bopbb6a, . .
C HEAOCTATOUH
nAaTaHuUeMm

AAaH AxekcoH 06bACHAem, KAk sigepHble MeXHOAOrMU
NnOMOrarom y4yeHbiM NOHUMAMb, AHAAM3MPOBAMb

“ npegomspalamp HEGOCMAMOYHOE hMMAHUE B MeX
CAyyasx, korga ama begcmseHHas
cMmyaums MoXxem yxygiiamao
3goposbe gemeu.

N

Bonpoc (B): KakoBo BAMsiHME HepOCTaTOUYHOrO
MUTaHMS HA MOAOAY!IO 4aCTb HaCEAEHUS MUpal

AAaH AxekcoH (AA): CornacHo nocneHm OLeHKam, eXeroaHo ymu-
paeT okono 10 MAH. ieTeit B BO3pacTe MOOXeE MATY NeT. To eCTb, oanH pebeHoK
Kakable TpW UK YeTblpe ceKyH/bl. BONbWMHCTBO 13 HUX YMUPAET OT MHGEKUMOHHBIX 60-
Ne3HeN, Taknx Kak Manapws, BY, nnmn ot pecnmpatopHbix 3aboneBanmii. Ho meHee ueTko oco-
3HaeTCA TO, YTO HONEee MOMOBMHDBI ITVX JETE K MOMEHTY CMEePTU TakxXe CTPaAann OT HEAOCTaTOUHO-
ro MUTaHWA, 334acCTyo B TAXKENOM Gopme.

Bonbluoe BHUMaHWE yaenseTcs BONPOCam NeveHns HOEKLMOHHbIX 3ab0eBaHmin 3T1X JeTeN, B TO BPEMS
Kak peLleHunto Npobembl 1x MAOXOro MUTaHUA yaenaeTcs HAMHOTO MeHbLLe BHUMaHUA. OUeBMaHO, UTO ec-
I He peLaTh 3Ty Npobnemy B NepByto ouepesb, To oHM ByayT 6onee nogsepKeHbl HdeKUMAM. Bo-BTOPbIX,

MHOEKLMOHHble 3ab0neBaHua AeTen, CTPafaloLmnxX OT HEAOCTAaTOUYHOTO NMUTAHWA, Xy>Ke NMOAAAIOTCA NNeYeHMIo C NPUMeHEHWEM CTaHaapT- ExxeroiHo ymumpaeT nou-
HbIX MeAVKaMEHTOB. T 10 MUNNMOHOB feTel B
BO3pacTe Ao NATH neT ... 6o-
[1ns Toro, uTobbl aKTVBHbBIE YCMnNA Mo 6opbbde ¢ BUY, Tybepkynezom 1 manapuen 4eicTBUTENbHO MPUHOCUAN peasbHble Noabl, Heob- nee nonoBVHbI 3TUX feTeN
XOAVMO YAeNATb 6oMbLIe BHUMAHMA BOMPOCaM yyylleHNA KOPMAEHWA AeTel, C TeM YTOOb MOBLICKTL MX CONPOTUBAAEMOCTb MHOEKL- K MOMEHTY CMepTU TaKxXe
AM 1 He MOMNYYNTb BNOCIELCTBIM Te e Camble MPobaeMbl CHOBa. CTpajanv oT HefoCTaTou-

HOro NMTaHWA, 3a4acTyto B
TAXenom popme.

B: KakoBa To4Has (I)OpM)’AMPOBKa MOHATUA KHEAOCTATO4YHOE nutTaHmne»? AeﬁCTBMTEAbHO AU OHO

CBA3aHO C NMOAy4Y€HUEM HEAOCTATOYHOIO KOAMYeCTBa NULLLKU, AU C MOAYyHEHUEM MULLIK HENPAaBUAbBHOTO

THna, AU, BO3SMOXHO, AaXXe C NMOAYyYEeHNEM CAULLKOM BGOABbLLOrO KOAMYECTBA I'IMUJ,M?

AA: NMoxanyii, cyuiecTsyeT 6onbluas nyTaHNLa B OTHOLEHWM TOFO, YTO Ha3bIBAIOT HEAOCTATOUHBIM MUTaHUEM 1, 6e3yCNIOBHO, €CTb pas-
JINYHBIE BUIbI HEAOCTATOYHOIO MUTAHMA. KOHKPETHas Npobnema, KOTOPOIN Mbl MHTEPECYEMCH, — 3TO AETH, MMEIOLME NOHUKEHHYIO
MacCy Tena, MoCKONbKY OHM TGO He MOMyyYann JOCTAaTOUHO NMULLK, TGO HE UMENIV B AOCTATOYHOM KOSIMYECTBE MM HA[IEXKALLETO Ka-
UeCTBA, UHBIMY CTIOBAMM, OHM MOMYYain MLy HU3KOTO KauecTsa.

