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SAI AAKA

XO

PEV TEHTVIRE TOHA

MPOWAO NOYTU AeCaTb AT C Tex Mnop,
KaK y4eHsle MAeHTUONUMPOBAAN FeH, OT-
Be4aloLLNIA 33 pa3suTre xopeu MeHTUHr -
TOHa. OAHEKO AO CUX MOP HesCHO, Kak
MYTaHTHBIVI FeH OKa3blB3eT CBOe pa3py-
WNTeAbHOe BO3AelcTame

IToHayary 4YE€IOBEK BBIVIAAUAT BIIOJHE
3/I0POBBIM, JIMIIb U3PEIKA HA JIMLE TTOSAB-
JIAIOTCA CTPAHHBIE IT'PUMACHL 34T€EM OHHU
CTAHOBATCS BCE OOsEee 3aAMETHBIMH, BO3-
HHUKAIOT XdOTUYHbIE HENPOU3BOJIbHBIE
JIBIDKEHHSA, OCOOEHHO APKO BbIPAKEHHBIE
IPH IICUXOJIOTUYECKON WIH (PU3UUECKO
Harpyske. ITozke NoAB/IAETCA TAHLYIONAsd
IOXO/IKA — KAXKETCA, YTO YEJIOBEK IIPOCTO
BBIIIWJI HEMHOI'O JIMIIHETO, 3aTEM <«TaH-
LIbl> IIOBTOPAIOTCA BCE YAILIE U CTAHOBAT-
€51 BCE 60JIEE MyYUTEIBHBIMU. Y 60JIBHOT'O
CHMDKAETCA UHTEJUIEKT, OH HE MOXKET BbI-
IOJTHATD TIPOCTYIO MOBCEJHEBHYIO Pa00-
Ty. Ha 6051ee no3pHux Ccrajusax HACTyIa-
IOT a0aThd, Pa3gpaKUTENIbHOCTb U,
HAaKOHEIL, — CJIAa60yMHE U IICUXO03. OTIN-
YABHIMICSA MPEXKAE OTMEHHBIM 3710POBb-
€M JKU3HEPAJOCTHBIN YEIOBEK NPEBPA-
LIAETCA B XKAIKYIO O€3KU3HEHHYIO TEHb.

TaxoB 3710BemMit nopTper xopeu len-
TUHI'TOHA, HACIEJCTBEHHOIO 3200/1€Ba-
HHSI, HACTHUI'AIOIIETO YEJIOBEKA B BO3PAC-
Te or 30 no 40 ner. DPPEKTUBHOTO
JIEYEHHUsI HE CyHIECTBYET. bonesHb mes-
JIEHHO, HO HEYKJIOHHO IIPOI'DECCHUPYET,
NIPUBOAUT K IIOJHOM HHBAIMAHOCTHA
n rubemm 4vepes 15-20 ner. Hecmorps
HA TO, YTO IOPAXKAETCA MNPEXKIE BCErO
LICHTPA/IbHAA HEPBHASA CHUCTEMA, OOJIb-
HOW YMHUPAET OT CEPAECYHON WJIN JIETOY-
HOH HEJOCTATOYHOCTH, TIOCKOJIbKY 4acC-

OneHa KaTtTtaHeo, AopoTtest PuramoHTu, Knapa UykaTto

TO OBIBAET NPHUKOBAH K IOCTEIH, JIUOO
OT YEPENHO-MO3I'OBbIX TPABM, BO3HUKA-
IOIIMUX B PE3YJIBTATE YACTBIX MaJCHHI.
Ien, Myranimn B KOTOPOM TIPUBOJAT
K Pa3BUTHIO XOpeW IeHTHHITOHA, ObLI
UAEHTUPUIMPOBAH B 1993 I. yueHBIMU
M3 PA3HBIX CTPAaH, B TOM 4nucie JHrenm-
com Iyzeton (James E Gusella) nz Mac-
Ca4yCETCKOI'O T'OCHUTAIA OOLIETO IIPO-
¢una B 1. Yapae3-tayd U PpaHCUCOM
Kommnzom (Francis Collins), KOTOpBIi
B TO BpeMsA paboTas B MHUYMIAaHCKOM
yHHuBEpcUTETE B AHH-ApOOpe. Bckope
MOABUJIMCH MOJIEKY/IAPHO-TEHETHYECKUE
TECTBI, MO3BOJAIONE OOHAPYKUTbH My-
TAHTHBINA I'€H y WIEHOB CEMbU, B UICTOPUH
KOTOPOHW BCTPEYAIMCh CTPAAaABIINE
3TUM HeAYrom. ITOCKOIbKy O0NIE3Hb AB-
JIAETCA AyTOCOMHO-JOMHUHAHTHOM, JIIO-
OOM WIEH CEMBH, YHACIEAOBABIINI aHO-
MaJIBHBIM T'€H, HEWU36EKHO 3200JIeBACT
M C BEPOATHOCTEIO 50% mepenaer ero
KQKIOMY M3 CBOMX JleTed. OIHAKO Jajie-
KO HE BCE COIVIAMAIOTCA IIPOUTH TECTH-
pOBaHUE, MHOTUE MPEAITOYUTAIOT I10J1A-
raThCsA HA CJIy4ail ¥ HUYETO HE 3HATb.
VdeHble pasbACHAIOT OOJbHBIM, KaK
paboTaeT MyTAHTHBIM I'€H, KAK yMEHb-
IIUTHh €rO BPEJOHOCHOE JencTBUE. ECTh
JIAHHBIE, YTO MyTALVsA, ABJIAIOIAACA IIPH-
YMHOM OOJIE3HU, UMEET JABOSAKUUA (-
(PEKT: AHOMAIBHBIN OENOK, KOJUPYEMBIH
MYTAaHTHBIM I'€HOM, HE TOJIbKO OKa3bIBa-
€T TOKCUYECKOE JIEUCTBHE HA HEPBHBIE
KJIETKH, OH YK€ HE CIIOCOOCTBYET, KaK
paHblIe, CHHTE3y OAHOIO M3 OCHOBHBIX
(akTopoB pocTa, 1 6€3 ITOro (pakropa

