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B TeueHue mocinegHUX AECATHIETHIN B
MEJUINHE aKTUBHO Pa3BHUBACTCS HOBOE Ha-
MpaBJICHUE, B OCHOBE KOTOPOTO JIC)KUT U3yde-
HHE 3TUOJIOTUH, NTATOTEHE3a, KINHUKH MUTO-
XOHIpHATbHBIX Oosie3Hel [24, 25]. CoBokyn-
Hasi 9aCTOTa MOI0OHBIX HACTIEICTBCHHBIX T1a-
tonoruit focturaet 1 : 5 000 yenoBek obuero
Hacenienus [84]. B pogociioBHON y MHOTHX Ta-
KUX TAIMEHTOB MOKHO MPOCIEIUTh MaTEPUH-
CKO€, pEKE ayTOCOMHO-PELECCUBHOE, ayTO-
COMHO-JOMHHAHTHOE HaclieloBaHUE TeeKTa
[78]. Janublit hakT 0OBICHAIOT TEM, YTO HOP-
MaJbHOE (PYHKIIMOHUPOBAHHE MHUTOXOHAPHUHN
obecrneunBaroT crnenudpuueckue OeNKu, UH-
dbopManmus 0 KOTOPHIX 3aJI0KE€HA WU B
MT/IHK, unu B OTAEIbHBIX TPAaHCKPUIITOHAX
€e AJIEPHOTO aHajora, - YTO MPOBOIUPYET U
T€HETUYECKYIO T€TEPOTEHHOCTb, U €€ BHICOKYIO
BcTpeuaeMocTh [34, 78]. Beap pemnmmkanms
MtIHK maer 6omee MHTEHCUBHO, YeM siziep-
HOM, MO3TOMY IO/ BJIUSTHHEM NTaTOT€HOB MPO-
HUCXOAUT OBICTPOE HAKOIUICHWE BO3HUKIIUX
MyTtauuii (peHomen rerepormiazmun) [64], uto
10 Mepe CTapeHHsI OpraHu3Ma MPOBOIUPYET
poct mosim nnoBpexaeHHbx MTIHK (cucrema
pemnapanuu ¢ Bo3pacToM, HA0OOPOT, yrHeTa-
€TCsI) C MPOTPECCUPOBAHUEM KIMHUYECKUX
npu3HakoB [44, 49]. [Ipuyem, cuMnTomMaTnka
HE BCer/ia MOJIHOCTHIO YKJIAJABIBACTCS B PAMKHU
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KOHKPETHOTO CHHAPOMA, YTO CBSI3aHO C BBI-
Pa)KEHHOU T€HETUYECKOM T€TEPOTEHHOCTHIO U
sa¢pdexTom rerepormnazmuu [34, 37].

OnHako, W3y4uB JIOBOJIbBHO MHOTOYHCIICH-
HBIC JIUTEPATypHbIC HCTOYHUKH, OTTUCHIBAIOIIINE
ATOT pazzen Menuuussl [3, 27, 29, 41, 44, 59,
64,92, 93, 95], MOXHO TIOIBITATHCSA 000OIHUTH
0COOCHHOCTH, XapaKTEePHBIC UISI MUTOXOHAPH-
anbHBIX OoJe3Hel. [lepBoif - CIIy>KUT BO3pacT.
B oTnnumne ot HacieACTBEHHOW MAaTOJOTHH,
MPUYMHAMU KOTOPOH cykat Ae(eKThl B saep-
HOM T€HOME, JIaHHbIC CTPaJaHHs OUYCHb PEIKO
HAYMHAIOTCS C TIEPBBIX THEW KM3HU HOBOPOXK-
nenHoro [78, 80]. O6br4HO NeOOT XapaKkTepeH
WM 1715 MuTaJieHYeckoro Bo3pacta [30], wiu pan-
Hero nerctBa [52, 71, 78]. Ilo mepe pazButus
OpraHu3Ma pacTeT YMCII0 MyTalllii, 9To, KaK OT-
MEUYEHO BBIIIIE, YCUIIMBAET SAPKOCTh KIMHUYEC-
KHX CUMITTOMOB, TPOBOIUPYET HaYaJIbHBIE MTPO-
SIBJICHUS] Y BUJIUMBIX 3JI0POBBIX MAI[HCHTOB.
Maiio Toro, BCieICTBUE YBEIUYEHUS CpeaHEN
MIPOIOIIKUTETFHOCTH YKU3HH, TIOBBIIIIACTCS BE-
POSITHOCTH HOBBIX CITy4aeB HAaKOTUICHHUSI MUTOXOH-
JPUATBHOM MAaTOJIOTUM TI0 MEPE CTapEHHsI MHTH-
BuayyMma [20, 38, 96]. ubiMu ciioBamu, 1oJ100-
HbIE 00JIE3HU PETUCTPUPYIOTCSI, B TIEPBYIO OUEPEIb,
WJIH B IETCKOM, WM B TIOKIJIOM BO3pacTax.