bonee oyesnaHom d)OpMOl;l HeAOCTAaTOUYHOro NUTaHMA BO MHOTX YaCTAX Pa3BUTOroO MMpPa ABNAETCA 1130bITOYHbIN BEC UK TYYHOCTb. Ho
CHOBQ, KaK NMPeACTaBNACTCA, 3TO TaKXe ABNACTCA CneAcTBMem !'IOTpe6J'IE‘HI/IH MWLM HA3KOTO KauecTBa, BO3MOXHO, C/INLLKOM 6ObWNX
KONMMYeCTB ML HMU3KOTO Ka4yecCTBa. HOSTOMy BHE 3aB1CMMOCTK OT TOro, MMELOT N eTn N30bITOYHbIN NN MOHWXKEHHbIN BEC, BaXKHbBIM
OKa3blBaeTCA BOMPOC Ka4eCTBa UX MATaHUA.

B: l'Ae B MMpe HEAOCTATOYHOE NUTaHME SBASIETCS NMPEBAAUPYIOLLUM PaKTOPOM, U 3HaeTe AU Bbl, nouemy?
AA: Ectb 1 Xopouwmne HOBOCTU OTHOCUTENbHO HEAOCTAaTOYHOrO NMUTAaHNA ,EleTel;l, CTpafaroumnx ot HegoedaHuA. Xopomme HOBOCTU
COCTOAT B TOM, YTO BO MHOTMX pal;IOHaX Mnpa ﬂpl/I6J'Il/I3l/ITeﬂbHO 3a nocnegHne 15 net NPON30LWLK 3Ha4YNTEIbHbIE YNTyUleHWd, 1 CTano

MeHblUe feTel, CTPaAaloLWwmx oT HegoedaHwA. 1o CylecTsy, BO3HMKAET 03a60UEHHOCTb MO MOBOAY M3ObITOUHOTO NTaHWA AETEN.

Ho eCTb paioHbl MMPa, BCE eLLE BbI3bIBAIOWME 3HAUMTENbHYIO TPEBOTY, 0COBEHHO PanoHbl AGPUKK K tory oT nycTbiHW Caxapa, rae [o-
N CTPaAaoLMX OT HeJoeAaHUA AeTel B BO3PacTe [0 NATU JIET He YMEHbLLIAETCA, NMPUYEM B HEKOTOPbIX 0OMACTAX OHa GakTUYeCKn
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Me>xayHapoaHas Lenesas rpynna no npobne-
MaM HefocTaTouyHoro nutaHus (MUIHM) — aTo
MeXyupexaeHuYecKkan KOHCynbTaTUBHaA 1 Npo-
naraHgmMcTcKas rpynna no npo6nemam Hefjo-

CTaTOYHOrO MUTAHUA, UMEIOLLAA ABOAKYIO LieNb:

© T[lpusneyb BHUMaHKe K Npobneme Hefjo-
CTaTOYHOrO NUTaHNA: HeJOCTaTOYHOE NUTaHne
ABNIAETCA NPUYNHON 60 % cnyyaes cmepTy Ae-
Tell B BO3pacTe A0 MATU JIET, 1 O3TOMY 60pb-
6a C HM UrpaeT BaXKHeLLYo posib B CTpaTe-
rnax obecrneyeHna BbKMBaHNA feTelt. XoTa
HeJl0CTaToOYHOE NUTaHve ABNAETCA NPUYK-
HOW TaKOr o e YnCsia CMepTenbHbIX ClyYa-
eB, uto u CMUA, Ty6epKynes n Manspus, B Ha-
cTosAlLee BpeMs 3Toi Mpobrieme He yaenserca
[OIKHOFO BHMaHWA B NONNTMKE B 06RacT

yBenMuMBaeTca. B opyrux paiioHax mupa, Ta-
Knx Kak tOro-BoctouHan A3na, gons cTpagato-
WKMX OT HefloefiaHNA AeTell, BO3MOXKHO, He Kak
BbICOKa, HO, B C1Ay 6OMBLIOW YNCAEHHOCTU Ha-
ceneHns, KONMYeCTBO CTpafaloWmx OT Hepoe-
[laHVA feTelt [eNCTBUTENbHO BeCbMa 3Hauu-
TenbHo. Taknm obpa3om, aBe 0bnacTu, rae mbl
[O/KHbBI AeCTBOBATb Halbosnee PeLInTENbHO,
HaxofATcA B Adpwike K tory oT Caxapbl 1 B Tex
YacTax fOro-BocTtouHoin A3umn, rae 31a npobne-
Ma aBnaeTcs obLen.