OCTAETCA OYEHb BAKHBIN OTAEA MO3Ta. P

BoAe3Hb HacTuraeT 4eAoBeKa B CaMOM
pacuseTe CUA: NOSIBASIIOTCS CTpadHHble
rpMachl, Henpon3BOAbHble X3aOTW4HHbIE
ABVDKEHWS!, TaHUYIOLWLES NMOXOAKE, NCUXW-
Yeckne OTKAOHeHMSs. B KOHue KOHUOB
>KN3Hb DOABHOMO CTEHOBUTCS HEBLIHOCK-
MOW. A B OCHOBE N3TOAOMUWN AEXUT yBe-
AMHeHe HMCAa NOoBTOPOB N3 Tpex HyK-

ABOTUAOB — LUNTO3UHa-3AEHVHa-MY3aHNH3
(CAG) - B monekyne AHK,
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OIBITEI HA JKUBOTHBIX U IIEPBBIC KJIMHHU-
YECKHE MCHBITAHUS HA YEJIOBEKE AIOT
OCHOBAHUS TIOJIATATb, YTO BO3/CHCTBUE
MOYKHO YACTUYHO KOMIIEHCUPOBATD, BBO-
JI1 B OPIaHU3M HEJOCTAIONMUI (PaKkTop
pocra. Ho BCe, 9TO CErojiHsi U3BECTHO
O maroreHe3e 607e3HU [eHTUHITOHA, —
JIAIIB YACTh CJIOKHON KAPTHUHBIL, HA KOTO-
POI1 E€I11€ MHOT'O OEJIBIX IISITEH.

OT xopeun NeHTUHIrToHa

K reHy reH-TUHrTuHy

CBOMM Ha3BaHHEM OOJE3Hb OOs3aHA
ncuxuarpy ua Oraiio xopmxy len-
THUHITOHY. B 1872 1. OH OAPOOGHO ONH-
CaJ1 HEOOBIYHOE HACJIE/ICTBEHHOE 3260-
JIEBAHUE, KOTOPOE HAOIIONAI Cpeaun
WIEHOB OAHOHN ceMbu M3 Hpro-HMopka.
OCOBEHHO OpOCAIHCH B IJ1a3d JIBUTa-
TEJIbHbIC HAPYIICHUS — OBICTPHIC XA0-
THUYHBIC JIBIDKCHUS, TAHIYIONASA TIOXO/I-
Ka. DTU CHUMIITOMBI U a7 Ha3BaAHUE
OONIE3HN — XOpes, OT TIPEUYECKOTO
choros — Tanel,. CerojiHsa xopes [eHTHHT -
TOHA — OJHO M3 CAMBIX PACIPOCTPAHECH-
HBIX 3200JICBAHUHM MO3Td, BCTPEYAIO-
muxcs ¢ yacroroi 1 Ha 10 000.

B ocHOBe 601€3HM JIEXUT ATPOphHUE-
CKMU IIPOLIECC B HEMPOHAX MTOJIOCATOrO
TeJa, CTPYKTYPBL, PACIIONIOKEHHOH B IITy-
OMHE MO3ra M BXOJMAIIECH B COCTAaB Oa-
32JIBHBIX I'AHITINEB. B HOpME 3TH HEUPO-
Hbl <«OT(OUJIBTPOBBIBAIOT» CHUTHAJIBL,
IMOCTYHAIOIINE B ABUT'ATE/IBHYIO 30HY KO-
PBI TOIOBHOI'O MO3ra. Korma oHu oTMH-
PAIOT, T4 30HA YPE3MEPHO AKTUBU3UPY-
€TCA, YTO IPHUBOAUT K XAOTHYHBIM
HEIIPOU3BOJIbHBIM JBIDKCHUAM. [Touemy
IIPU 3TOM BO3HUKAIOT IICUXUYCCKUEC HA-
PYILIECHHS — HE BIIOIHE SICHO.

