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JABE IIMPAMMWUJIbI - IBA ITPOJAYKTA
3.K. Myxameoocanoes, A.A. Kupzuzbaesa

Hayuonanenwiti nayuno-npaxmuueckui yenmp gusuuecxoii kyromypol MOH PK, Hyp-Cynman, Kazaxcman,

OOBIYHO K BOTIPOCY NHUTAHUS TMOAXONAT C TOYKA 3PEHUS TUTHEHBl THUTAHWUA — aJCKBATHOCTh
u O6e3omacHOCTh. B 3TOoM acmekte cymiecTByeT Macca MmpoOieM Tak KakK 10 CHX MOp JIMIIb YCJIOBHO
YCTaHOBJICHA IOTPEOHOCTh OpraHuW3Ma 4YellOBeKa B OCHOBHBIX MAaKpPOHYTPHUEHTaX — OeJKax, JKHpax
Y YIJIEBOJIOB W MOCTOSIHHO WAYT CIOPHI O BAKHOCTH WM, HAO0OPOT, OMACHOCTH TOTO WA UHOTO
MaKpOHYTpHEHA U KOJIOAY U3 TpeX KapT (OeNKH, )KUPHI M YTIIEBOIbI) TIOCTOSIHHO TaCcyIOT.

Yenoreky TpeOyercs Oosiee 100 pa3inuuHBIX MUILNEBBIX COCTUHEHUN W Pa300paThCS B 3TOM CIIOKHO
0e3 crenuanbHON CIIPaBOYHOW JTUTEPATYPhl JaKe CIeUalucTaM B oonactu nutanus. [loatomy B 1962 romay
MUHHUCTEPCTBO celbckoro xo3sicTBa CIIIA mns mupokoro kKpyra HacelleHUs MPeUIoKIIIa YIPOIIEHHYIO
MOJie/Ib MHUTaHus B (JOpME MHUIICBOH MUPAMHUIbl. XOTS HCIOJb30BAHUE MPUHIUIIOB MUIICBON MHPAMUIBI
JEHCTBUTEIHHO TIOMOTJIO YIYYIIUThH 30POBbE HACEIEHHsI, HO, OCOOCHHO B MOCIIEAHUE ACCATHUICTHS (aKTOP
MMUTaHUA CTall BBICTYNATh OCHOBHOW NMPUYMHON BBICOKOH 3200JIeBa€MOCTH M CMEPTHOCTH YeEJIOBEKa, UTO
YKa3bIBAIOT Ha SBHBIE NPOCYETHI B POJIM THINEBOW MHUPaMHUABI B COXpAaHEHHWH 3I0POBHA. B 3HaUMTENHHOM
CTCIICHU 3TO CBA3aHO C UBMCHCHUEM CTUJIA KU3HU YCJIOBCKA, UTO IMPUBEJIO K CHUXKCHUIO YTUWIN3alluu SOHEPTHUU
JKUPOB (Ha (PM3NYECKYI0 aKTUBHOCTb) U, HAITPOTUB OTMEYAETCS Pe3KOe YBEIMYCHHE TIOTPEOHOCTH B TITFOKO3E,
TaK KaK TOJIOBHOM MO3T B Ka4eCTBE MICTOYHHKA YHEPTHH NCTIOIB3yeT UCKIIOUUTENHHO TITFOK03Y. DTO IIPHBEIIO
K Pa3BHTHUIO SHEPTETHUECKOTO UcOalaHCca MM BO3HUKIIO COCTOSTHHE Je(UINTA TIIFOKO3bI Ha (JOHE N30BITKA
)upoB. Takoil nucOanaHc SBWICS MPUYUHON pa3BUTHS 3a00JICBAHUN SHEPrETHYSCKOTO OOMEHA U IPHUBEIIO
K TOMy, 49TO B 21 BeKke INUTaHHWE CTaJ0 OCHOBHON MPHYMHOW BBHICOKOW 3a00JIEBA€MOCTH W CMEPTHOCTH
YeJIOBEKa U CTAJNI0 TPHYMHON YBEIWUYEHHUS XPOHUYCCKUX HEHMH(PEKIMOHHBIMH 3a00JIeBaHUSAMH (IHUAOET,
OXXUPEHUE, TUCITHITUICMHH, CEPJCUHO-COCYAUCTHIC PACCTPONUCTBA), KOTOPHIC MPUHSIIN XapaKTep IMMUICMUH.

