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Baw M032 w muaser

HoBble AaHHble NokKasbiBaloT, YTO pa3suUTne
HenpopereHepaTnBHbIX 3a6oneBaHn CBA3aHO

C UHCYJTMHOM

CNAOKO HA A3bIKE, ropbko B M03re: HO-
Bble UCCNEeAOBaHMA NokKasanu CBA3b Mexnay
HenpopereHepaTuBHbIMKM 3aboneBaHUAMMU

n HapyweHunamMun B MO3re,
C UHCYNTUHOM

CBA3aHHbIMU

Hamumﬁ 60JIbHOU guabeToM 3Ha-
€T 0 BAXHOCTH MHCYJIUHA. DTOT
TOPMOH IIOMOT'aeT KJIeTKaM COXPaHATh
caxapa M KHPBl B Ka4eCTBe 3allaca
sHepruu. Korza opraHu3M He MOMKET
€ro IpOU3BECTHU B JOCTATOYHOM KOJIH-
gecTBe (guabet I Tuna), uau xe ecau
HapylleHa K HeMYy 4YyBCTBUTEIbHOCTD
(muaber Il Tuma), pa3BUBaeTCA [EIbIN
OykeT OOJIe3HEH, IOpaKAIOIIUX KPO-
BEHOCHBIE COCyABI U cepaiie. Ho aTo
elre He BCe: HOBBIE UCCJIEOBAHUS 10~
Ka3bIBAIOT, YTO MHCYJIUH KpPUTHUYEC-
KU BajKEH TAKIKe W JJIA Mo3ra — Ha-

PYLIEHUSA CUHTE3a UJIM YYBCTBUTEJIb-
HOCTU K UHCYJIMHY Tellepb CBA3BIBAIOT
C pas3JIMYHBIMH HeWpoJereHepaTUB-
HBIMU 3a0071€BaHUAMU, BKJIIO4Yad 60-
ne3HU Aunbnreiimepa, I[lapkuHCOHaA
u lenTuHrToHA. HetaBHO OBLIO BBISAB-
JIEHO, UTO I'eH, CBA3aHHBIN C IIpoIlec-
CHHTOM MHCYJIMHA, paciojaraeTcs Ha
OJHO! M3 XPOMOCOM B 006JIaCTH, CBS-
3aHHOM C MaPKUHCOHU3MOM.

PaHbIIIe yYeHbIe [oJIarajiy, YTo UH-
CYJIMH BBIPA6aThIBAETCH JHUIIb B IIO/I-
JKEJIyIOYHOM Kejie3e U He UMeeT HU-
KaKOI'0 OTHOIIEHHUSA K I[€HTPaJbHOM
HepBHOU cucteMe. OZHAKO B ceperu-
He 1980-X I'T. HECKOJIBKO HCCJIeloBa-
TEJbCKUX TI'PYIIl OOHAPYMKUIU DTOT
TOPMOH U PEIEeNTOPHl K HEMY B MO3Te.
Oxkasajiochb, YTO OH HE TOJBKO MOMKET
HPOXOAUTH Yepe3d reMartosHnedain-
4yeckui 6apbep, HO TaKkKe B HEOGOJIb-
IIUX KOJHUYeCTBAaX INPOU3BOJUTCH
¥ B CAMOM MO3re.

Bckope 1mociie 9TOro y4YeHBIE OT-
KPBLJIH, YTO NHCYJIWH UT'PAET BAKHY IO
poub B o0ydyeHuHn u namatu. Okasa-
JIOCh, YTO Cpa3y MOoCjJe HHBEKIUU
y JoAed yiaydmniaeTca CIIOCOOHOCTH
BCIIOMUHATh PACCKa3bl U CIIPABIATH-
ca ¢ apyrumu tecramMu. Camo o0y-
YeHHe TaKiKe IIOBBIIIaeT YPOBEHb
HHCYJIWHA: Y KpPbIC, 00y4YalomIuxcs
BBIIIOJIHEHUIO 3aJlauyd Ha IPOCTpPaH-
CTBEHHYIO HaMATb, YPOBEHb 3TOrO
rOpMOHa OBLI BHIIIIE.