Ten xopen IeHTHMHITOHA, KOAUPYIO-
WA 6EJIOK TEHTUHITHH, HAXOAUTCS Ha
KOHIIE KOPOTKOI'O Iuieda 4-i XpOMOCO-
Mbl [eHbl — 310 cermenTh! JJHK, B KOTO-
PBIX B 3aKOJUPOBAHHOM BHJE COAEP-
JKUTCS  uUHoOpManusgs O  OeJIKax.
TeneTnyeCcKni Ko/ COCTOUT U3 YEThIPEX
«OyKB> — 430THCTBIX OCHOBAHUI aJI€HHU-
Ha (A), TumuHa (1), nurosnna (C) U rya-
HuHa (G). B georinoi ciimpanu [JHK st
OCHOBAHMA COEJIUHAIOTCA JPYI' C IPYIOM
ONIPEIEIEHHBIM 00pa3oM: A o6pasyer
1apy — «II€PEKIAAHUHY> B BHHTOBOI JIECT-
nuie JHK — ¢ 7,a G — ¢ C. (Korzja kinerke
HY’KHO CHHTE3UPOBATH KAKOU-TO OEJIOK,
JIBOMHASA CIIUPAJIb CJIETKA PACKPYYHUBAET-
CAd B HYKHOM MECTE€ M KOMILIEMEHTAP-
HbBIE LIENM PACXOJATCS, TAK YTO KIETOY-
Hasd MAallMHA, OCYHIECTBIAIONasd CUHTES
O€/Ka, MOJKET CYMTBHIBATD 3aKOJHUPOBAH-
Hyio B JJHK unndopmanuio.) Kaxayio ns
20 aMUHOKMCJIOT, U3 KOTOPBIX COCTOAT
O€ENKH, KOAUPYIOT TP OCHOBAHUS, 103~
TOMY KOJ] HA3bIBAETCS TPUILIETHBIM.

WpenTuruunpoBas T€H 2eHmuUH2INuM,
Y4EHbIE OOHAPYKUJIH, YTO JAKE Y 340PO-
BBIX JIIOJEI €r'0 HYKICOTHHAA MOC/IEN0-
BATENbHOCTD, JOUIA IO OINPEAEIEHHOIO
MECTA, HAYUHAET <«3AUKATBCA», TTIOBTOPAA
TPHUILIETHOE CI0BO CAG oT 9 10 35 pa3
(IIOBBIIIEHHOE YHUCIIO TPUHYKIEOTUHDBIX
IIOBTOPOB BCTPEYAETCA U B APYIUX I'E€HAX
1 ACCOLMUPYETCS C PA3TMYHBIMU JIET€HE-
PATUBHBIMU 3200JIEBAHUAMHU, TAKHUMH,
KaK MMOTOHHYECKas guctpodwms). Ho
y 60JIBHBIX XOpeer [EHTHHITOHA — YHUCIIO
IOBTOPOB jgocTuraer 250! [Tpumeuaresib-
HO, 4TO 4YE€M OHO OOJIblIE, TEM PaHbIIE
pa3BUBAETCs 60J1€3HD. [T0 HEACHBIM TTOKA
IIPUYMHAM B DALY TTOKOJIEHHMI, COCTABJIA-

OB30P: XOPES1 TEHTUHITOHA
o Xopes MeHTUHI TOHa — HaCAeACTBEHHOe 3aboneBaHVe, 0BYCAOBAEHHOE MyTauvien
B FeHe NOA Ha3BaHVeM MeHTVHITUH, KOTOPHIN HaXOAMUTCS Ha KOHLIE KOPOTKOrO NAeYa

4-11 XPOMOCOMBI.

® HocuTenen Ae®eKTHOrO reHa MOXHO BbISIBUTL C MOMOLLLIO FreHeTnYeckoro TecTa,

HO NOMO4b M NOKa HEBO3MOXHO.

® \VyTaHTHbLIN FeH COAePXNT OFPOMHOE HUCAO NOBTOPOB CAG, HTO NPUBOAUT K CUHTE-
3y MYT@HTHOIO BeAKa FeHTUHITVHE C N3BLITOYHEIM KOANHECTBOM OCTaTKOB MY TaMUHA.
® MyTaHTHbIN BeAOK, NO-BMAMMOMY, OK83bIBeT TOKCUHYeCKOe AeNCTBME Ha8 OAUH 13
KAIOHeBbIX OTAEAOB TOAOBHOrO M0o3ra. KpomMe TOro, oH DOAble He MOXeT «BKAIO-
4aTb» FeH O4eHb BaXXKHOro AAS MO3ra @akTopa pocTa.

IOIMUX OIHY CEMBIO, ITPOTSHKEHHOCTD y4ua-
CTKA C aHOMAJTBHO OOJIBIITUM YHCJIOM TO-
BTOPOB YBEJIMYMBAECTCS, IIPUYEM OCOOEH-
HO OBICTPO, KOIJIA MYTAHTHBIH T€H
HACJIEAYETCA 110 OTIIOBCKOU JIMHUU.