IlepBoe muTaHUE, C KOTOPHIM CTAIKWBAETCS YEIOBEK — 3TO MOJIOKO MaTepH, KOTOPOE IO CBOEMY
COCTaBy MOJKHO OTHECTH K BbICOKO xwupoBoMy (BXX) mpuumuny mmranms. Korma peGeHOK mepexomuT
Ha €eCTeCTBEHHOE KOPMJIEHHE, TO OH YK€ MOIy4aeT BBICOKO yraeBoauctoe (BY) nmuranue, Ho BXX npunmmn
MUTaHUS COXPAHICTCS B IEPEPBhIBAX MEXKIY MPUEMaMH MUK, Teneph W B HajdbHEWUIIEM MHUTAHUE YeIOBEKa
obecniednBaeTcs IByMsI MMUAIIEBBIMU IIOTOKaMH — 3K30TeHHBIM BY u srnmorennsiM BXK xapakrepamu nmutanwms.
Wx mosTamHoe WCMONB30BaHHE OOYCIOBICHO BKIIOUCHHEM pasIudHbBIX cucteM KoHTpois (LIHC,
BEreTaTUBHAs M TOPMOHAJIbHAS), a Ui 00ECIeUeHUsT X ACATEIBHOCTH TPeOyeTCs MOCTYIUICHHE Pa3IndHbIX
MUIIEBBIX COCAUHEHNWH. DTH [Ba MUIIEBBIX MOTOKAa MOXHO MPEACTABUTH B JOpME MUPAMHUI, U OHU PE3KO
OTJIMYAIOTCS TT0 COOTHOIIEHUIO MaKpOHYTPHUEHTOB (PUCYHOK 1).
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Pucynox 1 — IlpencraBnenne B QopMe mnupaMua COOTHOILCHHS MAaKPOHYTHEHTOB B 3K30I'€HHOM
(abCcopOTHBHBIH NIEPUOT) ¥ SHAOTEHHOM (IIOCTA0COPOTHBHBIN TPUO/T) MHUILEBBIX MOTOKAX
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Kak BugHO U3 prcyHKa 1, 0CHOBHBIM KOMITOHEHTOB B MTUIIIEBOI TUPaMUIE SBISTFOTCS YTIIEBOIBI, TOT/IA
KaK B DHEPreTHYecKod mnupamuje — Xupbl. Cienyer OTMETHTh TOT (hakT, YTO MUPAMHUIBI OTINYAIOTCS
HE TOJIBKO TI0 COOTHOIIICHHIO MAaKPOHYTPUEHTOB, HO TI0 COCTaBY MUIICBBIX COCIUHCHUM.

