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* bokoBoilt amuorpodpuueckuii ckiaepo3 (bAC) - 3To xpoHUUYECKOE
Iporpeccupyroliiee 3a001eBaHUe IEHTPAIbHON HEPBHOM CUCTEMBHI,
OCHOBHBIM ITPOSIBJICHUEM KOTOPOTO SBJISIETCS MOPAXKCHUE
IEHTPATBHOTO U MEPU(EPHUICCKOI0 MOTOHEHPOHOB OCHOBHOTO
JIBUTaTEJIbHOIO IyTH. 3a00J1eBaHME BIIepBbIe onucail B 1869 .
n3BeCTHBIN (paniry3ckuii HeBposor JK.M. [Iapko (Jean Martin
Charcot, 1825-1893). On nan Ha3BaHUE ATOM OOJIE3HHU,
oToOpakaroliee Hanbojee XapaKTepPHbIE €€ YEPThI: MTOPAKECHHUE
IAPAMHUIHOTO ITyTH B OOKOBBIX KAHATHKAX CIIMHHOIO MO3ra 1
BO3HUKHOBEHHE MBIIICUHBIX aTPO(UH BCICICTBUE ITOBPEKACHHMS
IepeHUX POrOB CIIMHHOTO MO3Ta. Bo MHOTHX cTpaHax 3Ty
MaTOJIOTHIO OTHOCAT K 00JI€3HM JABUTaTEIbHOIO HEHpPOHA.



OTHOCWJIY K TaK Ha3bIBAEMBI
OCHOBHBIMHU XapaKTEPUCTUKAMH KOTOPBI
IPOJOIKUTEIIbHBIA HHKYOAIMOHHBIN IIEPHO/I,
M30MpaTEIbHOE MOPAKEHUE OJTHOM CUCTEMBI, HEYKJIOHHOE
IPOrpECCUPOBAHUE U MTPEOOIAJAHNE B MTOPAKEHHBIX TKAHSIX
JereHepaTUBHBIX U3MEHEHUM HaJl BOCIAIUTEILHBIMU.
YcTaHOBIEHO, YTO B CHMHHOMO3TOBOM KUJIKOCTH U
CBIBOPOTKE KPOBH OOJIBIINHCTBA 001bHBIX ¢ BAC
MOSIBJISIFOTCS. aHTUTEJIA K CTPYKTYPHBIM 2JIEMEHTaM
MOTOHEHPOHOB. VX BBISBISIOT TAKXKE€ Y POJACTBEHHUKOB
OOJIBHBIX. ITO MOXKET CBUACTEIILCTBOBATH O POJIU
AK30r€HHOTO (pakTopa (BUPYCHOM MH(DEKIMM) B MEXaHU3MaX
BO3HHMKHOBEHUS U Pa3BUTHS 3TOTO 3a00JI€BaHUS, KOTOPOE
peanu3yeTcs Ha (DOHE ONPeICICHHON T€HETUYECKOM
MIPEAPACIIONIONKEHHOCTH, KOTOPOH CENYAC NMPUIACTCS
00JIbIIIOE 3HAYCHHUE.
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* B marorene3ze bAC, 110 COBpeMEHHBIM JJaHHBIM, BEIYIIYIO
pOJIb UTPAET MIyTaMaTHasi SK3aTOTOKCUYHOCTH (excite-
BO30YyKJ1aTh, tOXity - TOKCHYHOCTb) - TOKCUYHOE JICHCTBUE
BO30YK/Ial0IIET0 MearaTopa, IPUBOJISIIEE K
BHYTPHUKJIETOYHOMY HAKOIUICHHUIO KaJIbIMsI, BO3PACTAHUIO
MIEPEKMCHOIO OKUCIICHUS JIUMHUI0B U BLICBOOOKICHHIO
CBOOOHBIX PaJUKAJIOB. DT MEXaHU3MBI ITaTOJIOTUYECKOM
aKTHBU3AIUM TJIyTaMaTHBIX PELENTOPOB U MIPUBOIAT K
ru0eId MOTOHEHPOHOB, XapaKTePU3YIOIINXCS YHUKAIbHBIM
MOJICKYJISIPHBIM ITpO(uIeM ITTyTaMaTHBIX PELENTOPOB,
JeA0IIUX X U30UpaTeIbHO YyBCTBUTEILHBIMU K
HK3aTOTOKCUY-HOCTH.
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Y OJIU3JIEKALIIUX OT/IC/IOB JIO6HOH JIOJTU B TpMH IATOM
mapax Kopbl MOJyIIapuid OOJBIIOr0 MO3ra. ITH U3MEHCHUS
COITPOBOXKJAOTCSI YACTUYHBIM WJIM ITOJTHBIM Pa3pyLICHUEM
MHEJINHA B KOPKOBO-CITUHHOMO3TOBBIX MYTAX NEPEIHUX U
OOKOBBIX KAHATUKOB CIIMHHOTO MO3ra, MPOJI0JTOBAaTOIO MO3ra,
MOCTa, BHYTPEHHEM KarliCyJibl. BBISBICHBI HEKOTOPBIE
aToMOp(OJIOTMYECKUE HAPYIIICHUS U 3a IpeaeIaMu
MUPaAMUIHON CUCTEMBI B 3aJIHUX KaHAaTUKaX CIIMHHOI'O MO3ra,
HOXKKaX MO3KeUKa, MEAUAIbHOU U OOKOBOH IIETIISIX, B O€JIOM
BEIIECTBE MOJIKOPKOBOM obnactu. B nepudepudyeckux HepBax
BBISIBJISIFOT AKCOHAJIBHYIO JIETEHEPAIIUIO C BTOPUYHOU
AeMueInHr3anue. B Mpliiax HaOmromaeTcs arpodus
JCHEPBUPOBAHHBIX BOJIOKOH.
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* Tunuaabii cuMmntToMokoMIieke BAC - coueTaHue BsUTbIX Mape30B