Teopun n rmnoTes.l
Tpuruier CAG KOJUPYET AaMUHOKHUCIIOTY
IyTaMHAH (€€ 0603HaA4aI0T OyKBOU Q),
I103TOMY y OOJIBHBIX XOpeer [eHTuHITO-
Ha 6€JIOK T€EHTUHITHH COJAEPIKUT ITOJIH-
IJIyTAMHAHOBBIM CEIMEHT JUIMHOI Ooee
36 3BeHbEB. HO mMOYeMy 5TO MPUBOAUT
K CTOJIb TPATUYHBIM ITOCIEACTBUAM?
[Ipome BCEro NpeAnoIOXKUTDb, YTO
O€JIOK C aHOMAJIBHO OOJIBIIUM YHCJIOM
OCTATKOB () HE MOXKET HOPMAaJbHO
(PYHKITMOHHUPOBATb. OIHAKO T'UIIOTE3A
«yTpaThl (PYHKIIUK» ObLIA OTBEPIHYTA,
ITOCKOJIBKY YK€ B PAHHUX MCCIIEJOBAHH-
AX OOHAPYKHIJIOCH, YTO TEHTUHI'THH CHH-
TE3UPYETCA HE TOJIBKO B KJIETKAX MOJIO-
CaTOro TENad, HO U B JIPYIUX OTAENax
MO3I'd, HUKAK HE CBA3AHHBIX C 3200/1€Ba-
HueM. KpoMe Toro, y KaKJoro 4ejioBeKa
HUMEIOTCA JBE KOIMU JIIOOOTO I'€Ha: OHY
OH TIOJIy4Ya€eT OT OTLA, IPYI'YIO OT MAaTEPU.
OjgHa M3 KONUII I'€Ha TI'€HTUHITHHA
y OOJIBHOT'O CKOpEE BCETrO Oy/IeT HOP-
MQJIbHOW, U B KJIETKaX OyJeT CUTEH3H-
pOBATBHCA JOCTATOYHOE KOJHUYECTBO
ITOJIHOLIEHHOI'O Oesika. M3BecTeH u Ta-
KOM (PaKT: y OOJIBHBIX C CUHAPOMOM
Bonbgpa—-Xupmopna (peakoro 3zadose-
BaHMs1, OOYCIIOBJIEHHOT'O OOLUIUPHOM Jie-
JIEUEN KOHIIA KOPOTKOro 1uieda 4-i1
XPOMOCOMBI BMECTE C I'€HOM I'€HTHHI-
THHOM) HHUKAKHMX CHMIITOMOB XOpPEH
TeHTHHI'TOHA HE HAOJIIOJAETCS.
CornmacHo JpPyrou TarnoTe3e «M3MeHe-
HuA (PYHKIUW», MyTallUd B I'€HE T'€H-
TUHI'TUHE IIPUBOJUT K CUHTE3Y TOKCHY-
Horo 6eska. Hajmnume npoTsaskeHHOro
ITOJIMIJIYTAMUHOBOTO Y44CTKA M3MEHAET
KOH(POPMAIIUIO OEJIKA, U OH CKJIIEUBAETCS
C ApyrumMu 6enkamu (Ipexae BCEro
C HOPMAJIbHBIM I'€HTUHI'THHOM) U BBIBO-
JIUT UX U3 CTPOsL. DTO OOBICHIET U TOT
(paKT, YTO MYTAHTHBIN I'€H HACJIEAYETCA
10 AyTOCOMHO-JOMHUHAHTHOMY TUITy. ITOo
MHeHHIO Makca Ilepyrma (Max Perutz)
13 KeMOpH/pKCKOM 1ab0paTopun MoJie-
KyJISIpHOI 6mnosorun CoBeTa MEIUIINH-
CKHX HCCJIEJOBAHUH, IOIUIIYTAMHUHO-
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Kopa
rOAOBHOIO
mo3ra

JKenyao4yek

MNonocaToe Teno

ATPOGUHECKU NPOLIECC 3aXBaTLIBAET B OCHOBHOM NOAOCATOE TeAO — HaCTb OTAGA3 MOAOBHOMO MO3ra, Ha3biBaemoro 6a-
33aALHBIMY FAHFeAVSAMN. Y AIOAGY, YMEPLUNX HEe OT XOpeu MeHTUHITOHE, NOAOCATOe TeAO B LeAOCTU U COXPaHHOCTW (CAeBa);
COBCEM APYroV BUA UMeeT MO3I BOAbHbIX, YILEALIVX U3 XW3HW OT 3TOW CTpaliHON BoAe3HW (cnpasa).

BBIC YYACTKH MYTAHTHOI'O T'€HTHHI'TUHA
VKIT4/IBIBAIOTCS C OOPA30BAHUEM TAK Ha-

3bIBACMOT'O b-C/104, 2, KAK H3BECTHO,

)
MMEHHO 3T4 CTPYKTYPa OTBETCTBEHHA 32
06pa3oBaHuEe OEJIKOBBIX KOMIIJIEKCOB.
Opux Bankep (Erich Wanker) us 6ep-
JMHCKOro MHucrutyra Makca JensOpio-
Ka, xuin Berrre (Jill Bates) ua rocrimra-
st Tou B Jlonone u Mapuan [Iudurina
(Marian DiFiglia) m3 MaccadyceTcKkoro
rocrmTasns oouero npodwist B bocrone
OOGHAPYKIIN ATPEraThl MyTAHTHOTO I'€H-
THUHI'THHA B MO3I'C MBIIIH, 4 TAKKE B MO3-
re 6OTBPHBIX, YMEPIITHX OT 3TOTO HEAYTA.
Ho moueMy arperatsl T'€HTHHITHHA
BBI3BIBAIOT HEBPOJIOTUYECKUE CUMITTO-
MBI, XaPaKTEPHBIC /I XOpeu [eHTHHT -
TOHA? DTOT BOIIPOC OCTAETCS 6€3 OTBE-
Ta. COIJTACHO OJHOW W3 THUIOTE3,
MIPOTEACOMEI, KJIETOYHBIE OPIaHEIUTH,
paspymamomue BBILIEAININE M3 CTPOSA
WM TOKCHUYHBIE OEJIKH, HECIIOCOOHBI
PACIIPABIATHCSI C MyTAHTHBIM T'€HTHHTI-
TUHOM BCJIEICTBUE €TO HEOOBIYHON
KOH(pOpMALMHU. B pesynsrare anoMajb-
HBIM O6CJIOK HAKATUIMBACTCA B KICTKAX
u youBaeT ux. Ho mouemy mpu aTOM
CTPAZA€T TOJBKO OAHA CTPYKTypa I'O-
JIOBHOTO MO3Ta — II0JIOCATOE TENO? ECTh
U IPSIMO ITPOTUBOIIOJIOKHBIC TUITOTE3BI,
COTTIACHO KOTOPBIM aTrPETraThl HE TOJIBKO

