Kak 60one3Hp MeHsiia mauTpy

B 1912 rony napusxckue o(pTaabMoIory BBIHECTU 72-J1€THe-
My XYIOXHHKY O(PULIMAIbHBIA JAUATHO3: BYCTOPOHHSISI BO3-
pacTHas siiepHas karapakra. [lopaxkeHue mpasoro riasa
OKa3aJIoCh 3HAUMTEJIBHO TslKesee JieBoro. MoHe Kareropuye-
CKM OTKa3aJCsl OT XUPYPrUuecKoro BMellaTeIbCTBa, MOMHS O




HEYauHOW Omepaluu CBOEW KOJIErH-UMIPECCUOHUCTKU M»3-
pu Kaccar, koTopas nocnie ynajaeHusi KaTapakThl TPAKTUUYECKU
ocJernia.

Ha npotsikenuu crnenyonmx aecsat jet MoHe mponoskait
pucoBarth call B JKuBepHu, OpUeHTUPYSCh HA HA/INIMCH Ha TIOOU-
Kax C KpacCKaMU U MX CTPOTHil MOPSIOK HA MaTUTPeE:

[

1899-1905 roap! (10 60J1€3HH):

YucTeie, MOMYNpO3pavHble U3yMPYTHO-3€/IeHble TOHA, HEX-
HO-PO30BbIe KYBIIIMHKH, TOHKAs E€TATN3aIMsl BETOK IJIAKy4IHX
UB U JIETKUe U3ruObl 3HAMEHUTOTO SIMTOHCKOTO MOCTHKA.

o

1914-1922 roawpl (MK KaTapakThbl):

SInepHOE MOMyTHEHME XPyCTAJIMKa cpadOTaI0 KaK TJIOTHBINA
KEITO-KOPUYHEBBI CBETO(UIBTP. XYIOKHUK TepecTal BOC-
MPUHUMATh CUHUI, (DUOJIETOBBIN U 3€JIEHBIN CIIEKTPhl — OHU Ka-
3aJIMCh MY TPSI3HBIMU CEPBIMU MATHAMU. 3aTO CKBO3b IJIOTHBIN
Oapbep MPOOUBAJIMCH JUIMHHOBOJTHOBBIC JIydu: MaymTpa Mone
PE3KO BCIMBIXHYJIA arpeCCUBHBIMU OXPUCTHIMM, OTHEHHO-Kpac-
HBIMH, P’KaBBIMU M KUPITUYHBIMU TOHAMH.

[

Pacnan cpopmbi:

Maszku cTajqu MUPOKUMHU, TTACTO3HBIMU, TIOYTH SPOCTHBIMHU.
Moctuk B KuBepHu Ha kaptuHax 1920-x romoB mpeBpartuics
B CTYCTOK T'YCTOU OarpoBOi SHEpruu, HAOMUHAIOIIWIA MTOJIOTHA
Hxekcona Ilomnoka u Mapka Potko 3a necaruierus 10 ux 1no-



ABJICHU .



MeaumuHCKHl pa3oop:
Bo3pacTHas sepHass KaTapakTa

Karapakra (ot rpeu. katarrhaktes — Bomonaa) — matoso-
T'MYECKOe COCTOSTHHE, XapaKTepu3ylolleecs: Mporpeccupyoium
MOMYTHEHUEM U CHUKEHHEM ONTUYECKOW NMPO3PAYHOCTH XPY-
craauka (lens crystallina) riaza.

[OkucnutenbHbld cTpece U (POTOXMMUYECKOE MOBPEXKICHUE
YO-nyuamu]

|
v

[[lenaTypars u arperaiusi OeJ1KOB XpyCTaauKa (KpUCTaJLIIH-
HOB) |

v

[AnepHblii CKJIepo3: YILIOTHEHUE U MOKEITeHHe IIeHTpa sijipa]



vy

[OnTrueckuii puiibTp KOpOTKUX BOJH] [Paccesinue cBeToBO-
o Iy4Ka]

* [Tornomenue cuHero u (prUoJIeTOBOro CrieKTpoB * Ocrneruie-
Hue sipkuM cBetoMm (Glare-adpdekr)

e lckaxeHue HIBCTOBOCIIPUATUA (KC&HTOHCI/IH) * Pe3koe na-
JCHHUE KOHTPACTHOCTH U PE3KOCTU

Kiaununuecknii napameTtp
Oco6ennocTu nposiBiaenusi y Mone

IIaToJsiornueckast 0OCHOBa

C Bo3pacTom pacTBopuMmble anbda-, OeTa- u raMma-KprcTam-
JIMHBI IGHATY PUPYIOT, 00pa3ysl BBICOKOMOJIEKYJISIPHBIE arperarsl.
XpycTanuk TepsieT TMOKOCTh, MyTHEET U ITPUOOPETAET MIIOTHBIN
SIHTAPHO-OYPBIi OTTEHOK (SIAEPHBIHA CKIIEPO3).