KOHEYHOCTEN C MUPAMUIHBIMU HAPYIICHUSIMU U BOBJICUCHUEM B
IIPOLIECC CTBOJIOBBIX M HANBSIAEPHBIX CTPYKTYp. [Ipu kinaccnueckon
OysbOOCTIMHANIBHOM (hopMe 00JIE3HU TIEPBbIC MPU3HAKK 00YCIIOBIICHBI
MIOPAXKEHUEM MOTOHEUPOHOB IIEPETHUX POTOB CIIMHHOTO MO3ra
MIEHHOTO YTOJIIEHUS, YTO U TPUBOJAUT K MOSIBICHUIO (PUOPHUILISIPHBIX
MOJACPTUBAHUY B MBIIIIAX BEPXHUX KOHEUHOCTEU C IMTOCTEIIEHHO
HapacTaruie ux arpopueii. B THIMYHBIX ciiydasx aTpodusi cHadaia
MOSIBIISIETCS] B IUCTAJIBHBIX OT/IEJIaX BEPXHUX KOHEYHOCTEHN B BUJIE
3araJeHuss MEXKKOCTHBIX MBI B ipoMexkyTke [—II manbnes,
YIUIOIICHUA TeHapa u runoreHapa. Kucts mpuodperaer Buj
00e3bsiHbe J1anbl. ATpodus TOCTENIEHHO OXBAaThIBAET MBIIIIIBI IJI€Ya,
IIJICYEBOTO TOSICA U TPYAHOM KIIETKH.
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* I'myOokue pediiekchl U MBILICYHBI TOHYC HAa pyKax cHadasia
MOBBIIIAIOTCS, TOATOMY Mape3 BEPXHUX KOHEUHOCTEW HOCUT
CMEIIaHHbINA XapakTep. Bmecte ¢ Tem ¢ HapacTaHueM cinaboctu
BEPXHUX KOHEUHOCTEH AJIIEMEHTHI CITACTUYECKOTO Tape3a Bce OoJbIIIe
NEPEKPHIBAIOTCS CUMIITOMAMU BSUIOTO NepUepruuecKoro napesa.
CHIKAIOTCS CyXOKUIIbHBIE Pe(PIICKCHI U MBIIIEYHBIA TOHYC, YIITyOJIs
eTcs arpodust MbIIIL. B HIKHIUX KOHEUHOCTSX CHA4Yajia BBISBIISIIOT
OKUBJIEHUE PE(IEKCOB, a CO BPEMEHEM Pa3BUBACTCS HUKHUN
cracTu4eckuii mapanapes. I1ocToSHHBIM MpU3HAKOM 3a00J1€BaHUs
SBJISIFOTCS] TATOJIOTMYECKUE TUPaMUJIHbIE PE(IIEKCHI, Yale
crubarenpHbie (Pocconumo, bexTepena, JKyKoBCKOro), uem
pasrudarenbHble. HapyliieHus 4yBCTBUTEILHOCTH OTCYTCTBYIOT.
HexapakTepHbl TakXe paccTpoicTBa GyHKIIMU CPUHKTEPOB.



