3A0POBbE HALUU

JleyeOGHOE NUTaHUE XaeT nepemMeH

locyaapcTBo npu3bIBalOT 3aHATLCA €ro UMMOPTO3aMeLeHUEM.

Ilo Mepe MHBIMAM3ALMKM HaceJeHUA, a TaKXKe POCTa
00'beMOB IMAarHOCTUKHY 3a601eBaHui B PO MokeT BbIpacTu
CIIpOC Ha JieqeGHOe nuTaHue. OFHAKO OTPAC/Ib 3aBUCHUT OT
MIMITOPTA U, YTOOBI YyBCTBOBATh Ce0s1 YBEPEHHO, HyXK/IaeT-
s B TOCYAapCTBeHHOU TTOAIEePXKKe.

«C KaXIbIM IOIOM KOJIMYECTBO IAI[eHTOB, HYKIAIOIIIX-
¢ B Jle4eGHOM HWTAHHM, PACTeT»,— TOBOPHUT COIIpeAcea-
Teb Beepoccuiickoro corosa marueHtoB (BCII) fx Bracos.
Coracao panubeM BCII, yxe ceifyac B Poccuu 4o Takux
TALMeHTOB IIpeBbIIIaeT 1,5 MJIH yenoBek. B Acconnanyu Es-
PasuICKOIO COBeTa WHAYCTPUU CIEelAIM3NPOBAHHBIX IIH-
IIEBBIX IIPOYKTOB OLIEHUBAIOT MX KOJIIIECTBO GoJiee YeM B
1 MJIH YeJIOBeK, TI0JIOBMHA U3 KOTOPBIX, II0 CJIOBAaM €I0 IJIaBbl
FOpwus 3ybapeBa, HaXOAATCA Ha aMOYJIaTOPHOM JIedeHUH. «Jlo-
0aBbTe K HUM OKOJIO 300 TBIC. YeJIOBEK, KOTOPhIe HAXOAATCA B
BeJleHNY COITMAIBHBIX YIpexaeHIi MUHCOIPasBUTHA, a 3TO
584 nmoMa-MHTEepHAaTa, 528 IICUXOHEBPOJIOTMYECKUX MHTEp-
HaToB, 50 repraTpUdecKUX LEeHTPOB, Ie KaKAbIA TpeTUi
HYXIAeTcs B le4eGHOM ITUTaHUM»,— JIeJIUTCS TeHePATbHbINA
JupeKTop KommaHuu «[IpomMuxc» Ornbra CrernaHoBa.

B omiyme oT 0cO60TO MUTAHUA KaK HOIIOTHEHUA K pa-
[MOHY IIAIIMeHTOB, JeyeOHOe NUTAaHUe IIpeJHAa3HAYEHO
JUIA TeX NAIMeHTOB, PAlMOH KOTOPBIX HEBO3MOXHO CO-
CTaBUTh U3 OOBIYHBIX IIPOAYKTOB, BKIIOYMB B HETO BUTA-
MUHHO-MHHepPaJIbHbIe J0OaBKY, OeNKOBble M Jpyrue Jo-
0aBKU. «B psle CIyyaeB CleNUATU3UPOBAHHOE JiedeOHOe
NHUTaHUE ABJIAETCA eQUHCTBEHHBIMU HCTOYHMKOM IHUIIU
VLA B3POCIBIX IAllMeHTOB WIM OKasbIBaeT pelIaoliee
BIMAHME Ha HOPMaJIbHOe pasBUTHe JieTell C OIpefiesieH-
HbIMU 3a00JIeBaHUAMM U COCTOSHIAMMU»,— IIOSACHAET
Anekcanapa Cyp:KUK, 9KCIIEPT B 00J7aCTU (GyHKIIMOHAb-
Horo nuTtanuda PeflepaIbHOrO HAYYHOTO IeHTpa MUINEBbIX
cucreM uM. B. M. Top6aroBa. «/I1s1 MOZOGHBIX IAI[IE€HTOB
3TO BOIIPOC JKM3HU ¥ CMEPTHU, KOIZla B CHJLy T€X WIM MHBIX
BPOXKAEHHBIX 3a00JI€BaHUII HapyLIeHbl 3BeHbA Iepela-
YU IUTATeJbHBIX BellleCTB U SHePIUM B OopraHusM. Torza
MBI JJOJDKHBI IIPUAYMATh CII0CO6 0G0MTH 3TU HApyIIeHUA
— 4 Ha3bIBAIO 3TO ,,A/IMMEHTaPHBLIM IIyHTUPOBAHUEM “»,—
TOBOPUT Hay4HbIN pykoBoguTenb OIBY «PemepanbHbIN
HCCIeIOBATeNbCKUM LIEHTD NUTAHUA, OGUOTEXHOJIOTHH U
6e3omacHocty mumu» (OUL] muTaHus U GUOTEXHOJOTUN),
I7IaBHBIM BHEINTATHBIN AueTonor MuHszapasa Bukrop Ty-
TesIbsAH. JleueGHOe MUTaHUE MOJPa3feNseTcs Ha HeCKOIb
KO BufioB. «IlepopajbHOe IUTaHHE IPUMEHAETCA IIpe-
HMMYLIECTBEHHO B OTeJI€HUAX peaHuMaluy, SHTepaIbHOe
NHUTaHKE MOKeT Ha3HayaTbCA JOCTaTOYHO IMUPOKO: OT
OT/IeJIeHNH peaHUMAaIUH JI0 JOMAIITHUX YCIIOBU, IaIieH-
TaM OT IeTCKOTI'0 IO CTAPYEeCKOI0 BO3PACTa»,— IIOACHAET 3a-
BeflyloIjas OTAelleHHeM CepAeYHO-COCYAUCTOM MaTOJIOTUU
OUL muTaHus U1 buotexHOIoruu AHTOHUHA CTapoxy6oBa.