Kcanroncus (kcanToxpomaroncusi)
HckaxxeHHOE IBETOBOE 3peHHe: OOJbHOW BUUT OKPYKalo-
M MUDP B TEIUIBIX JKEATO-KOPUYHEBBIX TOHAX, KOMIIEHCUPYS



9TO M30OBITOUHBIM HaHECEHHEM KPAaCHOW M KOPUYHEBOW KPacKu
Ha XOJICT.

IoTeps pa3pemaromieii ciocCOOHOCTH

K 1922 rony ocrpora 3peHus npasoro riaza MoHe CHU3WIach
1o cserooinyenus (0.05), a 1eBblil M1a3 e1Ba pa3nuyai Kpyn-
Hble cruyaThl (0.1).



Xupyprusa 1923 roga: Adakus
U yJIbTpaduojieToBoe 3peHue

B suBape 1923 roaa, korma MoHe MOYTH YTpaTUJI CIIOCOO-
HOCTb OPUEHTHPOBATHCSI B COOCTBEHHOM Cajly, €ro OJU3KUH 1pyr
— npemMbep-MuHUCTp Ppanium Kopxk Kiremanco — OykBaib-
HO 3aCTaBWJI XYJIO’KHHKA JIeUb Ha ONEPALUIO K BbIJAIOIIEMYCsI a-
prxckomy odpransmorory gokropy Hlapmo Kyrerne.

Onepanus MpoBOAMIIACH B [1BA JTala:

JKceTpaKancyJasipHasi SKCTPaKIus KaTtapakTtbl: be3 00-
1Iell aHECTEe3UM U MUKPOCKOIIOB, CKaJIbIIEIEM Uepe3 pa3pe3 po-
TOBUIIBI XMPYPT yAAJIWI IOMYTHEBIIIEE PO XPyCTaJIAKa ITPaBo-
IO IJIaza.

Penomen apakun: B 1920-e roapl UHTPAOKYISPHBIX JIMH3
(MCKYCCTBEHHBIX XPYCTAJIMKOB) €llle He cylecTBoBao. [71a3 6e3
€CTECTBEHHOM JIMH3HI TOTEPsuT 20 TUONTPUI TPEJTOMJISIOIIEH CH-
JIBL.



D deKT HUAHOTICUU U 3PEHUE MUEeTbI

INocne ynanenus xpycranvka MoHe CTONKHYJICS C OOpaTHBIM
ONTHYECKUM (heHOMEHOM — I[HAHOICUel (BUICHUEM MUpPa B
CHHE-TOTyOBIX TOHAX):

[

VYrpara npupoanoro Y®-¢puiabtpa:

UYesnoBeueckuil XpyCcTauK B HOpMeE 3aJepKUBaeT yibTpadu-
0JIETOBOE M3iyueHue. be3 xpycranuka ceryarka MpaBoro riasa
Mose crajna HanpsMYI0 BOCIPHHAMATH OMKHUN YIIbTpaduose-
toBbil criekTp (UVA, 300—-400 um).

o

VabTpadunoseropble KyBIIMHKH:

bBernple KyBIIMHKYM CTaM Ka3aTbCsl XYJOKHUKY OCJETUTEIb-
HO cuHe-(puoneroBbiMU. Ha mosoTHax, co3aaHHbIX MOCIe onepa-
II1H, TIPUBBIYHBIE PY/IbI TOK PHLIUCH JIESTHBIMU caripupOBbIMH,



JIa3ypHBIMU U UHIUTOBBIMU TIEPETMBAMHU.

[

Koppeknusi oukamu Zeiss:

YtoObl COBMECTUTH 3pEHHE ONEPUPOBAHHOIO I1a3a (adaku-
YeCKOro) M JIEBOTO IJ1a3a C KaTapaKTON, KOMITaHUSsI

Carl Zeiss

W3roToBWJIA /i1 MOHE ClielasibHble aCUMMETPUYHBIC OUKH C
3€JIeHOBATO-KEeJThIM (PUITHTPYIOIIUM CTEKJIOM /151 IIPABOI'O IJ1a-
3a, KOTOpbIe MO3BOJMIM €My CKOPPEKTHPOBATh IIBETOBOM 0Oa-
JIaHC.



Tpuymd B Opan:kepn:
ITaMATHHUK NPeoa0JIeHUIO

O6petst crocOOHOCTh CHOBA pa3nnyarh Kpacku, Kion Mone
YHUUTOXKUJ JIECATKU CBOMX «KATaPAaKTHBIX» KAPTHH, COUTS MX
HEYJAaYHbIMU U UCKakeHHBIMU. OJIHAKO OCTABLIMECS CUJIBI XY-
JOXXHUK OPOCHII Ha 3aBepIIIeHUe T7IaBHOTO TPYAa CBOEH KU3HU
— MOHYMEHTAJILHOTO IIMKJIa JEeKOPATUBHBIX MaHHO «KyBmiuH-
km» (Nymphéas) nnsa Myses Opanxepu B [aprxe.

