Kparkoe onucanue npoexra 1 caiita buogaka sran NeS

[THU «Pa3paboTka reHeTHYeCKUX KOHCTPYKLUH 1151 KOPPEKIIUH MUTOXOHAPUATIBHBIX
JTUChHYHKITHI
Oran Ne5 (3axmrountensHbiit) (01.07.2016 —31.12.2016)

ITo Teme: OBOBIIEHUE U OLIEHKA PE3YJIbTATOB UCCJIEJOBAHUI

B xonme BobmonHeHus mpoekta mo CoriameHuio O MPEAOCTaBICHUM CYOCHIUU OT
07.08.2014r. Ne 14.604.21.0113 ¢ Munobpuayku Poccum B pamkax DenepanbHOU IieIeBOH
nporpammbl  «MccnenoBanust U pa3pabOTKM 1O TMPUOPUTETHBIM HAMPABICHUSM Pa3BUTHS
Hay4YHO-TeXHoJIornyeckoro komiuiekca Poccun na 2014- 2020 roasn» Ha stane Ne 5 B mepuos ¢
01 wronmst 2016 roma mo 31 nmexabps 2016 roma B coorBercTBUU ¢ «IlmaHom - rpadukom
UCTIONTHEHUS 00513aTenbCcTB» M0 COrNaleHNIo BbINOJIHSJINCH CJIeyIomue padoThl:

1. UccnenoBanue pyHKIIMOHATBLHOCTH KCIIEPUMEHTATHFHOTO 00pa3iia FTeHETHIECKOM
KOHCTPYKIMH, 3aJI0)KEHHOTO Ha XpaHEHUE B OCAXKJIEHHOM BHJie ITpu MuHyc 20 rpagycax
Lenbcust u B IMOGUIN3UPOBAHHOM BHUJIE

2. BpinonaHeHUE OLICHKHU MOJHOTHI PEHICHUS 3a/1a4u U JOCTHUKEHUs nocTaBiaeHHbIX ueneit [THU;
3. PazpaboTka TexHn4eckux TpeOOBaHUI U MPEANOKEHUN 10 pa3padoTKe, MPOU3BOJICTBY U
AKCIUTyaTaI[MH MPOIYKIIUU C YI€TOM TEXHOJIOTUYECKUX BO3MOXKHOCTEH U 0coOeHHOCTEH
MHIYCTPUAJIBLHOTO NAapTHEPA - OpraHU3aluy PealbHOr0 CEKTOPa SKOHOMUKH;

4. Pa3paboTka mpoekTa TexHu4eckoro 3axanus Ha nposeaenue OTP mo Teme «Pa3paboTka TeXHOIOTUH
CyHpEeCCUU MyTalluii B MUTOXOHIPUAIbHOM T€HOME.

[Tpu 5TOM OBLITH MOJTY4YeHBI CJIeqyIoIIe Pe3yabTaThl:

B xonme BbimonHeHWs paboT ObUIM  OOOCHOBaHBI TPEeOOBAHUS K TEHETUYECKOH
KOHCTPYKIIUU JAJISi KOPPEKIIUH MHUTOXOHAPUANBHBIX AUCPYHKIMIA. ['eHeTndeckass KOHCTPYKIUS
npezacrasisier coboil nuHeilinyo apynenodeuynyro JJHK pazmepom 5042 m.H. 4TO MpakTUYECKH
COOTBETCTBYET pa3Mepy "OCHOBHOH jenenuu" B MUTOXOHAPHAILHOM TE€HOME YEJIOBEKa.
YcTaHOBIIEHO, YTO BHIOpaHHAs B Pe3yJbTaTe TEOPETHUECKUX PadOT reHeTHYecKass KOHCTPYKIUS
NPOHUKAET B HW3OJUPOBAHHbIE MHTOXOHIPUHU JPOXIKEH, €ciau oHa ObUIa IpelBapUTENIbHO
CBsI3aHA C TIOJTHOPAa3MEPHBIM JpOXKeBbIM OenkoM Abf2p. Tloka3aHo, YTO KIIETKH YellOBEKa
CoZiepKaT CUCTEMY HMIIOPTAa HYKJIEHHOBBIX KHUCIOT B MHUTOXOHAPHUH, OPraHU30BaHHYIO
AQHAJIOTHYHO W3YYCHHOH JPOXKIKEBOH CHCTEME.