B: MATAT3 npuHumaeT yyactue
B paboTe MexxayHapoAHOM
LileAeBOM rpynmbl No Npobaemam
HEeAOCTaTOYHOrO NMUTaHUS
(MLTIHIM). Kakyto poAb siaepHas
HayKa UrpaeT B LieAsiX BaLLEeM
opraHusauum!

AA: MoxHo paccmoTpeTb 3T0 8 UcToprye-
CKOM MnaHe. Mbl 3Haem, 4To fenatb A4 fe-
YeHna CTpafdalowyx OT HedoeAaHua [eTen,
nockonbky 40 vnu 50 neT Tomy Hasan obinu
npoBefeHbl MCCNeoBaHVA, MOMOTWKne Ham
NOHATb VMetoLLMeca Npobnembl U To, YTO NPO-
NCXOOMT. HekoTopble BaKHble YacTW STUX WC-
CNefoBaHwit ObNN BbINOMHEHDI C MCMOMb30Ba-
HVeM AAePHOM HayKU.

OpfHOM 13 3334 ABNAETCA ynyudLleHve NOHNMa-
HWA TOrO, KaK JeTV B PasfnyHbIX PaioHax Mupa
pearvpytoT Ha PasfnuHble PeXVMbl MUTaHWA.
Kak pearvpyet vix opraH13am, Kak XOpoLIo OHM
PaCTyT U KaK YNyyLlWTb UX Pa3BUTUE MUTEM K3~
MEHEHVA peXrMa NUTaHKA.

MATATS BHOCMT HEMOCPEACTBEHHbIN BKNag B

ynyyuweHne noHMMaHUA «KayecTBa POCTa» B
MONOAOM BO3pacCTe, NpeaoCTaBIAA SKCMNEePTHO-
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3[1paBOOXPAHEHVA 1 NPV pacnpeaeneHnm
pecypcos.

® Co3paTb NOTEHUManN No NpefoTBpaLLEeHMIO
1 NeYeHnio NocnefCTBUI HeJOCTaTOYHOrO N~
TaHUA: B NeYebHbIX yupexaeHnax pa3suBato-
LWMXCA CTPAH 3HaUUTENbHAA YacTb yMEpPLUMX
[leTell — 3To AeTu, CTpagaBLUve OT CUbHOTO
HepoefaHuA. BoNbIMHCTBO CMepPTeNbHbIX CIy-
YaeB MOXET 6bITb MPefOTBPALLEHO NYTEM CO-
6n10AeHNA PYKOBOAALLMX MPUHLMMOB NeYeHNs.
JleyeHume cinamm obLLeCTBEHHbIX OpraHm3a-
L1iA MOXKET YMEHbLUMTb Harpy3Ky no yxogy, na-
JaloLyto Ha leyebHble yupexxaeHns, CokpaTuTb
CPOKM CTaLMOHaPHOrO NeYeHns U MONTU Ha
nosb3y AeTAM C yMePEHHbIMY popMamu Hefjo-
CTaTOYHOrO MUTAHUA.

TEXHWUYECKUI MoTeHumMan B 0b1acTi UCnosb-
30BaHMA AOEPHbIX METOAOB, B UYACTHOCTW,
METOAOB CTabuMbHbIX (He PaaVOaKTUBHbIX)
30TOMOB, AR OLIEHKW M3MEHEHWUIN KOMMO3W-
LIMOHHOrO COCTaBa Tea, T.e. COOTHOLIEHNS KN~
POBbIX M MbILIEYHBIX TKaHew, Kak peakuumn Ha
pasfnyHble AUETH.. DT METOAbI, Takum obpa-
30M, NOBbLIWAKT 3GHEKTUBHOCTb TPAAMLIMOH-
HbIX METOAMK, NO3BOMAS MOMyYaTh HONee KoH-
KpeTHyto MHGOopMaumio.

B: Bnepeau mHoro paboThi,
0Ccob6EeHHO CeroaHs, B yCAOBUAX
rAo6aAbHOrO MPOAOBOABCTBEHHOIO
kpusuca. Kakosa 6yayLias poAb
SAEPHOW HayKu B BaLLel obAaacTu?

AA: NMpexge Bcero, A xoTen 6bl OTMETUTD, UTO
KOrfla Mbl FOBOPUM O SEPHON Hayke, TO He-
KOTOPBIM KaXeTCs, UTO C Hell CBA3aHbl yxac-
Hble Belu. MeTofbl AAEePHON HayKW, KOTopble
Mbl MCMOMb3yeM B 061aCTU MUTaHUA, CoBep-
WEeHHO 6e30mMacHbl, 6e3BpeaHbl U He Co3faa-
10T HU [18 KOTO HMKaKoro pucka. Taknm obpa-
30M, 3TO BeCbMa 6e30nacHbIi CNocob pelleHus
npobnem.