Bropas xapakrepHas yepTa MUTOXOHIPHU-
aJbHBIX 3200JI€BaHUMN - TOJTMCUCTEMHOCTD I10-
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paxenus. [loBpexxgaemble OpraHOUIbI CIIYKAT
OCHOBHBIMHU YHEPTOCTAHIIUAMH KIETKH [43],
[I03TOMY HapyuleHHUs B Ipoleccax OuosHep-
TeTUKH OYIyT OTpa)kaThCsl B T€X TKAHSIX, KOTO-
phI€ SBIISIIOTCS €€ KIIOYEBBIMU OTPEOUTENSA-
Mmu [43, 83]. Pa3znuuusi B mOporoBOi YyBCTBU-
TEJIbHOCTHU KJIETOK K HEIOCTAaTOYHOU CKOpOC-
TH OMOJIOTUYECKOT'O OKHUCIECHUSI U OKHUCIIU-
TeJIHHOTO (hOChHOPUIUPOBAHUS HAKIAIBIBAIOT
CYLIECTBEHHBIH OTHEYaTOK HAa KIMHUYECKYIO
KapTUHY, YTO II03BOJISIET MPOTrHO3UPOBATH Clie-
YOI psl HOpakKeHUs MO CTENEeHU U Yac-
tore: [IHC > ckeneTHas Mmyckynarypa > MHO-
KapJ > NOYKH > IICYCHDb > JKEeJI€3bl SJHAOKPHUH-
HO# cuctemsl [61, 64, 81]. ¥V OGonpmmHCTBA
OOJIbHBIX HA MEPBbIN IJIaH BBIXOJAAT Hapylie-
HUSI QYHKIUH FOJIOBHOTO MO3ra, 4TO IPHU MO-
NOOHBIX 0OCTOSITENHCTBAX JA€T OCHOBAHHE
Ha3bIBaTh BOZHUKAIOLIUNA CUMIITOMOKOMIIJIEKC
"MUTOXOHpUaNIbHAas 3HUEdamomMmuonarus"
[34, 81]: ymcTBEHHast OTCTaNOCTh, CYAOPOTH,
MHCYJIBTONIOJOOHBIE 3MU30/1bI, MO3KEUKOBas
atakcus [95]. UHorma pa3BuUTHIO KiIacCU4YeC-
KHUX MPU3HAKOB MIPEIIIECTBYIOT ICPECCUBHbBIE
1 OumnoJisipabie 3¢ (HEeKTUBHBIE PacCTPONCTBA,
[ICUXO03bl, CIIyXOBBI€, 3pPUTENIbHbIE TAJUTIOLUHA-
K1H, Opes mpeciieJoOBaHus, arpecCUBHOE IOBE-
JIeHHEe, KOTHUTUBHBIEC HAPYIIEHUSI B BUAE epu-
L[MTAa BHUMaHUS C TUIEPAKTUBHOCTbHIO, MaTO-
JIOTHS OpPraHoOB 3peHus U cayxa [29, 41, 84].

[lo3aHee Ha muke 3a00J€BaHUS MOTYT
MIPUCOETUHATHCS CHUKEHUE TOJIEPAHTHOCTH K
¢bu3nyeckoil Harpyske, KapAUOMHUOMATHUS
[15, 27, 44], TyOynsipHble NOBPEKACHUS MO-
YyeK, neyeHu (yBeJIMYEHUE pa3MepoB), DH-
JOKpPUHHBIE paccTpoiicTBa (THIOTUPO3, TH-
MOTOHAJU3M, CaXxapHbIi quabeT, AJAUCOHO-
Ba Oosie3nn) [48, 64].

[TepBoii u3 6one3Heit, mpu KOTOPOil 0OHa-
pyxensl Toueunble MyTanuu B MT/IHK, Ob1ma
onucaHHas Jlebepom HelpomnaTusi 3pUTENb-
HbIX HepBOB (Leber hereditary optic neuropathia,
LHON), otnnyaromasics kpaitHel Bapradenb-
HOCTBIO TI0 CTEMEHH DKCIIPECCUBHOCTH [55,
82] u nenerpantHocTH [4, 16]. Paznuuwus B j0-
KaJlU3allud MyTauuil oOycIOBIUBAIOT MOJU-
MopdusM kinuHUYeckoil kaptussl [37]. bo-
JIe3Hb Yallle TOopaXkaeT JHUL[ MYXCKOTO IoJia
[4:1] B Bo3pacTe mocne 15 net [28]. B ee pas-
BUTHUU BBIJIENSAIOT JABE CTAJUU: OCTPYIO U aT-

poduueckyro [37]. Haunnaercs ¢ 6e360me3-
HEHHOTO YXYAIIEHUS OCTPOTHI 3pSHHSI HA OJIUH
a3, yepes 2-3 Heaenu WU HECKOJIbKUX Me-
CSILIEB BOBJIEKAETCS B MATOJIOTHYECKUM Mpo-
1[€CC ¥ BTOPOU IO MPUYUHE JIETeHEepaLUU Kiie-
TOK TaHIJIMO3HOIO CJIOSI CETYATKH, a MO3/IHEE
atpoduu 3puTenbHbIX HepBOB [37, 55, 74],
dbopmupyetcs nenTpainbHas ckotoma (100), ko-
HEYHas OCTPOTAa 3pEHUS HE MPEBBIIIAET COThIE
nonu equHUNs (4, 77].