O KPUTHUYECKOU B)KHOCTH JIeYeOHOTO ITUTAHVS TOBOPUT
CTaTUCTHKA 3a0oeBaHuil. B ®eepasbHOM HayyHO-IIPaK-
TUYeCKOM IeHTpe NMAUIMATUBHOM MeAUIHCKON IOMOIIU
CeuenoBckoro yauBepcuteta (OHIIL [TMII) npusHaioT, 4T0
60% manreHTOB OHKOJIOTAYECKOro 1 80% marueHTOB HEBPO-
JIOTUYeCKOro IIpoduieil UMeIoT HyTPUTUBHYIO HeZOCTaTou-
HOCTh. OT 20 10 40% M3 HUX IOTUOAIOT U3-32 HEIPABWIBLHO
00OPAHHOTO MUTAHUA. [leTCKoe IMUTAHVe IPeCTaBIIeT
Co60I OTJETHHYIO IPOOJIEMY, Ie B KaTeTOPHIO JIe4eOHOro
NUTaHUA NONAJAIT 3aMeHUTEIN TPYAHOTO MOJIOKA U IIPO-
JYKTBI I JIe9eHVA BPOXKIEeHHbIX 3a00/IeBaHUH.

B Gmmxaiimye rofbl POCCUWCKAN PBIHOK JIedeGHOTO
nurtanuA (JIII) MOXeT cepbe3HO IIOAPACTU B De3ysibTare
yIIy6GIeHrA HeOHATAIBHOTO CKpUHUHTA. [IprKa3oM MuH3-
nIpasa Poccum N° 274H ¢ 2023 rofa CymecTBeHHO PacIIups-
eTcsA IlepeyeHb 3a60/1eBaHUI, IONA/IAIOMIUX 1107, CKPUHHT.
«ECI paHbIle HEOHATAIBHBIA CKPUHUHT ITPOBOJYUICH
BCEro Ha IIATHA HACIENCTBeHHBIX 3a00IeBaHUI, TO ceryac
MJIaJieHIIeB GyAyT IIPOBEPATH yKe Ha 36 HaCIeACTBEHHbIX
3a60JIeBaHMIA, YTO 06eCIIeYUT GOJBINOL IIPOPHIB B BBIABIIE-
HUU HaCJIe[CTBeHHbBIX 3a00I€BaHUI»,— IPU3HAET CONpPe-
cemarens Bcepoccuiickoro corosa manueHToB fH Bracos.
PBIHOK pacTeT U IO NpPUYMHE PasBUTUA MeIULUHCKOMN
TIOMOIIY I TAUIMATUBHBIX OOJIBHBIX, G0Jiee IOJIOBUHBI
U3 KOTOPBIX, 110 JaHHBIM MUH3/paBa, HYKAAIOTCA B HyTpHU-
TUBHOU NOAZEPXKKe.
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B yOIOBUMAX CTaLMOHApa BCe NAIMEHThI 00eCIevrBaoT-
¢ crnequanu3upoBaHHbIM JIII. B aMGynaTOpHBIX ke yCiIo-
BHAX IALIMEHTHI BBEIHYKICHBI IIOKYIATh €0 3a CBOM CYeT.
«KimoyeBas 3a/jada — paspeInuTh obecredeHue je1eOHbIM
IUTaHUeM OOJIbHBIX, HAXONAMIMXCA HAa aMOyIaTOPHOM Jie-
YeHHH, YTOOBI IPEAOTBPATUTD PEAMUCCHIO U YXyAIIeHe
HX COCTOSHMA»,— YKa3bIBaeT pyKoBoAuTeNb HanroHaabsHO-
IO LIEHTPA PA3BUTHA TEXHOJIOTUN COLMATBHON HONIEPKKI
u peabwiutanuu «JloBepue» Amexcanap Komapos. C HUM
cornacHsl U B BCII, rge cYUTaOT BO3MOXKHBIM BKJIIOYUTH
B Tapudsr OMC obecredenue manueHToB JIII He TOJBKO
B CTaIjMiOHape, HO ¥ B aMOYJIaTOPHBIX yclIoBuaAX. «[lanu-
€HTBI JIOJDKHBI 00eCIIedrBaThCA JIeyeGHbIM MUTAaHNEM U B
CTanyoHape, ¥ B aMOY/IaTOPHBIX YCJIOBUAX BHE IPUBASKU
K MHBUIMAHOCTYU, TaK KaK 3TO ABJIAETCA BaKHOM YacThIO
JIedeGHOTO TIPOIlecca ¥ BIUAET HA JKU3HENEATEIbHOCTh
LIeJIBIX TPYIII MalleHTOB»,— roBopuT fAH Bmacos. IToTpe6-
HOCTb B QMHAHCHPOBAHUY TPOrpaMM obecrederus JIII, mo
pasubIM pacyetam OHITLL TIMIT Mun3apasa, KoebIeTcs ot
6 MuIpz o 11 Mutpz, py6uiei B ro. COMIACHO JAaHHBIM ITPOM3-
BOZIUTEJIEH, TOC3AKYIIKU HaXOMATCA B IIpeJiesiax 2 MIIpZ, pyo6-
Jieii. Pa3phIB B (UHAHCHPOBAHUY €XKETONHO YIIyOJIAeTcs,
TaK KaK KOJIMYEeCTBO GOJNBHBIX YBEIMYMBAETCA, A IIeHbI Ha
TIPOAYKIIMIO PACTYT.