beumn pa3paboTanbl W 00OCHOBAaHBI METOABI W CPEICTBA JOCTABKH TI'€HETHUECKOMN
KOHCTPYKIIMM B MHTOXOHAPUHU, METOABI M CPEICTBAa OLEHKU HP(PEKTUBHOCTH TOCTABKHU
TEHETUYECKON KOHCTPYKIIMM B MHUTOXOHJAPWH, METOABI M CPEIACTBA OIEHKH 3(P(HEKTUBHOCTH
CYIIpECCHH JIeJelMii B MUTOXOHAPUATHHOM I'€HOME C MOMOUIbI0 I'€HETUYECKOM KOHCTPYKIIMH
MyTeM TIPOBEJICHUS TMpoIlecca TOMOJIOTHYHON pexomOuHarmu. HapaOoTtanHasi reHeTHueckas
KOHCTPYKIUSI TpeJHa3HauYeHa JJIsi KOPPEKIMH MUTOXOHJPHAIBLHON JUCPYHKIIMH, BBI3BIBAEMOMN
MyTallUIMU B MHUTOXOHAPUAIBHOM T€HOME 4YeJIOBEKa, B YaCTHOCTH CO3JaHHAs T'€HeTHYecKas
KOHCTPYKIIUSI MOET CYIPECCHpPOBAaTh MYTAllMI0 M3BECTHYIO IO HA3BaHMEM «OCHOBHAs
nenenus»  pazmepom 4977  mH. (8483—-13459), sBIAOIIyIOCS TPUYMHON  TSDKEIBIX
HACJIEICTBEHHBIX 3a00JeBaHUI YenoBeka, OOBEAMHEHHBIX MoJa oOuMM Ha3BaHueM CHUHAPOM
Kepnca-Ceiipa (cokpamienno KSS).



Pazpaboran JlabGopaTtopHblii permamMeHT TONy4YeHHUS SKCIEPUMEHTAIbHBIX 00pa3lioB
TCHETHYECKOW KOHCTPYKIMH, a Takke TeXHu4eckne TpeOOBaHMUSA U MPEATIOKEHHS IO
pa3paboTKe, MPOU3BOJCTBY U OKCIUTyaTalldd TMPOAYKIMH C YYETOM TEXHOJIOTHYECKHX
BO3MOXKHOCTEHN M 0COOEHHOCTEN MHAYCTPUAIBLHOTO MApTHEPA - OPraHU3ALUU PEAIbHOTO CEKTOpa
sxoHomukH. [IpoBenena paspaborka Ilpoekra TexHmueckoro 3amanus Ha nposeaenue OTP mo
TeMe «Pa3paboTka TEXHOJOTMM CYNPECCUM MyTaluid B MUTOXOHJIPHUAIBLHOM TE€HOMEY.
[IpoBenensl ucnbiTaHus OOpaslla TEHETUYECKONM KOHCTPYKIMHU, 3aJI0KEHHOM Ha XpaHEHUE B
ocaxaeHHoM Bujze nipu +4 C Ha 1 mecsau. Ha nocnennem srane [THU npoBeneHo ucnbiTaHue
(GYHKIMOHATHHOCTH 00pas3la TeHETHYECKOH KOHCTPYKIMH, CHSATOW C XpaHEeHUs B
nroduIM3UpoBaHHOM BHje Tpu Temriepatype +20 C U B OCaXIACHHOM BHUJE NIPH TeMIepaType
-20 C. Tloka3zaHo, 4TO MpW BCEX BHAAX XpaHeHHUs OT | Mesica 10 7 MecsleB MOTepU
(GYHKIIMOHATIBHOCTH T€HETUUECKONW KOHCPYKILIUU HE MPOUCXOUT.