Taxue HaGJIOJAEHUA HOATOJKHY-
JIA CIIeNMaIuCcTa M0 NaTOJOTUU MO3-
ra Cro3aHH za ja MoHTe (Suzanne de
la Monte) u ee kojler u3 YHUBEPCU-
Teta BpayHa K ToMy, YTOGBI 3aJaTh-
csd BOIIPOCOM, HE UT'pAeT JU UHCYJIUH
HEKOTOPYIO POJIb B Pa3BUTHUU 00JIE€3HU
AunbrrefiMepa, XxapaKTepHU3YOIYIOCA
TSMKEIBIM PACCTPOMCTBOM MamMATHU. Mc-
cjaenoBaTeId CPaBHUJIM (IOCMEPTHO)
YPOBEHb MHCYJMHA U UHCYJIHUHOBBIX
PeLenTopoB y IAIMEHTOB CO 3J0PO-

BBIM MO3TOM H CTPaJaBIINX 60JI€3HBIO
Anpureiimepa. Ero cpenHuit ypoBeHb
B 06/1aCTAX MO3Ta, CBA3aHHBIX ¢ 06y 4Je-
HUEM U IaMATHIO, GBI B YeThIpe pasa
BBIIIIE B 3JI0POBOM MO3T€, I/Ie K TOMY e
6b1J10 To4TH B 10 pa3 60Jbllle NHCYJIH-
HOBBIX PeleNTOPOB.

«O4eBUAHO, YTO B MO3Te MOTYT BO3-
HUKaTh TOYHO TaKHUe K€ IPOOJIEMEI,
KaK 1 IpU 06BIYHOM uabeTe», — roBO-
puT e 1a MoHTe, Ha3BaBIIad 60JI€3Hb
Anvsureimepa «aguaberom III Tumar.
B nposegenHoMm B 2002 r. ucciaenoBa-
HUU GBLJIO IIOKA3aHO, UTO, IOCKOJIbKY
UHCYJIMH IIPOXOJUT 4Yepe3 reMaTOodH-
nedanudyeckuii 6apbep, fuabeT yBe-
JINYMBaeT BEPOATHOCTh Pa3BUTHA 60-
JIe3HU AJlbIrefimepa IIpUMEPHO B IBa
pasa. [lua6eTUKU TaKiKe HCIBITHI-
BaloT Goubllle IpobsieM ¢ obydeHueM
U IaMATHIO, YeM 3/J0POBBIE JTIOIH.

Jle 1a MoHTe M JApyrue ydeHbIe,
BKJIIOYAs HeHposHJoKpuHoaora Top-
peca AnemoHa (Ignacio Torres Alemon)
u3 uHcturtyTa Kaxana B Maxgpupe,
TaKKe OOGHAPYXKUIU CBA3b MEKIY
6osie3HBIO AsbLITefiMepa U HU3KHUM
YPOBHEM UHCYJHHOIOA06HOro hpaKTo-
pa pocta 1 (M®P-1) u ero perentopos
B MO3T€, CXOAHBIX II0 CTPYKTYPE C HH-
CYJIMHOM U €r'0 PeleNTOpaMU (JaHHbBIN
TOPMOH MOKET B HEKOTOPOH CTeleHU
cBA3BIBAThCA ¢ peuentopamMu HMOP-1
¥ Ha060poT). MBI ITPEAIIOIOKUIN, YTO
6071€3HBb AnbLreliMepa BO3HUKAET U3-
3a TOro, YTO HEPBHBIE KJIETKU JIMIIA-
oTcd nogaepxku UPOP-1», — rosoput
Toppec AnemoH.

B HeECKOJNbKUX HEJaBHUX HCCIIe-
JIOBAaHUAX TaKike Oblla BbIABJIEHA
cBA3b MHcynauHa u UDP-1 c Goies-
HaMu [lapkmHcoHa U 'eHTHUHTTOHA.
Cpeau crpajammux 601e3HbIo ['eH-
TUHITOHA JAUaGeTHUKOB B ceMb pas
GoubIle, YeM B CpeHEM y HaceIeHus,
U II0 KpaiiHel Mepe II0JIOBUHA ITaIleH-
TOB ¢ 601€3HBIO [ITapKMHCOHA UMEIOT
HapylIIeHus MeTabonu3Ma ITI0OKO3bI.
Po6ept Cmur (Robert Smith), augo-
KPHHOJIOT U3 YHUBepcurera bpayHa,
HeJaBHO o6Hapyxua 6ermok GIGYF2,
B3aMMOJIEHCTBYIOIUI C pelerntopa-
MU uHcyJIrHa u UPP-1. [l Toro 4ro-
OBl JIyuIie NOHATh GyHKnuu GIGYF2,
CMUT onIpeJIeJINII IIOJIOKEHHE ero FeHa
B reHoMe 4dejoBeka. Kak oH coobmiua
B allpeJIbCKOM HoMepe American Jour-