Cnenyer 3aMeTUTh, YTO B POJOCIOBHBIX
OOJBHBIX OTHMCAHBI JINIIA, UMEIOIIHE TTPU3HA-
ku 0oJie3Hu Jlebepa B cOUECTaHUM C TSIKEIbI-
MU HEBPOJOTHYECKUMHU aHOMAIHSIMH, BKITIO-
Yalolhe cllydaud FeHepalu30BaHHON AMCTO-
HUU, CYJOPOT M MCHUXUYCCKUX PACCTPOICTB,
3MU30J0B OCTpoil FHIEParomuonatuu [12,
70]. C gpyroit ctopoHsbl, aTpodus nervus
opticus SBISETCS IPU3HAKOM HE TOJIBKO JaH-
HOT'O CUH/IPOMA, - OHAa PETUCTPUPYETCS Y JIULL,
CTPaJAIOIINX XPOHUYECKOM IIPOTPECCUPYOLIEN
HapyXHOH o¢Tanpmonuerueit (Chronic
progressive external ophtalmoplegia, CPEO)
[46], cuaapomom Kepuca - Ceiipa (KSS), mu-
okJIoHanmbHOM »musencueit (Mioclonic epilepsy
with ragged-red fibres, MERRF), neiiponaru-
eil u arakcueit (Neurogenic weakness with ataxia
and retinitis pigmentosa, NARP), npuuem cre-
MIEHb MOPAXEHUS 3aBUCHUT OT BBIPAKEHHOCTH
rereporiazmui [12, 26, 57].

Kinaccuueckuit Kepuca - Ceiipa cungpom
(KSS) mpencraBnser coueTaHue TIIa3HBIX U
HEHUpOMBIIIEUHBIX cUMIITOMOB [74]. B 2000
roay E.A. Hukonaesa B coasrt. [17] onucanu
MOAPOOHOCTH KIIMHUKK: Hayaso B 6-7 JIET XOTs
MOJKET MaHH(pEeCTUPOBATh U mocie Tpex [46]
unu B 20-24 roxa]. IlepBsliii mpu3HaK - 0TCTa-
BaHUE B (pU3UUECKOM pa3BUTHUHU (MaJbli WU
KapJIUKOBBINA POCT), MO3HEE IPUCOETUHSIIOT-
Csl XpOHMYECKasl IPOrPECCUPYIOIIAsi HAapYyKHAas
o(TAIBMOIIIET s, MTUTMEHTHAS PETHHOTATHUS,
aTpodus 3pUTEIBHBIX HEPBOB, TYTOYXOCTb,
mucdarus, TpoKCUMallbHash MBIIICYHAs Cla-
00CTb BIJIOTH JI0 aTaKcuu, mape3oB [17]. Pa3-
BHUBAIOTCS KapInaJbHbIE CHMITTOMBI, HAYUHAs
C HapyUICHUH BHYTPHKEIYAOYKOBOU IPOBO-
IUMOCTH TI0 THUITY HEMOJHOU OJOKaIbl Tpa-
BOM HOXKKH ITydka ['mca, BIOCIEACTBUH BO3-
HHUKaeT moytHas 6iokazna [27]. Beicoka Bepo-
SITHOCTh COYETAHUW HAa3BAHHOW KJIMHUKH C
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MOBPEXKICHUSIMU SHIOKPUHHOTIO ammnapara
(caxapHbIM 1ua0eTOM, THIIOTOHAJU3MOM, T'H-
notupo3om). IlpuunHa seranbHOro Ucxojaa -
CepAEYHO-COCYIUCThIE OCIO0KHEHHUS BIUIOTH
70 TAJIATAllMOHHOW KapauomuomnaTtuu [73].

bnusocte nokanuszanuu myranui Mmt/JHK
JieJlaeT CXOJHBIMU NPOSBIEHUS CHHIpPOMA
KSS ¢ cunapomamu MELAS u MERRF [51,
75, 86]. Jlis mociIeIHUX MaTOJIOTHIECKUX CO-
CTOSIHUHM OTJIHUYUTENIbHBIMU MpPU3HAKAMH SB-
JA10TCA nponudepanus 1 HaKOIJIEHUE allbTe-
pauuii MUTOXOHIPHUM, COMPOBOKAAOUIUECS
JereHepaneil CUHIUTUS MBIIIEYHBIX BOJIO-
KOH [npu oOpaboTke MOAU(PULUHPOBAHHBIM
KpacutesieM [oMOpH OHU OKpaIIMBAIOTCS B
KpacHbI LIBET (pa30pBaHHbIE KPACHBIE BOJIOK-
Ha - regged red fibres)], mitoc cymoporu wiu
nemeHius [75, 86].

MELAS nosyunsn Ha3BaHHE OT OCHOBHBIX
KJIIMHUYECKUX CUMIITOMOB : 3HIe(danonaTuu,
MHCYIBTONIOJOOHBIX 3MU30JI0B C Mape3ami,
napajiuyaMi 1 JaKTalug030M; JOTIOJTHUTEb-
HbI€ KPUTEPUH : KapIUOMHUOIATHS, IUTMEHT-
HbIJ pETUHUT, MHOTOKPAaTHBIE MPUCTYIIBI PBO-
ThI, TUIIEPIIIUKEMUS, TYTOYXOCTh [32].