Bocemb konoccanbHBIX OBaJIbHBIX KOMITO3MIIMN OOIIEN [u-
HOM 0K0J10 100 MeTpoB cTaylu BHICIIMM TMMHOM CBETY U BOJE.
Mose nepenan ux B gap ®panuuu B JeHb nepemupus B [lepBon
MHPOBOM BOMHE, 3aBEPLIMB I'PAHJUO3HBIN ITPOEKT 32 HECKOJIBKO
MecsI1IeB JI0 cBoer cMeptu B 1926 roay.

Ucropus karapaktsl Kioga MoHe okazana: gaxe koraa ¢u-
3UYECKUE JIMH3Bl IVIa3 3aCTWIAET ThMa, BHYTPEHHEE XYIOKe-
CTBEHHOE BHUJIEHHE CITIOCOOHO MPOOUTH IMyTh K A0COMIOTHOMY Oec-
CMEPTHIO B UCKYCCTBE.



I'naBa 11. JIroasur Ban berxoBeH:
My3bIka a0COJMIOTHOM THITHHDBI

«O BB, JTIOJIN, CAUTAIOIITUE MEHSI 3JI00OHBIM, YITPSIMBIM WJIA MU-
3aHTPOIOM, KaK Bbl KO MHE HecrpaBeiiBbl! Bbl He 3HaeTe Taii-
HOW MTPUYMHBI TOTO, YTO BaM Kaxetcs... Moe HecyacTbe puyu-
HsIET MHE JIBOMHYIO 0OJIb, TAK KaK M3-3a HEro 51 OCTal0Ch HETo-
HSATBIM».

— Jhoosuz éan bemxosern (uz «I elinuzeHuimaomckoezo 3ase-
wanus», 1802 2.)

[Moteps ciyxa mist MOOOTO YesioBeKa — TsiKeNeHIas Tpa-
refusi, HO JJisl BUPTYO3HOTO MUAHUCTa U KOMIIO3UTOPA MOXHU
KJIACCUIIM3MA 3TO O3HAYaJIo MPOodecCUOHAIbHYI0 cMepTh. JIo-
JBUT BaH beTxoBeH Hauas TepATh CIyX Ha ITMKe Npu3HaHus B Be-
He, B Bo3pacte 27-28 sieT. OTpe3aHHbli OT BHEIIHETO aKyCTHYe-
CKOTO MHpPa, OH HE MPOCTO MPOIOJIKHIII NTUCATh MY3bIKY: UMEH-
HO B NEPUOJ] TPOrPECCUPYIOLIEHN TITyXOThl POJUINCH €r0 Camble
MOHYMEHTaJIbHbIE PpON3BeIeHU s — OT «[ eporyeckoin» cumgo-
HUU JI0 rpaHino3Hou JleBsitort cuMgoHUM ¢ XOpOBBIM (prHATIOM
«Opa K pagocTu».



LUDWIG VON BEETHOVEN



Xponuka yracanus: OT nryma B yliax K «pa3roBOPHbIM TET-
pangsM»

[lepBble pU3HAKK CIIyXOBOU TMC(YHKIIMU NOABUIUCH B 1798
rony. KoMrosuTop crai ;xanoBaTbCsi HA MyUYMTE/IbHBIN, HEMPe-
KPALIAIOIIMICS 3BOH U T'yJ B yIIaXx (TUHHUTYC), COPOBOXK/IAB-
IIMIACS YaCTHIMU MTPUCTYTIAMU KUIIIEYHBIX KOJMUK U AUAPEU:

o

1801-1802 roaw! (kpu3uc B I'eitiureHmrangre):

berxosen Bnepsbie npusHaerca npyry @paunity Berenepy, uto
HE CJIBIIIUT BBICOKMX HOT (PJICUTHI U TIEHUSI NITULI, 4 B TEaTPE BbI-
HYKJEH MPUJBUraThCsl BIUIOTHYIO K OPKECTPOBOM sIME, UTOOBI
pazo0parh CIOBa aKTEPOB. B OTUasiHUM OH MUIIIET 3HAMEHUTOE

«l elinuzenutmaomcekoe 3aeeuanue»

, IPU3HABASICh B MBICJISIX O CAMOYOUICTBE, OT KOTOPOIO €ro
YAEPKaJIo JIMIIb OCO3HAHWE CBOETO0 HEPEAIM30BAHHOIO TBOpYE-
CKOTO J0JITa.

[

1814 roa (mpoianue co cueHom):

[Mocnennee myGnuyHOe BICTYyIJIeHUMEe beTxoBeHa B KauecTBe
MUAHUCTA C UCTIONIHEHUEM (POPTETIMAHHOTO TPUO «DPUTepLor» (

Op. 97

). W3-3a yTparbl KOHTPOJIS HAJl JUHAMUKON KOMIIO3UTOP TO
OUJI 1O KJIaBUIIIaM COKPYIIUTENLHBIM (hOpTE, TO e/1Ba KacaJics X
B TUXUX IAccakax, MPOMycKas LeJible TAPMOHUH.