B mupe nayku [09] cenmaGpp 2008



CObbITHA, MAKTbI, KOMMEHTAPUHH

nal of Human Genetics, «Mbl BBISIBU-
JIA, 4TO OH OKasaJjicd KaK pa3 B caii-
Te PARKI1 — o6ylacTH XpOMOCOMBI 2,
CBfI3aHHOMU ¢ 6os1e3HbIO [lapKUHCOHAY.
OpHaKo ucciesoBaTelIb TOYHO HE 3Ha-
€T, KaKOBa MOJKET OBITh POJIb 3TOTrO
reHa B pa3BUTUM TIapDKUHCOHU3MaA.
OJHUM 13 CAMBIX CEPbE3HBIX HEpa3-
PEIIEeHHBIX BOIIPOCOB OCTAETCS BOIIPOC
0 TOM, KaK IMEHHO JIe(PeKTHI B CUTHA-
audanuu mHcyianHa u UDP-1 moryt
BECTH K IIOBpeXJeHMNI0 Mo3ra. HekoTo-
pble yUYeHBIe MoJararmT, YTO UHCYJINH
3azleicTBOBaH B o6pas3oBaHUU 60JIb-

X O0eJKOBBIX OJsdIIEeK, HabGII0ma10-
muXxcAd B MO3re IIpu 60e3HU AJbII-
rerimepa u [lapkuHcona. Korga Cmut
co3/1a B J1abopaTOPHBIX YCIOBUAX I10-
BBIIIEHHYIO KOHIeHTpanumo GIGYF2,
o6pasoBajuchk GoJbIINE arperarhl
GIGYF2, y6buBlIne HepBHBIE KJIETKU.
B npyrux mucciieJoBaHUAX ObIJIO BBIAB-
JIEHO, YTO WHCYJIUH MOJYJUPYET CHUH-
Te3 U pa3pylleHue 6eTa-aMuJIonuga —
6eska, 06pa3yomiero 6JIAIIIKY B MO3Te
npu 6ose3Hu Asblrerimepa.

MaJjio KTO U3 y4YeHBIX COMHEBAETCH
B TOM, 9TO WHCYJUH U M®P-1 — Kpu-

TUYECKU BaiKHble (PAKTOPHI PA3BUTHUA
HelpojereHepaTUBHBIX 3a60JIeBaHUM.
MHorue ucciaeoBaTeaIu TPYyLATCA Haj
pa3paboTkoil MeToA0B, KOTOpPBLIE IO-
3BOJIUINA ObI BOCCTAHOBUTH HOPMAaJlb-
HOe (PYHKIUOHUPOBAHHWE WHCYJIHMHA
B HaJIeW/Ie Ha TO, YTO 3TO 3aMe/UIUT HUJIN
Jla’Ke OCTAHOBUT JIeT€HepaIlHIo MO3ra.
Harmpumep, HoKka3aHo, YTO COeTUHEHU,
YCHUINBAIOIIHE PEAKIIUI0 MO3Ta 1 opra-
HU3Ma Ha UHCYJIMH, 0CIabJIAI0T paspy-
IIeHHe KOTHUTUBHBIX (DYHKIIMI Ha paH-
HUX cTaauax 6ose3HU AnpLreiiMepa.
MenuHga YaHHep

yyenee — GBEIM

HacKonbKo NpecTnxHo
B coBpeMeHHOn Poccumn
3aHMMaTbCs HayKom?