HE OTBEYAIOT 32 MATOJIOTHIO, HO U 06€eC-
[ICYUBAIOT KJICTKY HEKUM 3aITUTHBIM ME-
XAHU3MOM, IPEIOXPAHSIONINM €€ OT TO-
KCHMYECKOTO JIEUCTBUS TOIUTTyTAMUHA.
Tak Win WHAYE, UCCIIEOBAHUE POJIH aT-
pEraTos — KJIOYEBOH MOMEHT B BbISICHE-
HHUM [OATOTE€HE32 XOpeu IeHTHHITOHA.
A TIOMCKH CIOCO60B, TO3BOJISTIONTHUX U3-
6eXaTh MX OOPA30BAHUE WIU PA3PYILIUTH
YK€ CYIIECTBYIOIIHUE, MOTYT IIPHUBECTH
K CO3/IaHHIO JIEKAPCTBEHHBIX ITPEMAPATOB,
CITOCOOHBIX IIPOTUBOCTOSITH OOJIE3HMU.

Emie ogHO HamnpaBlI€HUE MCCIEI0BA-
HUM — WJIEHTU(HUKALIMS BEIIECTB, 0O6pa-
3YIOIIUXCSI TOJBKO B ITOJIOCATOM TEJE
U B3aMMOJIEUCTBYIOINUX C I'€HTUHITU-
HOM. BXO/Is1 B COCTaB arperaTos, OHU MO-
I'YT BJIMATH HA UX TOKCUYHOCTD. YK€ HAM-
JIEHBl TPU TPYIIIBl OEJIKOB, KOTOPBIE
CBA3BIBAIOTCA C T€HTHHITHHOM, HO HU
OJINH U3 HUX, ITO-BUINMOMY, HC OTBCYACT
32 TOKCUYHOCTh MYTAHTHOTI'O T'€HTHHI-
THHA. He momydyeH u oTBeT Ha BOIIPOC,
MOYEMY aTaKE TOABEPTralOTCS TOIBKO
KJIETKH TTOJIOCATOTO TEJA.

«CAy>kKba cnaceHus» mo3ra

YTO6BI PA3ra/IaTh TOJIOBOJIOMKY, MBI M Ha-
1111 KOJUIETH, B TOM yncie CKoTT Lleinma
(Scott Zeitlin) 13 Koymym6HICKOro yHUBED-
CUTETA, 3aHAIMCh HU3ydeHHEM (DYHKIIUNA

HOPM4JIBHOI'O TEHTHHITUHA. CHAYaId MbI
MONBITAIUCh BBECTH B HEHMPOHBI, BbIPA-
LIEHHBIE B Ky/IBIYPE, JTMIIHUE KO HOP-
MJIBHOI'O T'€HA U €I'0 MYTAHTHBIX (POPpM
U IIOCMOTPETD, K KAKAM ITOC/IEACTBUAM 3TO
MPUBEZET. BBIACHUIOCD, YTO KJIETKH, CUH-
TE3UPYIOMNE HOPMAIbHBIN T'€HTUHITUH
B U30BITOYHOM KOJIMYECTBE, BBIKHUBAIOT
B HEOJIATONPUATHBIX YCJIOBUAX, B KOTOPBIX
OOBIYHBIC KJICTKH MOTHOAI0T. bosee Toro,
TEHTUHI'TUH IIPEJIOTBPALIACT aIlONTO3 (34~
IIPOIPAMMHPOBAHHYIO I'MO€EIb) HEHPOHOB,
OJIOKHPYA KACKA/] MOJIEKYJIAPHBIX IPOLIEC-
COB, KOTOPbIE OOBIYHO K HEMY IIPUBOJAT.
MbI TIpUIIA K BBIBOJY, YTO B HEMPOHAX
HOpMzUIbeIﬁ TCHTHUHI'THUH BbIIIOJIHACT
(DPYHKLIMIO CIIACATEIIA.

LeATnmH ¢ KOJUIeraMu IPO/BUHYIMCh
€lIE AaJIbIIE: OHU CO3JAJIA TAK HA3bIBAE-
MBIX <«HOKAYTHBIX» MBIIHCﬁ, Y KOTOPBIX
06€ KOINM I'€Hd T€HTUHITUHA <«BBIKJIIO-
YAJIMCh», KAK TOJIbKO JKUBOTHBIE JOCTH-
T'aJIA 3PEJIOCTU. Y TPBI3YHOB C HHAKTUBH-
POBAHHBIM I'€HOM MPEKPAMAICA CUHTES
TFEHTUHITHHA U BO3HUKAIM CEPLE3HBbIE
MO3I'OBbIE HapyHmeHMs. Brokuposanue
CUHTE3d IFEHTUHITUHA Y )KUBOTHBIX Pa3-
HOI'O BO3PACTa INPHUBOAMIO K I'Mbenn
HENPOHOB MO3I'd B PE3Y/IBIaTe allONTO34.
Kpome Toro, y mbimei ¢ geduiuarom
HOPMAJIBHOI'O 'TCHTHUHI'TUHA ITOABJIATIVICH

B MNPE HAVYKW

45




BVNOTEXHOAOIM NN

TAKUE K€ HEBPOJIOTMYECKHUE CUMIITOMBI,
KaK U Y MBIIIEH, CUHTE3UPYIOIINX MY-
TAHTHBIA OEJIOK. DTO O3HAYAET, YTO OT-
CYTCTBUE HOPMAJIBHOT'O I'€HTHHITHHA U
CHUHTE3 I'€HTHHI'TUHA MyTAHTHOI'O — JIBE
CTOPOHBI OJTHON MEJTAIH.