1818 roa (3pa TMIINHBI):

PasroBopHast peub CTaHOBUTCS a0COIOTHO HeoCTymHOM. [1o-
SIBJISIIOTCS JIeTeHAapHbIE

«pPa3roBOpHbIE TeTPaau»

(

Konversationshefte

) — TOCTH U COOECeTHUKH TIMCAJIA CBOM PETUIMKY Ha Oymare,
a berxoBeH oTBeYas UM YCTHO WJIM TUCbMEHHO.

[

1824 rox (Tpuymcp deBsiToit cumdonnu):

Ha npembepe B BeHe IiiyXoil KOMMO3UTOP CTOSUT PSAOM C
KarnejgbMencTepoM, oTorBasi Temn naptutypbl. Korna oT3Byya-
7 (pUHAJIbHBIE aKKOPIIBI, 3aJ1 B3OPBAJICA OBallvel, Ho berxoBeH
MIPOIOJIKAJI CTOSITh CIIMHOM K ITyOJTHKE, JICTast HOThL. KOHTpasb-
To Kaponuna YHrep B3sia ero 3a pyky ¥ pa3BepHyJia JHUIIOM K
3aJTy: KOMITO3UTOP YBUJE COTHU PYKOIUICHIYIIMX JIIofIel 1 Ma-
HIYIIUX TUIATKAMU 3PUTEINIE, KOTOPBIX OH HE MOT YCIIBIIIATb.



AKycTHYeCKHEe NMPUCTIOCOOTeHUS
H KOCTHAas MPOBOJUMOCTD

YrtoObl MpoAOIKATh COUYMHATH, BeTX0BeH UCIob30Bal (13-
YecKue 3aKOHbI aKYCTUKH 3aI0JITO JIO TOSIBJICHUS JIEKTPOAKY-
CTUUYECKHUX CITyXOBBIX aIIapaToB:

[

Cayxossbie Tpyokun Horanna MeJibeJist:

N300peTartesir METpoHOMa CKOHCTpyHMpoBa 1711 berxoBeHa
CrelMalIbHble ME/IHbIE U JIATYHHBIE CIIYXOBbIE POXKHM Pa3HON
(popMBI, KOHIIEHTPUPOBABILIKE 3BYKOBBIE BOJIHBI B HApPy:KHOM
CIIyXOBOM IPOXO/IE.

[

MeTox KOCTHOH MPOBOMMOCTH:

BerxoBeH MpUCTABIIsT OMH KOHEI] AePEBSHHOW TPOCTU WUJIN
METAJUTMUECKOTO CTEPXKHS K JIeKe pOosuisi, a APYrod 3aXumal B
3y0ax. 3BYKOBbIE BUOpAIIMH MTEpeIaBaIUCh Yepe3 KOCTH ueperna
HanpsIMyI0 K YJIUTKE BHYTPEHHErO yXa, MUHYs MOBPEKACHHBIN
anmapar CpeaHero yxa.

[

Pe3onaropHsbie KymoJia:

Benckuii oprenuannbiii Mactep Konpan I'pad msroroBun
JUIs1 HETO CIeIMaIbHbIA PE30HATOPHBIN KOJAaK HaJl posiieM, Ha-
MPABJISBIIMNA MaKCUMYM 3BYKOBOTO JIABJICHUS] B CTOPOHY CUJISI-
IIeT0 MY3bIKaHTA.



MeaumuHCKHl pa3oop:
dTHoJ0rHs IIIyX0Thl beTxoBeHa

[IprunnHa norepu ciyxa berxoBena ocraercss OqHOM U3 IJ1aB-
HBIX KJIMHUYECKUX 3araJlok B UCTOPUU MEIUIIMHBI. BCKpbiTHE,
npoBesieHHOe J1oKTopoM Morannom Baruepom 27 mapra 1827
rofia, BbISIBUJIO BHIPAKEHHOE YTOJIIIEHUE KOCTEW ueperna, aTpo-
(pyro ciyxoBbIX HEpBOB (nervus vestibulocochlearis) n peskoe
CMOPUIMBAHUE €BCTAXUEBBIX TPYO.

[Bepositibie Tpurrepbl: CBunen / AyroummynureT / UHdek-

s |
|
v

[XpoHudeckoe mopaxeHue KOCTHOTO JJAOMPUHTA U HEPBHBIX
TPaKTOB|

\ A 4



[KonnyktuBablii komMnoHeHT (Otockiepo3 / bonesns [lemxe-
Ta)]: [CeHcOHeBpaIbHBI KOMIIOHEHT |:

* AHKWJIO3 (06C3IIBI/I)KI/IB3HI/IC) CTpEMCUKA B OBAJIbBHOM OKHEC
® ,HCFCHCpaHI/IH BOJIOCKOBBIX KJICTOK YJIMTKHU

* VTpara MEXaHMYECKOU NEepeAayu 3ByKa 4yepe3 KOCTOUKHU ®
Atpocus VIII napel yepernHo-Mo3roBbiXx HEPBOB

e [lanenue BocIipUsATHSI HU3KUX YacTOT ® BhimajieHue BbICO-
KOYaCTOTHOTO perucrpa

JAuarHocTuyeckasi runoresa
ITaTopuznosiornyeckue apryMeHTbl

OTockJiepo3 (koxJjeapnas ¢popma)

OuaroBoe mepepokAeHre KOCTHOW KarCybl JaOWpUHTA C
(pukcanpeil ocHoBaHuUsI CTpeMedka B OBaJIbHOM OKHe. OObsICHS-
€T MOCTENEHHOE HayaJlo B MOJIOZIOM BO3PACTE U NapaIOKCAJIbHYIO
COXPAaHHOCTh KOCTHOW MPOBOJMMOCTH Y€pe3 TPOCTb.