Ha 3TOT Bonpoc oTBeTnan 1500 ye-
noBek u3 100 HaceJIeHHBIX ITyHK-
TOB, KOTOpbIE€ IPUHAIU yYaCTHE B OIIPO-
ce, HegaBHO npoBeaeHHOM PoHIOM
«OOIIIEeCTBEHHOE MHEHUE).

B mpesHHe BpeMeHa cTaTyC Ha-
VKU 6BLI BBICOK. CerojiHA, 10 MHEHUIO
44% HaIINUX COrpakJaH, y4eHbIE CTa-
JIA TOJIb30BAThCS MEHBIIUM aBTODPU-
TeToM. IIpex e Bcero B aToM y6exae-
HBI T€, KTO UMEEeT CpejHee CIlellab-
HOE U BBICIIee oOpa3oBaHUe, a TaKiKe
sKUTEeIU MOCKBBI U APYTUX METaroIn-
coB. [IJpumeyaTenbHO, YTO 3Ty TOUYKY
3peHUsd Jallle pas/ieadoT U Te PeCIIOH-
JIEHTBHI, ¥ KOTOPBIX CPeH POJHBIX UIH
3HAKOMBIX €CTb JIIOAY, 3aHUMAaIOIIUecs
HayKo!. [IpOTUBOIOJIO¥KHOIO MHEHUA —
YTO CTaTyC Y4YEeHBIX IO CPaBHEHUIO
C COBETCKHM IIE€PHOJOM IOAHAJICA —
npujaepxuBaTca 18% onpoleHHbIX.
ITo cpaBHEHUIO C paclpeieI€eHUEM OT-
BETOB Ha aHAJIOTUYHBIN BOIIPOC, TIOJY-
4yeHHBIM B 2001 I., cuTyanus BBITTIAAUT
HECKOJIbKO 60Jiee 61aronoy YHOMU: Tor-
na 6oJsiee IOJIOBUHBI HAIIUX COTPaK-
naH (53%) roBopuJIM O CHUKEHUU aB-
TOPUTETA YUEHBIX, a O €r'0 IIOBBIIIICHUN
— b 11%.

OTHOCHUTEJIBbHO NPECTUKHOCTU Ha-
YYHOH Kapbepbl €IUHOAYIINA B 006-

IecTBe HET — MHEHUsS pas/ie/IUINCh
NpaKTUYEeCKH NOpoBHY: 41% ompo-
IIEHHBIX CYUTAIOT, YTO YYEHBIM CETO-
HA B Poccuu GBITH MPECTUIKHO (dalie
JAPYTUX 3TO JIOAU, JajeKhe OT Hayd-
HOU JeATeJbHOCTHU: TPaKJaHe C 00-
pas3oBaHUEM HUIKE CPeJHEro, ¢ HU3-
KHM YPOBHEM JIOXOJIOB, JKHUTEJH CeJl).
I[IpakTU4ecKHu TaKoM e cTaTUCTHYe-
ckuil Bec — 42% — mMMeeT U IPOTUBO-
NoJ0¥HAA TOYKA 3PEHUs, COIJIACHO
KOTOpPOM OBITH HCCJIefoBATeIeM, 3aHU-
MaTbCA HAYKON CerofHd He IIPEeCTHIK-
Ho. Ee wame pasgensaroT xxuteau Moc-
KBBI ¥ OCTAJIbHBIX KPYIIHBIX I'OPOJOB,
JIIOJIU C OTHOCHUTEJIBHO BBICOKMMHU J0-
X0oJaMH, a TaKiKe, YTO 0OCOOEHHO IpU-
MedaTeJIbHO, JUIA C BBICITIM 06pa3o-
BaHUEM U Te, KTO UMeeT B CBOEM OKpY-
JKEHUU JIIoJIed Hay YHBIX ITpodeccruil.

OTpameHneM CHUMKEHUS IIPecTUXA
HayKH CTaJ U TOT QAKT, 9YTO, COTTIaCHO
OIIpOCY, B CBOEH ITIOBCEJHEBHOM KU3-
HU K aBTOPUTETY «MHEHUS yYEHOI'O»
MHOrue of6pamamnoTcsa HedacTo. Tak,
Ha BoIlpoc: «BrIBaeT i1u Tak, 4T0, 06-
Cy:x/aas Ty WU UHYI0 TEMY CO CBOUMH
POAHBIMU, APY3bAMHU, 3HAKOMBIMHU, BBI
cchllaeTech HAa MHEHUA YUE€HBIX MJIN Ha
Kakue-Tu60 HaydHble (paKTHI, CBeJe-
HUA?» IIOYTH II0JIOBUHA PECIIOH/IEHTOB
OTBETUJIU «He GbiBaeT. CKasasy, 4To
TaKoe ciydaeTcda peako, 29% ompo-
IIeHHBIX.