Ecmu B numeBoil nmupamuie B Ka4eCTBE KUPOB HCIIONB3YIOTCS KHBOTHBIE KaK OMOPHBIC, a TAKKe
pacTHUTENbHBIC PHIOBH IS MOCTPOSHA MEMOPAH KJIETOK, TO JIJISl SHEPreTHUECKOM MUPAMU/IBI JIYYIIE MOIXOAT
KOPOTKO IEMOYCUHBIC TPUTIHUICPUIBl C YUCIOM YIIepoaHbix atomoB oT 4 no 10. B kadectBe OenkoB
B MTUILIEBOI MHpaMUJIe CIIeIyeT UCTIOIh30BATh ITOJIHOIICHHBIE OSJIKH, COIepIKaIlIe B aJeKBATHOM KOJIMYECTBE
He3aMEHUMbIE aMHHOKHCIOTHL. Torma Kak B IHEPTeTHYEeCKOH TNHpaMHUAe WCIOIB3YIOTCI 3aMEHUMBIE
TJIFOKOHEOTECHHBIE aMUHOKHCIOTHI aJlaHWH, CEPUH, TJUIUH. [103TOMY HEMOJIHOICHHBIH HBOTHBIA OEIOK
JKeNaTHH He 00ecreunBaeT OpraHNu3M B aMUHOKHCIIOTaX B aOCOpOTHMBHBIM mepuox (THINEBas MHpamMuua),
HO OyaeT 3 GdeKTUBEH I ISATEIHPHOCTH METa0OIMUECKUX CHCTEM B IIOCTAOCOPOTHBHBIA MEPUOM, TaK Kak
B HEM TIOYTH ITOJIOBUHA aMUHOKHUCIIOT NMPUXOAMUTCS Ha MIMIKH. B 3TOM IutaHe XOJojel U 3aJMBHBIC OJr0a
1[eJIeCO00Pa3HO HCII0JIb30BaTh MEKIY IPUEMaMHU OCHOBHOM MHUIIIH.

Takoif B3MIA[ Ha NOTPEOHOCTH B PA3IMYHBIX MHUINEBHIX COSAMHEHUSX B IEPUOJ[ HCIOIB30BAHUS
9K30T€HHOTO H HHIOTEHHOTO IHIIEBHIX MOTOKOB TpeOyeT W3MEHWTh Halle IMPEACTaBICHHE O pa3padoTKe
CICIUATN3UPOBAHHBIX TPOJYKTOB MUTAHUS. [[JIs yIIydIieHus MpoLeccoB peaduIuTallid U BOCCTAHOBJICHHS
Oonee menecooOpa3HO obOoramarh — CHEIUATU3UPOBAHHBIE TPOAYKTH MUIIEBEIMH  COCTUHEHHSMH
HeoOXoAuMble T (YHKIIMOHUPOBAHUS THIIEBON MHPaMHIBL. OTO CBSI3aHO C TE€M, YTO Ha TH MHIIEBHIC
COCIUHCHHS TIPOUCXOIUT CTUMYJISIIIAS CEKPEIMU TOPMOHA MHCYJIMHA, KOTOPhIH aKTUBUPYET aHA0OJUUYECKHE
MpoIecchl (CUHTE3 OeKa, KUPOB U TJIMKOTEHA), YTO CHOCOOCTBYET YCKOPEHHUIO MPOIIECCOB PEeaOMIIUTAINH
Y ICTIOHUPOBAHUSA W30BITOYHOTO TOTOKa JHEpruu. llo3TOMy OpraHm3M B 3TOT TEPHOA MEPEeKIToYaeTcs
Ha MPOTEKaHWE IMPOIECCOB PEMOHTAa M OOHOBJICHHUS, W3HOCHBIIUXCS OEJIKOBBIX H KJIETOYHBIX CTPYKTYP
U JICTIOHUPOBAHUE U30BITOYHOTO MTOTOKA SHEPTHH, OJHAKO 3TO BEJICT K CHUKCHHIO (PU3NICCKON U YMCTBEHHOM
paboTOCIOCOOHOCTH, TaK KaK OpPTraHW3M YelloOBeKa HE MOXKET OJHOBPEeMeHHO 3(()EKTHBHO BBITIOIHATH
Tporiecchl peadmmmranuy (TIPOXOAIINE B MEPHON OTHAbIXa) M GU3NYECKONH W YMCTBEHHOH NEATCIHLHOCTH,
MO3TOMY «CBITOE KMBOTHOE HE OXOTHHUK» M UCJIOBEK IMOCIE TpUeMa MHIIU TUIOXO BBIMOJIHSAET (GU3NICCKYIO
Y YMCTBEHHYIO JI€ATENBHOCTh. OJTH JTamnbl (YHKIHMOHANBHO PAa300IIeHBl 10 BpeMeHH | 3ddexTrBHAS
WX JeSITeNPHOCTh  JOJDKHA ~ OOECIeYMBATBCS  COOTBETCTBYIOIIMMH — THINEBBIMH  COCIWHEHHSIMH
U PeryJISITOPHBIMH CUCTEMaMHU.