XpoHnYecKasi CBHHIIOBAasi HHTOKCHUKAIUS

TOKCHMKOIOrMYECKU aHaIu3 BOJIOC KOMIIO3UTOpA MOKa3al
9KCTPEMaJIbHO BbICOKUI ypoBeHb cBUHIA (B 100 pa3 Bblilie HOP-
Mbl). CBUHIOBBIE caxapa HCIOJIb30BAJIUCh BUHOAEIAMH TOI'O



BpPEMEHU [1J1s1 YayullleHusl BKyca AeleBOro BUHa, Kotopoe ber-
XOBEH MWJI B OTPOMHBIX KojmyecTBax. CBUHEL BBI3bIBAET aKCO-
HaJIbHYIO [IOJIMHEMPONATHIO CTyXOBOT'O HEPBA M TOKCUYECKOE IT0-
paxenue KKT.

Bouaesns Ilegkera (necpopmupyrommii 0CTUT)

CucreMHOE HapyllleHUE PeMOJETMPOBAHUSI KOCTHOW TKaHHU.
VYronieHue KocTell OCHOBaHMS Yeperia MPUBENIO K CAABJICHUIO
CITyXOBOTO HEpBa B Y3KOM BHYTPEHHEM CITyXOBOM ITPOXOJIE.

Cucremnbliii ayroummyHHbIil Backyaut / CKB

CoueraHue JBYCTOPOHHEN CEHCOHEBPATIbHOM TIIyXOTHl C TH-
JKEeJTBIMU BOCHAJTUTEILHBIMUA TIOPAKEHUSIMU KUIIIEYHUKA U TIeue-
HU XapaKTEPHO 1711 Ay TOMMMYHHBIX BacKYJIUTOB.



CoBpeMeHHBbIE METO/AbI JIEYEHHUSI:
Kak cnacuau 651 BerxoBena cerogusa?

Ecmu 661 Jlioneur Ban BerxoseH kw1 B XXI Beke, ero ciyx
ObLT Obl COXpaHEH UJIM MOJHOCTHIO BOCCTAHOBJIEH METO/IaMU BbI-
COKOTEXHOJIOTMYHOM OTOPUHOJIAPUHIOJIOTUH:

CranenonjiacTuka nmpu OTOCKJIepo3e: MUKPOXUpPYpru-
Yeckas oreparys, Ipyu KOTOpOil HEMOABUKHOE CTPEMEYKO CPe/l-
HEro yxa yJajiseTcsl U 3aMeHsIeTCsl TUTAHOBBIM WM TeIOHO-
BbIM MUKPOMNPOTE30M (MOPIIHEM), BOCCTAHABIMBAIOIIMM IEPe-
a4y MEXaHWYeCKUX KoleOaHUi Ha MeMOpaHy YJIUTKH.

KoxneapHasi uMIuIaHTanusi Npu CEHCOHEBPAJIbHOM IIy-
xoTte: Eciu BOOCKOBbIE KJIETKU YIUTKU pa3pylleHbl, BO BHYT-
pEeHHee yXO BBOAUTCS TMOKasi 11eMoyvKa 1eKTponoB. BHemHwmii
peueBoi mporieccop mpeodpasyeT 3ByKH B IU(PpOBOM KOI U CTH-
MYJIMPYET BOJIOKHA CJIyXOBOTO HEpBa JIEKTPUYECKUMU UMITYJIb-
caMu Harpsimylo.

Xeaatupywimasi Tepanus: [Ipy TOKCUUECKON CBHUHIIOBOU
STUOJIOTMM HEMeJICHHOe BBeAeHHe KoMIlieKcoHOB (DMSA,
EDTA) nisi BbIBEICHHUS TSIKEJIBIX METAJUIOB U3 OpraHM3Ma Ha
paHHel CTaJuu NpeioTBPaTUIIO Obl rMOeIb HEHPOHOB.



BHyTpeHHuu cayx:
IlepeBOpoOT B rapMoHuu

VYTpara pusrueckoro ciayxa mapagoKcaabHBIM 00pa3oM OCBO-
6o1uia KOMIIO3UTOpa OT OrPAHUYEHUIl COBPEMEHHBIX €MY MH-
CTpyMeHTOB. beTxoBeH 00/1ajaj COBEpIIEHHBIM a0COJITHBIM
BHYTPEHHHM CJIYXOM: OH J€p)KaJl B IOJIOBE 3ByYaHUE COTEH
TEeMOPOB U CJIOXKHEHIITUX TOMU(DOHNUECKUX CTPYKTYP.