VIMIIOPT IPOAYKTOB JieyeGHOTO ITUTAHUA He 3aTPOHYT
CAHKIMAMMY HaIPAMYIO, HO IIP006JIeMa TeXHOJIOTMIeCKOTOo
cyBepeHuTeTa B oOsact pa3paborku JIII U ero chipbe-
BOU 6a3bl BBIXOJUT HA MepefHui mwiaH. OTeuecTBEHHOE
IIPOM3BOACTBO, II0 MHEHMIO aKaJileMuKa TyTesnbAHa, ObUIO
yTepaHo mnocie pa3Basa CCCP u TOMbKO ceifyac IofaeT
MIPU3HAKU BOCCTaHOBJIeHU:. «bonee 70% moTpeOGHOCTEM
PBIHKA JIe4e0HOT0 IUTAaHUA 00ecIeYrBaeT MMIIOPTHAA
MPOAYKIVSI»,— TOATBep:kpaeT HOpuit 3yGapes. Ilo ero
CJIOBaM, B TeKyIlleM Fofly POCCUICKYe TPOU3BOAUTEIH I10-
Ka3aJI YBePeHHBIHN POCT, HO «IJIA IIOJIHOIIEHHOTO MMIIOp-
TO3aMellleHU: He XBaTaeT 1leJIol 0TeueCTBeHHOM OoTpaciu
II0 IPOU3BOACTBY BbICOKOKA4eCTBEHHBIX ChIPbeBBbIX KOM-
TIOHeHTOB». «OXHO U3 Y3KUX MeCT [ npousBozctaa JIIl, B
TOM YHCJIe JeTCKOT0,— HaJIN4Ke BBICOKOMUHEePAIU30BaH-
HOU cpiBOpOTKHU J[C-90. [L710X0 OGCTOUT ZIeI0 U C IMPOU3-
BOJCTBOM Ka4eCTBEHHBIX THAPOIM3ATOB CbIBOPOTOUHOTO
Gesika»,— akieHTUpyeT Aekcanzpa Cypxuk. Ho, co cioB
regepanbHoro gupexkropa OO0 «IIpomuxc» Onbru Cremna-
HOBOM, B CTpaHe HMMeEIOTCA Pa3pabOTKY, MO3BOJIAIONINE
[IOJIy4aTh ChIpbe HEeOOXOAMMOro YpOBHA KadecTBa. Tax,
rnasa I'K «Ilo6efa-1» Cepreit Maii3enb 3asiBIUI B CEHTAOpe
Ha buorexMeze, 4To [0 KOHIA CJIefyIOIIero roja 3ay-
CKaeT 3aBOJ 110 IIPOM3BOJCTBY GEJIKOB BHICOKOU CTeIIeHU
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OYUCTKYU HAa OCHOBE TeXHOJIOTUU MeMOpPaHHOU (QUIbTpa-
LMY, MOITHOCTU KOTOPOTo obecneyat 10% moTpe6GHOCTEN
PBIHKA. Y 3KCIIEPTOB OCTAIOTCS BOIPOCHI II0 PeHTa0eNb
HOCTH TOJOOHBIX IIPOEKTOB U YPOBHIO YUCTOTHI MPOAYK-
Ta. «Te MOITHOCTH, KOTOPBIE Y HAC eCThb, OCTAIOTCA 1A IIU-
1eBOTO IPOM3BOACTBA OIBITHBIMU IleXaMH. MBI MoXkeM
OpPraHM30BaTh MECTHOE IIPOM3BOACTBO aMUHOKHUCIOT, HO
OyZieM HaXOOUTHCA B CYyOONTUMAIBHOM 3KOHOMUYECKOM
abdexrer,— moguepkuBaer [lerp KpyriakoB us komia-
HUU «[JT06OKUT».