1). HapaGotanHas renernyeckast KOHCTpyKuus - npoaykt [11IP, nuuetinas JIHK, pazmepom 5042
II.LH, COOTBETCTBYIOIIAasl OO0JIACTU MHUTOXOHJPHUAJIBLHOTO TEHOMa, YJANSIONIecs W3 HEro B
pe3ynbTaTe «OCHOBHOM paeneuun». Wrtoroseiii pazmep JHHK 3227 x/la. B xoxe ucnblTaHuii
BBISIBJICHO, YTO IIOCJIE€ MPOHUKHOBEHHUS TE€HETHMYECKONM KOHCTPYKIMH B KIETKH YeJOBeKa
IPOMCXOJUT BOCCTAHOBJICHUE MApPaMETPOB MUTOXOHAPHAIBHBIX (YHKUUI: cHIKaeTcs Ha 49%
ypoBeHb rereporiazMuu ¥ Ha 370 % yBenuuuBaeTcs CKOPOCTh MOTJIOMICHUS KHUCIOPO/Ia.
HcnplTanns reHeTHYeCKON KOHCTPYKIINH, 3aJI0)KEHHON Ha XpaHEHHE Ha | Mecsl] B 0CaKIEHHOM
Buje npu +4C MOATBEPKAAOT coOXpaHeHHE €€ PYHKIIMOHAIBHOCTH: TeTEPOIIa3MHs CHUXKACTCS
Ha 45%, a morjomeHue Kuciaopojga ysenuuuBaercs Ha 360%. Ilpu wuccienoBaHuu
(YHKIMOHAIBHOCTH T€HETHUCEKOW KOHCTPYKIMM, CHATOM C XpaHEHUs uepe3 7 MecsleB ObuIo
YCTQHOBIICHO: ISl JHO(GMIN3MPOBAHHOTO O0Opaslia - reTeporuia3Musi cHmwkaercss Ha 45%, a
MOTJIOIIEHHE KHCIopoAa yBenuuuBaeTcss Ha 360%, A OCaXISHHOTO CIUPTOM oOpasia
- reTeporia3mMusi cHrkaercst Ha 45%, a mornonieHue kuciopona yeenuuuBaetrcs Ha 360%. Ee
JETEeKINS B MUTOXOHAPHUSX MPOU3BOAUIACH METOAAMH PaJHOABTOTpA(UH.

2). Ilocne xpaHeHUs B TeueHUE 7 MECALIEB F'€HETUYECKas KOHCTPYKIIMS oOecrieunBana CHUKEHHUE
YPOBHSI reTepoIuIa3Mun: odpasen «A» - muopuinn3upoBanHas Gopma, XpaHEHUE TIPU KOMHATHON
Temriepatype - Ha 49% u obpazenr «C» - ocaxxneHHas ¢opma, xpaneHue npu -20 rpamgycax
Henbcust - Ha 48%.

[locne xpaHeHHMsI TeHeTHYecKas KOHCTpYKUus oOecreuynBajia yBEJIMYEHHE CKOPOCTH
MOTJIONICHHMS KUCIIOpoaa: oopaser «A» Ha 295% u obpazent «C» Ha 268%.

3). Tenernueckas KOHCTPYKIUS pa3paboTaHa TpU TIOMOIIM COBPEMEHHBIX METOOB
TFEeHETUYECKOM HHXXEHEepUH, a BbIOpaHHBIM CcHocod JOCTaBKH  OEIKOBO-HYKIEHHOBOM
KOHCTPYKIMU dYepe3 MeMOpaHy MUTOXOHIPHM TO3BOJUT CO3[aTh HOBATOPCKUI METOJ
KOPPEKTUPOBKM  MEXaHHW3MOB  CYNpPEeCCMHM MyTaluid B  MHUTOXOHAPHAIBHOM  TE€HOME.
4). TlomydyeHHBIE TEOPETUUYECKUE M OSKCIEPUMEHTAIbHBIC pe3ynbTaThl matu d3tarmoB [THU
MOJIHOCTBIO  yNIOBJETBOPSIIOT TEXHUYECKUM TpeOOBaHMSM TMPOEKTa, a TakkKe Jajo Ham
BO3MOXXHOCTh TOJTHOCTHIO BBIMIOJIHUTh JAHHOE HCCIIEOBAHWM COTNIAaCHO MJIaHy-Tpaduky u
TEXHUYECKOMY 3aJJTaHUIO0 Cornamenus 0 MPeI0CTaBICHUN cyocuanu.
5.) Hacrosmume wuccnenoBaHusi U pe3ysibTaTbl 3KCIEPUMEHTAIBHOM YacTH COOTBETCTBYIOT
YPOBHIO MHPOBBIX aHAJOIrOB, 4YTO MOATBEPKAAETCA HUX MyONHKanueil B MEXIYHAPOIHBIX
HAyYHBIX )KypHaax