HampoTuB, mnpu HCIONB30BaHUM TUIICBBIX COCAMHEHUHN CHEIM(PUUHBIX I SHEPTeTUICCKON
MUPaMUIBl  aKTUBUPYIOTCS TPOIECCHl  3HEProoOpa3oBaHUS W MPOUCXOAUT YiIydlleHHe (DU3HUECKOH
Y YMCTBEHHOU JieATeIbHOCTA. OCHOBHBIM 3HEPTreTHUECKUM MAaTEpPHAIOM JIJIsl OpraHu3Ma SIBJISETCS TIIFOKO3a.
OTO CBfA3aHO C TE€M, YTO TOJOBHOM MO3r B KaueCTBE HCTOYHHMKA SHEPTUU HUCHOJIb3YeT HCKIIOYUTEIHLHO
rimoko3y [1]. B kpoBu comep:kuTcst 0OKOJIO 4 I IIIOKO3BI [2], TOrma Kak TOJIOBHOM MO3I M KJICTKH KPOBH
3a cyTku ucnoib3ytoT 100—150 r. ITpy nmoHM)KEHUM KOHIEHTpAlUM [JIFOKO3bl B KPOBU BJIBO€ HUXKE HOPMBI
B MO3T' TIOCTYMAeT HEIOCTATOYHO HSHEPIHMHM U MPOMCXOIUT €ro OTKIIOYCHHE, a Yepe3 IATh MHHYT YXKe
MIPOUCXOJNUT THOETTh HEPBHBIX KIETOK U CMEPTh, TOPTOMY TIIFOK03a KPOBH SIBISICTCS TPAH3UTOPHOU (HhopMOit
1 B PETYJLIIHUIO €€ TOMEOCTa3a BKIIFOYAIOTCS BCE PETYJIATOPHBIE CHCTEMBI, Bce BUABI 0OMeHa BemecTB. Ere
B 1980 romy Ha KOHrpecce Mo OMOXMMHUH B MOCKBE S MPEUIONKIIT MOJAEIb B3aUMOCBI3U MEXIY OOMEHOM
0CIIKOB, J)KMPOB U YIJIEBOJOB B 3aBUCUMOCTH OT TPAHCIIOPTa YTJIEPOJHOTO CKEJIETa W 3TAllOB B3aHMMOCBS3H
MEXIy TMporeccaMu o0pa3zoBaHus, W yTwim3anuu dHeprun AT® mpu HCMONB30BaHUHM SK30TCHHBIX
Y DHJIOTEHHBIX MMUIIEBBIX TOTOKOB /IS PETYISIIIAA TOMEOCTa3a TIOKO3bI (PHCYHOK 3).
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PucyHnok 2 — Momenb B3aUMOCBSI3M  MEXIy OOMEHOM OCNKOB, JKHPOB U YIJICBOJOB B IEPHOJ
HCITONTB30BaHus dK30TeHHBIX (Candec [Tanua) u sHMOTeHHBIX ([lOHKHXOT) MUTIEBHIX MTOTOKOB