JIvieHHbI BOZMOKHOCTH CIIBIIIATH HECOBEPIIEHCTBO peasib-
HBIX 3aJI0B U MHCTPYMEHTOB, NO3JHUNA beTxoBeH co3pan coun-
HEHUSI MTOPA3UTENILHON cMeniocTu — «bobiiyio ¢yry» (Grosse
Fuge, Op. 133), nocnennue crpyHHble kKBapreTsl 1 CoHaty Ne 32
(Op. 111), npeaBOCXUTHBIIYIO PUTMbI COBPEMEHHOTO Ka3a.

berxoBeH noOKa3an 4elOBEYECTBY, YTO MCTHHHAs MYy3bIKa
poxaaeTcs He B OapabGaHHOM MeperoHKe, a B ApXUTEKTYpe Yelio-
BEYECKOro J1yXa.



I'naa 12. OymBep Cakc:
Mup He3HaAKOMIIEB B 3epKaJie

«51 He y3Hatw mioneil. Eciiu Bbl BCTpeTuTe MeHsI Ha yJuIe, a
yepes MATh MUHYT CMEHUTE MUKAK WM CHUMETE OUKH, 5 IIPOi-
Iy MEMO, PEUIMB, YTO BUKY BAac BIIEPBBIE B KU3HU. XYKE TOTO:
WHOI/IA 51 HE Y3HAIO B 3epKaJjie caMoro ceOsi».

— QOaueep Cakc

Bputanckuii HeBposior u mucatesb OnuBep Cakc OTKPbUT HIH-
POKOH MyOJIMKe MPUIYITUBBI MUP KJIMHUYECKON HEUPOIICHXO-
soruu. Ero kauru «YenoBek, KOTOPbI MPUHST JKEHY 3a IIsI-
ny», «[IpoOyxnenus» u «AHTponosor Ha Mapce» pa3oIUIHCh
MIUTMOHHBIMU TUpaxamu. Cakc oOnaga peqkuM JapoM Kiu-
HUYECKOHM SMIIaTUU: OH YMEJ 3alVIsIHYTh B CO3HAHUE MALIMEHTOB
¢ cunapomoMm TypeTTa, ayTu3MOM, aMHE3Uer U arHO3Ue, OIu-
ChIBasl X HE KaK «KJIMHUYECKHUE CIy4yan», a Kak JIOIe ¢ MHOU
KApTUHOU MHUpa.

OnHako MaJIo KTO 3HaJ, YTO OIMH U3 CAMBIX IIPOH3UTENbHBIX U
00e30pyKMBAIOIINX TUArHO30B JOKTOp Cakc HOCHIT BHYTpH ceOst
C CaMOT0O paHHETo JETCTBA: OH CTPajajl BpPOXKAEHHON mpo3omnar-
HO3Hell — N30MpaTeTbHOW HECIIOCOOHOCTBIO paclio3HABATh Ye-
JIOBEYECKUE JIULIA.
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Ku3Hb cpeayn Macok: I1oBceJHEBHBIN OIBIT «JIMLIEBOU CIIETIO-
ThI»

B nercrBe OnMBepa 4acTo CUATAIIN PACCESTHHBIM, BHICOKOMED-
HBIM WJIM 3aCTEHYMBBIM peOeHKoM. OH MOT yacamMH Urparth BO
JBOPE C COCEICKUM MaJIbYMKOM, a Ha CJIEIYyIOINN AEHb IPOUTH
MHMO HETO B IIKOJILBHOM KOPUJOPE, HE MO310POBABILKCH.

B aBroOmnorpaguyeckux ouepkax Cakc ONMChIBaI Kypbe3HbIe
¥ MyTalollye SMU30bl CBOEH KU3HU:

®

Hey3naBanune coOCTBEHHOT'O OTPaKEeHHSI:

OnHax sl B pecropaHe Cakc nonpasuii 6oposy nepes 60J1b-
MM 3€pKaJIOM M M3BHHWIICS TIEpe]l «MOXWIBIM OOpOdaThIM
JDKEHTIIBMEHOM», PEILIUB, YTO Mperpagui eMmy gopory. JInms 3a-
METUB CUHXPOHHbIE JBWXEHHUS PYK, OH OCO3HAJ, YTO CMOTPHUT
Ha COOCTBEHHOE OTpakKeHUe.

®

IHoTepst OMUM3KHUX B ToJIIE:

OH He MOT y3HaTh CBOIO ACCUCTEHTKY, TPOPaOOTaBIIIYIO C HUM
TPUILATh JIET, ECJIM BCTPEYaJl €e BHE IPUBBIYHOIO KaOUHeTa I
€CJIM OHAa MEHJIAa TIPUYECKY.