[1bITAsICh Pa3raiaTh, IOUYEMY CTPAJAIOT
TOJIBKO HEMPOHBI TIOJIOCATOTO TENA, MbI

OOPATWINCH K U3Y4EHUIO HEHPOTPOITHO-
ro BemecTsa BDNF — (pakTropa pocTa, He-
OOXOAMMOIO I PA3BUTUA HEUPOHOB
I1I0JIOCATOI'O TEJIA U UX HOPMAJIbHON pa-
60T1bl. OOBIYHO BDNF CHUHTE3UPYETCS B
TeJle HEMPOHOB KOPBI I'OJIOBHOI'O MO3Ta
A 34TEM IIEPENPABIAETCA B IIOJIOCATOE
TEJIO IO BOJIOKHAM, COCJUHAIONNM 3TH

MOAEKYASIPHBIE OCHOBbI XOPEWN TEHTUHI TOHA

OTAENbl MO3rd. M MBI TOAyMaJIA: MOXKET,
CYHIECTBYET KAKASA-TO CBA3b MEXKJY I'€H-
TUHI'TUHOM U BDNF?

Bckope Mbl O6HAPYKUIN HHTEPECHYIO
BEIb: HOPMAIbHBIM T€HTUHITHUH CIIOCO0-
crByeT cunTe3dy BDNF B HEMPOHAX, pac-
TYHIUX B KyJbrype. B uactHocty, oH
«BKJIIOYAET> TI'€H, Koaupywomun BDNF,

ECTb pa3Hble rMnoTessl NPONCXOXAEHUS XOpewn [eHTUHITOH3.
[eH FeHTVHITVH, MyTaUn B KOTOPOM NPWBOAST K 3TOMY 3a-
BOAEeBaHWIO, B HOpPME COAEPXKUT OT 9 A0 35 nosTopoB CAG.
B aedekTHOM reHe ux ropasao 6onblwe — oT 40 ao 60. Kak
11 BCSIIKNIA APYTOW MeH, FeHTUHITUH TPaHCkpubrpyeTcs C 06-
pa3oBaHvem maTtpudHon PHK (MPHK), Ha koTopow 3aTtem
CUHTe3mpyeTCsl BeAOK FeHTUHITUH. [10CKOAbKY CAG KOAUPY-
€T 3aMUHOKWNCAQTY MAYT3MWH, B MyT3HTHOM DeAke reHTUHrT-

HEe NOYBASIETCS NPOTSXKEHHBIN YHACTOK, COCTOSLLUNM TOALKO
3 OCTATKOB MYTaMUHA (NOAVNIAYTaMUH). 3TO MOXET npuse-
CTW K TOMY, 4TO BeAok nepecTaeT paboTaTkb (MMNOTe3a «yTpa-
Tl PYHKUWN®), VAM K TOMY, HYTO OH acCOUUMPYET C HOPMaAb-
HBIM FeHTUHITUHOM U BBIBOAWT €ero 13 cTpos (rvnoTesa
«VIBMEHEHUS PYHKLWNY). MOASraioT, YTO arperaTbl FreHTUHN -
TVIHE TOKCUYHBI AAS KAETOK FOAOBHOMO MO3ra. BO3MOXHO, 33
pasBuTVe Xopeu MeHTUHI TOHa 0TBeYaI0T 063 3TN MexXaHK3Ma.
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BNOTEXHOANAOIM NN

Y1 HEUPOHBI HAYMHAIOT UHTEHCUBHO CHH-
TE3UPOBATh (PAKTOP pOCTA. MyTaHTHBIA
JK€ OEJIOK HE OOJIA/IAET TAKUM aKTUBHPY-
IOIIMM CBOMCTBOM. Hanm4ame CBA3u MEXy
BDNF W TEHTUHITUHOM IOATBEPIUIN
U OIIBITHI HA TEHETHYECKH MOIM(PUITPO-
BAHHBIX MbIIIAX. OKa3a7I0Ch, YTO Y I'PbI3Y-
HOB, CHHTE3UPYIOIINX HOPMAJIbHbINA I'€H-
TUHITHH B H306BITOYHOM KOJIUYECTBE,
B MO3I'€ COAEPKUTCS 6osblie BDNF, uem
OOBIYHO, 4 Yy MBIIIENH, CUHTE3UPYIOUNX
MYTAaHTHBII OEIOK, 3TOT'O HE TPOUCXO/IUT.