s3bIKa, CO BPEMCHEM HACTYII
IIocTeneHHO CTaHOBUTCSI HEBO3MOXKHBI e ry0 B
TpyOOUKY 1 BBICOBBIBAHME SI3bIKa U30 pTa. Beneacreue
rape3a MBI TTI0TKH, TOPTAaHHU, SI3bIKa, TYO PeUb CTAHOBUTCS
rHyCaBOM, CMa3aHHOM, HEPA30OPUYMBOH, TUCPOHUYECKOM.
3HAUMTEIIFHO HApYIIACTCs ITIOTaHKE, MHUIIA MOIaaacT B HOC.
WMuorna Ha paHHeW cTaauu 3a00JICBaHMUS pa3BUBACTCS
C1a00CTh MBIIII-pa3rudarenei meu. YacTo mopaxarTcs
KOPKOBO-SIACPHBIC MyTH, YTO MPUBOAUT K Pa3BUTUIO
nceB100yIb0apHoro cuHapoma. [loBeimaercs
HI>KHEUEITIOCTHOM pe(IeKC, MOSBIISIIOTCS PEQIICKCHI
OpaJIbHOTO aBTOMAaTH3Ma, BO3MOXKHO BO3HUKHOBECHHUE
HACHJILCTBEHHOI'O CMeXa Wiu Iurada. Hepenko nceBgoOyb
OapHBIN CUHJIPOM coueTaeTcs ¢ Oynb0apHbIM. [Ipu Takoit
KJIMHUYECKOM CUTYalluy CHUKAIOTCS WJIM UCUE3al0T
TJIOTOYHBIN 1 HUKHEUETIOCTHOU PEDIICKCHI.
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* bynbBapHas (popMa HAYMHAETCS C HApyLICHUS (DYHKIIUU
nBurareabHbIX sauaep [X, X, X1l map yepenHbix HEPBOB, UTO
MPOSIBIISIETCS paCCTPONCTBAMU PEUH, TJIOTAHUS, AbIXaHHUS.
Ota (popma 3a00j1eBaHUs NIPOTEKaeT HauboJiee
HeOaronpusTHO. IIpu nepedpanbHOM (BBHICOKOK) (hopMe
00JIE3HU MOPAKAIOTCS IBUTATEIILHBIE ITYTH OT KOPBI
noNyIapui OOJBIIOTO MO3Ta K CTBOJIOBBIM CTPYKTYpPaM.
Bo3HukaroT nceBnoOysibOapHbIC HAPYIIEHUS,
CIIACTUYECKUE TeTparnape3bl. HartoMuHaeT KIMHUKY
PACCESTHHOIO CKJIEpO3a.