s BTOpOro CUuHIpoMa MOHOKJIOHAJIbHOM
SMUJIETICUH C "pBaHBIMU KPACHBIMHU BOJIOKHA-
mu" (MERRF) (Bo3pacTHO# pa3max ot 3-X 10
65 51eT) XxapakTepHbl aHAJOTUYHBIE MPOSIBIIE-
HUS : CyIOpPOTH, aTaKCUsl, MUOTIATHUs, MUOKJIO-
HYyC, a Takxe aTpo¢us 3pUTEIbHOTO HEpBA,
TYrOyXOCTh, MHOKECTBEHHbI! Tunomaros [71,
75]. UupiMu ciioBaMH, CpaBHEHHE KIMHUK
3TUX 3a00JIeBaHUN CBUJIETEILCTBYET O MOJU-
MOP(HOCTHU MATOJIOTHI, OTHOCUTEIbHOU -
HaMUYHOCTHU CUMIITOMOB U, IJIaBHOE, O CEPb-
€3HOM MX BapuabelbHOCTU OT CyOKJIMHUYEC-
KHX U3MEHEHUN J0 TSKENbIX (aTalbHBIX CIIy-
YaeB, YTO OMSTh-TaKu 0OyCJIOBJIEHO YPOBHEM Ie-
TEPOIIa3MHUU U BBIPAKEHHOCTHIO U JIOKAJIN3a-
e MUTOXOHIPUAIBHBIX Ae(PekToB [74].

B nonb3y 3TOr0 yTrBep:KIeHHUS TOBOPUT
caenyromuii gakt. JloBoJIbHO peakoe 3a00e-
BaHUE JIETEH paHHEro BO3pacra - CUHAPOM
[Tupcona (Pearson syndrome), siBisitorieecs
CIIEJICTBUEM IEPECTPOEK HYKJIECOTHUIOB B
MtIHK [80], mposiBasieTr cebs mpu3HaAKaMu
MOpa)K€HUsI KOCTHOTO Mo3ra u pancreas. s
HEro XapakTepHbI cuaepobiacTuYecKas: aHe-
MHSI C TTAHIIUTOTICHUEH W CaXapHBIM nuabeT;
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[IPOTEKAET KpalHe TSAXKEI0 U IPUBOIUT K paH-
Heil cmepTr. Eciu ke 60JIbHOM BRIKUBAET, TO
M03/IHEE - K CrIeU(PUUECKOMY KIMHUYECKOMY
CIIEKTPY MpucoeauHsoTcs cumntombl KSS
i CPEO [57,80].

Cunapom bapra - reTeporeHHoe Hacie-
CTBEHHOE 3a00JIeBaHUE, PaCIIO3HAETCS 110 CO-
YEeTaHUIO POTrPECCUPYIOLEH FHIIepaonaTuH,
HEHUPOMBIIIEYHBIX U CEPJIEUHO-COCYIUCTHIX
HApYLIEHU! C HEUTPONIEHHUEH, 110 IBEPKEHHO-
CThIO peOCHKA YaCTHIM HH(PEKITUSIM CPEIHETO
yXa, KOXH, JAbIXaTelbHbIX myTeil [29]. Cyns no
peaKUM NMyONHKalMsIM, BBIICISIOT HECKOJIbKO
KJIMHUYECKUX (PEHOTUIIOB OT HEHPOIUCTpPECC
CHUHJpOMa HOBOPOXKJIEHHBIX, TSKEJIBIX IIPOSIB-
JeHui 3H1edanonaTuu ¢ XopeaTeTo30M, clie-
MOTOM, KapAUOMHUONATUEN 10 JeTKUX Gopm,
€IMHCTBEHHBIM MPU3HAKOM KOTOPBIX CIYKUT
JUTUTENbHAs 3aJIepKKa pa3BUTHS peun peOeH-
Ka, IAaTOTHOMOHUYECKU BBISIBIIIEMasi MaCCUB-
Has 3-MeTWITIIyTaKoOHOBas anuaypus [29, 76].

Kak ormMeueHo BbllIe, 11 MHOTHUX MUTO-
XOHJIpUATBHBIX 3200JI€BAaHU XapaKTEPHO pa3-
BUTHE KapJIMOMHONATUHU, CHAaYaJla AuJIaTalu-
OHHOM, 3aTeM - runeprpoduueckoii. [Iporuos
4yacTo HebyiaronpusaTeH. B nureparypHbix uc-
TOYHUKAX OTCYTCTBYIOT IONBITKH BbIJEICHUS
TaKUX HO30JO0THYECKUX (OPM, 0OBIUHO O HUX
YIOMMHAETCA Cpeld NPOUYUX MHOTOYHUCIICH-
HBIX KapauoMuonaTtuii [44].