O6001MB BCE JIAHHBIE, MBI MPUIILIA
K BBIBOJIY, YTO XOpesl [EHTUHITOHA — TO-
Pasnio 60s1€e CIOKHOE 3A00TIEBAHNE, YEM
Ka3aJ10Ch paHee. MyTaHTHBIN 60K 00-
Pa3yeT TOKCUYHBIE arperaTsl, YOUBAIO-
L€ KJIETKU, 4 MO3T JINIIAETCS HOPMAJIb-
HOI'O T€HTHHITHHA, KOTOPBIH OOBIYHO
«BKJIIOYAET> TI'E€H, Koaupytomuil BDNF.
HecoMHEHHO, 311 /1Ba 3 (PeKTA B3AUMO-
CBs13aHbL B 1999 1. yueHsbl€ OITBEPANIN
3TO, TIOKA34B B 9KCIIEPUMEHTAX HA T'€HE-
THYECKU MOJM(PUIIMPOBAHHBIX MBIIIAX,
YTO MYTAHTHBIA I'€HTUHITUH MOYKET BbI-
BOJIUTh U3 CTPOSI HOPMAIbHYIO (POPMY
ITOTO HEJIKA.

YaacTcs Av cnacTu Mo3r?
OCO3H4B BCIO CJIOXXHOCTH XOpeu len-
TUHI'TOHA, MBI CTAJIM UCKATb CIIOCOOBI
ee jJedyeHus1. Bce MMEIONMECs CEroHs
[IPENAPAThI TUIIb CMATYAIOT CUMITTOMBI
U 001aJJaI0T CEPBE3HBIMU TOOOYHBIMHU
a(pdexramu. CelaTUBHBIE CPEJCTBA, TIO-
3BOJIAIONINEC KOHTPOIHUPOBATH HEIPO-
U3BOJIBHBIC  JBWKCHUS, IPUBOJAT
K CHIDKCHUIO YPOBHS HEHPOMEINATOPA
0paMHHA B TOJIOBHOM MO3I'€ U YCUIN-
BAIOT JICIIPECCHIO. AHTHCIIPECCAHTHI
CHHUMAIOT JICIIPECCUIO, HO TIPX ATOM 4ac-
TO BO3BPAIIACTCS XOPECUYICCKASI CUMITTO-
MaTuka. [Ipyu TAUTIOIMUHAIMAX U Opese
OOJIBHBIM HAa3HAYAIOT HEHUPOJICIITUKH,
HO JIWIIIb B OY€Hb HEOOBIINX [1032X, TTO-
CKOJIBKY OHH YCHJIMBAIOT HEIIPOU3BOJIb-
HBIC IBIDKCHUSL. V7K€ HECKOJIBKO JIET IIPO-
BOJIATCA HCHBITAHUS JICKAPCTBEHHOI'O
[penapaTa pruay3oad, MEXaHU3M JICHCT-
BUSI KOTOPOTO HEU3BECTCH, HO €TI0 yXKE
HICHOJIB3YIOT YIS JICUCHUS aMHUOTPO(DH-
YEeCKOTO OOKOBOTO CKieposa. ITpuxo-
JINTCS IPU3HATD, YTO MPENAPAT MAIO3(-
(bEKTUBEH B OOOUX CIIydasIX.

bonee HOBATOPCKUI MOAXO/] — 3aMEHA
MOBPEXKACHHBIX HEHPOHOB C IIOMOIIBIO
TPAHCIUIAHTALUK TKAHEH IUIOAAd WIH
UHBEKIIMU JTNOO MH(PY3UH HEUPOTPOII-
HBIX (PaKTOPOB, Hanpumep BDNF. Yixe
MOJIy4EHBI OOHAIEKUBAIOIINE PE3Y/IBIa-
Tbl. Mapk Ilecuancku (Marc Peschanski)
M €ro COTPYAHMKHA U3 MeguIMHCKON
1mkosibl B Kperent (PpaHIys) TPAHCILIAH-
THUPOBAIM HEHPOHBI IUIOAA B IIOJIOCATOE
TEJO IIATH OOJIBHBIX XOpeer [eHTuHrTO-
Ha, U Y TPEX U3 HUX HAOJIIOJAIOCH 3AMET-
HOE YJIy4IIIEHHE ABUIATEIbHBIX (DYHKLIAI
U IIOBBIIIEHUE UHTEIIEKTA. YTOOBI 060K~
TH 3THYECKHE INPOOJIEMBI, CBA3AHHbBIE
C UCHOJIb30BAHUEM KJIETOK IUIOHA, yde-
HbI€ IBITAIOTCS BBIPACTUTH HEPBHBIE
CTBOJIOBBIE KJIETKH B KyJIbType. OJIHAKO
HE IOJIYYUTCA JIA TAK, YTO MYTAHTHBIA
T€HTHHI'TUH, BBIPA6aTHIBAEMBII HEMPO-
HaMU OOJBHOTIO, BBIBEJET M3 CTPOA
HOPMJIBHBIA O€JIOK, KOTOPBI OYIayT
CHHTE3UPOBATh TPAHCIUIAHTUPOBAH-
HbIE€ HEHPOHBI? [10 3TOM U JPyIrUM Ipu-
YUHAM IEPCIEKTUBBI TPAHCILIAHTALIM-
OHHOI'O METO/IA JIEYEHUA ITOKA HE SCHBDI.