Kak BugHO Ha pHCyHKE 2, MPH HCHOIB30BAHWH K30T€HHOTO MHINEBOTO MOTOKA (aOCOpOTHBHBIN
MPHOJ) OTMEUYAeTCs AKTHUBAIlUSA JBYX aHA0OJMUYECKHUX MPOIECCOB (CHHTE3 Oelika U KUPOB) M OJHOIO
KaTa0OJIMYECKOTO — OKUCIICHUE TIIIOKO3bI, TOT/Ia KaK MPU WCIOJIb30BAaHHH 3HJOTCHHOTO MHUIICBOTO MOTOKA
(TocTabCOpOTHUBHEIN MEPHO/I) HAIIPABIECHHOCTh OOMEHHBIX MTPOIECCOB MEPEKITIOYAECTCS B TPOTHUBOIIOIOKHY IO
cTtopoHy. OTMmedaeTcsl akTHBanWsA KaTtabonm3ma OelKOB M JKMPOB U CHHTE3 TIOKO3bL. [Iporexanme sTmx
MPOIECCOB TPEOYET HCIOJIB30BAHUE COOTBETCTBYIONIUX IHIIEBBIX coenuHeHui. OOBIYHO BCS WACOJIOTHS
cOaaHCHUPOBAHHOTO IMHTAHUS HaIpaBlieHa Ha o0ecreueHHe IPOILECCOB PEaOWINTAIIMN W JACTTOHHPOBAHUS
Y TIOOTOMY Ha PBIHKE BBITYIIEHO MHOTO CIIEI[HAIIM3UPOBAHHBIX MPOAYKTOB YITYYINAIOMIMX CHHTE3 Oelka
(pa3nuyHbIe OCIKOBBIC U YTIICBOIHBIE CMECH) U TIPOIYKTHI, 000TaIlEHHBIE MUKPOHYTPUEHTAMHU (BUTAMUHAMHU
Y MUKpOJJIEMEHTaMu). J[JIsl COBpeMEHHOTO 4YelIOBEKa B CBS3M C M3MCHCHHUEM CTHJS JKU3HH Oojee
He cOaTaHCHPOBaHHBIM OKAa3aliCs 3HJOTEHHBIN MUIIEeBON MOTOK. J[J1s ero Koppekunu HaMu ObLT pazpaboTaH
CICIMATU3UPOBAHHBIN MPOIYKT, COJEPIKAIIUN COSAUHEHUS CIICIU(PUUHBIC IJI SHEPTeTUUCCKON MUPaAMHUIbI,
B kauecTBe cyOcTpaTa s MIFOKOHEOT€HE3a MBI HCIIOJIB30BAIM TONMHUHAMOYp, KOTOPBIH COJCPKHUT
MoNMcaxapui WHYIUH (TONMMep MOHOCTIXNpHUINAa (pyKTo3bl). B kadecTBe WCTOYHMKA HSHEPTHH
JUTSI IPOTEKaHUsT TIpoIlecca TIOKOHEOTeHe3a MBI HCIIOJIb30Ball IMajlbMOBOE WIIM KOKOCOBOE Macia, a B
KayecTBe KOpPPEKTOpa BKyca, KOHCEpBaHTa M CTPYyKTypooOpazoBaHHs B3aiau Meld. Ha perentypy Takoro
NPOAYKTa MbI TOJy4YMIa aHrIuickuidi maTteHT [3] mmno penenty marenta BrT. Hyp-Cynran 3amymieHa
MIPOM3BOACTBEHHAS JIMHUS 110 BBIITYCKY TAKOTO MPoIyKTa rmoxa HazBanue TopEnergy.

Takum 00pa3oM, uIeoJoTUsi COaTaHCHPOBAHHOTO IUTAHMS JOJKHA YYUTBHIBATH JIUHAMUYHOCTH
WCIIOJb30BAHMS THUIIECBBIX MPOJIYKTOB U TpeOyeT pa3paboTKy, COOTBETCTBEHHO, CIICHUAIH3UPOBAHHBIX
MPOAYKTOB ISt KAXKIOW (a3bl KUIHEACATEITHPHOCTH WU MPUACPIKUBATHCSA UACOJNIOTHH JBE TTHPAMHUJIbBI — JABa
mpoaykra. Takod TOIXOJ, HECOMHEHHO, TO3BOJUT Jydlle IIOJONTH K MpoOieMe WCIOIb30BAHUS
CICIMATU3UPOBAHHBIX MPOJYKTOB JJIsi COXPAHEHUS 30POBbs U MPOQIIIAKTUKA OOMEHHBIX 3a00JICBAHUM.
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