[IpopabGoTka Hay4yHBIX COOOLIEHUN TO3BO-
JIS€T clieNlaTh BBIBOJ, YTO MHOTUE MUTOXOH/I-
puanbHbIE pacCTPOICTBa MPOSBIAIOT ce0s B
paHHEM BO3pacTe, HO 0OBIYHO MPOrPECCUpPY-
10T B COOTBETCTBUHU C 3aKOHOMEPHOU TEHJEH-
LUEH CHUKEHUSI CHOCOOHOCTH CUCTEMBI OKHUC-
TUTeNbHOTO (HOoChHOPUTUPOBAHHS HAKAILIHU-
BaTh sHeprur AT® o Mepe cTapeHus KIeT-
KM, TKaHH, oprana [66, 85]. [loatomy noruy-
HO, YTO OTHOCHUTEJILHO YaCTO BCTpEUaroIasics
HAcJeCTBEHHAs JereHepaTUBHAs aTaKCHus,
onucanHas @punpeiixom (Friedreich's ataxia)
[8], nebroTupyet nocie 15 et HeyBepeHHOC-
ThIO0 MOXOJKH, IIATKOCThIO IPHU X0/1b0€, HEO-
KUJAHHBIMH MaJeHUSIMU, U3MEHEHUSIMH T0-
yepka, nuzaprpueil [9]. Panuuit BaxxHslil npu-
3HAK - UCYE3HOBEHHUE CYXOKMJIbHOTO M HaJl-
KOCTHUYHOTO pelIeKCOB (aXUIJIOBa, KOJIEHHO-
o), HO3/IHEE BBIABIISIETCS TOTaIbHAs apediek-
cus [11]. CnenuuuHBIM CUMIITOMOM CIYKUT
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¢bpunpeiixosa crona (S-o0pa3zHoe MOJ0KEHHE
OOJBIINX MAaJbIEB, YIIIyOIEHHBIH CBOM), TH-
MMAYHBI HCKPUBJICHUS MTO3BOHOYHUKA (KU (O3,
CKOJIN03, KU(POCKOJINO03) U MO3KEUKOBBIE MO~
BpEXKIeHHS (CKaHIUPOBAaHHAS PEUb, HUCTArM,
tpemop) [9]. Ha nuke 3a0oneBanus pa3BuBa-
I0TCSI HAPYIICHUS TITYOOKOHW YyBCTBUTEIBHOC-
TH, CIyXa, AU3ApTpHs, NeMEHIUs, aTpodus
3pUTEIbHBIX HEPBOB, caxapHbIil nuadet [45,
52]. lnoraa 5TOT HEAYT OCIOXKHSAETCS CUMITTO-
MaMH THIIEPTPOPUUSCKON KapJAHOMHOIIATHH:
MalMEeHTHI )KaIYIOTCs Ha O0JIU B cep/lle, yCu-
JIeHHBIE cepauebuenus, aputmMuu [52, 59, 68,
85]. IIpoonKUTENbHOCTD )KU3HU HE MPEBBI-
maet 20 siet, THOeNb OT CepIeIHO-CO CYAUCTHIX
OCJIOKHEHUM [52].

Xopes ['entunrrona (Hantington disease) -
OJIHO U3 CaMBIX TSOKEJIBIX MUTOXOHIPHAITbHBIX
MPOTPECCUPYIOMUX HEHPOAereHepaTUBHBIX
3aboneBanuii [11]. HaunHaeTcs 10BOJIBHO T10-
3aH0 B 35-50 net [32, 65]. IlpaBaa, nns maH-
HOW MaTOJIOTUM XapaKTepHA dHTUIIUTOTALIHS
- OoJee paHHsI MaHU(ECTAIUs B MOCIETYIO-
IIUX MOKOJICHUSX CEMbH, YTO CUUTACTCS Ta-
TOTHOMOHHYHBIM mpu3HakoM [32]. Knunuka
BKJIFOYAET TUIIEPKUHE3BI, IEMEHIINIO, TPOTpe-
nueHTHoe TeueHue [3]. [lonHol kapTHHE XO0-
pPEeMYEeCKOr0 CHHIApPOMA MPEAIIECTBYIOT BhIpa-
3UTEIbHBIC TPUMACHI C BHICOBBIBAHHEM SI3BI-
Ka, TOJEPTUBAHUEM IIEK, 3aTeM BO3HUKAIOT
TUTICPKUHE3BI PYK W HOT, KOTOpPBIE IO Mepe
pa3BUTHUs 3a00JIeBaHUS YCUIIUBAIOTCS, TPUOO-
peTaroT XapaKkTep aTeTo3a, pe3Ko BhIPaKEHHOM
JTUCTOHUU, IEPEXOASANICH B pUTUIHOCTD [32].

OcHOBHBIE CUMNOTOMBI "BbIpacTaloT" u3
MPEeMOPOUIHBIX OTKIOHEHUU (MOBBIMIEHHOMN
BO30YyAMMOCTH, pa3ApaKUTEIbHOCTH, HECAEP-
KaHHOCTH ), HEYKIIFOKECTU MOTOPHUKHU, TIPOSIB-
JAIOIIEHCS B peuH, MOX0JKE, T0YEpKe; 3aMel-
JIieTCs CKOPOCTh IEpeBOa B3IIIsI1a, yMEHbIIIa-
€TCsl TOYHOCTh cliexkenus [1]. Pexxe mMoxHO
HaOIOAaTh HEOOIMUTEILHOCTD, 3aMKHYTOCTb,
ATOLEHTPUYHOCTh, YMOLIMOHAJIBHYIO XOJIOJI-
HOCTb, BsIOCTh [3]. Ha dpone yxe pazBuBLIeii-
Cs KapTHUHBI MOSIBISIOTCS TICUXUYECKUE pac-
CTpOMCTBa - TUIIMYHOE CBOEOOpa3HOE coue-
TaHHUE PA3IPAKUTEIBHOCTH U BO30OYyIMMOCTH
C MACCUBHOCTHIO U Oe3paszinuueM, KpanHss
HEYCTOWYMBOCTh BHUMAHMUS, CHUKAETCS 3110~
MHUHaHUE, MEJUICHHO (opMupyeTrcs cinadoymue