Bonpoc o mpecTu:xe TOro WJIN UHO-
ro 3aHATUA B MAaCCOBOM CO3HAHUU TeC-
HO CBfA3aH C MaTepuaJbHBIM (aKTO-
pom. HeyauBuTeIbHO, YTO Ha BOIIPOC,
KaKOB JIOCTAaTOK y4YE€HOro, JIO0J1 Jalle
BCEro oTBeYaJId: «Kak y Bcex». Tem He
MeHee 3aHATHE HAyKON Io-IIpekHe-

My paccMaTpuBaeTcs B O0IIeCTBe Kak
JIOCTOMHBIN BBIGOD JKU3HEHHOTO IIyTH.
Tak, 60JIBIITMHCTBO PECIOH/EHTOB (61%)
CKasaJjy, 4TO e€CJIH Obl UM IPHUIILIOCH
JlaBaTh COBET CIIOCOGHOMY MOJIOZOMY
YeJIOBEKY, KOTOPBIN PEIINJI IIOCBATUTh
ce6sA HayKe, OHU IOJJiep:KaIu Obl €ro
B 9TOM HauyumHaHUU. OCHOBHBIE JJOBO-
bl IPOTUBHUKOB HAy4YHON Kapbepbl
IIPOCTHI U IPAarMaTUYHBL: BO-IIEPBBIX,
9TO HU3KMeE 3apaboTKU B HayYHOU cde-
pe («6yzet oueHb 06pa30BaHHBIN U HU-
IIUTD; «B HAIIIE BpeMs HaJI0 3aHUMAaThCH
9eM-TO 6ojiee IPUOBIIBHBIMY); BO-BTO-
PBIX, HU3KasA IPECTUKHOCTh U HeIlep-
CHEKTUBHOCTb TAKOI'0 poJa AeATelNb-
HocTH. Te, KTO moajaep:xkaa 6Bl MOJO-
JIOTO YeJIOBeKa, MEUTAIOIIero 0 HayKe,
00'bACHSAJIY CBOIO IIO3UIIMIO YAIIle BCETO
TEeM, UTO oJ06HOE HAMePEeHNe TOBOPUT
0 BBICOKOH KM3HEHHOU IJIaHKE, KOTO-
PYIO CTaBUT cebe YeJI0BeK, O ero «CTPEM-
JICHUHM K CaMOYCOBEPIICHCTBOBAHUIO),
a 9TO, 10 MHEHUIO PECIIOHJEHTOB, 3a-
CIIy:KUBAeT YBaKEHHUsA. BIN3KYI0 IO-
3UIAI0 pa3/eisioT Te, KTO BCIIOMU-
HaJI CTapylo UCTHUHY «y4YEHbE — CBET,
a Hey4YyeHbe — ThbMa». BTopoil pacupo-
CTpPaHEHHBIA [0BOJ B II0JIB3Y BBIGOpaA
HAy4YHOU Kapbephbl c(POKyCHpOBaH HaA
OOLIECTBEHHBIX HMHTEPECax: «4TOOBI
JKU3Hb CTAJIA JIyYllle, IPUHOCUTD II0JIb-
3y 00IIeCTBY»; «HA/I0 pa3BUBATh HAYKY
B Poccum — MBI iKe IATPUOTHI CBOEH
cTpaHbD. Halmanuce U Te, g KOTOPBIX
3axXBaThIBAIOIIEH IEPCIEKTUBOM IIpe/i-
CTaBJAETCA caMa BO3MOMKHOCTD COBEP-
IIUTh HAy4YHOE OTKPBITHE, — IpaBJa,
HMX OKa3ayoch Bcero 2%.

WpuHa lMpowknHa
(Mo matepmnanam carnta www.fom.ru)
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