O0J1acTh NpUMMEHeHus1 pe3yJIbTaTOB HCCJIeJ0OBAHN:



l).I'eneTndeckass KOHCTPYKIHS, HapaOOTaHHAas B pPe3y/lbTaTe BBHIMOJIHEHHUS MPOEKTa, MOXKET
HaWTH TPUMEHEHUE B MEIUIIMHE, B YAaCTHOCTH, B JICYCHUM OO0JIE3HEH 4eTOBEKa, BBI3BAHHBIX
MUTOXOHIPHUATIbHBIMU TUCHYHKIHSIMH, a TaK¥Ke B BETEpUHAPUHU.
2) IlepcnieKTUBBI  WCIONB30BAHUA  TEHETUYECKUX  KOHCTPYKIMM IS CYNPECCUU
MUTOXOHJIPHAJILHBIX MYTAIlUi Ha CETOMHSAIIHUN JIEHb MPEACTABISIOTCS JOBOJBHO OOIIMPHBIMHU.
Takue 3aboneBanusi, kak cuapombl MERRF, MELAS wumm KSS B nHactosimee Bpems
MPaKTUYECKH HE MOJIal0TCs JieueHuto. Hare nccneqoBanue mo3BoJIMT CIeNaTh MEPBBIN 1Iar 1mo
MyTH JeueHus: 3abojeBaHuil 00benuHEHHBIX moj obOumuMm Ha3zBaHueM Cunapom Kepue-Celip
(cokpariieHHO KSS)
3) JlaHHBI TIPOEKT OTHOCUTCS K pa3psaay GyHIaAMEHTAIBHBIX HAYYHBIX HCCIICIOBAHHM,
pe3ynbTaThl KOTOPBIX MOTYT OKa3aTh PEIIarollee 3HaUYeHWE HAa Pa3BUTHUE HAYKU MOJIEKYISIPHOU
Oouonorun. Pa3paboTka TIeHHO-TEpaleBTUYECKUX METOIOB JICUYEHHUS HEHpOJereHepaTuBHbIX
3a001€BaHU YeJIOBEKa MO3BOJIMT HAa4yaTh HOBYIO 3Py M B MEIUIIMHE — JICUYCHUsS 3a00JIeBaHUI
YeJIoBeKa, CBSI3aHHBIX c MyTalUsIMU B JHK.
[IpoekT mMO3BOJAUT pa3BUBaTh MEXAYHApOAHOE HAyyHOE COTPYOHHUYECTBO B 00JIacTH
MUTOXOHJIPHATLHOM ~ MEIUUUHBL,  (QOpMHpPOBaTH HOBBIE  COOTBETCTBYIOIIME  OOBEKTHI

UHGPACTPYKTYPBHI.

P deKTHI 0T BHEAPEHUSA Pe3yIbTATOB MPOEKTA

B pesynprare okoHuaTenbHOro wucnoiHenus 3azau IIHM B 2016 romy mnoxazaHo, 4YTO
HapaOOTaHHAs T€HETHYeCKash KOHCTPYKIUS JUIS KOPPEKUMH MYTaliii B MHUTOXOHAPHAIHHOM
TCHOME TIOJHOCTBIO COOTBETCTBYeT TpeOoBaHusM T3 u oOnamaer BceMH HEOOXOIUMBIMU
CBOWCTBAMM [yl T€HHOTEPANEBTUYECKOTO JICYEHUS HEWpOJETreHepaTUBHbIX 3a00JeBaHUI
4yenoBeka. J[aHHbIE WHHOBAIIMOHHBIE MEXAHU3MBbI JICUCHHS OyAyT MMETh OOJbIIOE 3HAYCHHE B
Pa3BUTHM OTEUYECTBEHHOM MEIWIMHBI B IIEJIOM M T€HHOW MEIUIMHBI B YacTHOCTH. M3neueHue
Ooyie3HEl, B HACTOAIIEE BPEMS CUHMTAIOUIMXCS HEU3ICUHMMBIMH, TPUBEAET K CHIDKCHHIO
CMEPTHOCTH, IPUBEAET K MOBBIIICHUIO YPOBHS U Ka4eCTBA JKU3HU.

®opMbI M 00beMBbI KOMMEPUHAIN3ALMHN Pe3yJIbTATOB MPOEKTA

B HacTosmmii MOMEHT paccUMTaTh 3KOHOMHUYECKHH 3((EeKT B JI€HEKHOM 53KBUBAJICHTE HE
IIPEJICTaBIISIETCS. BOBMOXKHBIM, TaK KaK paOOThI 110 BHEAPEHUIO JAaHHBIX pa3pabOTOK B MPAKTHKY
elle JTajleKu OT MOJHOro 3aBepuieHus. TeM He MeHee, Hy’)KHO OTMETUTh 0€3yCIIOBHYIO BaXKHOCTh
HACTOALIMX HCCIIEIOBAaHUM, TaK KaK OHU SIBJISIOTCS NEPCIIEKTUBHBIMU /IS JIEUEHHS BCEM cepuu
TeHETHYECKUX 3a00JIeBaHMM, Kak CBsA3aHHBIX ¢ MyTanusimu MTHK, Tak u ¢ nedexramu smepHoit
JHK.