[ToMMMO TPOM3BOACTBA €CTh ¥ MpoGJieMa OCBeIOMIIEH-
HOCTU Bpayeil 0 BO3MOXHOCTAX HyTPUTUBHOU ITOANEPKKY,
paspaboraHHoii fueTonoraMmu. «CaMa npogeccus JUeToNo-
Ta HaXOJWTCA Ha 33IBOPKaX CHCTeMbI 3[paBOOXPaHeHU,—
cetyeT flH BmacoB.— B pesynbrare 18% gneTell B Hamiei
CTpaHe B Bo3pacTe 0 18 JieT UMEIOT TY WX MHYIO CTelleHb
OXXUpeHNA — Yy HUX IIPOCTO He CPOPMUPOBAHO IIPABUJIb-
HOe INUIeBoe MoBefeHuer. Ilo caoBam Anekcangpsl Cyp-
KUK, TOHUMaHVe BOKXHOCTH JIIT TO/DKHO OBITH He TOJBHKO
y AUETOJIOTOB, HO U Y IPYTUX CIEeIIUAINCTOB Y3KOT0 Ipodu-
JI1: PeaHMATOJIOTOB, XHUPYPTOB, Kap[HUOJIOTOB, peabwiu-
TOJIOTOB M JIp. «OTBETCTBEHHOCTD 3a IIPOCBeIleHNe B 3TOM
cdepe JEKUT He TOTBKO Ha TOCyJapcTBe, Bpadax, CMU, HO
U Ha CAMUX JIIOZIAX, KOTOPbIe AODKHBI 00paIaTh BHUMaHLEe
Ha po0JIeMbl, CBA3aHHbIE C TUTAHUEM CBOUX OJIM3KIIX),—
JobasiAeT akaseMuK TyTenbsH. CIeIUAINCTBI IPU3BIBA-
0T CKOOPJVHMPOBATh HMOJUTHKY TOCYAapCTBA B OOJIACTH
obecrieueHys 1eneBbIX rpynm JIII ¥ oTedyecTBeHHOU 6asbl
UL ero Ipou3BOoACTBA. «CTpaHe Hy)KHA KOHIeNIINA Jieded-
HOTO ¥ AMeTIYeCKOro IMUTaHVA»,— HnogdepkuBaet Ax Bia-
coB, BciomuHasA, uto B CCCP ObUIa BBICTPOEHA HAyYHO-
TIPOM3BOAICTBEHHAS CHCTeMa, 06ecrednBaBuIas peIHOK JIIT
TIPOAYKTaMU TOHKOU ITepepaboTKM, aMUHOKUCJIOTaMH U
6enkamu. I1o ero CJI0BaM, UMIOPT ABJIAETCA UCTOYHUKOM
JOIIOMIHUTEbHBIX M3IepiKeK M YTPO30M 0e30MacHOCTU
cTpaHsl «Pemaomum (GakTOpOM Pa3BUTHSA PhIHKA ABJIAET-
¢S TOCYZJAPCTBEHHBIN 3aKa3, KOIJa MPOU3BOAUTETN OyAyT
BBIIYCKaTh HE TO, YTO MOIYT, a TO, YTO BOCTPeGOBAHO IIa-
HeHTaMm»,— J00aBJisgeT rocnoguH Biacos. OcBemomiteH-
HOCTh O TIpo0JieMe JIe4eGHOTO MUTAHUSA U SKOHOMUIECKU
00OCHOBaHHBIN MOAXO[, K JIOKAIM3ALWU IPOM3BOACTBA
TIO3BOJIAT YCKOPUTh pellieHre Ipo0JieM HyTPUTHBHOM TIOA-
JeP’KKY [AIMEeHTOB, a BBeIeHNe GIOKETHBIX CYOCUAMIA Ha
npuo6pertenye JIII crtoco6HO 06IE€TYIUTD KU3HD ITPOKOTO
KpyTa MaIieHTOB, CONIOCTABUMBIX IT0 00beMy ¢ 1% HaceJe-
HUA CTPaHbL

Opuii Mpacnos
(b-3ppaBooxpaHeHue» oT 27.10.2022)
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