®

NnenTudpukanms no Mmapkepam:

YrtoObl OpUEHTHPOBATHCS B coliyMe, Mo3r Cakca BblpadoTal
CJIO)KHYIO CUCTEMY KOMIIEHCATOPHBIX aaropuTMoB. OH 3a1lOMHU-
HaJI JTIoIed TI0 BTOPMYHBIM IPU3HAKaM: TeMOpy ronoca, hopme



OIPaBbl OYKOB, TOXOJIKE, POIMHKAM, (hopMe 3yOOB MJIH CHITYITY
CcO0aKH Ha IMOBOJIKE.



Meaununckui pazoop: IIpo3onarao3us

IIpo3omnarno3ust (0T rped. prosopon — JUIO U agnosia —
HEy3HaBaHWE) — KOTHUTUBHOE PACCTPOMCTBO BOCHIPUSITHS, IPU
KOTOPOM YTPauMBaETCs CIIOCOOHOCTh MIEHTH(HUITMPOBATh 3HA-
KOMBbIE JIMI1IA MPY MOJTHOM COXPAHHOCTH OCTPOTHI 3PEHUSI, UHTEJ-
JIeKTa ¥ CIOCOOHOCTH PaCIiO3HABaTh HEOMYIIICBIICHHBIE TTPEIMe-
THI.

B HOpMe uenoBedeckuii MO3r oOpadaThiBaeT JUIa He TI0 OT-
JeJbHBIM JIeTalisM (IJ1a3a, HOC, TYObl), a XOJUCTHYEeCKH (11e-
JIOCTHO) — KaK €/IUHBIN TeIITaIbT 3a 101 ceKyH b (170 mu-
JIMCEKYH[T). Y YesioBeKa C Mpo30IarHo3uei 3TOT CrieUau3upo-
BaHHBI HEMPOHHBINA MOIYJIb BBIKJTIOUEH: JIMIIO BOCIIPUHUMAETCS
KakK 0eCCBSI3HBIA HAOOP Pa3PO3HEHHBIX YEpT.



[3putenbhbiii ctumyit: CeTka 4yepT Jauna]



[[TepuuHnas 3purtenbHas kopa (V1)]

v

[BeperenooOpasnast ymneBast 30oHa (FFA / Fusiform Face
Area)]

\ A 4
[Hopmanbnbiii mo3r]: [ITpo3onarHo3usi]:

e MrHOBEHHBIN XOJIMCTAYECKHUU CHUHTE3 * BJIOK cuHTE3a re-
[ITaI6Ta

* CpaBnenue ¢ 6a301 10JrOBpeMEeHHOM namMsTy * JIuio = pas-
PO3HEHHBIE TeOMeTpUYecKue (pparMeHThI

e Onosnanue mmyHocTy 3a 170 mc (muk N170) ¢ Komnenca-
1S Yepe3 rojioc, MOXOAKY, OEkKTy



Kiaunuvecknii napameTp
Bposkaennas (neBejommneHnTHasi) popma
IIpuooperennas ¢popma

dTHoJIOrNus

['eHeTMYecKast aHOMaJIMsI MUKPOCTPYKTYPHBIX TPAKTOB O€JIo-
o BEIECTBA; AyTOCOMHO-/IOMUHAHTHOE HacJie[JOBaHUe (ClTyvaii
Onugepa Cakca). Berpeuaercs y 2—-2.5% Hacenenus.

WucynbT B Oacceiine 3a1Hei Mmo3roBoii aprepuun, YMT, sHIiie-
(panur, pesexius OMyxoau 3aTbIJIOYHO-BUCOYHOU JTOJH.

AHaTomMuyeckuii cyocTpar

HenopasButue cunantuueckux cBsizeir wmexay FFA
(Fusiform Face Area) u nepeqHeil BUCOUHON KOPOIA.

OuaroBoe JIByCTOPOHHEE WJIA MPABOCTOPOHHEE MOpPaKEHUE
BEHTPAJIbHOU 3aTHIJIOYHO-BUCOUYHOU KOPBI.

Oco3nanue nedekra

[ManmeHTsl AeCATUIIETUSIMUA CUUTAIOT, YTO «Yy BCEX JIOfIEH 110~
Xast MaMsITh Ha JIUIa», TIOKa CIyYaiHO He Y3HAIOT O JMarHo3e.

OcTpoe Hayaso: YeJOBEeK 3aCHIAeT 3/I0POBBIM, a MPOCHYB-
IIKCh, TIEpECTaeT Y3HABATH JIUIIA CYIIPYTOB U JICTEH.



HeilipoOuoorusi pacno3HaBaHus:
IToyemy nMeHHO Juna?

DBomoNMs  HaJenuWia YeloBeKa  CrelUaIn3upPOBAHHBIM
YUYaCTKOM KOPHI B HUKHEW BUCOYHOH J10J7Ie — BepeTeH000pas-
Hoil m3BHJInHOM (gyrus fusiformis).