[lorenuuanbHass  MOTPeOHOCTH B TEHETUYECKMX  KOHCTPYKIUSAX  JUISI  KOPPEKIHH
MUTOXOHJIPHAJILHON JUCPYHKIMH cocTaBisieT okoso ogHoi Ha 50000 yenoBek, 4TO B MUPOBOM
MacmTade cocrapisger okojo 150000 mTyk. IMIopTHBIE aHAJIOTH TeHETHYECKOW KOHCTPYKIIHH
OTCYTCTBYIOT, TEM Ba)KHEE SIBJISIETCS] pa3pabOTKa OTEUECTBEHHBIX M3/ENUM, KOTOPbIE CIIOCOOHBI
3aHATh MHOYKECTBO MHPOBBIX DPBIHKOB. ['€HeTHMUecKue KOHCTPYKUMH UIsI KOPPEKLUUU
MUTOXOHJIPHAILHON JUC(HYHKIMH MPH UX BHEIPEHUU B MEAULMHCKYIO NPAKTUKY MPHUBEIYT K
CYLIECTBEHHOMY YBEJIMYEHHUIO KauecTBa >KM3HM HaceiaeHHs. CTOMMOCTb CHMIITOMATHYECKOTO
MEIMKAMEHTO3HOTO JIEYEHHUS TMAllMeHTOB C MHUTOXOHAPHAIBHBIMU JTUCHYHKIUSIMU MOXKET
COCTaBIIATH J1I0 5 MiH pyOnei B roxa. Mcnonb3oBaHWE TE€HETHYECKUX KOHCTPYKLIMH IS
KOPpPEKIIUM MUTOXOHAPHAIBHON AMCPYHKIUHA BMECTO TPATUIMOHHOTO JIEYCHHS TO3BOJIUT



JOCTUTHYTh CYMMapHOTO TOTOBOI'O 3KOHOMHUYecKoro 3¢ ¢dekra B Macmtabax Poccun 1o 1 mipn
pyOIei.

Pesyabrarsl yerBeproro srana IIHU Oblim onmy0iiMKOBaHbI B HAaY4YHBIX KypHaJax M
J0JI05KeHbI HA KOH(pepeHuusIX:
1. «CszpiBanne JIHK 6enkom Abf2p yBenuunBaeT 3ppekTUBHOCTH €€ MPOHUKHOBEHHUSI B

M30JIMpOBaHHbIE MUTOXOHApUN», ABTOpPHI - E.O. Camoiinosa, . A. Kpamenunnukos, E.H.
Bunorpanosa, I1.A. Kamenckuit*, C.A. JleBunkwuii, buoxumus, 2016, Tom 81, Beim. 7, ¢.953-961.
[Tpunsto B nevats 23.03.16

2. «Cnioco06 BeIIEeNIeHUsT peKOMOMHAHTHOTO Oenka preMsk1p u3 kinerok E. Coli onpenenser
ero cBoiicTBa kak ¢akropa umnopra TPHK B muroxonapuu aposxxeii», ABrops - E.B.
Cwmupnosa, U.B. Unuepun, M.B. banesa, H. Durenuc, U. Tapacos, [1.A. KameHnckuii.
buoxumus, 2016, Tom 81, Beim. 10, ¢. 1349 — 1358. [Ipunsaro B nevyats 23.05.16

3. «B3aumoneiictue mutoxonapuansHoro JIHK-cBs3biBaromero 6enka Saccharomyces
cerevisiae Abf2p ¢ pe3onbBazoii Ccelp», ABtopsl - E.O. CamoitnoBa, M. A. KpalieHUHHUKOB,

C.A. JleBuukuii, buoxumus, 2016, Tom 81, Boin 10, ¢.1383 — 1391. [Ipunsro B nevyars 19.07.16

PesynbraThl mpoekTa ObUIM JOJOKEHBI Ha Clenyromux Poccuiickux W 3apyOeKHBIX
MEPOMPUATHAX 10 AEMOHCTPALMU U OMYIISIPH3aLuH PE3YIbTaTOB U JOCTH)KEHHI HAYKH:

1). Monozaexusiit Hayunsiit @opym «Open Science 2016», r. ['atunna ¢ 16 o 18 HosOps

2016 roma, crennoBeiii noknan «bemok Abf2p yBemmuuBaer s¢dexruBrocTh mMmopta JJHK B

HU30JIUMPOBAHHBIC MUTOXOHIPUN.