HWKHUX KOHEUHOCTeU. [Tponece nmee CXOAT
XapakTep.

Teuenne bAC HeyknoHHO nporpeccupyroniee. [Iporuos
HeOJaronpUsITHBIM OTHOCUTEIIBHO BBI3JOPOBICHUS U KU3HH.
boine3Hs B cpenHem aauTcs 3-5, pexe - 6-8 net (npu
MOSICHUYHO-KPECTLOBOM (hopMe Onaroaapst 0oJiee o3 JHeEMY
IIPUCOCAMHEHMIO OyJIbOApHBIX paccTpoiicTB). Hepenko
BO3HUKAET acHupaliioHHas mHeBMOHUA. CMepTh HACTyMmaeT
13-3a HApyIICHUS JbIXaHUs.



MauneHTbl OLWyLaloT HENPOU3BOJIbHOE NoAeprnBaHme A3blka. .

MporpeccupoBaHne BACa conpoBOXAAETCA MOSHOM aTPodUeEN MbIWL LA U LWEK, Y NALMEHTOB NOIHOCTLIO OTCYTCTBYET

MUMUKA, OHWU HE MOTYT OTKPbIBaTb POT, NEPEXEBLIBATH MULLY.

LLIeNHO-rpyIHOWM BapuaHT 60/1e3HM NOPaXKaeT, B NEPBYIO OYEPE/lb, BEPXHUE KOHEYHOCTU NALMEHTA, CUMMETPUYHO C 06emnx
CTOPOH:

BHauane 60nbHble OLWYLWaloT yxyaleHne dJYHKLI,VIOHaJ'IbHOCTVI KMCTel)'I, CTaAHOBUTCA TAXENEE NNCaTb, UFPpaTb Ha MY3blKa/lbHbIX
MHCTPYMEHTAX, BbIMOJIHATL CJIOXHbIE ABUXEHUSA.

Mpy 3TOM, MbILLLbI PYKU OYEHb HAMPSXKEHbI, MOBbILUEHbI CyXOXWU/bHbIE pedeKchb.

Co BpeMeHeM €nabocTb pacrnpoCTPaHSIETCS Ha MblWLbl NPEANnIeYbs U naeya, oHW aTpodumpyoTcs. BepxHsas KOHEYHOCTb
HaMoOMMHaeT MOBUCLLYIO MNETb.

[MOSICHNYHO-KpeCTLOoBas hopMa HauYMHAETCst 06bIYHO C OLLYLLEHMS CNAaBOCTV B HYXKHUX KOHEYHOCTSIX.

BonbHbIe XanylTcs, YTO UM CTano TAXenee BbiNOHATb pa60Ty, CTOA Ha HOorax, XxoAnTb Ha Aal/lbHUE pPaCCTOAHUSA,

noaHMMaTbCA NO CTyNneHbKaM.
C TeueHneM BpeMeHM HauMHaeT OTBMCaTb CToMNa, aTpoUPYIOTCS MbILWLUbl HOT, MaUMEHTbI AaXe He MOryT CTaTb Ha HOrwu.

MosBNAOTCA NaTONOrMyeckne cyxoxunbHole pednekcol (babuHckoro). Y 3abonesLmx pa3BMBaeTCs HeAepXKaHUe MOUU U
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AMKH, MYJIBTUCUCTCMHAS aTPO M- LHC |
3nggl)aHOHaTI/IH
’

OOJIE3HU MBIIIIII; OK}II)JIO(bapeHrHaJILH@;I MHOL%CTpoq)Hﬂ,
MUO3UT, MUOTOHUS Pocconnmo-1lITernnepra-Kypuimana

CHUCTEMHBIE 3a00JIEBAHUS

3a00JI€BaHUSI CIMHHOTO MO3ra: JTUM(DOJIEHKO3 WM TUM(dOMa,
ONYXOJIM CIIMHHOTO MO3Ta, CIIMHAJIbHAsg aMUOTPO(us,
CUPUHTOMMETIHS U TIP.