Bo-BTOpPbIX, C MOMOLLbIO AJEPHbIX HayUYHbIX Me-
TO[IOB MOXXHO TOUHO UCCEA0BATb, UTO MPOUC-
XOMUT C MULLIEN B OPraHn3mMe YeoBeKa: Kak OH
ee UCMOMb3yeT, 1, B YaCTHOCTW, Kak OH ee UC-
nonb3yeT AnA pocTa. YTo KacaeTcs pocTa u pas-
BUTUA [eTeld, TO MOXKHO OTCNeXMBaTh AaHHbIN
NpOoLEecC 1 Nyylle NOHATb ero, He Npuberas K
KaKMM-IOO MHBA3MBHBIM MepaMm, a nilb Npo-
ABVB M300PETATENBHOCTD B METOfAaX C60pa He-
06Xx0AMMON NHGOPMaLN.

OpfHa 13 NpOCTbIX Bellei, KoTopble Mbl AaBHO
yxe Xotenn cAenatb — 3TO Y3HaTb, CKOJIbKO

MexxAyHapoaHas LeAeBas rpynna no npobaemMam HEAOCTaTOYHOIO MUTaHUS

KomnnekcHasa cuctema npefotepatyeHus, CBo-
€BPEMEHHOro NPVHATUA Mep, NPaBUIbHO-

ro CTallMOHapHOro neveHna 1 3$pdeKTUBHON
obLecTBeHHON 3a60Tbl yNyYLINT BbIXKMBaHME
1 pa3BuTUE AeTel, NPMBEJET K PasBUTUIO Ka-
APOBOro NoTeHLMana cnyx6 3apaBooxpaHe-
HUA N YKPenneHUIo CUCTeM 3,paBOOXPaHeHuA.

MUHM 6bina opraHn3oBaHa BO Bpems 18-ro
MexpayHapofHoro KoHrpecca no npobnemam
nuTaHuA MexayHapoaHOro colo3a no HayuYHbIM
npo6nemam nutaHua (MIOHC), npoBegeHHoOro
B [lyp6aHe B ceHTAGPe 2005 roaa, npesunaeH-
Tom MIOHC npodeccopom Prkapgo Yayw.

[JononHuTtenbHyo MHPopmaLmio
cMm. B IHTepHeTe: http://www.imtf.org

BOAbl COLEPXWTCA B OpraHM3mMe YesoBeka.
OpraHu3m uenoseka B OCHOBHOM COCTOWT 13
BO/bl, M C MOMOLLbIO COOTBETCTBYIOLMX W30~
TOMHbIX METOAOB MOXHO M3MEPUTL ee Coaep-
»aHue B Hem. [lonroe BpemaA Takune 13mepeHna
TpeboBanu BeCbMa CIIOXKHOW TEXHONOMWW, Ofi-
Hako cetyac MATATD npuHUMaeT ydyacTve BO
BHEPEHUM B Pa3fnUHbIX parioHax AdpuKn,
JNatnHckonm Amepuki n Oro-BoctourHon Asmn
6onee npocton TexHonoruu. OHa crnocobHa
OTHOCWTENBHO NPOCTBIM 06Pa30M NPeAOCTaB-
NATb XOPOLWYo MHPOPMaLMio. ITa MHPopMma-
UMA NO3BOMMIA HaM MOHATb, YTO XOTA BCE Jt0-
AV NO CYLIeCTBY OAMHAKOBbI, MEXAY Pa3HbIMY
MeCTaMV NMPOXWMBAHWA UMEIOTCA BaxHble pa3-
JINUMA, KOTOPbIE HEOOXOAMMO YUKTbIBaTL B MO~
1CKax peLeHni npobnem. 15

AnaH []xekcoH — npogeccop 8 VHcmumyme
numanus yenoseka CaymeemMnMOHCKO20 YHU-
sepcumema u opeaHuzamop MexoyHapoOHoU
yenesol 2pynnel No Npobaemam Hedocmamou-
HO20 NUMAHUA.

1. noyma: A.A.Jackson@southampton.ac.uk

Jlyusa MommepmoH — koHcynemaHm & Om-
Oene obuwjecmeeHHolU uHgopmayuu  MATATS.
1. nouma: L.J.Potterton@iaea.org

[JononHvTenbHylo MHdopmauymio cm. B M-
TepHeTe: www.naweb.iaea.org/nahu/nahres/
default.shtm

[Mookacm 3mo20 UHMepsblo CM. 8
WHmepHeme: www. iaea.org/podcasts