(3). 1o mepe mporpeccupoBanus 3a00JI€BaHUS
CTaHOBUTCS HEBHATHOU peUb, PETHCTPHUPYIOT-
Csl HUCTArM, HapylIeHUs] KOTHUTUBHON (DyHK-
UM (cTpajgaer abCTpakTHOE MBIILICHHUE, Ha-
LUEHT HE CIOCOOEH IIaHUPOBATh ACHCTBUSA,
OIICHUBATHh MX aJ€KBAaTHOCTH), YCHINBAIOTCS
BpPCIHBIC TPUBBIYKA (AJIKOTOJIU3M, HTPOMa-
HUsI), CKJIOHHOCTH K aHTHOOIIECTBEHHOMY TT0-
BegeHuto [78]. IIpogomkuTenbHOCTD 3a001€e-
BaHus 15-20 net, cMepTh OOBIYHO OT COIMYT-
CTBYIOIIUX OCIIOXKHEHUH (CeplIeyHO-COCYqUC-
THIX 3a00JI€BaHUM, MHEBMOHMH, cyunuaa) [1].

B 90-x romax mponioro cToJieTus A0BOJIb-
HO MHOTO ITYOJIMKaIHii MoCBAIanoch 00KOBO-
My aMHOTpouuecKoMy ckiepo3sy [39, 69, 87,
89]. B 1995 rony M. Swach u M. Swartz [94]
OTMeEuaju, 4YTo 3TO 3ab0JieBaHHE HAClIeayeT-
Csl ayTOCOMHO-JJOMUHAHTHO, XapaKTepU3yeTcs
reTEepOreHHOCThIO ¥ PA3HOU CTENEHbIO IIEHET-
paHTHOCTH. B 3TH k€ ropl NOSBHINCH pado-
TBI, CBUJETEIHCTBYIONINE O PA3IMYHBIX JIOKA-
JIU3alusIX MyTauuil B reHe, koaupytomiem Cu,
Zn-cynepokcuaaucmyrasy [36, 37], uto ciy-
KHJIO NIPUYMHOW Pa3BUTHS JTaHHOW IATOJO-
ruu [ 18, 87, 89]. HakamnmBatomuecs n3-3a 6e3-
neictBusi pepMeHTa CBOOOMHBIC PaaUKaJIbI
MIOBPEXAIOT MJIa3MOJIEMMBbI KJIETOK MHKPO-
mud ¥ actpouuToB [14, 33]. [ns nanHo# na-
TOJIOTHH XapaKTEpPHO NPEUMYILECTBEHHOE 110~
paxeHue KOPKOBBIX M CETMEHTOSJAEPHBIX
JBUTATEIBHBIX KIIETOK CIIMHHOTO MO3Ta U MO3-
roBoro creojia. OCHOBHON KJIMHUYECKUM CUH-
IpOM - CIIACTHKO-aTpo(uueckue mapesbl ¢
apeduexcueit, nuconueit, nucdarueit, Bo3-
MOXHBI JBYCTOPOHHSIS aTaKCHsI, KOTHUTUBHBIC
paccTpoiicTBa [62] ¢ mporpeccupyromei at-
podueii CKeNeTHBIX, HO OTHOCUTEIHHON HHTAK-
THOCTBIO IT1a30/IBUTATEIIHHBIX MBI, TIOXYICHH-
€M MYCKYJIaTypbl HI)KHUX KOHEYHOCTEM, KUCTEH,
HapyueHueM noxonku [39]. Cpennuit Bo3pact
nebrora 40-44 roga. CUMITOMBI MEJIEHHO TTPO-
rpeccupytoT. [IpogomxurenbHoCTh 3a005€eBa-
Hus 11-13 ner. HapymeHnus MOTOpUKH SIBiSI-
IOTCS. OCHOBHBIMU NMPUYMHAMH WHBAJINIA3a-
MM, a HEPEJKO U cMepTH [69].

bokoBoit amuorpoduyeckuil ckiepos -
OJIHO M3 HEHPOereHepaTUBHBIX 3a00JIeBaHUI
(xopes I'enTunrrona, 6osne3np Anplureimepa,
6osie3ns [lapkuncona) [11], pocT ciydaeB ko-
TOPBIX YETKO OTpEAesieTCsl yBEIHYCHHEM
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MPOJOJDKUTEIBRHOCTH Xu3HU [23]. Ux mo-
CMEpTHasl AMarHOCTUKA BBIABISET B pa3iny-
HBIX OT/IeJIaX MO3ra crenupuyeckue 0eIKoBbIe
OTJIOKEHHUS B hopMe pUOPUIUISPHBIX OJISIIEK,
COCTOSIIUX U3 O€Ta-aMUJIONI0B U APYTUX IPO-
TeuHoB [23, 90], dopmupoBanue KOTOPHIX
OOBSCHAIOT MOBpEXJIeHUEM (DYHKIUNH MHUTO-
xoHaApu# [59, 64, 90, 92, 95]. HecmoTps Ha
MHOTOJIETHEE U3YYEHHUE ITUX MPOLIECCOB, Je-
TaJlbHOE MOHHUMAHHE MOJIEKYISPHBIX MeXa-
HU3MOB, JIEKAIIUX B UX TpaHcopmaluu, no-
IIPEKHEMY, OCTAETCSI HEPELUICHHON 3arajkoun
npupoasl [23]; oTCI01a OCHOBHOM yIiop B Ju-
arHOCTHKE CIEeLMATNCTAMHU JIeJIaeTCs Ha KIIU-
HUYECKYIO KapTuny [21, 72].