B pesynsrare ONbITOB HA JKHBOTHBIX
OOHAPYKWIOCH, YTO TUOEND KIETOK I10-
JIOCATOTO TeJIA IIPEJOTBPALIAECT LIAIUAP-
HBI1 HEHUPOTPONHBINA (pakTop (CNTF).
Ho He Tak-TO HNpOCTO AOCTABUTL 3TOT
(daKTOP POCTA B FOJIOBHOI MO3I' B JOCTA-
TOYHOM KOJMYECTBE, TAK, YTOObI OH CO-
XPAaHWUJI CBOIO AKTUBHOCTD. Ilpu mepo-
PAJIbHOM BBEACHUH TAKHE OEJIKH, KaK
BDNF v CNTF, pa3pymaloTcsl B 5KEJIyJIKE.
[Ipyn MHBEIUPOBAHMU WIH HUHEPY3UN
OHH HMHOIZA HE MOIYT IIPEOJOJIETh KIIe-
TOYHBIN Oapbep, 3aMUIIAIONUI MO3T

OB ABTOPAX:

OT HEHYKHBIX BEIIECTB, IIUPKYIHUPYIO-
IIUX B KPOBHU. YTOOBI OOOUTH 3TH TPY/I-
IMarpuk D6umep (Patrick
Aebischer) n3 MeJIMIIMHCKON HIKOJIbI

HOCTH,

Jlozanuckoro yunusepcurera (IlIseri-
Lapus) paspadboTal FeHHO-TEPANIEBTU-
YECKUHU Cnoco6: OH MMILIAHTUPOBAT
B IIPABBIN JKEIYJOYEK KAIICYIy C IIOJIy-
IIPOHMLIAEMBIMUA CTEHKAMHU C T€HETUYE-
CKH MOJU(PUIMPOBAHHBIMU KJIETKAMU,
CIIOCOOHBIMU CHUHTE3UPOBATL CNTF.
CHavyaia MeToj; O6bUI ONPOOOBAH HA
HIMMITAH3€E, U KOTja DOUIIEp yoe uiIcs,
YTO M3 KAIICYJIbl HENPEPBIBHO BBICBOOO-
sxkpaetcss CNTF, on BmecTe ¢ [lecuaHCKu
NPUCTYIIHUI K OIIBITAM Ha HEOOJIBbIION
rpynne 60ipHBIX. TOT (PaKT, YTO UMEH-
HO CNTF, a ne BDNF CcTav UCTIBITHIBATH
Ha JIOJAX IIEPBBIM, OOBACHAETCA TEM,
4TO €ro OJaroTBOPHOE AEUCTBHUE HaA
KJIETKH ITOJIOCATOI'O TeIa ObUIO OOHAPY-
JKEHO Ha HECKOJIBKO JIeT panble. Ceri-
49aC HECKOJIBKO I'DYIIT MCCAEAOBATEIECH
IUIAHUPYIOT IIPOBECTU AHAJIOTUYHBbIE
UCTIBITAaHUA C BDNF.

Cnenyer o6paTuTh 0OCO60€ BHUMAHHE
Ha reH BDNF KaK HAa TOTEHIUAJIbHOE Jie-
KapCTBEHHOE CPEACTBO. EC/IM KaKoe-Im-
60 BENIECTBO, MOJOOHO T'€HTHHITUHY,
CMOJKET «BKJIIOYUTDL> 3TOT I'€H, TO yIACT-
Csl KOMIIEHCUPOBATh 3(PPEKT MyTALIUH.
Jymaro, Oyzymiee 3a TAKMMHU JIEKAPCTBEH-
HBIMM IIpENapaTaMH, KOTOPbIE CMOTYT
YCTPAHATb TOKCUYECKOE JIEHCTBUE My-
TAHTHOI'O I'€HTUHITUHA, HE BJIMAA NPH
3TOM Ha CBOMCTBA I'€HTHHITHMHA HOP-
ManbHOTO. IlocTuras Taiiny OOJIE3HU
[eHTUHITOHA, MBI Ja€M HAJEXIy Oyay-
UM ITOKOJIeHUuAM. M

AneHa KaTtaHeo (Elena Cattaneo), AopoTesi PuramoHTun (Dorotea Rigamonti) n Knapa
UykaTo (Chiara Zuccato) paboTaloT B oTaeAeHUr GapMakoAOrn 1 B LieHTpe Helnpo-
AereHepaTuBHLIX HapylweHun npn MuaaHckoM yHusepcuteTe (Tanns). KataHeo -
npodeccop dapmauesTudeckon buotexHoAorn. C 1995 r. coTpyaHn4aeT ¢ KoaAnun-
el N0 MeTOA3M AeYeHUs — MeXXAYH3POAHOWM CCABAOB3TEAbCKOW OpraHu3aunien, NoA-
AepXyBaeMon AmMepukaHckunM obulectBomMm no bopbbe ¢ xopeen E@HTUHITOHA,
1 C UHUUW3TWBHOWM rPyNnov NO AeHeHWUI0 Xxopew MeHTUHITOHa, GUHaHCpyemon MoH-
AOM NO HaCAeACTBeHHbIM 3aboneBaHuam. C 1988 r. — akcnepT VTaAbSHCKOro doHAa
TeneToHa. OH3 YAOCTOEH3 MHOMX HarpaA ¥ NOYeTHbIX 3B3HUI, B Y3CTHOCTW, HAarpa)-
AEH3 MeAaAblo npe3naeHTa Ttaanm Kapao Aasenso Hamnu 38 paboTel NO MCCAeAOBa-
HWIO CTBOAOBBLIX KAETOK U M3TOreHe3a xopeu [eHTUHITOHa. PUramoHTy 1 LlykaTo — ac-
cncTeHThl KaTaHeo v paboTaloT B ee Aabopatopun.
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