3a001eBaHNs NEPU(PEPUIECKUX HEPBOB: CHHIPOM
Ilepconenxa-Tepuepa, Henpomuoronus Mcaakca,
MYJIbTA(OKaJIbHAsI MOTOpHAsi HEBPOIIaTHUs

MHaCTEHHUS, CUHIpoM JlamOepTa-lToHa - 3a00eBaHuI
HEPBHO-MBIIIIEYHOI'O CHHAICA



LOU GEHRIG
(June 19, 1903-June 2,
1941) Baseball player in
1920s and “30s. Holds
record for most career
grand slam home runs
(23). Gehrig focused

in a famous speech at
Yankee Stadium in 1939.

Gehrig at Yankee
national attention on ALS Stadium during his

farewell speech

STEPHEN HAWKING
(Jan. 8, 1942-present)
Internationally
renowned physicist
who is almost
completely paralyzed
by ALS. Hawking's
iliness has progressed
more slowly than

| typical cases of ALS.

I‘

DISEASE

(April 17, 1948-present)
Mother of “Cake Boss”
reality TV show star
Buddy Valastro. In the
season finale last month,
viewers learned Mary
Valastro, a regular in her
son’s bakery, had been
diagnosed with ALS.



OCTaHOBHTH) MIPOTrPECCUPOBAHUE GONe3HN Ha I[J'II/ITGJ'IBHI:II/I
CPOK.

[Ioka CUHTE3UPOBAH €IMHCTBEHHBIN IIpENapar, KOTOPbIi
JOCTOBEPHO MPOJIEBAET )KU3Hb 001bHBIM ¢ BAC. 910
BEIIECTBO, IIPEI0TBpallialolee BbIOPOC NIyTaMmara, —
Puny3oi. Ero HeoOxoaumo nnpuHuMars 1o 100 Mr B CyTKu
OCTOAHHO. OTHAKO PUiy30i1 B CPETHEM YBEJTUUNBAET
MIPOJIOJKUTEIIBHOCTD )KU3HU TOJILKO HA 3 Mecsna. B 0CHOBHOM
OH I10Ka3aH OOJbHBIM, Y KOTOPBIX 3a00JIEBAHUE CYIIECTBYET
MEHEe S JIET, C CAMOCTOSTEIIbHBIM JIbIXaHUuEM (00beM
(hOpCUPOBAHHOM KU3HEHHOM €MKOCTH JICTKHUX COCTAaBJISICT HE
MeHee 60%). IIpu ero Ha3HaAYEHUM CIIEAYET YUYUTHIBATh
000YHOE JACUCTBUE B BU/IE JICKAPCTBEHHOI'O T'eIIaTUTA.
[ToaTOoMy OOnBHBIE, MOMy4Yaronue Puiny3oi, noykHb 1 pa3 B 3
MecsIla MpoBeNITh HVHKIIUIO [ICYCHMU.



—

n pacumkynaumax, kpamnu — KapbamasenuH (®duHnencuH), baknodeH (Jlnopesan),
SIS Qe P ( ) deH (Jinopesan)

ﬂnﬂl_}/n yLieHums MeTaEOHVBMa MblwLl — BepnntnoH (3cna-JimnoH, Jinnoesas Kucnota),
apHWTUH (2nbkap), JIeBOKApHUTUH;

npu genpeccuax — ®nyokcetuH (Mpo3sak), CeptpanuH (3010¢9T), AMUTPUNTUINH;

pas gﬂXLILIJeHMFI MeTabosM3Ma B HEMPOHAX — KOMMJIEKCbl BUTaMMHOB rpynnbl B (MunbramMma,
oMBuU/IMNEeH 1 ap.);