bone3np Anpureiimepa - camas ydacras
HelpoJiereHepaTuBHasl MaTOJIOT Ul TOKHIIOTO
BO3pacTa, MpOSBIAETCS NPEUMYIIECTBEHHO
nporpeccupyromiei nemenuueit [3, 21]. Ilo-
BPEKJIEHUSI MO3TOBOM TKaHU HAuYMHAIOTCS 3a
10-15 ner no nmepBBIX KIMHUYECKUX MPU3HA-
KOB, Bo3HMKaomux B 60-65 1eT. BHauaie Ha-
pylIalTCs NaMsATh Ha HEJlaBHUE COOBITHS,
BHUMaHHE, UHTEJUIEKT COXpaHseTcs 0e3 BbI-
PaXXEHHBIX 0YaroBBIX CHMITOMOB |3, 26, 57].
[To3nuee Hapacraer ciaboymue, mpuoOpera-
folee niodaabHbIA XapakTep; MOSBISIOTCS
arHOCTUYECKUE, aPaKTHYECKHE CUMIITOMBI
(6eciienbHO TMOBTOPSIFOIIUECS ICHCTBUS, HE3a-
KOHUEHHOCTb (hpa3, pacCTpanuBaroOTCs MUCbMEH-
Hasl JICKCUKA ¥ YTEHUE), Mpeo0I1aaloT TPEeBora,
arpeccusi, HO u amnatus [7, 35, 36]. Ilepuoab
000CTpeHHs YepeaAylTCcs ¢ peMuccusmu. B
TEepMHUHAIBHON CTaAUU HAOIIONAaeTCs rPyOblid
MICUXUYECKHUI pacmaja, KOHTaKT ¢ OOJIbHBIM
yTpauuBaeTCsl, Ha MEePBbIH NJIaH BBIXOJUT Be-
reTaTUBHBIN CcrOoco0 cymecTBoBanus [3, 21].

Ha Bcex aranax pa3BuTus JeMEHIUS coye-
TaeTCs C pa3IMuYHbIMU BapuaHTaMH JETPECCUU
(MaHuM, OpeoBbIE paCCTPOIMCTBA, anlaTHsl, raj-
monuHarmu) [3, 35, 36, 79]. Hexoropslie aBTO-
PBI CUUTAIOT ATOT CUMIITOM TPUITEPHBIM MeEXa-
HU3MOM, 3aITyCKAOLIUM HEHPOIereHepaTUBHBIN
nporiecc [35, 79]. B mocnennue roasl ucciaeno-
BaTeJIM MPEIOoIIaratoT, YTO 0COOYI0 POJib B YCy-
ryOJIeHUM KOTHUTUBHBIX U TICUXUYECKUX Hapy-
IIEHUN UrpaeT HAKOIJIEHWE FOMOIMCTENHA B
kpoBH (10 14,8 Mmxmous/n) [72].