Pacrio3HaBaHue i1l MIMeNO KPUTHYECKOE 3HAYEHUE IS BbI-
’KMBaHWsI TIPUMATOB: MIHOBEHHO OTJIMYMTH COTJIEMEHHHKA OT
Bpara, CUMTaTh SMOIMIO yrpo3bl WK crpaxa. Korma criermanu-
supoBaHHbId TpakT FFA naer cOoif, MO3r BBIHYX/JIEH HMOIKJIIO-
YaTh OOIIME 30HBI Pacro3HABAHUS OOBEKTOB (JIATEPATIbHYIO 3a-
TBUIOYHYIO KOpY). OIo3HaHue JIMia MpeBpaacTcs B My YUTE b-
HbI aHAJTMTUYECKUH MPOLIECC: «Y 3mo2o uenoseka 2ycmoie ce-
Ovle 6posU U Wpam Hao 2yOoli — 6epPOSIMHO, MO MO Koane2a» .



Bxaaa Cakca B JjecTurMaTH3amuio
«JINII€EBOH CJENOThI»

B 2010 rogy Omusep Cakc omyonvkoBan B xxypHasie The New
Yorker niporpammHoe 3cce «JlutieBas cnenora» (Face-Blind),
no3xe Boresriee B KHUTY «I a3 pasyma» (The Mind's Eye).

ITO NpU3HAHUE BBI3BAJIO KOJOCCATBHBINA OOIECTBEHHBIN pe-
30HAHC:

o

MuJUTMOHB JIIofIell TI0 BceMy MUpY, CTpajaBlIMe OT CKpBbI-
TOU BPOJIEHHOU MTPO30MarHO3UK U CUMTABIIIHE ceOs1 COIMoraTa-
MU WM ayTcaiiepaMu, BIIepBble TIOHSUTN HEHPOOUOIOTMUYECKYIO
NPUPOILY CBOUX TPYIHOCTEN.

o

Bbin 3amy1ieHsl MacIiTabHble UCCIIeIOBATENILCKHE ITPOrpaM-
MBI B ['apBapae u YauBepcuteTckoM Koiuiexke JIonIona no usy-
YEHUIO TeHETUKY BEPETEHOOOPa3HON U3BUIMHBI U (DeHOMEHA

«Super-recognizers»

(Jirogeid ¢ MPOTUBOIONOKHON MyTalueil — (peHOMEHaJIbHOM
CIIOCOOHOCTBIO TIOMHUTH JTI0OOE YBUJICHHOE OJJHAXTBI JIUTIO).

Onusep Cakc nokaszan 4ejoBe4eCTBY, UTO HEBPOJIOTMUECKUI
AepuLuT He U30JIUPYeT JMYHOCTh OT MUPA, A 3aCTaB/IsSIET MO3T
HAXOOWUTh HEBEPOSTHBIE OOXOIHBIE MYTH, YTOOBI OCTaBaTHCS B
JMAJIore ¢ peajbHOCTHIO.



I'nmaBa 13. Buncentr Ban I'or: B
BHXPe 3KCTa3a U MeJIAaHXO0JIUHA

«$1 BIOXWII cBOE cepjlle M Iylry B padoOTy, HO B Iporiecce
TIOTEPSLT Pa3yM».

— Buncenm Ban I'oe (u3 nucem 6pamy Teo)

Hu onuH Xylno)XHUK B MCTOPUM HE aCCOLIMUPYETCS C MOHS-
THeM «Oe3yMHBII T'eHHi» Tak MpPovHO, Kak Buncent Ban Ior.
3a necaThb JIeT TBOPUYECKON aKTUBHOCTY HUJIEPIIAHICKUI MacTep
cosaan 6osee 2100 nmpousBeneHMA, HaBCerja U3MEHMBIIIX TPa-
€KTOPUI0 MUPOBOTrO MCKyccTBa. OHAKO 3a KaXKABIM KCIpec-
CUBHBIM Ma3KOM M SIPOCTHBIM BUXPEM KPACOK CKPbIBAJIACH MY-
yuTebHas 00phOa C pa3pylIUTEIbHBIM IICUXOHEBPOJIOTMUYECKUM
HE/yrOM, Tep3aBIIMM €ro pa3yMm MPUCTyNaMU JEIUPUs, TaJLTI0-
[IUHALIAN ¥ TTyOOYakIneil SK3UCTEHITMAIbHON TOCKU.



Konen 03HaKOMUTEJLHOI'O
¢dparmenra.

Tekct npegocraBieH OO0 «Jlurpec».

[IpounTaiiTe STy KHUTY LIEJIMKOM, KYIIUB TOJIHYIO JIETATbHYIO
Bepcuio Ha Jlurpec.

Be3ormacHo oriaTuTh KHATY MOKHO OaHKOBCKOH KapToit Visa,
MasterCard, Maestro, co cuyera MOOMJIBHOTO TesiehOHa, C TiIa-
Te)KHOro TepMmuHaia, B cajoHe MTC wmm Cesa3HoOHM, uepe3
PayPal, WebMoney, Aunexc./lensru, QIWI Komenek, 60Hyc-
HBIMU KapTaMu WK APYTUM YI0OHBIM Bam crioco6om.
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