I'IBVI C/IIOHOTEYEeHUU — ATPONUH 3akanbigaTb B pOT, AMUTPUNTUIINH B Tabnertkax NMPpUHNMATb
B {pr MeXaHN4eCKasa O4YMNCTKa BOTOBOVI Nnos10CTU, UCIMOJIb30BaHNE NOPTATUBHbLIX OTCOCOB,
MH EKL(MVI OTY/NIOTOKCUHa B CJZIIOHHbIE Xene3bl, 00JZTy4YeEHUE CNIOHHbIX XEJ1E3.
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* HapylieHug peur 3HaYUTENIbHO 3aTPYAHSIET COIMAIBHYIO aJarTaluio
00J1bHOTO. CO BpeMeHeM pedb MOXKeT CTAaHOBUTHCSI HACTOJIHKO
HEPa300PUMBOM, UTO CJIOBECHBIM KOHTAKT IPOCTO HEBO3MOXKEH. B aTOM
ciydae IIOMOTaroT AIEKTPOHHBIE MUITYIIUE MAIlTUHKU. 32 pyOeKoM
UCTI0JIb3YIOT KOMITBIOTEPHBIE CUCTEMBI HA0Opa CUMBOJIOB CEHCOPHBIMU
JaTYMKaMHM, pacrojaralonMMucsa Ha IJIa3HbIX sS0J0KaXx.

* Jlnst mpeaoTBpalieHust TpoM003a IyOOKHUX BEH HUKHUX KQHEYHOCTEH
OOJILHOM JTOJKEH TOJIb30BAaThCS A1aCTUUHBIMU OMHTaMu. [Ipu
NOSIBJIEHUY MH(PEKIIMOHHBIX OCIOKHEHUHN MTOKa3aHbl aHTUOMOTHUKH.
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* JIBUraTenbHbIC CUMIITOMbBI YACTUYHO
MOKHO CKOEB?GKTH OBaTb
HCIOJIb30BAHUEM CIICUAIBHBIX
OPTONECAUYECCKUX IPMCIOCOOJICHUN. J1J1s
JICpKaHUS XOI[B%%I IIPUMEHSIOT
OPTOIICAUYECKYIO O YBE, TI‘F{)OCH/I,
XOAYHKH, a MO3XKE U KOJISICKU. |1pu
CBUCAHMU T'OJIOBBI IOJIb3YIOTCS
IIOJYKECTKUM HIIN KECTKUM
JTOBOAEPKATEIEM. B TO3IHUX CTAIMIX
OJIE3HU OOJIbHOY HYKIIACTCS B
VHKIIMOHAJILHOU KPOBATH.



TOIA TTOKA3aHO MCITOJIb30BAHU
HEWHBA3WBHOW BEHTWISALMU. OHA MOTYT I
OOJIbHBIM JIOMa, OJTHAKO, BBUJIY CBOEH JOPOTOBU3HBI, SABJISIOTCS
MaJIOJIOCTYITHBIMU. ECli MOTPEOHOCTh BO BMEIIATEILCTBE B
MPOLECC AbIXaHUS NpeBbImaeT 20 4acoB B CyTKH, TOT/IA
0O0JILHOMY ITOKa3aHa TPaxeoCTOMMS M UCKYCCTBECHHAs
BeHTHsIIMA Jierkux (MBJI). MomeHT, korga 001bHOM HaYMHAET
Hy)k1arbcsa B UBJI xpuTtryeckuil, Tak Kak CBUIETEIbCTBYET O
npUOJIMKaIOIIEMCs JIETaIbHOM Hcxojie. Borpoc nepeBojia
0oJsibHOTO Ha MIBJI 04eHBb CITOXKHBIN C TOUYKH 3PCHUS
MEIUIIMHCKOW 3TUKHU. DTAa MAHUITYJISALNAS COXPAHSAET )KU3Hb Ha
KaKOe-TO BPEMs, HO B TO K€ BpEMS U MPOAJIEBAECT CTPAJaHUS,
Be/ib 001bHBIE BAC 04eHBb JOIT0 COXPaHSIOT PaCCyI0K.