[TouTn n1Ba cToJeTHS MPOLLIH € TEX MOD,
xoraa B 1817 rony JIxeiimc [lapknHCOH onu-
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caJl B CBOCH KJIacCMYECKOM MOHOTpadum oc-
HOBHBIC KIIMHUYECKHE CHMITOMBI OJTHOTO M3
CaMbIX pacnpoCTpaHEHHBIX HeHpojereHepa-
THUBHBIX 3a00JI€BaHMI, CBA3aHHBIX CO CTape-
HueM (22, 98) : OpaguKuHEe3uI0, TPEMOP, MbI-
[IEYHYIO0 PUTHTHOCTH, 00IIee CHIDKCHUE JIBH-
raTregbHoi akTuBHOCTH (5). HacToTa BCcTpeua-
€MOCTH JJaHHOTO Hemyra Kojiebnercs ot 100 1o
300 genosek Ha 100 Toicsta Hacenenus (14, 38).
o 40 sieT mposiBIsSET ce0s peKo, HO C BO3pa-
CTOM HIpPOLEHT MmopaxeHHbIX pacteT. Cpenu
JIAI cTapiue 75 JeT perucTpupyercs yxe 55,
nocie 85 net - 220-304 ciyyas va 100 000
(19, 38). UccnenoBanus c npuMEHEHUEM HEM-
POBHU3YaJIN3aI[MOHHBIX METO/10B MIOKAa3aJu, YTO
JATEHTHBIN MTEPUOJI OT Havaia THOeTl HUTPO-
CTPHAPHBIX HEHPOHOB J0 MOSBICHUS TEPBBIX
JIBUTaTEJIbHBIX PACCTPOMCTB cocTaBisieT 6-7
aet [42, 53]. JlaBHO WM3BECTHO, 4TO Ijs 00-
ne3Hu [lapkuHcoHa XxapakTepHO U30upaTesnb-
HO€ IMOpaX€HUE MUTOXOHIAPUU HEUPOHOB
substantio nigra, 4TO COMPOBOKIACTCS ACPHUITH-
TOM BBIpaOOTKHM Jo(daMHHA U alleTUIIXOINHA
[13,43,49,50]. U xots Bepudukamus OpiBaeT
3aro3nanoii [30, 41], B iMarHOCTHKE 11O OOJIb-
el YacTU OMUPAOTCA Ha KIMHUKY. [1o mpo-
¢dbutro mpeo6I1aaroIX CAMIITOMOB pa3anda-
0T aKHHETUKOPHUTHUHYIO, PUTHIHOIPOXKA-
TEJIBHYIO, IPOXKATEIbHYIO GopMbl [2, 13, 67].
VY 0onpUIMHCTBA B OCHOBE HAauyaJIbHOM CTaquu
JIKUT HApyIICHUE CBI3U MEX Ty Oa3abHBIMH
TaHTJIUAMHU U JTOOHOM KOPOM C pa3BUTHUEM €€
BTOPUYHOH NUCPYHKIHMH; IO MEpE MpOoTrpec-
CUpPOBAHUS IPOILIECC pacHpoCTpaHsIeTcs Ha
JTUMOUYECKYI0 CUCTEMY M KOPY T'OJIOBHOTO
mo3ra [40, 60, 88, 99]. Knuanyeckas kapTruHa
HE OTPaHUYMBACTCS IBUTATEILHBIMU HApYyIIIe-
HUSMH (TUTIOKUHE3UEH, PUTHIHOCTHIO, TPEMO-
pPOM BO BpeMst OpUThs, YUCTKHU 3yOOB, TUCTO-
Huei) [91]. CekTp HEMOTOPHBIX PACCTPOUCTB
BKJIFOUAET aHOMAJIMH CHa (MH-, Iapa-, THIep-
COMHHUIO) - YaCTOTa BOSHUKHOBEHUS JHEBHOU
COHJIMBOCTH BO3PAaCTaET 10 MEpPE YBEIUUEHHUS
nauTenpHocTH 3aboneBanus [13, 31, 54, 60,
63]. U3MeHeHust CTPYKTYpbl CHa COYETAIOTCs
C CEHCOpPHBIMU (00JAMHU / MapecTEe3UsIMU),
AMOIMOHAIBHBIMU, ICUXOTUIECKUMH, CEKCY-
aNbHBIMH, BET€TaTUBHBIMHU [CATIBHOCTH KOXK-
HbIX TOKpoBOB, nuchyukuus XKT, nuzypus,
YCUJIEHUE COHJIMBOCTH, CABUI TEPMOPETYsi-
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uuu [6, 40, 47, 56, 91, 99] HapymeHusIMu
BIUIOTh 110 JE€MEHIIMH, MapaHONHU, TaJlTIou-
Hanuit [10, 56, 99]. Orcrona Hanboee TIXK-
KUM TPOSBICHUEM JAHHOUW MATOJOTUH BBIC-
TyNarT KOTHUTUBHBIE paccTpoiicTBa (Openo-
BbI€ UJIEH, paclajl peuH, 03ByuyrnBaHuE OOpBIB-
KOB (ppa3) [7], mo3aHEE KOHTAKT C OOJIBHBIM CO-
BceM yrpaumBaetcs [10]. Cpeau sTamoB au-
3aJlanTalMi NalMeHTa BBIICISIOT 5 CTaaui :
yke Ha 3-eil oOHapy)uBaroTCs QYHKIHOHAIIb-
Hbl€ OrpaHHUYEHUs B paboTe, HA 4-01 - maru-
€HT MOJIHOCTBIO 3aBUCUT OT OKPYKAIOIIUX, HO
MOJET CTOSITh, XOJAUTh 0€3 MOCTOPOHHEN TTO-
MOIIU; MOCHEAHSAS CTalUusl XapaKTepus3yeTcs
TeM, 4TO OOJNBbHOW MPHUKOBAaH K mocTenu [3].
OOuuii pucKk CMEPTHU IPHU JAHHOUM MATOJIOTUH
3HAYUTENbHO BbIIIE, YEM B COOTBETCTBYIOLIEH
BO3pacTHOU momyisiiui. OCHOBHAS IPUYHHA
- yTpara MOOMJIBHOCTH, YTO CIIOCOOCTBYET
pPa3BUTHUIO 3aCTOMHBIX SIBJICHUWA B JIETKHUX,
TpoM0O000Opa30BaHHUIO, YTSHKEIICHHIO JIETOYHO-
CepACYHOI HEIOCTATOYHOCTH, YCYryOJeHUIO
MeTabOJIMUEeCKUX PACCTPOICTB B 3HAOKPHUH-
Ho cucteme [47]. IMeHHO coMaTHUKa B TIPO-
BOILIMPYET JieTaidbHbli ucxon [30, 38].

Takum 06pa3zom, MHOT000Opa3ue MexaHus3-
MOB Pa3BHUTHUSI MUTTOXOHIPUAIBHOU THUCHYH-
KIIMU ¥ YHUBEPCAJIbHOCTh IPUHIUIIOB €€ y4a-
CTHUS B MATOT€HE3€ Pa3INuHbIX HEHpOodereHe-
PAaTUBHBIX U MUOKapAUAIBHBIX U3MEHEHUU
00yCJIOBIMBAIOT OJJTHOBPEMEHHO CXOJCTBO M
MHOTOJHUKOCTh KJIMHUYECKHUX MPOSBICHUMN
MUTOXOH/IpUAJIbHBIX 3a00JI€BaHUM, UTO MpeI-
CTaBJISIET 3HAYUTEIbHBIA HayYHO-IIPAKTHYEC-
KUW uHTEpeC Mg GOPMHUPOBAHUS CTPATETHH
UX TPO(DUIAKTUKU U KOPPEKITUH.
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